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NMEPEAMOBA

HaBuasbHO-METOANYHUHN MOCIOHUK € Pe3yIbTaTOM CyMiCHOI
poboTu mpoBigHuX ¢daxiBiiB HallioHaJIbHOTO MEIUYHOTO YHiBEP-
cutety iMeni O.0. Boromosnbid, /1Y «BceykpaiHCbKUI LIEHTP Ma-
TEepUHCTBA Ta JUTUHCTBA HarlioHanbHO1 akaZieMii MeINYHUX HaYK
Ykpainu» Ta HallioHaJbHOTO YHiBEPCUTETYy OXOPOHHU 3/I0pPOB’A
imeni ITJI. Ilyniuka. HagaHna iHopMmariis IpyHTYeTbCA Ha JaHUX
CyJaCHUX CBITOBHIX IOCATHEHD B chepi IUTIIOI peBMATOJIOTI1, Me-
Ta-aHasi3aX, MPOTOKOJAX JIKyBaHHA, a TaKOXK BJIACHOMY JOCBifi
aBTOPIB.

HeoOxigHicTh TaKOro MOCIOHMKa 3yMOBJIEHA ZIOCUTh ITHPO-
KOO PO3MOBCIO/KEHICTIO PEBMAaTUYHUX XBOPOO Y AUTAYOMY Billi,
AKi acOIiIOI0ThCA 31 3HMXKEHHAM AKOCTI XXUTTA Ta PU3UKOM paH-
HbOI iHBasiAM3aIlii. 3a OCTaHHI POKU B CBIiTi JOCATHYTO 3HAYHUX
YCITiXiB Y BUBUYEHHI ITaTOTeHe3y PEBMAaTUYHUX XBOPOO, 10 103BO-
JIMJI0 BU3HAYUTH HOBI IIUIAXH X IarHOCTUKU Ta PO3POOUTH Cydac-
Hi MeTOoAu JIiKyBaHHA.

B mociOGHUKY PO3KPUTO aKTyasbHi MUTaHHA [TaTOreHe3y peB-
MaTUYHUX XBOPOO, 1[0 OOI'PYHTOBYE NMpHU3HAYEHHA Cy4acHOI ma-
TOreHEeTUYHOI Teparlii, HaBeZeHo KpuTepil AiarHocTUku. OnrcaHo
KJTiHIYHI CHUMIITTOMU OKPEMUX HO30JIOTTYHUX GOPM, AKi HANOLIbIIT
YacTo 3yCTPivaloThCA B JUTAYOMY Billi: TOCTPY PEBMATUYHY JIUXO-
MaHKY, XpOHIYHy peBMaTHU4YHy XBOPOOy ceplis, IOBEHLTbHUH ili-
OTMATUYHUYN apTPUT, CUCTEMHUIN YepBOHUY BOBYAK, IOBEHITbHUU
ZIepMaTOMiO3UT, IOBEHUIbHY CUCTEMHY CKJIepPOZAEepPMit0, CUCTEMHI
BACKYJIiTU. BUCBIT/IEHI BUCOKO Cy4acHI MeTOAU JiKyBaHHA JAaHUX
HO30JIOTi! BiITIOBIZIHO /IO €EBPOIENCHKUX Ta aMePUKaHChKUX MIPO-
TOKOJIIB.

KoJIeKTHB aBTOPIB CITOZIBAETHCSA, 10 AAHUM MOCIOHUK IOTIO0-
MOXe 3700yBavyaM BHINOI OCBITH, JIiKapsM-iHTepHaAM, JIiKapsM-
meZiiaTpaM Ta iHIINX AUTAYUX CIEIiaJIbHOCTEN B MOMIMOJEHHI
3araJbHUX i GaxoBUX 3HAHB 3 UTAY0I PEBMATOJIOTI, a TAKOXK B iX
MPaKTUYHIH Jis/TBHOCTI.



PO34N 1

AHaTomo-chisionoriuHi ocobnmeocTi
KICTKOBO-M'SI30BOI CUCTEMM Y fiTeH

KicTkoBa cumcrema mnpezcTaBisge coO0K MeTabOoNiYHO aK-
TUBHY, AUHAMIiYHY TiCTOJIOTIYHYy CHCTEeMY, 1[0 MOCTiiiHO OHOBJIIO-
€TbCA MIPOTATOM BChOTO KUTTA JIOAWUHU. [TiATBepA:KEeHHAM IIbOT0
€ Maibke ofHouacHe GOpPMYBaHHSA HOBUX OCepPeJKiB KiCTKOBOT'O
MaTPHUKCY Ha Miclli pe30p0O1iii OKpeMUX YaCTUH KiCTOK, Tak 3BaHa
BHYTPIIHA mepeby0Ba KiCTKOBOI TKaHWHM, 1[0 XapaKTEPHO SIK
JUTA IOPOCUX, TaK i AJid AiTel. B AUTAYOMY Billi TaKOXK XapaKTep-
HUM € PIiCT KiCTOK Y ZIOBXKMHY i IIUPUHY Ta iX GOPMOYTBOPEHHS.

EmOpioreHes. 3akiagka GpopMyBaHHS KiCTKOBOI CHCTEMU
BiZIOYBa€THCS IiZl 9ac 2-T0 MiCALA BHYTPIIIHbOYTPOOHOT'O PO3BUT-
Ky IUToZa. PicT XpsIoBOi TKAHWHU MMOYUHAETHCA 3 5-7-TO THKHA
recTariii 3 Me3eHXiMaJIbHUX KJIiITUH, B AKUX BXe B JJaHOMY Ilepiozi
3’ABJIAIOTHCA TOYKU OKOCTEHiHHA.

3arajioMm Ipoliec OKOCTEeHiHHs, TOOTO 3aMiHM CIIOJIYYHOI Ta
XPALIOBOI TKAHWH Ha KiCTKOBY, IOYMHAETHCA Y BHYTPIIIHBOYTPOO-
HOMY IIepioZii i TpuBa€ 0 MOMEHTY HaCTaHHS CTaTeBOi 3piOCTi.

B HOBOHapPOM)KEeHOI AUTUHMU Aiadizu TpyOIacTUX KiCTOK CKJIa-
JIAlOThCA 3 KiCTKOBOI TKaHWHM, ajie 3HaYHa YacTHUHA emidi3iB ryo-
YacTUX KiCTOK KUCTi Ta cTonu cpopMoBaHa JIUIIe XPAIIOBOIO TKa-
HUHOIO. [IpoTArom ¢i3sM4HOro POCTY i PO3BUTKY OpraHi3aMy JUTUHU
B /JaHUX aHATOMIYHUX JUIAHKAaX GOPMYIOThCA Apa OKOCTeHIHHA Ta
CHHOCTO3Y, 1110 € XapaKTepPUCTUKAMU BiKOBOTO AidepeHIlifoBaHHA
KiCTOK CKeJieTa i BU3HaUYeHHS KiCTKOBOTO BiKYy JIUTHHH.

3HaHHA BIKOBUX 0COOJUBOCTEN (pOpMyBaHHS AA€pP OKOCTe-
HiHHS KiCTOK KHUCTi Y AiTel fla€ MOXJIUBICTh BU3HAUYUTHU TOYHUU
KiCTKOBUU BiK AUTUHHU, 1[0 € OJ/HI€IO0 3 OCHOBHUX XapaKTEePUCTUK
6iosoriuHoi 3pinocTi ii opranismy (Puc. 1.1).

B mepiiri poKu )KUTTS AUTUHY BiZIlOYBa€THCS iHTEHCUBHUM PicT
KiCTKOBOTI'O CKeJIETY, IO CYIIPOBOKY€EThCA AeKLIbKapa30BO0 3Mi-
HOIO Ta 1epebyZ0BOI0 CTPYKTYPHU KiCTKOBOi TKAHUHU. 30KpeMa, 3
BiKOM 301IBIIYEThCSA KUTBKICTh TiZIPOKCUANIATUTY — OCHOBHOTO Mi-
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Po3pin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'I30BOT cucTeMu y fjiTed

HepaJIbHOTO KOMITOHEHTY KiCTKOBOI TKaHWHH, 110 3a0e31euye Mi-
Hepatisallito OCTeOiIHOI TKAHWHM i, BiZ[TTOBIHO, MIITHICTb KiCTOK.
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PucyHok 1.1. BikoBi oco6nmBocTi hoopMyBaHHs aaep
OKOCTEHiHHS KICTOK KUCTi y fjiTeil



Po3gin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'130BOT cucTeMu y fiteit

Oco6smBocTi Oyz0BH. OCOOJUBOCTAMM XiMiYHOTO CKJIaZy
KiCTKOBOi TKAHWUHU B IUTSIIOMY Billi € OiIBINMI BMICT BOJY i 3HAY-
HO MEHIIA KiTbKiCTh OpraHiYHUX, MiHEpaJbHUX PEYOBHUH IOPiB-
HAHO 31 CTPYKTYPOIO KiCTOK y ZOPOCINX. TaKMM YMHOM, KiCTKU y
ZiiTell paHHBOTO BiKy € MEHII JJAaMKHUMU Ta OiLTbII eacTUIHUMH,
THYYKUMU. Bee 1ie cipusie He3HayHil KUIbKOCTI BUMIAZKiB ITepeJio-
MiB KiCTOK y liTeli HaBiTh IpU 3HAaYHUX TPaBMax.

Y BUNIaZKYy, AKIIO 1 Ma€ Miclie IlepesioM KiCTKU y JUTHUHH, TO
XapaKTepHUM € TIepeJIoM II0 THUITY «3eJIeHOi ik abo BepboBOro
IIpyTa» 32 PaxyHOK Z06pe PO3BUHEHOTr0, GYHKIIIOHAIBHO aKTUB-
HOT'0 Ta eJIaCTUYHOTO OKICTA.

3 ypaxyBaHHAM BHIIE OMHCAHUX OCOOJIMBOCTEN OyZOBU Ki-
CTOK y MaJIeHbKHUX JiTeH, CJIifi maM’siTaTH, IO BOHU JIETKO TiJI-
JaThesa Aedopmallii, TOMy 3 MOMEHTY HapOKEHHS i IIPOTATOM
MepIIMX POKiB )KUTTSA AUTHHA TOBUHHA CIIATU Ha PiBHiM, })KOPCTKIM
NoBepXxHi (OpTONeAUYHUI MaTpac, 6e3 BUKOPUCTaHHSA IOAYIIKH).

[Tporec yTBOpeHHs Ta PO3BUTKY KiCTKOBOI TKAHWHH, a TAKOXK
3MiHUM 0COOIMBOCTEH ii CTPYKTYpH (PeMOZETIOBAHHS) Ha3UBAETh-
CA OCTEOTeHe30M i BKJIIOYa€ TPU OCHOBHI CTaii:

1. Ilepuia cTazia TpuBae nepiii 1-2 poKU >KUTTA i XapaKTepu-
3y€eTbCsA iHTEHCUBHUMU aHAOOMIYHUMU TIporiecaMu GOpMyBaHHSA
O1LTKOBOI OCHOBH KiCTKOBOi TKAaHUHM — MAaTPUKCY, 10 Ha 90-95%
CKJIaJIa€ThCA 3 KoslareHy. PerysAlisa 1jboro mpoiecy 37iiCHIOETh-
cs1 TAKUMY TOPMOHAMH, K TUPOKCHH, iHCYTiIHOTIOAIOHUHN daKkTop
pocTy, comaToTporHuii ropmoH (CTT), iHcysmiH, a TakoXK aHApore-
HMU B ITi3Hillli IEPioAU POCTY.

2. Jipyra crazig (TpuBae [0 7 POKiB) — XapaKTepU3y€ETh-
cs1 GopMyBaHHAM LIEHTPIiB KpHUcTasisamii Ta MiHepasisamii rig-
pOKcHamnarury. Y 1iell yac 0cOOJIMBY BaKJIMBICTh Mae 3abe3neve-
HIiCTh OpraHi3My JUTUHU MaKpoejleMeHTaMu (KaibLiii, docdop),
MikpoeneMeHTaMu (PTOp, MapraHelp, MarHiii, UHK, MiZb) Ta
BiTamiHOM D. OCHOBHi TOPMOHH, III0 MOZYJ/IOIOTH ITf0 a3y — ma-
pPaTrOpMOH Ta TUPEOKAJBIIUTOHIH, a MiHepaJlbHe HaCUYeHHS Ma-
TPUKCY 3aJIEXKUTh BiJl aKTUBHOCTI JIy>KHOI PpocdaTasmu.

Ba)kJIMBO BiZIMITUTH, IO Ha TepeObir BUIlE OMMCAHUX CTa-
Ziili ocTeoreHe3y 3HaUYHUM BIUIMB MAalOTh CTaTUYHi Ta MeXaHiuyHi
HaBaHTaXeHHsA. MacaX, TIMHACTHKa, JIiKyBaJbHa Qi3KyIbTypa,
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Po3pin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'I30BOT cucTeMu y fjiTed

aZleKBaTHUM PYXOBUH PeXUM, Pi3Hi BuAU Qi3MYHOI aKTUBHOCTI
CIPUSAIOTh aKTUBAIlii ocTeoreHesy. JloBrorpruBaia iMmmobini3arisa
Ta rinoKiHesia MOXXyTh IOPYLIWTH IIpoLiec MiHepaslisallii, 1o Ipu-
3BOJUTH IO OCTEOIIEHil.

3. Tpetsa cTazis — xapakTepHU3yeTbCA MOCTIHHUM MIPOI[eCOM
peMO/IeNIIOBaHHA Ta OHOBJIEHHA KiCTKOBOi TKAaHWHMU, IKUU pery-
JIIOETHCSI TOPMOHAMU IUTOBUAHOI i mapammTonogioHoi 3amo3u i
3aJIeXKUTD Bifl 3a0€3MeYeH0CTi OCHOBHUMU HYTPi€EHTaMU, BiTami-
HaMH, 30KpeMa BiTaMiHy D.

[Tportecu ocTeoreHe3y 3ajieXaThb Bif, ONTUMAJIbHOTO PiB-
HA KaJIbL[il0 B OpPraHi3Mi JIIOAWHU, IO HiATPUMYETbCA Ha CTa-
6imbHOMY piBHI B cupoBariii KpoBi (2,44+0,37 Mmoib/1, abo
0,98+0,0151/1) 3a paxyHOK 3MiH IIBUAKOCTI KHIITKOBOT'O
BCMOKTYBaHHA Ta HUPKOBOI eKCKpellii. Y BUMIaJKy HeJOCTaTHO-
CTi KaJblio, BiTamiHy D B paljioHi xapuyyBaHH, IOPYLIEHOMY iX
BCMOKTYBAaHHI 3 KUIIKiBHUKA, PiBEHb KaJbIIil0 B CUPOBATIL]i KPOBi
HMiZITPUMYETHCA 3a PaxyHOK MOro BUMUBAHHA 3 KicTok. /laHuii mma-
TOJIOTIYHUH CTaH HAa3UBAETHCA OCTEOMAJIALIIA.

[HTEHCUBHUU PpIiCT i peMoJieNioBaHHA KiCTKOBOi TKaHWHU
3a0e3MevyoThCsI aKTUBHUM KPOBOIIOCTa4aHHAM. /[0 BOX POKIB
PO3BUBAETHCS €MHA CHCTEMa KPOBOOOITY, AKa MOB’s13aHa 3 100pe
PO3BUHEHUMHU emiMeTadizapHUMU CyAMHAMH, L0 MPOHUKAIOTh
Yyepes3 TapOCTKOBUH XPAIII.

KicTku miTeit MaloTh MOPiBHAHO piBHI moBepxHi. KicTkoBi BU-
cTynu GOpPMYIOThCA i BUTATYIOTHCA B ITPOIIECi 3Mil[HEHHA Ta QYHK-
LiOHyBaHHA IPUKPIIUIEHUX [0 HUX M'A13iB. JIuie 10 12 pokiB 30B-
HilmHA O6y70Ba i ricTosoriyHa gudepeHIlialis KicTKOBOI TKaHUHU
HaOIMKAEThCA 0 XapaKTEPUCTUK KiCTKOBOI CHCTEMH JOPOCIOi
JIIOHU.

AHATOMO-TiCTOIOTi4HI 0COOINBOCTI KiCTKOBOI CUCTEMU JiTEMH
TaKOX CTOCYIOThCA i 0COOIMBOCTEN KiCTKOBOT'O CKeJIeTy Y Pi3Hi Bi-
OKBi ITepioAu KUTTA JUTHUHU.

KicTky yepena y HOBOHapOKEHUX BiI3HAYAIOThCA PyXJIMBi-
CTIO, basoTalli€lo, 1o 3a6e3nevYyeThCA BiIKPUTHMU CaTriTaIbHUM,
BiHIIEBUM i JIIMO60TI0AIIOHMM IIBaMU. BiyHi TiM’AYKa y JOHOIIIe-
HUX HOBOHApOMXEHUX 3aKpUTi. 3aZHE TIM'AYKO 3aJMIIAETHCA
BiIKpUTUM y 25% HOBOHApOKEHUX i 3aKPUBAETHCA 3a3BUYAM He
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Po3gin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'130BOT cucTeMu y fiteit

Mi3Hille IPyTroro MicAIld XUTTA AUTUHU. [lepeHe TiM’ AYKO ¥ HO-
BOHAPO/KEHOI IUTUHY 3aBXK/IU BiIKPUTE i 3a3BUYall 3aKpPUBAETD-
¢ mo Biky 1-1,5 poxkiB (Puc. 1.2).

3agHe TiM TYKO

\ \ TlepenHe TiM’s1uK0

PucyHok 1.2. CxeMa siokanisauii nepejHboro i 3afiHbOro TiM'iYoK.

dopma xpebTa y HOBOHAPOIKEHOI IUTUHU € TIPSIMOIO, 103~
6aBeHo0 ¢izionoriunmx BUrKHIB. [[IuiiHMi 10pA03 PopMyeThCA
70 1-2 micamis, rpyaHuii Kipo3 — 10 6-7 MicAIliB, a IoepeKOBUH
sopzao3 — 10 10-12 micsamiB (Puc. 1.3.).

DopMyEAHHA EHTHHIE XpedTa

A
| —% mEEHETHE

JT0pa03
rpyaHmi
Kijoz
NoNepeKoBHii
J0pao3
KYNpHKOBHE
Kigoz

DizioaorigHi ERrEEN XpedTa

PucyHok 1.3. dopMyBaHHsi (hi3i0NoriyHMx BUTMHIB XpebTa AUTUHM



Po3pin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'I30BOT cucTeMu y fjiTed

OcrarouHe popmyBaHHA (i3i0MOTiYHMUX BUTHHIB 3aBEpILIy-
€THCA Y PAHHBOMY LIKUIBHOMY Billi. [IpOTATOM yCcbOro AUTAYOrO
BiKy ¢ikcamia xpebTa 3ayjUIIa€ThCSI HEAOCKOHANIOK. Yepe3 He-
JIOCTaTHIA PO3BUTOK M’A3iB, HENPABWIbHY 1103y Ta MebJIi, 0 He
BiIIOBiZIAIOTh 3POCTY AWUTHHU, JIETKO BUHUKAIOTH 3MiHU popmuU
xpe0OTa, TaKi K CKOJII03 Ta TATOJOTiYHI BU/Y TIOCTABH.

I'pyzHa KJIiTKa y HOBOHAPO/KEHUX IIWPOKA i KOPOTKa, Ha-
IpsIM PO3TalllyBaHHSA pebep — TOPU30HTAIbHUM, IO TIOSACHIOE T10-
BEpXHEBUU XapakTep JUXaHHA Y JiTell paHHbOTO BiKy. B mozaib-
IIIOMY BiZIOyBa€TbCSA PiCT IPYAHOI KIIITKU B JOBXKUHY. 3 TPHOX POKIB
crae epeKTUBHUM pebepHe anxaHHs. [lo 12 poKiB rpygHa KIiTKa
HabyBae $opMU, XapaKTEPHOI /IS MMOJIOKEHHS MaKCUMabHOTO
BuAnxy. OcoOJMBO 3HAYHE 30LMbIIIEHHS MOMEPEYHOro JiaMeTpa
I'PyAHOI KJIITKM BiZiOyBa€eThes 0 15 pokiB.

KicTku Tasay fiTeli paHHBOTO BiKy BiZIHOCHO Mai, i ix popma
Harajiye BOpPOHKY. [HTEHCMBHUM PiCT KiCTOK Ta3a BiZilOyBa€ThC Z10
6 pokiB. 3 6 10 12 pokiB po3Mip Ta3a cTabili3yeThCSA, a 3TOIOM Y
[IiBYATOK TIOYMHAETHCA HAWOLIbLI iHTEHCUBHUIN MOTO PO3BUTOK,
TOZ1 AK Y XJIOILiB — IIOMipHe 3pOCTaHH.

ITporiec mpopisyBaHHA MOJIOYHUX 3Y0iB y AiTell TOYNHAETHCS
B 6-7 MicariB. /Io poKy AUTHHA TOBUHHA MaTH 8 3y0iB, a 70 2-2,5
pokiB — 20 Mosounux 3y6iB (Puc. 1.4.). Zlo 3-3,5 poKiB IPUKYC
CTa€ OPTOrHATUYHUM, KOJIU BEPXHi 3yOU IPUKPUBAIOTh HIDKHI Ha
TPeTUHY 4Yepe3 HeAOCTaTHill PO3BUTOK HIKHBOI Iesienu. Y Billi
BiZ 3 0 6 pOKiB BiiOyBa€ThCA MEPEXiZ 10 MPSAMOTO IIPUKYCY. B 6
POKiB ITIOYMHAETHCS MIPOIIEC 3aMiHM MOJIOYHUX 3y0iB Ha MOCTiMHI
(Puc. 1.5.).

®opMyBaHHS K MOJIOYHOT'O, TaK i MOCTIHOT'O MMPUKYCY Y Ji-
Tel € BAXKJTMBUM ITOKa3HUKOM 0i0JIOTiYHOTO ZI03piBaHHA JUTHHU.
Tomy mpu oriHIli 6iosOTiYHOI 3piyoCTi AiTEl 3aCTOCOBYETHCS TIO-
HATTS «3yOHUH BiK».

Takum 4YMHOM, 0 YMC/Ia HaWOLIbII 3araJbHUX MOPOJIOTId-
HUX 0COOJMBOCTEN KiCTKOBOI CUCTEMU Y ZiTell MOXKHA BiJHECTH:
c1abKy MiHepasti3allito Ta psCHY BacKy/IAPH3allilo KiCTOK, ixX esac-
TUYHITh, HASBHICTb TOBCTOTO OKIiCTH, crieliudiuyny Gopmy yepena,
TPYZAHOI KJIITKY i Ta3a, a TaK0K HeZJOCKOHAJIICTh XKyBaJIbHOI'O arna-
paTy. He3Baxatouu Ha 11e, Y QyHKIIOHATbHOMY BiZIHOIIIEHHI KiCT-
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Po3gin 1. AHaTOMO-hi3ionoriyHi 0cOBMMBOCTI KICTKOBO-M'I30B0T cUCTEMM y JiTel

KOBa cucTeMa JUTHUHU IIJIKOM TTOBHOIIiHHA, a CTaH il PO3BUTKY €
HaZIIHHUM MapKepoM 0ioJIOriYHOTrO BiKy Ta piBHA 3piloCTi opra-

Hi3My AUTHHU.
3y6u BepxHa wenena
51 61
1,2 - pi3yi 52 62
3-ikna 53 \ { 63
4 - nepLui Npemonsipu g, ™ e
5 - Apyri npeMonapu <
55 [ es

5,4 - monapu
3 -ikna
2,1 -pisui

MpopisyBaHHsA

7 - 9 mic.
9-11 mic.
18 - 22 mic.

14 - 18 mic.
24 - 30 mic.

20 - 24 mic.

12 - 18 mic.
16 - 20 mic.
8 - 10 mic.

6 - 8 mic.

PucyHok 1.4. Cxema npopi3yBaHHSl MONOYHMX 3Y6iB

3y6n BepXHA Wenena NpapizyBaHHs
1 - MegiancHAi pizeyb /-8 pokis
2 - natepanbHWi piselb \ 8-9 pokie
3-iko Z 11-12 pokie
4 - NepWWiA NpemMonsap - 10-12 pokie
5 - Apyrvin npemonsp % 11-12 pokip
6 nepwnin monsap . 5-7 pokiB
7 - ApYTWiA MONAp Q 12-14 pokis
8 - TpeTiiA MonAp (’ 17-25 pokis
g HWXXHA Wenena
8,7, G - Monsapu ) (“- Efz POKIB
-14 pokie
5, 4 - npeMonApu /L N ?:gowﬂ
pOKiB
3-ikna A~ 1012 pokis
s 9-11 pokiB
2,1 - pizui 7-8 poxiB
0-7 pokiB

PucyHok 1.5. Cxema npopi3yBaHHsi NOCTilHUX 3y6iB
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Po3pin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'I30BOT cucTeMu y fjiTed

M’s130Ba cucTeMa TpeACTaBisie OO0 aKTUBHY YAaCTUHY
OIIOPHO-PYXOBOT0 anapary. BoHa ckiazaeTbes 3 M'A13iB, AKi Jal0Th
OTIOPY TilMy Ta 3a6e3MevyI0Th MOXKJIMBICTH IepecyBaHHA B IIPO-
cropi. Takox 3aBAAKYM M’A30Bil cCTeMi MOKJIUBUU PyX OKPEMHUX
YaCTHH Tisa BiZTHOCHO ofHa ofHOi. CKeJIeTHi M’SI3U MiCTSTh CIIeI1-
¢ivHi pererrropu M’sI30BOT0 Uy TTS, IO A€ 3MOTY KOHTPOJIIOBATH
TIOJIOXKEHHSA Tina. B pe3ysnbraTi M’13€BOro CKOPOYEHHS BizOyBa-
€TbCsT BUPOOJIEHHs Terta. M3 BUKOHYIOTh 3aXHCHY (YHKIIifO
(M’AI31 KMBOTA 3axUIAIOTh OPTraHK 4YepeBHOI IOPOKHUHU Bif
30BHIIIHIX $aKTOpiB) Ta 6epPyTh y4acTh y AUXATbHUX pyxax (i-
adparma, mMi>kpebepHi M’s13u). [J1aZKi M’AI3U YTBOPIOIOTH CTiHKU
TPaBHOTO TPaKTy Ta [eAKUX BHYTPIlIHiX OpraHiB, Tak0X BOHU
3a0e3MevyIoTh IepecyBaHHA iX BMicTy. Tako)XX OKpeMO BUALISAIOTh
cKesieTHi M’A3u. CKeJIeTHi Ta cepIlieBUI M’13U1 BiIHOCATHCA JI0 TPY-
T4 TIOTIEPEYHOCMYTaCTHUX M SI3iB.

EmO6piorenes. IlonepeyHocMyracTa MyCKyJaTypa pPO3BUBa-
€TbCA 3 Me3ozgepMu. KITiTUHY, 110 3a CBOEIO TiCTONOTIYHOIO CTPYK-
Typoro moZAibHi 10 $ibpobracTiB ArdepeHIiIOIOTECA B TIPeMios-
JIACTU Ha 5-8 TIKHI BHYTPIIIHBOYTPOOHOTO PO3BUTKY i, Mi3Hillre,
3MiHIOIOYH CBOIO GOpPMY, IIEPETBOPIOIOTHCS B Miobactu. 3 10 mo
20 TwXAeHb TPUBAE Nepiox GopMyBaHHA MiOTYOH, UIAXOM 30a-
radyeHHs MiobsacTiB HykIeonaMu. 3pimi miouutn GpopmyroTbes i
AvbepeHIIiOI0ThCA TPOTATOM 18-26 TIKHA BHYTPIiTHEOYTPOOHO-
r'0 PO3BUTKY JUTUHU.

CyXOXXKWIbHi YaCTUHHU M 513iB BU3HAYAIOThCA B eMOpiodeTanb-
HOMY Iepiozii, a iHTeHCUBHE J03piBaHHA M'SI30BO1 CHCTEMU BiZi0y-
BaeThcA y peTtasbHOMY Tepiozi. Lle mpuBOAUTD 10 TOTO, IO ILTif
yXKe Ha cTajii paHHbOro (eToreHe3y 3ZIaTHUN POOUTHU aKTUBHI
PyxH.

M’s30Ba cucTeMa J0poCJoi JIOAWHU CKIaJaeTbeda 3 650 m'a-
3iB i 6;i3bk0 400 3 HUX 6€pyTh y4acTh Y BUKOHAHHI Pi3HUX PYXiB.
Y HOBOHAPO/KEHOT'0 KLIbKICTh M'513iB MaiiKe Taka, K i y Jopocoi
JIIOIVHU, aJie € iCTOTHI BiAMiHHOCTi CTOCOBHO MacH, I'iCTOJIOTiYHO]1
OyZI0BM Ta iHIINX XapaKTePUCTHUK.

P03BUTOK M’I30BOi CICTEMHU Y HOBOHAPOKEHUX He € JoCTaT-
HiM. Po3Mip M’AA3eB0i Macu y HOBOHAPOZKEeHOI IUTHHU CTAHOBUTD
20-23 % Biz 3arajibHOI MacH Tijla AUTUHMU, TOAI AK y AOPOCIUX 1ie
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Po3gin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'130BOT cucTeMu y fiteit

3HaueHHsA ckaazae 42-44%. JlocAraeTbcsa AaHUN OKA3HUK y Billi
15-17-pokiB (Puc. 1.6).

40
&
& 30
[
..E /—\
§ " g \ 6‘\
: L
5 P R .
5 ) :
g 10 /
= ,.'/J

0
10 20 30 i - e
Bik, poku

PucyHok 1.6. BikoBi 3MiHM Macu CKeNneTHUX M'si3iB
3aJ1eXHO Bif BIKY i cTaTi.

M’s130Bi BOJIOKHA Y ZiTel TOHIII, Hi)K Y Zopocaux. BoHu 6a-
raTi capKoIUIa3MoI0, ajie MiCTATh Majio Miodibpwt i MatoTh 106pe
PO3BUHEHY iHTepCTUlliaIbHy TKaHUHY. M’s130Bi BOJIOKHA y ZiTel
KOPOTKi, Hi>KHi Ta 6izi, 3i c;1a60 BUpa)keHOIO MOIEPEYHOIO TT0-
CMYTOBaHICTIO, TIPY 1IbOMY — OLIBIII €JTaCTUYHI Ta 3aTHi PO3TATY-
BaTUCh OUTBII HIXK YZBiUi BiZi CBOr0 MOYaTKOBOTO po3mipy. Kitb-
KiCTh MiO3VHY i aKTMHY B HUX 3HAQUHO MEeHIIIa, Hi%K Y OPOCIUX.

[TapasieTbHO 3 PO3BUTKOM M’SI30BHX BOJIOKOH BiZIOYBa€ThCS
dbopMyBaHHSA CIIOJIyYHOTKAHMHHOT'O KapKacy M’s3iB, AKUM A0CH-
rae OCTaTOYHOTO CTyIeHs pO3BUTKY y Billi 8-10 pokis. [lo Hapoz-
YKeHHS IUTUHU BXKe cPOPMOBaHUH PeleNITOPHUM armapaT M’s3iB.

BioxiMiuyHu# ckiaz M’s13iB ZiTel BiZIPi3HAETHCA Bifl ZOPOCTUX.
M’s13u ZiTell paHHBOTO BiKy MICTATh MaJio MiorobiHy Ta Heopra-
HiYHUX PEYOBUH, ajie B iX CKJIaJ, BXOAUTh 3HAUHA KiTbKICTb BOJAU.
TakoX M’s13U ZIiTel MicTATh peTaTbHUN MiO3UH, AKUH 3 BIKOM 3HU-
Kae. B mpolieci AUTUHYU B M’SI30Bill TKAHWHI 3HUKYETHCS KiTbKICTh
IJTIKOTeHY, BOAIU, MOJIOYHOI KUCJIOTH, HYKJIEIHOBUX KUCJIOT.
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Po3pin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'I30BOT cucTeMu y fjiTed

st M’I3iB IUTUHY XapaKTepHi Jesaki QyHKIiOHaIbHI 0OCOo-
6MBOCTi. BizzHaYaeThCs MiABUIIEHHS Yy TIUBOCTI M'SI3iB /IO alle-
TUIXOJIIHY 1 3HWXXEHHS YyTJIUBOCTI 10 €IEKTPUYHOT'O CTPYMY.

Y BHYTPIIIHBOYTPOOHOMY TIepiofi M'sI3W XapaKTepU3YIOThCS
HU3bKOIO 30YAJIUBICTIO i 3Z1aTHI BUKOHYBATH pOOOTY 10 3-4 CKOPO-
YeHb Ha CEKYH[y. 3 BiKOM KiTbKiCTb CKOPOYEeHb 301LTbINY€ETHCA [0
60-80 Ha cexyHay. /lo3piBaHHSA MiOHEBPAJIbHOI'O CHATICY 3HAYHO
mprcKopioe (B 4 pa3u) nepezavy 30yIKEHHS 3 HEpBa Ha M'A3. Y
HEMOBJIST, Ha BiIMiHYy BiZl IOPOCIUX, M'SI3U HEe PO3CJIabII0I0ThCS
HaBiTh IIiJ 4ac CHY.

M’a3zeBa cucreMa ZiTeil pocTe iHTeHCHUBHIllle, HiXK iHIII Op-
raHu. IIpoTAroM BCHOT'O AUTAYOrO BiKy iX Maca 30iLTbIIyeThCS
npubsu3Ho y 35 pasiB. PicT M'A3iB BifOyBa€eThCsa MepeBakHO 3a
pPaxyHOK IIOTOBIIEHHS M’S30BHUX BOJIOKOH, a He 30iIbIIeHHA iX
KIIBKOCTI.

Y HOBOHApOMKEHUX i AiTEH MEePUINX MICAIB KUTTS CIIOCTe-
piraeTbcs 3HaYHUU rinepToHyc M’a3iB. [imepToOHyC 3rMHAadiB Ha
BEPXHiX KiHI[iBKaX YTPUMYETBCA A0 2-3 MICAI[iB, a HA HUXKHIX —
o 3-4 micAliB. Y Biti 4-5 MicAlliB 3’ABIAETHCA HOPMOTOHIfA, AKa
XapaKTepU3YyeTbCs PiBHOBArolo M’si3iB-aHTaroHicTiB. Jlaji Bizby-
Ba€ThCA IHTEHCUBHUN PO3BUTOK M’A3iB-pPO3rMHAYIB i MiZIBUIIIEHHSA
iX TOHYCY.

[Tporiec po3BUTKY MA3iB Y AUTAYOMY Billi € HEPDIBHOMipHUM.
30KpeMa, IIpU PO3BUTKY M’A30BOT'0 KapKacCy BepXHbOI KiHIIiBKY,
CIIOYaTKy PO3BUBAIOTbCA M’A3M IUIeYa, NepeAIuliyys, a MoTiM —
M’si3U KUCTi. /lo 6 POKiB ZiTAM IOraHO BZIa€TbCA TOHKA poboTa
NanbLAMU pyK. [Tncatu MokHA TOYMHATHU MiC/IA LOCATHEHHS I1eB-
HOTO CTYIIeHs PO3BUTKY MOTOPUKH MAaJbIliB — 6-7 POKiB. ¥ IbO-
My K Billi [UTUHA MOXKe [TOYMHATH YCIIIIHO 3aiiMaTuCA TaKUMU
aKTUBHOCTSIMM, SIK B’sI3aHHA, JIiIUIEHHS. M3 HIir 3aIUIIal0ThCs
HeZOCTaTHbO PO3BUHEHUMU JI0 7-pidyHOro BiKy. M’A3U CIIUHU J0-
cATaroTh IEBHOTO PiBHA 3piIoCTi y Bili 10 12 pokiB.

3MilHeHHA 3B’A30K Y AiTel BifbOyBaeThcA micia 8-9 pPOKiB.
B mpomy X BiIli iHTeHCHIKYETHCA PO3BUTOK M'SI30BOi CUCTEMH i
npupict M’s30B0i Macu. Tak, y IOPiBHAHHI 3 IIepioZOM HOBOHa-
POZKEHOI, 10 7-9 POKiB IIOIIepeYHVK BEPXHiX ITy4YKiB IOIIEePeYHO-
r'o M’si3a JKMBOTa 301IbIIyeThCA y 25 pasiB, cepesiHix—y 12 pasiB,
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Po3gin 1. AHaToMo-cbizionoriyHi 0cobMMBOCTI KICTKOBO-M'130BOT cucTeMu y fiteit

HIDKHIX (Haibinbire GyHKIIOHAIPHO HaBaHTaXKeHUX) — y 37 pa-
3iB. Hali6inpiri 3MiHM MacH ¥ morepevHuKa M’s13iB MasIbIliB KUCTI
criocTepiraroTbea y Bili 8-10 pokis.

HanpukiHni nepiofy cTaTeBoOro [03piBaHHA CIOCTEpIraeTh-
cAl IPUPICT He TUIbKU M'AI3iB PYyK, aje ¥ M’A3iB CIIMHU, IJIEYOBO-
o MosCy Ta Hir. [Tpo pPO3BUTOK M'A3iB MOXXKHA CYAUTH 32 GOPMOIO
JKUBOTA, TIOJIOKEHHSM JIOTIATOK: MPU CIaOKUX M’si3aX JKUBIT Bifl-
BUCJIUH, penbed M'sI3iB HE BUPaXKEHUH, JIOTIATKU BiICTYTIalOTh Bif
I'PYAHOI KJIITKU.

[HTEeHCUBHICTb IPUPOCTY M’I30BOI CWJIM Y XJIOITYUKIB i AiBYa-
TOK pi3Ha. flk IpaBWIO, TOKa3HUKU JMHAMOMETPIi y XJIOIMYUKIB
BUIIi, HiXX ¥ AiBYaTOK. [IpoTe Bxke y Billi Biz 10 #0 12 pokiB 3a 110-
Ka3HUKaMM CTaHOBOI CJIU JiiBYaTKa CUIbHIIII XJIOMMYUKIB.
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PO34lJ1 2

06cTeXeHHs KiICTKOBO-M'si30BOI CUCTEMM Y fAiTeN

[TaTosioriyHi 3MiHH1 Ta IOIIKOAKEHHS KiCTKOBO-M sI30BOi CHC-
TEeMH Y JiTel BUABJAIOTH 32 JOMOMOTOI0 CYyO'€EKTUBHUX Ta 00’€K-
TUBHUX (i3UKaJIbHUX METOZIB AOCTiMKeHHS. /o Cy0’€KTMBHUX
MeTOZiB 0OCTeXXeHHS BiIHOCUTBHCA 30ip JaHWX aHaMHe3y, SIKUN
BKJIFOUA€ aHaJIi3 CKapT ZUTUHU.

3BepTaloTh yBary Ha HasiBHiCTb HaCTyITHUX CKapr:

- 6B y KicTKax i cymno6ax (HeoOXiJHO BU3HAYUTHU JIOKaTi3a-
1if0, TPUBAJIICTh, CAHMETPUYHICTh yPAXKEHHA);

- HaOp#K, rimepeMis Ta MiZABUINEHHSI TEeMIIEPATyPU IIKipH
HaBKOJIO Ccyrio6a, oOMeXeHHS PYXJIUBOCTI, HAsABHICTh PAHKOBOI
cKyToCTi Ta fedpopmariii cyrmobis.

I[Ipu 360pi faHUX aHaMHe3y XBOpoOU HEOOXiZIHO YTOUYHUTH
yac IOSIBY BUIEONMCAHUX CKapT, iX 3B’A30K 3 paHillle IlepeHece-
HUMH iHQEeKUiHHUMU 3aXBOPIOBAHHAMU (0COOJIMBO CTPENTOKO-
KOBOI eTioJorii) i TpaBMaMu.

BaxyivBy posib NPUAUIAIOTH i JAHUM CiMeHHOro aHaMHesy,
30KpeMa 3BepTaloTh yBary Ha 3MiHM KiCTOK, CyIJIOOiB Ta CTaHy
M’I30BOi CUCTEMU y POJVHI, pOAUYiB IepIIOoi Ta APYToi CTYIIEHIB
CIIOPiTHEHOCTI.

Jlo 06’eKTUBHUX Pi3UKATbHUX METO/IB AOCTI/PKEHHS BiHO-
CATBCA OIVIAJ, MabIIallid Ta MePKyCif.

Oriaj IUTUHU IPOBOZAATH B IIOJIOXKEHHI JieXKauu, CUAAIN Ta
cToA4u (HOTHY MpSAMi, PyKH BUTHHO OMYyIIeHi B3J0BX Tyay6a). He-
00XiZIHO TIOMIPOCUTH TIPUCICTH, 3irHYTH i PO3IrHYTH PYKH, HOTH,
MIpoMTHCA. 3a MaJIEeHbKOIO IMTUHOIO CIIOCTEPIraroTh i yac Ipu.

[Tpu oAzl BU3HAYAIOTh MOJMOKEHHA AUTHHU: aKTHUBHeE, Ia-
CUBHe, BUMYyIIeHe (HalvacTillle BUMYyIIeHe [TOJI0XeHHSA 3yMOBJIe-
He HasIBHICTIO O0JIIO B KicTKax, M’s13ax abo cyrmobax).

ITocigoBHICT OMIAAY: CIOYATKY TPOBOAUTHCS OIVIA/ TOJIOBU
(uepema), faji — TpyHA KIIiTKA, Xpe6eT, BepXHi Ta HIKHI KiHI[iBKH.

I[Ipy omIAZAi TOJIOBH 3BEPTAIOTH YBary Ha ii po3mipu Ta ¢op-
My. CITIo4aTKy po3MipH T'OJIOBU OI[iHIOIOTh MPUOIN3HO Bi3yaslbHO.
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Po3pin 2. 06cTexeHHs KICTKOBO-M'130BOT cucTeMu y piteit

11 OTpUMaHHA TOYHUX JJaHUX OKPYKHICTb I'OJIOBU BUMipIOIOTh
CaHTHMMETPOBOIO CTPiYKOI0. Pe3ynbTaT OLiHIOIOTH 3a JOIIOMOTOI0
IEHTWIBbHUX TaOIUIb. BeTMKui po3Mip rosioBU BKa3ye Ha MaKpoO-
nedairo, Manuii — Mikporedasriro.

B HOpMi rojioBa IMTUHU Ma€ OKpyrty GpopMy. TaKOXK, 3aI€XK-
HO Bi/] CIIiBBiZIHOILLIEHHS IIOIIEPEYHOr0 Ta II03J0BXXHBOI'O PO3MipiB
Yyepera, pO3pi3HAIOTh BY3bKYy (fosixoriedarniuny), cepesnio (me-
3otedasiuHy) Ta mupoky (6paximedasniudy) Gopmy roJoBH.

KpiMm 1poro, MoxiviBe BU3HAYeHHs Pi3HUX IATOJOTiYHUX
¢dbopM rosoBu. 30KpeMa po3pi3HAIOTh HACTYITHI GOpMU:

- bamrronozibHa — popMa ToJIOBU Pi3KO BUTATHYTA JOTOPH,
BU3HAYAETHCA BUCOKE Y0JIO, BEPTUKAIbHO OIYyIIeHi TiM'AHi KiCT-
KW, 3aKpPUTHUH CTPLUIONIOAiIOHMI 1IOB;

- cigHuIenoiOHa — 3HAYHO 30i/IbIlIeHi JIOOHI i TiM'sIHiI TOpPOH,
Yyepell CIUIONEeHUH, CTPLIONOiOHM OB 3arTH0IeHNH;

- cizyronoZ1ibHa — 3HaYHO 301/IbINIEeH]i JIOOHI i TiM'sTHI rOpOU, TI0-
MiTHe B/IaBJIEHHS Ha MiCIli BEJTUKOTO TiM'sTYKa, CTPLIONOAIOHM i
BiHIIEBUH LIBY 3arIHOIeHi;

- ckadoredaris — mogoBkeHa abo By3bKa rojosa (mepegdac-
He 3aKpUTTA CcariTaJbHOIO 11Ba);

- okcuriedaris — 4iTKo okpecieHa AedbopMallis yeperna, 06-
JINYYsA Ta OYHUX BHaJUWH (IlepegyacHe 3aKpUTTS BiHIIEBOTI'O 111Ba).

[Tpu paxiTi y ZiTeil yacTo criocTepiraeTbes CIUIOieHa MOTU-
JIALA.

OO6OB’I3KOBOIO € OIliHKA PO3BUTKY BEPXHBOI Ta HIKHBOL
mejieny. 3BepTalTh yBary Ha HafABHICTb Y AUTHUHU HEJOPO3BU-
HeHOi HIDKHBOI Imenenu (MIiKpOTHATIfl, «IITalllMHE OOJINYYs»),
HeJIOPO3BHHEHHS KiCTOK JIMLIEBOr0 Yepela Ta ypakeHHA CKpOHe-
BO-HIDKHBOIIENEITHOTO Cyr1oba, 36iIblIeHHA PO3MipiB HIKHBOI
meseny (MaKkporHaTisi). BUABJIAIOTh 0COOIMBOCTI MPUKYCY, Kilb-
KiCTh, XapaKTep Ta cTaH 3y0iB (MOJIOUHI, OCTiiHi, dopma, 11isic-
HiCTbh, aHOMaJIii PO3BUTKY).

[Ticsisa oAy TOMOBU MPOBOZAATH JOCIiPKeHHA TPYAHOIL KJIiT-
KH. Y 3/I0POBOi AUTHUHU PO3Pi3HAIOTh HACTYIHI GOpMH TIPyAHOI
KJIITKU:

- KOHIYHA — [Tlepe/JHbO3a/iHil i MonepeyHuii po3MipH OJJHAKO-
Bi, emiracTpajpbHUI KyT Tymuid, pebpa BiAxoAaTh Bif xpebTa miz
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Po3pin 2. 06cTexeHHs KICTKOBO-M'130BOI cMCTeMU y JiTell

MPSMUM KyTOM Mai’ke B TOPU30HTAIbHOMY TOJIOXKeHHi. LI dop-
Ma BiZITOBiZlae MakcUMaJIbHi ii iHcTiparii i XxapakTepHa A1 ZiTeii
TPYAHOTO BiKY;

- IUWIHAPUYHA — TIepPeAHbO3a[HIM Ta MOTEePEeYHUN PO3MipHh
MatiKe OfIHAKOBi, elliracTpaJbHU KyT NPAMUM, pebpa HalpaBiie-
Hi KOCO, 3BEpPXY JOHU3Y;

- TUIOCKA — T'pyZHa KJiTKa CIUIOlleHa Yepe3 3MeHIIeHH Iie-
PEeNHBO33aIHBOTO PO3MIpY, eliracTpaJbHUMN KyT FOCTPUH, HAalpaB-
JIeHiCTh pebep Koca, IPUKPIIUIeH]i 10 XpebTa ITiZi TOCTPUM KyTOM
(Puc. 2.1.).

a) y AUTUHM CTapLIOTO BiKy 6) y rpyAHOT AMTUHM

PucyHok 2.1. OcobnuBocTi hopMu rpyAHOT KNiTKKU Y AiTEN Pi3HOTO BiKY:
a) UuniHgpUYHa rpyHa KNiTKa; 6) KOHIYHa rpygHa KniTka.

Po3pi3HAOTH HACTYTHI BUAY AedopMalliii rpyHOI KIiTKU:

- KizenozibHa (Kypsya) — rpyIHa BUCTYIIAE BIIepel Y BUTIIA/L
Kis, BogHOYAC 301IBIIy€eThCsA IEPeIHbO3aHIN PO3Mip IPYAUHY;

- BOPOHKOIMO/iOHA — rpyauHa IUOOKO 3amajiae 10 XpebTa,
dbopmye BOPOHKY;

- mikkorozibHa (6oukomozibHa, emdpizeMaTo3Ha) — rpyAHa
KJIiTKa IIUPOKA Ta KOPOTKA 3i 30UIbIIEHHAM IepeHb03aIHbOTO
Ta MONIEePeYHOr'0 PO3MipiB;
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Po3pin 2. 06cTexeHHs KICTKOBO-M'130BOT cucTeMu y piteit

- MapaJiTUYHa — CIUIOIIEeHa, 3MeHIIeHi Bci po3mipu, pebpa
BUCTYTIAIOTh, IPOMIXKKY Mi>XK HUMH IIUPOKi Ta IINOOKI, ANXaabHi
M’s131 aTpodivHi;

- cepueBHi ropb — oOMexeHe BUITMHAHHA B JUIAHIT CepLIf;

- CIUIOIIIEHHSI OZ[Hi€l MOJIOBUHU;

- OHOOIYHE BUIIMHAHHSA;

- B/IaBJIEHHA I'pyzel i3 OOKiB;

- IIMPOKO BiJKPUTA HWKHA I'PyHA allepTypa;

- YOTKOMNOZiOHI pebepHi MOTOBUIEHHA B MICISIX IEPEXOAY
KiCTKOBOI YacTUHU pebep y XpALOBY 3a GOPMOIO JIAHIFOXKKA Ha
piBHi V-VIII pebep ayromnoziOHO 3BepXy AOHU3Y i Ha30BHi. BoHM
no6pe MoMiTHI 300Ky IPU TiIHATUX JOTOPU PyKax AUTHHHU.

[Tics oAy TPyAHOL KIIITKU MPOBOAATH Qi3nKambHe 0OCTe-
*KeHHsA xpebTa. [IpoBOAATH OLIiHKY GOPMHU 3arajoM i OKpeMo U -
HUM, I'PYZHUH, TIONIepeKOBUY, KPUXKOBUH Ta KyIIPUKOBUH BiAAIN.

P03pi3HAIOTH HACTYNIHI pOpMU CIUHU:

- HOpMaJIbHA — TIPYU TOMipHUX (i3i0JI0TIYHIX BUTHHAX;

- IIocKa — ¢iziosorivHMX BUTHHIB HeMae abo c1abKo OKpec-
JIeHi;

- IUIOCKO-BUTHYTA — TPYAHOrO Kipo3y HEMae, MonepeKoBUMA
JIOpA103 T0Ope BUABIEHUI;

- KpyIia — TPyZAHUH Kipo3 3HAUHO OKpeCcIeHUl, IMUWUHUN Ta
MOTIIepEeKOBUH JIOPZA03U 3IVIa/KeHi;

- KPYIVIOYBirHyTa — BU3HAYAIOThCSA 301TbIeHi IpyaHUN Kido3
i ToTIepeKOBUH JIOPZO3.

Kpim 11pOro, BUAUISAIOTH TaKi MaTOJIOTIYHI 3MiHU XpeOTa, SK:
CKOJTi03, JIOpZ03, Ki}o3.

CkoJ1io3 — BUKpUBJIEHHA xpebTa BOik. Po3pi3HAIOTH MpaBo-
O6iYHUH, MiBOOIYHMM, S-TToAiOHMH ckoiio3 (Puc. 2.2.). g cKoJti-
03y XapaKTepHO:

- IUIeYi, KJIF0YUIIi Ta JIONIaTKYU PO3TallloBaHi Ha Pi3HOMY PiBHi;

- IOTIaTKM BiZICTAlOTh BiZl TPYAHOIL KJIiTKU;

- O7IHA pyKa OUTBII MILTBHO MIPWJIATAE /10 TY/Ty0a;

- aCUMETPUYHICTh TPUKYTHUKIB TaJii, IKi YMOBHO YTBOPEHi
Ha KOXKHOMY 0011i Ty;Ty6a BHYTPIIlTHBOO TIOBEPXHEIO PYKH i JIIHi€IO
Tatii.
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PucyHok 2.2. a) ckonio3; 6) HopmasibHa NocTaBa.

AHaTOMIYHUU CKOJTi03 BiZIPi3HAETHCA BiZl yHKITIOHATBHOTO
HaABHICTIO poTanii xpebTa. OiHIOBAaHHA MTPOBOJATH Y 3irHyTOMY
TOJIOXKEeHHI JIUTUHU BIlepesl i3 PyKaMH, fKi BiUIbHO 3BHUCAIOTH.
Y pasi aHaTOMi4HOro CKOJMiO3y Tilia XpeOlliB pPO3BEpPTAIOTHCA
[0 BUIMYKJIOTO OOKY BUKDHWBJIEHHS, a iX 3aJHi Bi[pOCTKU — ZIO
yBirHyroro 60Ky. Tako)X IOMiTHa OIMYKJICTb T'PYAHOI KJIITHHU
(Puc 2.3.).

rd i ‘\\
WLl 2\ 4y g

PucyHok 2.3. [luchepeHuianbHa giarHocTuka
aHaTOMIYHOrO | hyHKLIOHANbHOIO CKONio3y.
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Ormaz KiHI[IBOK IIPOBOJATH B IOJIOXKEHHI JIeXKauU 1 CTOSYM.
O1iHIOIOTB ZIOBXKUHY BEepPXHiX 1 HWXKHIX KiHIIIBOK 3arajoM, TaKoX
3BEPTalOTh yBAary Ha IPOMOPILIMHICTh iX PO3BUTKY, HASABHICTh
BpOKEHUX Ta HabyTux Aedopmariii (Puc. 2.4).

T et T

,j‘f" i E ‘{{’,/v ‘?t
&l Ei"-@f
¢ 4 V

PucyHok 2.4. [lechopmallisi KICTOK HUXKHIX KiHLIBOK:
a) 0-nopi6Hi Horu; 6) X-noAibHi Hory;
B) BapycHa gedopmallis cton (KoconanicTb).

[Tpu ozl cTomu Bu3HA4aloTh GOpMYy ii CKiemiHHA (HOP-
MaJibHe, CIUIOIEeHe, MiZIBUIIEHE) Ta HAsIBHICTh Aedbopmartiid. s
[OTO JWUTHHY CTABJIATh HABKOJIIIKA Ha CTilelb, OOJIUYYsS 0

CITMHKMU CTiJIbIISI, CTOIIH BiJIbHO 3BHCAIOTh.
3 METOI0 TOYHOI ZiarHOCTHUKM Ta BU3HAYEHHS IIOCKOCTOIIO-

CTi BUKOPUCTOBYIOTD IutaHTOrpadito (Puc. 2.5).

PucyHok 2.5. MnanTorpadisi: a) HopMarnbHa cTong;
6) cnnowieHa cTona; B) Niacka cTona.
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Jlo TPBOX POKIB JKUTTS IUIOCKOCTOITCTh ab0 IUlacka CTOTa €
¢iziosoriyHUM BapiaHTOM HOPMH.

I[Ipy masbnanii KicTKOBOI cCcTEMH 00O0B’I3KOBO IPOIIYITY-
IOTb KiCTKU 4yepena, I'PyAHY KJITKY, BCi BiAiiu xpeOTa, KiHIiBKU
Ta Cymioow.

Y HEMOBJIATH NaNTbIIaTOPHUM METOZOM BU3HAYAIOTh PO3MipHU
TiM'TYOK, CTaH KpaiB, HAIIPY:KEeHICTh Ta IyJbcallifo TiM'A490K (pu-
CYHOK 2.6).

B HOpMI BeJiKe TiM TYKO Y HOBOHAPOZKEHO1 AUTUHU BiZIKPU-
Te (po3mipu 2-3x2-3 cMm). ITocTynoBo 1oro po3mipu 3MeHIIYIOTh-
€A 0 IOBHOTO 3aKpUTTA ¥ Billi 1-1,5 poku.

Y HeJOHOIIEHUX Ta He3pUINX [JiTel dYacTo BiIKpHUTe Majie
TiM'9K0. BOHO TakoX MoXKe OyTH BiAKpUTUM y 25% JOHOLIEHUX
HOBOHApPO/KEHUX. 3aKPUBAETHCA Majle TiM'fYKO MPOTATOM IIep-
IIMX ABOX MiCSIIiB JKUTTA.

[Tasbranis rpygHOi KJITKU JeTaJbHO iHGOPMYE IMpO: THII
KOHCTHTYIIii, HasgBHiCTb AepopMalliii (IIOTOBIIEHD, TIEPETIOMIB pe-
6ep), elaCTUYHICTh KiCTKOBO-M’S30BOTO KapKacy IPYAHOI KJIiTKU
Ta OOJFOYICTh MPY TaJbIALLI.

I[Ipu masbnanii xpeO6Ta BU3HAYAIOTh PO3MIipH, XapaKTep Ta
piBeHb CKOIi03y. JIJIf IbOTO y AUTHUHU B IIOJIOKEHHI CTOAYU 3 HeBe-
JIUKUM HaxXWIOM BIlepeZi IPOBOJATh BKa3iBHUM HajblieM 3BEPXY
JIOHU3Y B3/I0OB)XX HEITAPHUX BiZIPOCTKiB XpeOIIiB.

[Tasbmnaniro cyrmo6iB MpoBOAATH 00epeXHO, OOCTEXYIOTh
CHMeTPUYHI JIAHKHN.

Bu3HavyaloTh TeMIlepaTypy WIKipU Haj cymiobamu, Gosric-
HIiCTb, HAOPSK Ta eKCyZaTUBHi 3MiHU, Pi3Hi YTBOPEHHS B AUIAHIL
cyroba (yuriibHeHHsS, HOBOYTBOPEHHs, By3/H). OIiHIOIOTh aMII-
JIUTyZly TaCUBHUX Ta aKTUBHUX PYXiB, BU3HAYAIOTh OOMEXEHHs,
HafABHICTb KOHTPAKTYP i aHKiN03iB.

36ibIIeHy KITBKICTh PIIMHU y TOPOKHUHI CyIyo6a AiarHoc-
TYIOTh 32 METOZOM (QUIYKTYyallii Ta 3a CUMIITOMOM «ILJIAaBAl0YOr0
HaKOJIIHHUKA».

JlIs1 IbOTO BUKOHYIOTH IIOIITOBXOMNOZIOHUI PyX 3 OZHOTO
60Ky cyrioba i mepeBipsAOTh YU BiZlYyBaIOTh HOTO 3 IPOTHIEKHO-
ro 60Ky, IpH 3jIeTKa 3irHyTii KiHIiBLi. /11 mepeBipKU CUMIITOMY
«IUIABaI4oro HaKOJMiHHWKA» JOJOHAMU PYK CTUCKAIOTh BUIIPAM-
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JIEHUH KOJIIHHUM CyTI06 3 000X CTOPiH, 3MIIIyIOTh M’SIKi TKAHUHU
ZIOTOPY i OZIHOYACHO MTPOBO/SATH MTOIITOBXOMOAIOHE HATUCKYBAHHSA
NaJbLAMU Ha HAZAKOJNIHHUK. Y BUIAQJKY O3UTUBHOI'O CUMIITOMY
OyZie BU3HAYaTHCA BiIbHE KOJTMBAHHA HAZKOJIHHUKA Y BHYTPIllI-
HbOCYTJIOOOBIH PigvHi.

[Ipu mepkKycii BUABIAIOTH OOTICHICTh TPyOYaTHX KiCTOK, I'Py-

OznHOO i3 OCHOBHUX O3HAK ypaXKeHHsA CyIIo0iB y ZiTeil € ap-
TpaIrii.

Aprpaurria — 1e 6ib B cym106i, HecTiHKOro Xapakrepy, 6e3
30BHIIIHBOI'O NIPOSABY 3allaJieHHs, 1110 MOXXe TPUBATHU K JeKLIbKa
CeKyHJI, TaK i OBroTpuBayo. [CHYIOTh Pi3Hi IPUYMHU apTparii.
OgpHi€to i3 HAUTIOIMUPEHININX € aPTPUT — 1€ 3amajbHe 3aXBOPIO-
BaHHS CyIIO0iB, 1[0 PO3BUBAETHCA K BiAMOBiZb TiMbOiAHUX Ha-
IIapyBaHb CHHOBiaTbHOI 0O0JIOHKY Ha aHTUT'€HHI TIOAPAa3HUKHU.

B po6oTi 3 mailieHTamMu, 10 BUCIOBIIOIOTh CKapry Ha Oilb B
cyrnobax HeoOXiZIHO BpaXOByBaTH HACTYITHE:

1. Jitu BikOoM 2-4 pOKM He MOXKYThb YiTKO JIOKaJli3yBaTHU
6i1b. BOHM MOXYTh CKap)XUTHCA Ha 3arajibHUM Oib y KiHIliIBKax
abo BKaszyBaTHU Ha [UIAHKY, BififlasieHy BiZi MAaKCUMabHOI TOYKH
6osr0. HarpukJiiaz, mpy maToJsorii Ky/IbIIOBOTO CyIyioba AUTUHA
MOJKe CKapyKUTHUCh Ha Oib y *KUBOTI ab0 maxoBiit o6sacTi, a mpu
MIATOJIOTii CKPOHEBO-HUKHBOIIEIEITHOTO CyIyIo0a — Ha TOJIOBHUHN
6inb.

2. CKapry IUTUHY Ha 611b y cy1o6i He 3aBXK /11 BiAOBial0Th
iCTUHHIM JIoKasti3arii maTosorivyHoro mporecy. Hampukiaz, Kok-
CHUT MOXKe ITPOABJIATUCS 60JIEM Y KOJIIHHOMY CyT/I06i, dibpomiarii
MOXKYTh PO3I[HIOBATHCA K Oilb y cym106i, a 6i1b y MA3ax micisa
iHTeHCMBHOTO (Gi3MYHOr0 HaBAaHTAXKEHHS MOXKe CIIPUMMATHUCS K
6inb y cymnobax.

3. MoxJrBa HaABHICTb CAMOCTIIHOTO 3aXBOPIOBaHHSA HaBKO-
JI0CyTI000BUX TKAaHUH abo KiCTOK, sIke MO)Ke iMiTyBaTH IaTOJIO-
riro cymo6a. Hanpukiiaz, xsopo6a IlliarTepa abo TpaBMa HaBKO-
JIOCYTIIO00BUX TKAHUH.

3arasibHUH IUTaH 0OCTeXEHHS Y BUIAIKy HAsABHOCTI y TUTHU-
HU TIATOJIOTI] CyT/I06iB BKIItOYAE B cebe HACTYITHE:

1. 36ip ckapr, JaHUX aHaMHe3y XBOPOOH, KUTTS;
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2. ®izuKkanbHe OOCTEKEHHA Ta OIiHKA CTaHy OMNOPHO-PYXO-

BOTO amapary;

3. JlomaTKOBi MeTOAU AOCTiKEeHHs, HEOOXiZHI I MiATBEp-
[UKEeHHSI ITaToJIOor1 cyTyIo6iB.

OCHOBHi IUTaHHA IPU NEPUIOMY OIMIAAI AUTUHHU 3i CKap-
ramM¥ Ha 6i1b y cymio6ax:

- le € Hatibostouine micte? (JluTHA IOBUHHA caMa I10Ka3a-
TH Miclie HalOUIbILIOI JTIoKaIi3alii 00JIk0).

- Yu € 6ib TOCTIHUM, Y1 BUHUKAE TIEPIOUIHO?

- Yu criocTepiraeTbcs mepiofuyHUM O61Tb B OZHUX i TUX CAMUX
cyrmobax?

- IlTo mpoBOKYye 6i1b?

- Yu Typbye 6i1b yHOUI?

- Yu € cKyTicTh PyXiB BpaHIli, IK JOBI'O BOHA TpUBae?

- flk BIUIMBAOTH PyxU i Gpi3MuHe HABaHTAKEHHA Ha Oilb i CKy-
TiCTB?

- Uu BUHUKaE 6isb y cyryiobax mpu 3MiHi oroau?

Benvke fiarHOCTUYHEe 3HAaUeHHsA Mae€ 3’ACyBaHHA XapaKTepy
6010 B cyr1obi. 30KpeMa, /11 apTPUTiB XapaKTEePHUM TOCTIHHUH
CTIIOHTAHHUU OiNb Pi3HOMAaHITHOI IHTEHCUBHOCTI, KU MOCHITIO-
€TBCS MIPU TPUBAJIOMY CIIOKOi CyIIo6iB (Y APyTii OJOBUHI HOYI,
BpaHIIi), 1[0 3MYIIIY€ XBOPOTO Oi/bllle pyXaTUCs, 100 3MEHIITUTH
Oinb. 3amaJbHUN XapaKTep MaTOJOTIYHOrO Ipolecy B Cyriobi
MiZATBEepAXKye HAABHICTh 3arajbHONPUUHATUX CUMIITOMIB 3ara-
JIEHHsA: HabpaK (tumor), MiZABUINEHHS JOKAJIbHOI TeMIlepaTypu
(color), mouepBoHiHH#A (rubor), 6inb (dolor), mopyiieHHA GyHKITI
(functio laesa).

Tpeba mam’siTaTyl PO MOXKJIMBY HAsIBHICTD Y AiTel apTpasrii
HeOopraHiyHOI IPUPOAM: AUTHUHA MOXe HaC/lilyBaTH CTaH WIeHiB
cimM’i, AKi MaroTh 6inb y cyrobax, abo MoXKe BUKOPHCTOBYBATH
cKapru Ha 6i1b y cymiob6ax, 1mob nmpuBepHyTH 0 cebe yBary (icre-
PUYHI KOHBEPCIiWHI Hammazu).

st QyHKITIOHAIbHUX apTpaJIrii He € XapaKTEPHUMU ITOCTiH-
Hi O[HOCYTTIO60BI JoKai3alii. IXx 0coBMMBOCTAMY € HeBU3Haue-
HUM PUTM BUHUKHEHH!, Pi3Ha iIHTEHCUBHICTb, IIOCHUIIOIOTHCS IIPU
IICUX0eMOLIIfHOMY HaBaHTa)KeHHi, 3HUKAIOTh IIiJj 4ac CHY, MO-
’KYTb CyIIPOBO/XKyBaTUCSA Ba30OMOTOPHUMHU PO3jaZlaMU i 3HUKATH
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IIPU BUKOPHCTAHHI CelaTUBHUX mpemnapariB. Kpim nporo, Tpeba
3a3HAYUTU HASIBHICTh TAKOT'O MTOHATTA Y AiTeH, AK 601 pocTy. Binb
POCTYy Y AUTHWHYU BCTAHOBJIIOETHCA IIPU HAABHOCTI NEPiOJUYHOTO
HarazonoAioHoro 600 B IEPIIIii MOJOBHHI HOYi B 06/1aCTi HIDK-
HiX KiHIIiBOK, IIPU LIbOMY BU3HA4YaeTbCA BiZICYyTHICTh 3alalbHUX
3MiH cyrI06iB (3a JaHUMH yJIBTPAa3BYKOBOI'O OOCTEXXEHHS CYTJIO-
6iB), CUMIITOMIB iHTOKCHKAaIIii, 3araJbHOI 3aItaJIbHOI BiZIIOBIZi Ha
WMOBipHe BOTHHUIIE iHpEKIIii.

Tabnuug 2.1. [udbepeHuiiiHa fiarHocTUKa apTpariin opraHiuHol
Ta HeOpraHiyHoT Npupoau

XapaKTepucTuku XapaKkTepucTuku
OpraHiyHux apTpanrii (byHKLiOHaNbHWX apTpanrin

- binb CTINKWI, NOCTINHMA. - binb BUHMKAE TiNbKM BHOYI.

- [HTeHCUBHICTb OONKO BUCOKA, AUTUHA | - IHTEHCUBHICTb Bosto

He 3abyBae NPo HbOTO Mij, Yac po3Bar, | HEBM3HAYEHa,

rpu. AuTuHa 3abyBae Npo HbOTO Mif yac
- binb nokanizoBaHwii B cyrnooi. posBar, rpw.

- binb BU3HayaeTbCA B OAHOMY - binb nokanizoBaHui Mix
cyrno6i, Ha 0 HIN NONOBMHI Tynyba. cyrnobamm.

- [InTnHa Kynbrae, BaXKo X04UTb. - [IBOCTOPOHHIN Binb.

- [pucyTHI 03HAKM CUCTEMHOTO - JutuHa Girae, XxoguTb, 0c06NMBO,
3ananbHOro Npowecy: NigBULLEHHS IKILLO BifIBONIKTW.

TemnepaTypy Tifia, 3HWKEHHs Macy - BigcyTHI 03HaKM CMCTEMHOTO
Tina, 3MiH1 NabopaToOPHMX NOKa3HUKIB. | 3ananbHOro npoLecy

- IHTeHcMBHICTb 60Nto 3MeHWYyeTbe | - binb MoXe 3MeHwWMTUCS Micns
MNPy BUKOPUCTaHHI CUCTEMHUX UM TOrO, IK AUTMHA 3aCMOKOITbCS.
nokanbHux HMN3MM.

[Tpu 360pi AAHUX aHAMHe3y XBOPOOH i KUTTA HEOOXiZIHO
JleTaJIbHO 3’ACYBaTU: AKi 3aXBOPIOBAHHA, TPaBMU IepeAyBaly I0-
ABi apTpaIrii; AK caMe 3’ABUINCA CKapI'yl — IBUZIKO YU IIOCTYIIOBO;
B AKUX CyIobax crocTepiraBcs Oinb; 9 306epiraaucsa CUMITOMU
MOCTiMHO 260 3HUKAIU Ha JeAKUH Jac; Y OyB HaOPSIK HaBKOJIO-
cyrmo60BUX TKaHWH, 3MiHa popMu cyrnoba, TOYepBOHIHHA IIKipU
HaBKOJIO CyT100a, BUCHITKA; YM XBOPIIOTh Ha MATOJIOTiIO CyT/I06iB
HaMOMKYi poAnYi ANTUHY (CiMEeMHWI aHaMHe3 BaXKJTMBUH y /lia-
THOCTUIIi PeBMaTOIZIHOTO Ta iHITUX apPTPUTIB).
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ITix yac mpoBeZieHHA (i3MKAJIBHOTO OOCTEXEeHHS JUTHUHU
3BEPTaOTh yBary Ha:

- TIOJIOKeHHSA/PO3TalllyBaHHA KiHIIBOK II0 BiJHOILIEHHIO JO
IUIeYOBOTro Toscy abo Tasy, NepeAIutiyys Jo Iuleda, KUCTi Jo Iie-
peAIuTiyys;

- IOBXKUHY KiHIIBOK 3 000X CTOpiH (BKOpOYEHH:, ab0 IMOI0B-
YKeHHs ypakeHOi KiHITiBKH);

- 3MiHa $OpMHU, KOHTYPiB, KOHQIrypariii cyrio6is;

- 3MiHa KOJIbOPY LIKipHUX MTOKPOBIB HaZL CyTIo6amu;

- TOBLIWHY IIKipH, HaABHICTh PyOIliB, paH;

- CTaH M’13iB, HAABHICTh M’s130BOi aTpodii;

- HaIBHICTbh CYIIIOOOBUX LITYMiB;

- OILIiHKa [I0CTaBU XBOPOTO;

- OLIiHKA XOAU JUTHHU;

- OLIiHIOIOTh HASABHICTh Qi3WKaATBHUX O3HAK apTPUTY: OLIb y
cyrnobax y CIIOKOi, ITi/i yac pyxiB; 3MiHa ¢popmu cymio6iB (mpumy-
XJIiCTh, AedopMmaltis, fediryparlis); MOpyIIeHHS PyXJIUBOCTi; Tep-
MOAKTHUBHICTb; HaABHICTh PAHKOBOI CKyTOCTi, CyTIIOOOBUX LITyMiB,
KOHTPAKTYP, aHKiI03iB, kpemitaii (Tab. 2.2).

- IPOBOJATD OI[iHKY 00’€My pYXiB CyIJI00iB: aKTUBHUX, KOJIH
PYXU BUKOHY€E CaM XBOPHUM, Ta MaCHUBHUX — PyXU BUKOHYIOTbCS
MIpU 3yCWUIAX JiKapsi. 3MeHIIeHHs 00’eMy aKTUBHUX PYXiB Xapak-
TepHe /71 3allaJIbHUX 3aXBOPIOBaHb. [1acuBHI pyXy JOCTIKYOThb-
cs1 yKe 00epeXHO, He BUKJIMKAIOYU Y XBOPOi JUTUHU HETaTHUB-
HUX eMo1Iiii. O6MeKeHHs MTaCUBHUX PYXiB MOXKe OyTH IOB’s13aHe i3
KiCTKOBUMU aHKiJI03aMH, PYHHYBaHHAM CYIJIOOOBUX IIOBEPXOHb,
M03acyryio00BUMH IpUYMHaMu (YIIIbHEHHS CyIIO00BOi Karicy-
JId, M’I30Ba KOHTPaKTypa).

- BU3HAYAIOTh HAABHICTh YTBOPEHDb HABKOJIO CYI/I00iB: BY3/IHU-
kiB ['e6epaeHa (B obracTi fUCTATIbHUX MiKpaTaHTOBUX CYIIO0iB
kucTi) i Bymapa (B o6acti mpokcMManbHUX MidK(baJaHTOBUX CyT-
J100iB KMCTi), peBMAaTOIIHUX BY3JIMKiB Ta TOQYCiB.
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Tabnuus 2.2. OcHoBHI gediHiLi, Lo CTOCYHTLCA YpaXeHb cyrioois,

Ta IX BUSHAYEHHS

TepMmiH

Bu3HayeHHs

MpunyxnicTb

piBHOMipHe 36inblUeHHs1 06'eMy cyrnoby B pe3ynbTaTi HAaBpPAKY
HaBKONIOCYrNOBOBUX TKaHWH Ta MaTONOMYHOMY BWMOTY B
HaBKoNIOCYrnoboBy CyMKy, BiinoBifae nepLuiin Ta apyriit ¢asi
3anafbHOro npouecy (anbTepHaLii Ta ekcygauii).

Jedvirypauis

HepiBHOMipHa 3MiHa hopmu cyrnoba BHACNIfOK 3ananbHOro
npoLecy B M'sIKMX TKaHWHaX eKCyAaTMBHO-NpONichepaTUBHOTO
XapaKTepy — BUMIT y OKpeMMX 3aBOpPOTax Cyrno6oBoi CyMKy,
OypcuTH, YLLINbHEHHS Kancynu (BignoBifae Apyrii Ta TPeTil
¢hasi 3ananbHOro npolecy — ekcyaauii Ta nponichepauii).

Nedopmaldlis

HenpaBunbHa copma cyrnoba BHAC/IJOK 3MiH KICTKOBOroO
CKeNleTy — PO3POCTaHHSI KIiCTKOBOI TKaHWHM, MifBUBUXM,
aHKINI03M, KOHTPAKTYpPU TOLLO.

MopywweHHs
pyX/MBOCTI

BUSIBNISIETLCA Y BUTNSALI 0OMeXeHOCTi pyxiB, ika byBae
TUMYaACOBOH) Ta NMOCTIKHOH.

PaHkoBa
CKYTICTb

BUSIBJIIETBCA MICNIA TPUBAJOrO BifNOYMHKY, MPU HAsBHOCTI
obMmexeHHs pyxy Ta guckomdopTy y cyrnobi 6e3 6onto.
OuiHIOETbCA 3@ IHTEHCUBHICTIO (XapakTepusye CTyMiHb
aKTMBHOCTi 3anasibHOro npouecy) i TpuBanicTio (paHKoBa
CKYTICTb Ginbwe 1 rof € 0AHAM i3 [IarHOCTUYHUX KpUTepiiB
peBMaToigHOrO apTpuTy, Npu (yHKLiOHANbHUX apTpanrisax
paHKOBA CKYTICTb TPUBAE MeHLLEe 15 XBUIIMH).

KoHTpakTypa

3MeHLLEeHHs1 06'eMy pyxy y cyrnobi, ske BUHUKAE B pe3ynbTaTi
¢hibpo3Ho-nponichepaTMBHUX 3MiH B Kancyi cyrnoba, B M'aKux
HaBKOJIOCYrNI060BUX TKaHWHAX. PO3pi3HAIOTL 3rMHanbHI Ta
PO3ruHasbHi, poTaLiiiHi KOHTPAKTYpHU.

AHKINo3

Bi[JICYTHICTb pyX/IMBOCTI B cyrnobi B pe3ynbTaTi pynHYBaHHSA
cyrnoboBoro xpsLua, orofieHHst cy6xoHAPanbHOro Wapy KiCTKH,
L0 NPOBOKYE 3MEHLUEHHSI PyXNMBOCTI. TpuBana BifCYTHICTb
pyxnuBocTi cripusie hopMyBaHHIO cyrnoba i3 BifCYTHICTHO
Ccyrno6oBoi LLINMHM, NOSABOK KICTKOBOIO aHKiNo3y.

Cyrno6osi
LymMu

CKPWNIHHS, XpYCKIT, TPiCK Ta iHLLI 3BYKOBI heHOMEHM, NOB's3aHi
i3 PO3POCTaHHSIM CWHOBIaNbHUX BOPCUH, BiAKNAAaHHAM
¢hiGpuHy, po3pocTaHHAM ocTeodiTiB, pyiiHYyBaHHAM XpsLLa.
MaTonoriyHi cyrno6oBi Wymm cynpoBOLXYHOTbCS 60bOBUMM
BiJUYTTAAMM. IHKONM Y [iiTeli cnocTepiratoTbCst Cyrnobosi wymu,
SIKi He CYNPOBOKYOTbCS 6OIbOBUM BiUYTTSIM, BUHUKAKOTb
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3aKiHyeHHs Tabn. 2.2.

TepMmiH BusHayeHHs

Npu HAMMEHLIOMY pyCi, He MOEAHYHOTbCS i3 fBULIAMMU
apTpuTy. BoHu HaltyacTile cnocTepiratoTbes y MigniTKis, npu
aKTUBHOMY POCTi AUTMHU Ta Ha (hoHi peHOTMNIYHMX O3HAK
Aucnnasii cnoayyHoi TKaHWHW. HasiBHICTb LMX LWYMiB MOB'i3aHa
i3 0c06nMBOCTSIMM MOP(ONOTiYHOI CTPYKTYPU CUHOBIANbHOI
PianHM Ta XpALL0BOT TKaHUHW. [1py BiACYTHOCTI 03HAK apTPUTY
cyrno6oBi LWyMM MOXHA BBaXaTH (DYHKLiOHANIbHUMM.
Kpenitauis | 3BykoBUii (heHOMEH, LLLO MOXe BUHUKATK NpU apTpuUTax, a
came Nnpu NacUBHUX | aKTUBHUX pyxax cyrnobis, xapakTepHa
Ans nponichepaTUBHUX 3MiH CMHOBIANbHOT 000IOHKM, LU0
CBIZYMTb NPO TPMBaANUIA 3anasibHUiA MpoLiec y cyroobi.

OO6’eKTHBHE OOCTEKEHHS OIOPHO-PYXOBOT'O araparty Iepe-
6advae ZieTaIbHUHN OIVIA/ KOXKHOTO cymioba. CTaH XBOporo cyrimoba
HeOoOXiZIHO TTOPiBHATH i3 CTAaHOM CUMETPUYHOTO 3/J0POBOTO CYTJIO-
6a, B TOMY YKCJIi POBECTH MOPIBHAHHA OKPYKHOCTI CUMETPHY-
HUX CyIVIO0iB, 10 BUMIipIOETHCSA 3a JOMOMOTOI0 CaHTUMETPOBOI
CTPIiYKHU.

Cyr/1060BHi# CHH/IPOM OIIiHIOIOTh METOZOM BUBYEHHS 6OJIHO-
BOT0, CyI/1I060BOTO, 3amajabHOTO iHAeKcy Piui B 6amax (Tab. 2.3.).

Tabnuusa 2.3. MeTofmKa OLiHKM CyrnoboBOro cMHAPOMY 3a iHAeKcoM Piui

bonboBuin | NigpaxoByOTb 1- He3HayHuM 6inb,
iHpeKc OLLiHIOKOYM aKTUBHI |2 - NOMipHWI Bifib, B pe3ynbTaTi Yoro
Ta NacuBHi pyxu pyxu 0BMeXxeHi,
cyrnobis 3 - cunbHuUii 6inb, pyxu piako 0OMexeHi,
abo HeMOXJBI.
Cyrno6oBuit | BU3HAYAETHCA 0 - cyrno6 He 4yTnAMBMIA,
iHeKC MeTooM nanbnauii | 1 - cnabkui 6inb,

2 - NOMipHWiA 6inb, XBOPUIA MOPLLUTLCS,
3 - pi3Kuit Binb, XBOPHIA BIfCMUKYE

cyrno6.
3ananbHuin | BU3HAYaeThCA 0 - ekcypauii Hemae,
iHeKc MeTofiloM ornisidy Ta | 1 - eKcypallis He3HayHa,
nanbnauii 2 - eKcypauis noMipHa,

3 — ekcypaulia 3HayHa
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OOcTexXeHHA M’A30BOi CHCTEMM CKJIAZacThbCsd 3 OLHKUA
CKapr, JaHUX aHaMHe3y XBOpPOOU, JKUTTHA, OMIAAY, MMasblalii Ta
MepKyCii.

Haii6inpn TUIOBI ckapru: OiU1b y M's3ax (Mianris), obme-
JKEHHSA PyXiB, c1abKicTh M's13iB (MiacTeHis).

[1pu 360pi JaHNX aHAMHe3y 3BEPTAIOTh YBary Ha 4ac IOSIBU
O3HaK ypa)XeHHS M ’s3iB, 3B’A30K 3 IHIINMU KJIiHIYHUMU IPOSIBAMU
Ta ciMelHO-CIaKOBUH 3B’A30K.

[Tpu ornAzi BU3HAYAIOTh: CTYIiHb PO3BUTKY, TOHYC M’fI3iB,
HafABHICTh CIIACTUYHUX YU NAPATITUYHUX ABUIL, CYZOMHUX CKOPO-
YeHb, BPO/XKEHUX aHOMaJlii PO3BUTKY.

Po3pi3HAIOTH TPU CTyIIEHI PO3BUTKY M’SI3iB: CJIaOKUii, cepes-
Hili i 3a7J0BUIBHUT.

1. Crabkuii — y cTaHi CIIOKOI0 M’S131 Tysyba Ta KiHIIBOK OK-
peciieHi HeIOCTaTHBO, IIPU HATIPYXKEHHI iXHIll 00’'€M 3MiHIOETHCSA
HE3Ha4yHO, HIDKHA YaCTUHA KMBOTA 3BHCAE, a HWKHI KyTH JIoIa-
TOK BiZICTalOTh BiZl 'PYZHOIL KJIiTKU.

2. CepezHili — y CTaHi CITOKOIO M'SI3U Ty/yba OKpeCyIeHi 1mo-
MipHO, M’SI3U KiHI[iBOK OKpeCJIeHi 00pe, IpY HalpyXeHHi iX pop-
Ma Ta 06’eM 3MiHIOETHCA.

3. 3a0BiIIbHUM — Yy CTaHi CIIOKOI0 M’A3U Ty/Iy0Oa i KiHI[iBOK
PO3BUHEHi 06Pe, TP HAIPY>KEHHI BUBHAYAETHCA ITOMITHE 3011b-
IIIEHHSA iX pesnbedy.

ATtpodist — KpaliHill CTyIIiHb CJTAOKOTO PO3BUTKY i HEZOPO3-
BUHEHHA M’f13iB. PO3pi3HAIOT NPOCTY i AereHepaTUBHY (3a HasB-
HOCTi Iepepo/keHHs) Gopmy aTpodii M'a3iB.

TimepTpodiss — moOTOBIIEHHA Ta 36iUTbIIEHHA Macu M’s3iB
YHaCJIiZIOK 301TbIIeHHA M'SI30BUX BOJIOKOH.

ToHyc M’s13iB — He3HauHe QiziosoriuHe i mocTiliHe HaNpYXeH-
HS M'AI3iB CKeJIETy B CTaHi CIIOKOIO, fIKe 3abe3leyye roTOBHICTh
M’s13iB 0 BUKOHaHHA PyXiB. [Ipu oAl olliHKa TOHyCy M’s131iB IIpo-
BOZUTHCSA METOOM OOCTeXEeHHS 03U JUTUHH, [TOJIOXKEHHS KiHITi-
BOK. JI/1g 3[0POBUX /iTell XapaKTepHUM HOpMaJIbHUM TOHYC M’f131B
(HOpMOTOHisT).

INopymieHHda TOHYyCy M'A13iB:

- aTOHIfA — BiZICYyTHICTb TOHYCY;

- TIIOTOHIA — 3HM)XEeHHA TOHYCY;
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- TilIEpPTOHIA — MiZBUIIIEHHS TOHYCY;

- IUCTOHIA — 3MiHEHUN M SI30BUI TOHYC.

ITpu nmanpnanii M’43iB BU3HAYaIOTh: TOHYC, CITY, HAABHICTh
6OJIFOYOCTi Ta 3aTBEP/iHb.

Tonyc M’A3iB (Hampy:KeHHs CKeJIeTHOI MYyCKyJIaTypu) BUAB-
JIAIOTH IIOC/TiJOBHOIO MaJbIIalli€lo Pi3HUX I'PyI M’A3iB. MIIABICTS i
KBOJIICTb M’s131B BKa3ylOTh Ha TiIOTOHIIO, a HAIIPY>KEHICTh 1 LIiIb-
HICTB — TepTOHIIO.

JliarHOCTUYHI CHMITOMHY M’A30BOi IIIOTOHIi:

- CUMITTOM «MJIIBUX IIedel» — MPU IAHATTI AUTUHU TIif
MaxBY, TJIEYi 3aIUIIAI0ThCSI MIISIB i 6€3 Oyb-sIKOi TPOTH i iAHI-
MaloThCA [0 ByX;

- CUMIITOM «CKJIQZIEHOT'O HOXKa» — JAUTHHA MOXKE 3irHyTHCS
TaKUM YUHOM, 100 JIOTOPKHYTUCSA TPYAHOIO KJIITKOIO 0 HIDKHIX
KiHIIiBOK;

- «Kab’AYni KUBIT» — PO3IUIACTAHUH )KUBIT, 03HAYAE TillOTO-
Hil0 M’31B IepeZHbOI YepeBHOI CTiHKU.

Y HeJOHOILIEHUX Ta HE3PUIHX AiTel M’130Ba TillOTOHIA € ¢i3i-
OJIOTIYHMM CTaHOM i 36epiraeTbes 10 1,5-2 MicAIliB KUTTS.

M’a30Buii rineproHyc. /[ HOBOHApO/[)KeHOi AUTUHU Xa-
pakTepHUN ¢i3ioMOTiYHUNA MA30BUU TilepTOHYC, «dyeKCopHa
1o3a» 3a paxyHOK IlepeBaKaHHA TOHYCY «M A3iB-3TMHAYiB» KiHIIi-
BOK. IIpy IbOMY PyKH 3iTHYTi B JIIKTbOBUX CyT7I00axX Ta MPUTUCHY-
Ti 0 TPYZHOI KJIITKW, HOTY 3iTHYTi B KOJiHHOMY Ta KYJIbIIOBOMY
cymiobax i miATATHYTI 10 )kuBoTa. [TogibHMI TOHYC M’13iB 30epira-
€ThCA Y 3/[0POBO1 AUTUHU 10 3-4 MiCAILlIB KUTTA. Y Billi 2-3 MicAIliB
3HUKAE TiepTOHyC M'f13iB BEPXHiX KiHIIBOK, a y 4 MicAlLli — rinep-
TOHYC M’f13iB HW)KHIX KiHIIiBOK.
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PO3A4in 3

MocTpa peBMaTUYHA IMXOMAHKa Ta XPOHIYHA
peBMaTU4Ha XBopoba cepusa y piten

T'ocTpa peBmatuuHa auxoMaHka (I'PJI) — rocTpe iMyHOIOTiYHO
JleTepMiHOBaHe MyJIBTHCHCTEMHe 3arajabHe 3aXBOPIOBAHHA 3 Ilepe-
BOXKHUM YPaKEHHSIM CEPIIEBO-CYyAMHHOI CHCTEMU, CYIVIODiB, IIKi-
PpU, HEPBOBOI CUCTEMMU Ta iHIIIUX OpraHiB. BUHMKae yepe3 JieKibKka
TIDKHIB ICJIA TlepeHeceHoi iHeKIlii BepxXHiX ANXaabHUX LUIAXIB,
110 BUKJIMKaHAa B-reMOJiTHIHUM CTPENITOKOKOM I'PYITH A.

XpoHiuHa peBMaTh4Ha xBopoba cepis (XPXC) — 3axBopio-
BaHH{, fIKe PO3BUBAETHCA IiC/IA NTepeHeceHO0i roCcTpoi peBMaTHy-
HOi TUXOMaHKH Ta XapaKTePU3YEThCSA PO3BUTKOM IIpoJtipepaTus-
HUX 3MiH KJIallaHiB cepiid 3 pO3BUTKOM Gi6po3y, 10 IPHU3BOAUTH
710 HabyTuX Baj cepusd (HeZOCTaTHICTh i/ab0 cTeHO3 KJIanaHiB) Ta
ceplieBoi HeZJOCTAaTHOCTI.

Kimacudikanis 3a MKX-10: I'PJI kiac IX mmdp 100-102,
XPXC wiac IX mmudp 105-109).

Enigemiosorisa. CepezHsa yactora 3axBoproBaHocTi Ha [PJTy
ZiTeli B CBiTi ckiazae mpubansHo 19 Bunazakis Ha 100 000 AuTAYI0-
ro HaceJleHHsS. 3aXBOPIOBAaHHS PO3IOBCIO/I’KEHE B YCiX KJIiMaTHY-
HUX 30Hax. B CIIA Ta iHmIKX po3BUHYTUX KpaiHax cBity I'PJI 3y-
cTpivaeThbes piamie (1-3 abo MeHrIie Bunazakis Ha 100 000 giTeit).
B Ykpaini 3axBoproBanict Ha ['PJI ckiaziae npubinsHo 3 BUMaj-
ku Ha 100 000 giteit, Ha XPXC — 8 BunazxkiB Ha 100 000 guTtsyoro
HaceJieHHs. YacTillle XBOPitoTh ZliBUaTKa y Billi BiZf 4 10 15 pokKiB. Y
ZliTel 0 3-X POKIB IId IATOJIOTiA 3yCTpidaeThCs AyKe PiKo.

ETtionoria possutky ['PJI nop’si3aHa 3 HagBHICTIO iH}eKIIiii-
HUX BOTHHUII B OPraHi3Mi IUTUHW, BUKJIMKAHUX [-TeMOJTITUYHUM
CTPEINTOKOKOM TI'pymnu A. YacrTilie 3a Bce Iie T'OCTPi UM XPOHIiYHi
iHQEKITIfHI Mpollecy BepXHIiX AMXATbHUX NUIAXIB (TOH3WIIT, da-
PUHTIT, CUHYCHT).

Jpyrum etionoriyHUM (aKTOPOM € CIIaZIKOBA CXWIBHICTD.
PU31K pO3BUTKY JaHOTO IIATOJIOTIYHOTO CTaHy BKJIIOYA€E MeHeTHY-
Hi ¢akTopw i acomiamito 3 HLA-anTurenamu Al1, B35, Dr2, Dr4,
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Dr5, Dr7, anoantureny B-mim¢ornutis. OkpiM TOro cTpecH, JacTi
MIPOCTYZHI 3aXBOPIOBAHHA, HU3bKUH COIliaTbHUM Ta eKOHOMIYHUMI
CTaTyC, 4acTe i TpuBajie nepebyBaHHA Y 60MOOCXOBUIIAX, CeEpes
BEJINKOI KiIBKOCTI JIIoZlel crpus€ MOMUPEHHIO CTPETOKOKOBOI
iHekIil Ta CHPUHHATINBOCTI ZI0 Hel, a OTXKe, € PUSUKOM PO3BUT-
Ky I'PJL.

B-reMOJIITUYHUI CTPENTOKOK Ipynmu A € OaKTepiaJbHOIO
KYJIBTYPOIO, 1[0 Ma€ BJIACTUBOCTI CUHTE3Y Pi3HUX paKTOpiB arpe-
cii, mo 3zaTHi, AK 6e3MOocepesHbO CIPUYUHATH YIIKOMKEHHS
TKaHWH, 30KpeMa MioKapZa i Cy/jvH, TaK i akTUBYBaTH KiHIHOBY
CHCTEMY, CUHTe3 ayTOaHTUTLI, CIIPUATHU JenoliMepusallii riaaypo-
HOBOI KUCJIOTHU. /[0 JAHUX YIIKO/KYBAJIbHUX GAKTOPIiB HAIEKATh
M-npoTein (nmpurHivyye ¢parouunTos, € aAHTUTEHOM, II[0 TIEPEXPECHO
pearye 3 Miokapzom), crpenTonisuau O i S, cTpenTokiHasa, ria-
JIypOHizia3a, ie30KkcuprboHykieasa B (Tab. 3.1.).

ITaTorene3. OCHOBHUM ITaTOr€eHETUYHUM MeXaHi3MOM pO3-
BUTKY ['PJI € Tokcuko-iMmyHosoriuHa Teopifa. I'PJI cnpuunHeHa
AHTUTLIaMU, 1[0 BUPOOJIAIOTHCA IPOTH CHENU(IYHOTO CTPEnTO-
KOKOBOTO 0Oisika — mpoTeiny M, AKui iMiTye KiJlbKa pi3HUX TUIIB
6inkiB B oprani3mi sroguau (PpeHOMEH aHTUTeHHOI MiMikpii).
OxpiMm TOro, B-reMoJIiTUMHUU CTPEeNTOKOK I'pynu A Mae Bia-
CTUBOCTi CUHTe3y KapZiOTOKCUYHUX PEYOBUH, IO PYHHYIOTH
Ji3ocoMasibHi MeMOpaHH i CIOMYYHY TKaHUHY. B IIUX yMOBax B
CIIOJIYYHiN TKaHVHi yTBOPIOETHCA 3HAUHA KUIbKICTh aHTUT'€HHUX
KOMIIOHEHTIB (IIiKONpoTeizy, mpoTeortikanu, docdormimian),
10 3aIyCKalOTh MeXaHi3M IIOPYIIeHHs iMyHOJIOTiYHOI ToJIepaHT-
HOCTi i aKTUBYIOTh ayTOIMyHHUUN MeXaHi3M 3amajieHHA. AHTHU-
reHHi KOMIIOHEHTH CIIOJy4YHOI TKAaHWHU CYMiCHO 3 ayTOAaHTHUTI-
JlaMH1 yTBOPIOTh iMYHHI KOMILJIEKCH, 1110 BUALIAIOTH Ipo3amaibHi
IIMTOKIHY, CIIPUAIOTH TOAABIIIN e30praHi3ailii CItoayJyHoi TKa-
HMHU, IOCWUJIEHHIO IPOLIeCiB 3allajJieHHs, TIOPYIIEHHIO CTPYKTYP
Ta QyHKIil TkKaHUHHUX 6a3odiniB. Hacmizkom iHTEHCUBHOI Je-
rpaHy/sLii 6a30diysiB B MAaTPUKC CIOMYIHOI TKAHUHU € BU/IIEH-
HA 3HAYHOI KUJIBKOCTi Me/liaTopiB 3amajeHHsa — TricTaMiHy, cepo-
TOHiHY, OpaIuKiHiHY.

Y BiANOBiZb Ha CTPENTOKOKOBY iHQEKIlito iMyHHa cucTeMa
OpraHi3My CHUHTEe3y€ psJ, aHTUCTPENTOKOKOBUX aHTUTLI: aHTU-
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cTpenTosisuH O, aHTUCTpeNTorialypoHifa3y, aHTUCTPEeNTOKIHa-
3y, aHTH/Ie30KCUPUOOHYKIeasy B y BUCOKMX TUTpaX.

Kpim 11poro, 3HauHy pojib B ITaTOT€HETUYHOMY MeXaHi3Mi
po3sutky I'PJI BiziirpatoTs i iHIII KIITHHU I'yMOPAJIbHOI'O Ta KJIi-
TUHHOTO iMyHiTeTy: MOHOIUTH/Makpodaru, T-, B-rmimdoruru,
IO CUHTE3YIOTh B 3HAUHIN KinbkocTi iHTepnetikiau (IL-1, IL-6,),
¢dakTop Hekposy nyxiauHy a (PHII-a), y-iHTepdepoH, XeMOKiHU
Ta iHII MeZiaTopH 3amnajeHHd. AyTOiIMyHHUM 3anaJbHUN Mpolec
MIPU3BOAUTD [0 MOZAJBIIOI /le30praHisallil CIIOIyYHOI TKaHWHY,
3aJIy4eHHs B IaTOJIOTiYHUM MpoIiec He TiTbKU CeplieBO-CyIUHHOI
CHCTeMH ajie ¥ iHIIMX OpraHiB i cucTeM.

Tabnuusa 3.1. dakTopu arpecii B-reMoniTU4HOrO CTPENTOKOKA rpynu A
Ta iX 3HayeHHs y natorexesi MPJ1

MaToreHHi hakTopu

Ponb B natoreHesi

M-npoTeiH

dakTop BipyneHTHOCTI, 3abe3neyye aHTUdaroum-
TapHY aKTUBHICTb, FOJIOBHUIA YUHHUK MOJIEKYASIPHOT
MIMIKpii MiXX aHTUreHaMK CTPenToKoKa i rocnofaps

lanypoHoBa kucnota

YTBOpIOE Kancyny CTPenTokoKa, 3axuae Big a-
roumTosy, ekpaHye M-npoteiH Big Tunocneuudiy-
HUX OMCOHI3YHOUMX aHTUTIN

CtpenTonisin O

3B'A3Yye | yLIKOAXKYE MeMOPaHM Ni30COM, BUBITIbHSAE
ni3ocoManbHi (hepMeHTH, BUKIMKAE 3amnasieHHs,
Mae KapAioTOKCUYHY Lik0

CtpenTonisiH S

Cnpusie BUBINIbHIO Ni30COMasIbHUX MPOTeas

CtpenTorianypoHegasa

Buknukae genonsipusaLito rialypoHoBOT KUCSIOTH

CrtpenTokiHa3a

AKTuBYE Nna3MiHoreH, MaTpUKCHI NpoTeiHasn (Ko-
nareHasy, CTPOMEeNi3uH), KiHiHK, Monerwye iHBasito
CTPEenTOKOKa B TKaHWHU

JerigporeHasa 3B'a3ye hibpoHeKTHH, Bepe yyacTb B agresii i Ko-
NOHI3aLil CTPenToKoKa Ha chapuHreanbHoMy eri-
Tenii

EHonaza 3B'A3ye Mna3MiHOreH Ha MOBEPXHi CTPENTOKOKa,

3abe3neyye GakTepianbHy IHBA3it0, NPOHUKHEHHSI
yepes3 TKaHUHHMIA 6ap'ep

[le3okcipiboHykneasa B

Buknnkae nowkopxeHHsi 6iomeMbpaH, aHTUreHHY
CTUMYNSALHO
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3akKiHyeHHs Tabn. 3.1.

MaToreHHi hakTopU Ponb B natoreHesi

MpoTeinasa MepeTBOptoe B-iHTepneikiH-1 B akTUBHY ¢hopmy

(ek30TOKCHH B) iHTepnelikiHy-1, aKTUBYe MaTPUKCHI MeTanonpo-
TelHa3M Ta KiHiHK

C-5anentupasa BignoBifanbHa 3a Ni3UC KOMMIEMEHT3aNnexHoro
xemoTakcucy-Cha, ranbMye xemoTakcuc Ta ¢haro-
LMTO3

CTpenToKOKOBI AxTuBYtOTb T-NiMcDOLUTH, CNPUUMHAKOTL Nponide-

MiporeHHi eK30TOKCUHM | pauito nimdouuTiB, Makpodarie, nocuneHy npo-
AYKLiO iHTepneiKiHy-1, iHTepnenkiny-6, ®HM-B,
y-iHTepchepoHy

CTpenTOKOKOBUIA baKTop BIpYNEHTHOCTI CTPENTOKOKA Ta 3aXUCTY Bif,
iHribiTop KoMnneMeHT | haroumTo3y

onocepejKoBaHOro

nisucy

TakuMm YMHOM, OCHOBHI JIJaHKM natoreHe3y I'PJI BKII04aioTh:

- IpsIMe YpakeHHsS MiOKap/ia Ta CIOJIYYHOI TKAHUHU GaKTo-
pamu arpecii CTpenToOKOKa;

- MEXaHi3M ayTOIMyHHOI'O 3allaJIeHHA: CUHTE3 ayTOaHTUTCHIB
MiOKapZa i CIIoMlygyHOI TKAaHWHM BHACJIZIOK iX 6e3mocepesHbOro
VIIKOKEHHSA i MOJIEKY/IAPHOI MiMiKpii CTPenTOKOKOBOI iHbeKIIii,
iHZYKIIiT BUPOOIEHHA ayTOAHTHUTLI 10 MiOKapAa;

- MeXaHi3M ypaXeHHA CyJVH: IIPU3BOJUTH J0 TilOKCii, imre-
Mii, ¢i6po3y Miokapza, UMOBIpHIi BacKyJIiTH, 10 MOXKYTh CyIIPOBO-
[UKYBATHUCA TPOMOO30M.

CxulagHuii, 6araTOCTYIiHYACTUH 3amajbHUM IIPOIIEC, IO
po3BuBaeThcsA npu I'PJI xapakTepusyeTbcsa TAKUMY TUIIAMU iMyH-
HOI peakliii:

1. AsepriyHa peakxilid HeraHOIr'O THUITy, fKa CYIPOBOZXY-
€THCA YTBOPEHHAM aHTUCTPENITOKOKOBUX aHTUTLN Y BiANOBiAb Ha
CTPENTOKOKOBY iHdekmi0. Ile mpu3BogUTh 10 GOPMyBaHHA IIUP-
Kymorounx iMmyHHuX KoMmriuiekciB (IIK), mo dikcyroTbesa Ha CTiH-
Kax CyZWH i BUKJIMKAIOThb YPAKE€HHA CIIOIY4YHOI TKAaHWHU Ceplisd,
HUPOK, CyII00iB i IIKipH.

2. IMyHOKOMIUIEKCHA Ta ayToaJepriyHa peakiiii, 3yMOBJIEeHi
BILIMBOM M-TIIpOTeiHy, AKUI Ma€ COPiJHEHICTh 3 TKAHWHAMU Cep-
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1141 Lle MpU3BOAUTS 10 VIIKOAKEHHS CePLIeBUX 0O0JIOHOK i BUKJIH-
Kae iX XpOHiuHe 3anajbHe Ypa)KeHHS.

3. AznepriyHa peakilis CIOBUIbHEHOI'0O TUILY, 1110 IIPU3BOAUTH
[0 YTBOPEHHS KJIOHY CeHCHOiTi30BaHUX JiMponUTiB. 1le BUKIN-
Ka€ TIOCWIEHUI CUHTe3 i diKcallito aHTUTI 10 eHA0MiOKapay, 10
VIIKOKYE OOO0JIOHKU CEPIIA.

IMaromopdoitoriudi ocobmuBocTi. [Tpu I'PJI po3BUBarOTh-
cs1 peBMaTUYHUM eHAOKApAUT Ta Audy3HUN BanbByIiT. Y 40-60%
BUIAJKIiB 3MiHU BUHUWKAIOTh y CTYJIKaX MITpajJbHOI'0 KJalaHa.
CroibHe ypaskeHHS MiITPaJbHOT'O Ta aOpTaJIbHOTrO KJIallaHiB BU-
apisgeTrbea v 40% BUNAJKIB, i30/IbOBaHE YpaykeHHSA aOPTaJIbHOTO
KianaHa — 15-20%, aopTajbHUN Ta TPUKYCIiZAJIbHUMN KIalaHU
ypaxkaroTbcA y 2-3% BUMNAJKIB.

Y xjanaHHOMY, XOpPZaJIbHOMY Ta IPUCTIHHOMY eHZOKapZi
BU3HAYAIOThCSA MYKOiZIHe HabyxaHHA Ta GiOpUHOIAHI 3MiHU 3 TIe-
PeBaKHOIO JIiM(OILIa3MOITUTaPHOO iHGLIBTPAIli€I0 Ta HASIBHICTIO
CEerMeHTOsAIepPHUX JIeMKouuTiB. HaBKoJI0 BOorHUI Gi6pHUHOIZHOTO
HeKpo3y GOpMyIOThCA crielindivyHi peBMaTUYHI I'PaHy/IbOMU, PEB-
MaTW4Hi By3/JIMKU. B eHoKap/ii BOHU 3yCTpidatoThes piako. EHzo-
Kap/, HaOpAKOBUI, HEIPO30PUH; XOpAaIbHi HUTKH KOPOTIIAIOTH,
eHZIOKapZ, KJalaHiB CcTae HeeJIaCTUYHUM. Bce 1ie Ipu3BOAUTH [0
PO3BUTKY CKJIep03y Ta popMyBaHHA HAOYTUX BaJ CEPIIA.

3a BUIBHMM KpaeM eHZioKap/ia KJallaHiB MOXYTh BiZI3Ha4YaTH-
csa HamapyBaHHsA ¢ibpuHy (rocTpuii 60poAaBYaACTHI €HAOKAPAUT).
[1pu XpOoHIYHOMY pellUANBHOMY Tepebiry popMyeTbcss BUpaXKeHUH
CKJIEpO3 eHZIoOKapza 3 Aedopmariiero XopAaJbHUX HUTOK Ta CTYJIOK
KJIallaHiB, BHACTIZIOK YOTO TaKOXK GOPMYEThCS Bazia CepPIIs.

MiokapauT 3ycTpidaeTbca y BCiX Bifjfiiiax ceplid, aje JacTile
- Y BEpXHiX BiiZli1ax mepeHbOI Ta 3a[HbOI CTIHKU JIiBOT'O IIUTYHOY-
Ka, a TAKOXK Y BepXHill YaCTUHI MIDKILTYHOUYKOBOI IIEPErOpOJKHU.

[Tpu MiokapAuTi B MiXKM’A30Bill CIIONYYHiN TKaHUHI JOCUTH
gacTo GOpMYIOThCA By3nmuku Amodda-TananmaeBa (peBMaTUYHA
rpaHy/lboMa), 110 XapaKTePU3YIOThCA IMOLIKO/XKEHHAM KOJIareHo-
BUX BOJIOKOH y BUIVISAZII MyKOiZIHOTO HabyxaHHA i piOpHUHOIZHOTO
Hekpo3y. [TofibHi 3MiHM CITOCTepiraroThesa i B CyUHAX MiKpOIIH-
PKYJATOPHOTO pycia. [Ipu XpOHIYHO peluAuBYyI0YOMy Iepebiry
3aXBOPIOBAHHSA PO3BUBAETHCS AUPY3HUN KapAiOCKIEPO3.
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[Tpu nepukapauTi, o crnocrepiraerbea’y 70% umnazxis ['PJI,
PO3BUBAETHCS CEPO3HUM, cepO3HO-PiOpUHO3HUE abo GiGPHUHO3-
HUM NMepUKapAUT i3 HACTYITHOIO 00 TiTepallie€lo MOPOXKHUHU IIEPU-
Kapza.

Knacudikania. Ha gaHuii yac, B MpaKTUYHIM AisUIBHOCTI JIi-
Kaps-neziaTpa AJid AiarHocTUku ['PJI BUKOPHCTOBYIOThCA ZliarHOC-
TaHi kpuTepii Kuces — JlxoHca, siki 6y/u gonoBHeHi Hpro-Mopk-
cbKOW acortiarliiero kapzionoriB (New York Heart Association,
NYHA) Ta nepemifaHyTi 3a HOBUMHU /[iarHOCTUYHUMU KPUTEPiAMH,
pekoMmeHzatiamu y 2015 poni (Rheumatic fever: update on the
Jones criteria according to the American Heart Association review,
2015) (Tab. 3.2.).

Tabnuus 3.2. [iarHocTuyuHi kpuTepii TPJ1
i3 MoaudikoBaHUMU KpuTepisimm, 2015

A N5 BCIX NALiEHTIB i3 NiATBEPAKEHHSAM
nonepefHbOT CTPENTOKOKOBOT iHADeKLii rpynu A (Kpim xopeT)
[iarHo3 noyaTtkoBa PJ1 2 BeNIMKMX abo 1 BennKUM i 2 Manux
KpuTepi
[JliarHo3 peuuauytoya PJ1 2 BeNIMKMX abo 1 BennKUiA i 2 Manux,
abo 3 manux Kputepii
Benuki kputepii
MauieHTN 3 HU3bKUM PIBHEM MauieHTw i3 cepeHiM Ta BUCOKUM
pU3NKY piBHEM PU3NKY
Kapaut (kniHiyHuii Ta/abo Kapaut (kniHiyHuii Ta/abo
CYOKMiHIYHNI) CYOKMiHIYHMI)
B.| ApTpuT (Tinbku noniapTput) ApTpuT (MOHOApTPUT ab0o
noniapTpuT, abo noniapTpanrii)
Xopes Xopesi
Eputema KinbLenofibHa Eputema KinblLenofibHa
MipLWKIpHI BY3NMKK MifLWKIPHI BY3NMKM
Mani kputepii
MaLieHTN 3 HU3bKUM PiBHEM MauieHTn 3 cepeHiM Ta BUCOKUM
pU3NKyY piBHEM pU3UKY
C MoniapTpanris MoHoapTpanris
" | NiuxomaHka (238,5 °C) Jluxomatka (238 °C)
LLIOE =60 mm/rop, i/abo CPB >3 mr/ | LLIOE =30 mMm/rop, Ta/a6o CPB >3
nJax mr/px
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3aKiH4YeHHSA Tabn. 3.2.

36inbweHHs inTepBany PR Ha EKI | 36inblueHHs iHTepBany PR Ha EKI
(BignoBigHO [0 BiKy) (AKwWo KapauT | (BiANOBIAHO A0 BiKY) (KLLO KapAUT
He € OCHOBHUM KpUTepiem) He € OCHOBHUM KpUTepiem)

Mpumitka: CPb — C-peakTuBHUIA 6INOK, 3HAYEHHS MOBUHHO MEpeBMULLY-
BaTU BepxHto pecpepeHTHY HopMy nabopatopil; LLIOE — wBuAaKicTb ocifaHHs
epUTPOLUTIB; A — MaLlieHTU 3 HU3bKMM PIBHEM PU3UKY — 3aXBOPHOBAHICTb Ha
'PJ1 <2 Ha 100 Tuc. cepep AiTeN WKINbHOMO BiKY, YX MOLIMPEHICTb PeBMATHY-
HUX 3aXBOPHOBaHb cepus Y LboMy Bili Ao <1 Ha 1000 HaceneHHs Ha pik; B
= CYOnNiKNiHIYHUA KapAMT AiarHOCTYETbCA Y BUNALKY BUSIBJIEHHA METO[OM
EXO-kapgiorpadii BinbByniTy abo npu HasBHOCTI KnanaHHux BereTauin; C —
noniaTpanrito cnif po3rnsiAaTi NnLle K OCHOBHMIA NPOSIB Y monynsuii 3 ce-
pefHIM Ta BACOKUM PU3UKOM MiCNISt BUKNIOYEHHS iHLIUX MPUYMH.

[l BctaHOBJIeHHS AiarHO3y ['PJI 060B’I3KOBOIO € HasBHICTh
J1abopaTOPHUX JaHUX, AKi MiATBEPIKYIOTh IIepeHeCceHy CTPEITOo-
KOKOBY iHpeK11ifo:

- BUZJIEHHA B-TeMOJIITUYHOI'O CTPENTOKOKa Ipynu A i3 3iBa
JUTHHU,

- MiBUIIEHHS aHTUTLI IO aHTUTEeHY CTPENTOKOKa — aHTH-
crpentoinizuHy O (ACJIO) y cupoBatii kpoBi. [Ipu upomy, THU-
Tpu ACJIO NOBHMHHI KOHTPOJIOBATUCA KOXKHI 2-3 THKHA. TaKoxX
JOLUTPHUM € BU3HAUeHHS PiBHA i iHIIMX aHTHUCTPENTOKOKOBUX
aHTUTLT — aHTUZAE30KcipuboHykiIeasu B (antu-/IHKa3u B), aHTH-
cTpenTorianypoHiziasu (ACIY). /liarHOCTUYHO 3Hauyllle 3HaYeHHA
MiZIBUILIEHHS TUTPY — B 2 pa3H i Oisiblire.

Takoxx BUAUIAIOTE OkpeMi Bumazxu, koau ['PJI mae mepe-
6ir i3opoBaHOi Xopei abo Mi3HBOro KapAuTy (iATBEpPAKYETHC
KJIiHIYHUMHY, IHCTPYMEHTaJIbHUMU O3HAaKaMU IIPOTPECyIoU0ro
BYJIbBITY 6€3 BUAUMUX HaA T€ MIPUYHH).

Jitu i gopociti, ki € 6e3CHMIITOMHUMU HOCISIMU CTPENTOKO-
Ky I'PyIH A, He BBO)KAIOTHCS IPYIIO0 OCOOIUBOTO PU3UKY PO3BUT-
Ky I'PJI.

Cryninp akTuBHOCTi I'PJI. XapakTepusyeTbcs HasgBHICTIO
KJIiHIYHUX TIPOSIBiB 3aXBOPIOBAHHS, JaHUMHU JIaOOPAaTOPHUX Ta iH-
CTPYMEHTAIbHUX METO/IB OOCTEKEHHS.

I (mimimanbHUI) cTynine akTuBHOCTI I'PJI — sickpasi, xa-
PaKTepHi KJIiHIYHI O3HAKH BificyTHi. MOXJIUBI TPOSIBU: HECTINKUMN
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cybbebputiTeT, He3HAYHA apTPaITis, 03HAKU 3allaJleHHS CHHOBI-
aJbHOI 000JIOHKM CyIIO6iB BigcyTHI (Ha GOHI XPOHIYHOT'O TOH3U-
JITY /JaHi CUMIITOMU MOXXYTb TPaKTyBaTUCA K IIPOSBU TOH3WIO-
reHHOI IHTOKCHKAIIii).

JlabopamopHi 3minu: piBeHb IIIOE g0 20 MM/TO, KiTbKIiCTh
setikonuTiB B HOpMi, CPB (+), miaBumienuit tutp ACJIO, BiacyT-
HicTh a00 He3HauYHe IIiIBUILEHHA IHITUX ITIOKA3HUKIB 3aI1a]bHOr0
npotiecy (ITiZIBUILIEHHS BMICTY cepOMYyKOiny, GiOprHOTreHY).

Ocobnugocmi peemamuuHozo kapoumy npu I cmyneui akmus-
Hocmi I'PJI: cumnitoMmu cepiieBoi HepoctaTtHocTi (CH), perTreHo-
JIOTi4Hi 3MiHU 3 6OKY ceplis He XapaKTepHi.

Enexmpokapdioepadiuni 3MiHU: TIOJOBXEHHSA Yacy aTpioBeH-
TPUKYJIAIPHOI IIPOBiZTHOCTI, MOXKJIMBi IOOAVHOKI CyIIpaBeHTPUKY-
JIIPHI €KCTPacuCTONU, O3HAKY MTOPYIIEHHS Npoliecy penoiapusa-
1ii IITYHOYKIB.

Exokapoioepagiuna kapmuHa: BU3HAYAETHCA TEHJEHIA /0
3HIKEHHS CKOPOT/IMBOI 3/1aTHOCTI Miokapza (ppakiiis Bukugy, ®B
<60%), MOXKJIMBE TIOTOBIIIEHHS 33IHBOI CTIHKH JIiBOTO IITYHOYKA
(JIIII), mocwieHHs WOro TPabeKyIApHOCTi, PO3PUXJIEHHS CTYJIOK
MiTpanbHoro kiamnaHa (MK) (TOBIIMHA CTYJIOK > 2 MM), OZHaK
KJIallaHHi BereTallil BiZICyTHi, MOXKJIMBE ITpoJIabyBaHHs OfHiel abo
060X CTy/IOK I cTyTIeHs1, HasiBHICTb perypriraiiii I cTymeHs.

II (momipHwmii) cTyniab akTuBHOCTI I'PJI — HasABHI OMipHO
BUpaXeHi KIiHivHi posiBu I'PJI: $pebpruibHa IMXOMaHKa, 1o Mepio-
JIUYHO MTEPEXOAUTD Y cyOdeOpIIbHY, TepioANyHa apTpasIrisi, HEBU-
pPa3HUM apTpuUT (TOJIapTPHUT), EKCYIATUBHUN KOMIIOHEHT yparkeH-
HA CyIVIO0iB He YiTKWi, TOMIpHO BUpakKeHi 03HAKU KapAUTY.

Jlabopamopni 3minu: IIOE 20-40 MM/roz, HeHTpodLIbHUIHA
JeikonuTo3 moMipHuM (8-10%x10°/1), CPE (++, +++), migsu-
mennii Tutp ACJIO, miABUINEHi iHIIT TOKAa3HUKU 3aMaJbHOTO MPO-
1iecy (cepomykoiz, pibpruHOreH).

Ocobnugocmi pesmamuurozo kapoumy npu II cmyneni ax-
mugHocmi I'PJI: xapakTepHi nnposBu CH I-II cTyneHs, po3mupeHHA
PO3MipiB ceplid MpU PEHTTEHOJIOTTYHOMY AOCIiXKEeHHI.

EnexmpokapodioepagiuHi 3miHU: O3HAKA aTPiOBEHTPUKY-
JsipHOI 6y0Kazu pi3HOTO CcTymneHs (MOZOBXKeHHS iHTepBamy PQ),
BHYTPIIIHbOTIepeICEPAHIX T BHYTPIiLTHbOULTYHOYKOBUX OI0KA,
eKCTPACUCTOisI, O3HAKU NepeBaHTakeHH: JII1I.
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Exokapodioepagiuna kapmuHa: TOMipHe 3HUKEHHS CKOPOT-
JquBoi 3gaTHocTi Miokapzy JIII (OB <50%), moTOBIEeHHS 3aZHbOI
ctiaku JIIII, o3HaKHU AiacTOMIYHOI AUCPYHKIIT 060X NMIIYHOUKIB I
TUILy, PO3LIMpeHHA NopoXHUHU JIII, pospuxieHHA cTyaoK MK
(ToBIIMHA CTYJIOK OiibIlle 2 MM), MOXKJIMBA HasIBHICTb HEBEJTUKUX
KJIallaHHUX BereTalliii Ha MK, mposabyBaHHs ofiHiel a6o 060X CTy-
sok MK I-1I cTymieHs1, HaABHiCTh perypritaiiii Il cTymeHs.

III (MmakcuManbHUI) CcTymiHb akTUBHOCTI I'PJI — Bu3Ha-
YaroTbCs BUpa)KeHi 3arajbHi Ta MicieBi npossu ['PJI: criiika
¢bebpwibHa JTUXOMaHKa, SIBUINA iHTOKCUKaIlil. OZHOYACHO 3 TiJ-
BUIIEHHAM TeMIepaTypu PO3BUBAIOTHCA fABUINA IOMiapTPUTY 3
CWIbHO BUPa)XeHUM eKCyZaTUBHHUM KOMIIOHEHTOM. Jlyxe pifko
y MaTOJIOTiYHUM TIPOIleC 3aMy9a€ThCs JIUIIe OAUH Cyriob. Ilepe-
Ba)KHO ypaKaloThCsI CUMETPUYHI cepeZiHi Ta BEJTUKI CyTyIoOU — JTiK-
THOBI, KOJIiHHi, TPOMEeHeBO-3aIl’ ICTKOBI, Ha/II ATKOBO-TOMLIKOBI.
XapakTepHUl BUpa)keHUH 60JbOBUM CHHAPOM JIETIOUOTO XapaK-
Tepy. TakoX BHU3HA4Ya€TbCA IPUIYXJIiCTh HaBKOJIOCYITIOOOBUX
M’SIKUX TKaHWH, MOXXJIMBUH BUIIT ¥ MOPOXXHUHY cyrioba. IlIkipa
Ha/l ypaXKeHUM CyIIIo60M rapsiya Ha JJOTHK, rillepeMoBaHa, aJb-
naiifa 6oJr0va, PyXJUBICTh 3HIKEHA. [IpU pPEHTTeHOJOTiYHOMY
JIOCTi/PKeHHI CyTIo6iB — BU3HAYa€EThCsA HAaOPSK HaBKOJIOCYTIO00-
BUX TKaHUH, O3HaKU YPa)KeHHH XPALIOBUX Ta KiCTKOBUX CTPYKTYP
BizZicyTHi. [Ipu y/IbTpa3ByKOBOMY OOCTeXXeHHi Cyrio6iB — BU3HAYa-
€ThCSI CUHOBIIT.

Jlabopamopni 3minu: IIOE 6inbuie 40 MM/TOZ, BUpa)KeHUH
nevikoruro3 (6inmbue 10x10°/m), CPB (4+++), BUCOKUU TUTP
ACJIO, 3HauHe MiZIBUIIEHHS iHIINX MOKA3HUKIB 3aMaJIbHOT'O IIPO-
1iecy (cepomykoiz, pibpruHOTeH).

Ocobausocmi pesmamuuHozo kapoumy npu III cmyneHi ak-
mueHocmi I'P/I: po3uBaeThcsd Ha QOHI MiABUIIEHOI TeMIepaTypu
Tia. XapakTepu3yeTbCcsl HACTYITHUMM KJIHIYHMMHU IIPOsIBAMU:
BiZIYYTTA ceplieOUTTs, 3aAUIIKa, OUTb B AUIAHIN CepIld, MiBHUIIe-
Ha BTOMJIIOBAHICTh, MJIABICTh. [Ipu ¢izukasbHOMY O6CTEXEeHHI
BU3HAYAETHCSA OJIiICTh MKIPHUX TIOKPUBIB, TATOJOTIYHE 3MillleH-
HS MEXX BiZJHOCHOI i aBCOJIOTHOI ceplieBoi TYIMOCTi, TaxiKapzia uyu
O6pasuKapzis, TOHU ceplisd ociabieHi, iHoAi MOXIMBE IX pPO3/BO-
enns. [Ipu ypaxenHi MK 3’BjisieTbCs CUCTONIIYHUN IIIyM, 1[0 BU-
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CIIyXOBY€ETBbCA Ha BEPXIBIIi ceplid i XapaKTepU3yeTbCA MOMiPHOIO
iHTEHCHBHICTIO, JTabUIbHICTIO, HEBEJIMKOIO ippaialliero Ha ImoJyar-
Ky po3BuTtky I'PJI. KpiMm 11b0r0, MOXKYTh 3’aBuTUCA 03HaKu CH II-111
CTYIIEHI0, 0COOJIMBO TIPU BUCOKOMY CTyIeHto akTuBHOCTi ['PJI. He
BUKJIIOYAETHCA MOXJIUBICTh PO3BUTKY IIOJIICEPO3UTY 3 3a/Iy4eH-
HAM B 3allaJIbHUI Npoliec Pi3HUX OpraHiB i cucTeM (IIepuKapAuT,
wieBpUT). [Ipu peHTreHoJIOriYHOMY 0OCTeXEeHHI cepIls BU3HAYa-
€TbCs 30UIBIIIEHHS KapAioTopaKaJabHOro iHAeKcy (6imbiie 0,5 y fi-
Tel MKUTbHOTO BiKy, Oinbiie 0,6 y AiTel TPYAHOTO BiKY).
Enexmpokapdioepagiuni 3miHu: apuTMii, O3HaKU aTpPiOBeH-
TPUKYJIAPHOI OJIOKAAU Pi3HOTO CTYIEHsA, AKi XapaKTepU3yIThCS
IIOZIOBXKEHHAM aTPiOBEHTPUKYJIAPHOIL IPOBIAHOCTI, IOPYIIEHHAM
IIpOLieCiB penosApu3alii IUTyHOUKiB. [Ipyu HasgBHOCTI NepuKapau-
Ty BU3HAYAETHCA 3HIKEHHS BOJIBTAXKY 3yOI1iB, iHBepcia T 3yO1iB y
TPYAHUX BiZiBeIeHHAX, eneBarlia/aenpecia ST.
Exokapdioepagiuna kapmuHa: BU3HAYAETHCSA 3HIKEHHSA CKO-
pomnBOi GyHKIII Miokapza, 3'sBJISIOTbCA O3HAKU TirmepTpodii,
po3wmnpeHHa nopo:xkHUHU JIIII, o3Haku eHJoKapAUTY (KIamnaHHi
BereTallii pi3HUX PO3MipiB), TepUKapAUTY (cemaparlis JUCTKIB Ie-
pUKapay), mposabyBaHHsA ogHiei a6o 060x cTymok MK, remozanHa-
Mi4HO 3Hauylli nposaBu perypritauii Ha MK, aopraisHOoMy (AK),
TPHUKYCITJaTbHOMY KJIallaHaX, 03HaKU BaibBymiTy (Tab. 3.3.).

Ta6nuuga 3.3. YnbTpa3BykoBi (Y3) 03HaKU peBMATUYHOTO EHJ0KApAUTa
(BanbBYNiTY) MITPaNbHOTO Ta A0PTANIbHOTO KNanaHiB

Y3 03Haku BanbByniTy MK Y3 03Haku BanbByniTy AK
MOTOBLLEHHS, PO3LUAPYBaHHA KpaiB CTY- | MOTOBLUEHHS, NyXKICTb CTYNoK AK
nok MK (ToBLUMHa CTYNOK 6inblu 2 MM);
nponanc Ppi3HOr0 CTyNeHsi nepejHbOT, | BUCOKOYACTOTHE TPINoTiHHs (chna-
3a[HbOT CTY/IKK, 3MEHLUEHHSI PYXJIMBOCTI | Tep) NepefHbOl MiTpasbHOI CTYIKHN
NOTOBLUEHOI 3afiHbOT CTYNKK
HasBHICTb €XOMO3UTMBHUX [0JAaTKOBMX |HAsIBHICTb €XOMO3UTMBHUX AopaT-
PYX/IMBUX YTBOPEHb, NOEAHAHUX 3i CTYJ- [ KOBUX PYXJIMBUX YTBOPEHb, NOEA-
kamu MK (BereTauii) HaHuX 3i cTynkamu AK (BereTauii)
MiTparnbHa perypritayis aopTanbHa perypritauis

KniniyHa kapTuHa. ICHYIOTh TIEBHI BiKOBi 0COOJIMBOCTI Jie-
6roty I'PJ1 y miTeii. 30KpeMa, Yy AiTeH JOMKITBHOTO Ta MOJIOJIIOTO
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mkiibHOTO BiKy I'PJI mouMHaeThcs 3 MiJBUIEHHA TeMIlepaTypu
Tina 10 GeOpUIbHUX U, CUMETPUIHOTO «MIiIPyHOUOT0» OOJIIO B
cyrno6ax, 1o CypOBOKYETHCA HAOPSAKOM i BiITIOBiAHUMY YHK-
[[iOHAJIBHUMU TIOPYIIEHHSAMH Y BEJIUKUX Cyryiobax. B eskux BU-
nmaZiKax ZeO0T 3aXBOPIOBAHHSA IMIOYMHAETHCA 3 YPaKeHHS HEPBO-
BOI CUCTEMU.

Y migniTKiB €6I0T 3aXBOPIOBAHHSA XapaKTEPU3YETHCA cyOde-
OPWIBHOIO JTMXOMAHKOI, apTariiMU, MiHIMAJIbBHUMU (QYHKIIIO-
HaJBHUMU MOPYIIEHHAMHU 3 OOKY ypa)KeHUX CyIVIO0iB, TOMipHO
BUPaXeHNMU IIPOSIBaMU KapAUTY. 3a3BU4ali 3aXBOPIOBAHHSA IIO-
YMHAETHCA Yepe3 2-3 TUKHI Iic/IA IepeHeceHol aHTiHuU.

ApTtpur. XapakTepHUil oiro- abo MOHOApPTPUT i3 3amasib-
HUM, YaCcTO CUMETPUYHUM ypaKE€HHAM BeJUKUX abo cepeaHix
cyr1o6iB (KOJiHHI, TOMIJIKOBOCTYITHEBi, IPOMEHEBO-3aIT ICTKOBI),
i3 IBUAKUM 3BOPOTHIM nepebirom. BusHadaeThcst 60JIbOBUI CHH-
ZIpOM, He3HaYHA MPHUITYXJIiCTh HABKOJIOCYTJIO00BO1 ALITHKY Ha T/Ii
MiZIBUIIIEHHS TEMIIEPATYPU Tijla. YpaykeHHs CyIJIo0iB 4acTo CyIpo-
BO/KY€THCSI PO3BUTKOM KapZAUTY.

ITepBUHHUIT peBMaTUYHUMN KapAuT. /leOI0T KapAUTy MOXKe
OyTH 6€3CUNIMIITOMHUM. 3arajoM, CKapru HecrenudivHi — IBU/-
Ka BTOMJIIOBAHICTh, JIMXOMAaHKA, iHKOJIW TypOYIOTb HEIPHUEMHI
BiZIYYTTA B AUISHLI cepiis. [Ipu pisnkampHOMY 006CTeXeHHI TepKy-
TOPHO BU3HAYAETHCA PO3LIMPEHHA MeX BiZJHOCHOI ceplLieBOi TyIIO-
CTi, ayCKyJIbTaTUBHO - OCTA0JIEHHS CEPIIEBUX TOHIB, IOPYIIEHHS
puTMy (Taxikapzis, OpaguKapzis, eKCTPACUCTOMIA), CUCTONIYHUN
IIyM pi3HOI JIoKasi3anii, iIH-TEHCUBHOCTi, TeEMOpY.

Ypaxenua HepBoBoi cuctemu Iipu ['PJI xapakTtepusyeTbcsa
PO3BUTKOM Maoi xopei. KiiHiuHi IpoABU ypaskeHHA HEPBOBOI
CHCTEMU PO3BUBAIOTHCA IOCTYIIOBO 1 BKJIIOYAIOTh IIOABY rillep-
KiHe3iB (MOXXyTh OyTH PanTOBUMHU, HECTPUMAHUMHU ab0 TpPHBa-
JIUMU, TIOCTiOBHMMU), M’SI30BO1 TillIOTOHIii, CYyZANHHOI AUCTOHIi,
IICUXOEMOLIifHi TOpYIIeHHs, 30KpeMa JIaGUIbHICTh HACTPOIO,
HaZIMipHA TIAKCHUBICTb. 3MIiHIOETHCS X0/]a («TaHITI0I0Ya), TOYEPK
(crae Hepo36ipauBUM). MOXKJIMBUI PO3BUTOK reMixopei, 1o mpo-
ABJIAETHCA OUTBII BUPAXKEHUM TillepKiHETUYHUM CHHAPOMOM 3
ogHOrO OOKY. BHAC/IiZIOK OpaIbHOTO TillepKiHe3y 3'ABISAETHC -
3apTpif.
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Pozgin 3. locTpa peBMaTU4Ha IMXOMaHKa Ta XPOHiYyHa peBMaT4Ha XxBopoba cepys

Januii nposas I'PJI 3ycTpivaeTbcsa yacTille y AiB4yaT, HiX y
xytontiB. [Ipy IbOMY XapaKTEPHOIO € XBWIENOAIOHICTh TIepebiry,
YyepryBaHHA IepioZiB MOKpaleHHa (TillepkiHe3u Malike 3HUKA-
I0Th) i pelnuBIB (IiC/IA IepeHeceHUX OCTPUX pecIlipaTOpHUX
BipycHUX iHEKIIii, To1I0).

KJTiHIYHUMHM 0COOJUBOCTAMM MaJjioi Xopei € BiZICyTHICTh
MPOSIBiB CyIVIOOOBOTO CHUHZAPOMY, JIabOpPaTOPHUX O3HAK 3arajb-
Horo npoiiecy (piBensn IIOE, cepomykoiny, CPb B HOpMI), AyXe
piZike 3aJy4yeHHA CeplieBUX CTPYKTYp V MATOJIOTiYHUM 3amasib-
HUU ITpoIIec.

TakuM 4MHOM, AiarHOCTHMKA MaJjoi Xopei BKJIIOYAE JaHi KiIi-
HIYHOTO OOCTEXKEeHHs, 0 MOXKe TiATBEepAKYBaTHUCh HACTYITHUMU
nabopatopHuMU AaHUMU: 36inbmeHHa TuTpy ACJIO, miaTBep-
[UKEeHHS HasIBHOCTI CTPENITOKOKOBOI iH(EKIIil B HOCOTJIOTIII.

OzHak, BapTo BiAMITUTH, 10 32 JAHUMU OIVIAZLY JIiTepaTypu y
OiMBIIOCTI ZIiTEl 3 MaJIOI0 XOPEEIo MOCIiBY Ha HasABHICTb 3-TeMOJTi-
TUYHOTO CTPENTOKOKA IPyIH A B HOCOIJIOTIIi MOKe OyTH HETaTHUB-
HUM, a OUTbIn HiXK y 25% AiTel i ceposoriyHi aHi TaKOX MOXYTb
OyTU HeraTUBHUMU.

[lTozi0 iHCTPYMEHTAJBHOI JiarHOCTUKU TO eJeKTpoeHIeda-
sorpadisi He BUABJISIE BOTHUIIEBOI aKTUBHOCTI TOJIOBHOT'O MO3KY,
MarHiTHO-pe30HaHCHa ToMorpadis Mo)ke IMOKa3aTU CUTHAJIbHI
BiIXWIEHHA y 6a3aJIbHUX FaHIVIiAX, aje el METO/ He € IOCTaTHbO
YyTJIMBUM [JI IiarHOCTUKYU MaJjioi Xopei.

KineuenoaioHa epurema. IIkipuuii mposis I'PJI, 110 BUABIIS-
€TbCSA JIOCUTD PiZIKO i sIBJISTE COOOI0 POXKEBI KibIIENOAiIOHI e1eMeH-
TU, 0 3’ABJIAIOTHCA Ha BHYTPIIIHIN NOBEpPXHi PyK i Hir, )KUBOTI,
mwi Ta Tyay6i. BoHU He cBepOIATh, MOXYTb 3/TUBATHUCS, 3MiHIOBa-
TH CBOE PO3TAIIyBaHHSA MPOTATOM 1001, 3HUKATH Ta 3HOBY 3’SIBJISI-
THCA HaBiTh Yepe3 KiJIbKa MiCAIIiB.

PeBMaTHuHi By3/JMKH. Y ZiTeil MIPaKTUYHO He CIIOCTepira-
IOTbCA. |HKOIM BOHU BUABJAIOTHCS Y XBOPUX 3 TPUBAIUM KapAu-
tToM. Lle MmanopyxiuBi, 6e360sicHi By3auku giamerpom 0,5-2 cMm,
pO3TAIIOBAaHi HAa CYXOXXWIBHUX KiHIAX M'S30BUX BOJIOKOH abo
Ha KIiCTKOBUX BHCTYIIaX PO3TMHAJIBHUX ITOBEPXOHb JIiKTHOBUX,
KOJIIHHUX, 3aIl ICTKOBO-(paJlaHrOBUX CYIVIOOIB i Ha IIMKOJIOTKAX.
By3/ImKy 3HUKAIOTh CAMOCTIHHO, 6€3 MicIieBOro JikyBaHHs. LIuki

42



Posgin 3. locTpa peBMaTyHa IMXOMaHKa Ta XpOHiYHa peBMaTHyHa XBopoba cepys

3BOPOTHOTO PO3BUTKY TPUBAE B cepefHbOMY 1-2 wmicsAri, 6e3 3a-
JINIIKOBUX 3MiH.

PeBmaTuuHuii wieBput. PossuBaeTnes ripu ['PJI 3 BUCOKUM
CTyIleHeM aKTUBHOCTI, YpaKeHHAM ceplid, 1[0 CyIIPOBOAXKYETHCA
possutkoMm CH. [Ipu npusHadeHHi aZleKBaTHOI IIpOTHU3aNaJIbHO1
Teparii MBUIKO Perpecye.

XPOHIYHA PEBMATUYHA XBOPOBA CEPLA (XPXC)

XpoHiuHa peemamuyHa xeopo6a cepus PO3BUBAETHCA IPU
HAsBHOCTi O3HAK CTPENTOKOKOBOI iHQEeKIlii Ta MiZBUIIEHHS TIO-
Ka3HUKIB 3aMajabHOi aKTUBHOCTI B KPOBi. XapaKTepu3yeTbCs PO3-
BUTKOM HabyToi Bazu cepii 3 CH pisHoro ctymento. Ha mouatky
3aXBOPIOBaHHA MOXKE CIIOCTEPIraTUCs CYyrJIOO0BUN CHHAPOM, IO
Ii3Hillle 3HUKaE.

Mo:xIuBHii PO3BUTOK HACTYNMHUX BHZIB HalyToOi
Baau cepuda:

1. HegocraTtHicTh MK.

AycKy/nbTaTUBHO BUIIEeBKa3aHa BajZia ceplid XapaKTepHusy-
€TbCA HAABHICTIO CHCTOJIIYHOTO IIyMY, IO BHCIYXOBYETbCA Ha
BepxiBIi cepus. Illym 3a3Buyail fo6pe YyTH Y BEPTUKATBHOMY
TIOJIOXKEHHI Ta JIeXKauyH, MOCHIIOEThCA TicaA Gi3MYHOTO HaBaHTa-
YKEHHs, 00pe MTPOBOAUTHCS 32 MeXi ceplid, iHOAI Ha criuHy. [Ipu
BUpaXKeHil HegocTaTHOCTI MK 1yM Moke MaTH YKOPCTKUM TeMOP.
BusHavaeThest ocmabieHHsa | TOHy Ha BepxiBlii, akieHT Il ToHy Ha
JIeTeHeBil apTepii. BepXiBKOBH ITOIITOBX IMOCWJIEHUH i 3MIleHU
ZIOHM3Y, JIiBa MeXKa BiZIHOCHOI cepIieBOi TYTIOCTi 3MillleHa Ha30BHi.
[Toka3HUKU apTepiaJbHUN TUCKY He 3MiHIOIOTHCA.

3MmiHu Ha peHmeeHozpami: Tipu HegocTtaTHocTi MK Bu3Hava-
€TbCS MiTpajbHa KOH}Irypallisi ceplis, 10 MPOSABIAETHCA 301Ib-
IIIeHHAM CePIid BIiBO i 3TVIa/’KEHICTIO ceplleBoi Taii.

Enexmpokapodioepagiuni 3amiHu: O3HAKH rineptpodii siBoro
nepeacepaa ta JIMI.

Exoxapdioepagiuni 3miHu: 30UTbIIEHHA MOPOXXHUHU JIiBOTO
nepezcepas ta JIII, aiactoniyHa aucoynkiia JII I-11 Tumy, HasgB-
HICTB perypriratii pisHoro crymness Haz ctyiakaMu MK, 3okpema
MIOTOBIIEHHSA Ta PO3BUTOK GiOGPO3HUX 3MiH.
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2. MiTpaibHUi CTEHO3.

3a3BUuail pO3BUBAETHCA IIPU MIIABOMY, ITOBLIBHOMY abo0 J1a-
TeHTHOMY Itepebiry I'PJI, pigko 3ycTpidaerses y AiTel. AyCKyb-
TaTUBHO Ma€ HACTYIHi XapaKTepHi 0COOJIMBOCTI: JIACKarOUUii |
TOH, IPECUCTONIYHUN LITYM, MiTpaJIbHUMN IUIIKK. [TlagbpnaTopHO
BU3HAYAETHCA IMPECUCTONIUHE TPEMTiHHA («KOTA4Ye MYPKOTiH-
HA»). XapakTepHUU paHHil po3BUTOK 03Hak CH, 3acToio y Mmaso-
MY KOJIi KpOBOOOITY, I[iaHOTUYHUI PyM STHEIIb i I[iaHO3 CIM30BUX
000JIOHOK.

3MiHU Ha peHmeeHO2pami: 30LIbIIIEHHS JIiBOTO TTepeZicepad, a
3roZIoM — IIPaBUX BiJJTIB ceplid, a TAaKOK O3HAKHU 3aCTOI0 B MaJio-
My KOJIi KpOBOOOITYy.

Enexmpokapodiozpagiuni amiHu: o3HaKH TinmepTpodii yiBoro
nepezcep/sd, Mi3Hillle TPOABIAIOTHCI 03HAKU TinepTpodii mpaBux
BiAZLTIB cepild

Exokapdioepagiuni 3MiHU: BUABIAETHCA PO3LIUPEHHS JIiBOTO
nepe/icep/d, MiZIBULIEHHA MIBU/JKOCTI TPAaHCMITPaJIbHOTO KPOBO-
TOKY, 3MEHIIIeHHS BiZ[CTaHi ZiacTO/JIYHOTO PO3XOMKEHHA Ta Bif-
CyTHiCTh 200 3MeHIIEHHsA O3HAK PAHHBOTO [iaCTOJIYHOT'O IPH-
KpUTTA cTy/10K MK.

3. HepocrartHicTh AK.

AyCKynbTaTUBHO XapaKTePU3YeTbCA HAABHICTIO JiacTosid-
HOTrO LIyMy, AKUM OYNHAEThCA oApasy micaa Il ToHy i Halikpalre
YYETHCSA B3Z0OBXK IPYAHOI KIIITKY 3 JIiBOro 60Ky. I'panutii BizHOCHOI
CepIieBOi TYTIOCTi 3MilllyIOThCA BJIiBO, BEPXiBKOBUU ITOIITOBX CTA€
MOCWIEHUH i 3MinyeTbcs BHU3. [lepudepuyHi CUMITOMU HeZO-
cratHocTi AK, Taki K OiZlicTh, «TaHOK KapOTHU/», IMyJbc celer et
altus, 3HIKEHHS /IiaCTOTIYHOTO apTepiaJbHOTO THUCKY Ta 30ilb-
IIEHHS ITyJIbCOBOT'O TUCKY Y AiTel 3’ ABIAI0ThCA BiJHOCHO Ii3HO.

3MiHU Ha peHMeeHOzZpAMi: BU3HAYAETHCSA aOpTalbHA KOHOI-
rypauifa cepld, sKa XapaKTepu3yeTbCa po3mnpeHHAM TiHi JIIT i
BUCXiZIHOTO BifZimy aopTtu BiiBo (cepie HabyBae ¢dopMu OBay,
IO JIeXKUTD Ha JiadparMi, 3 3a0KPYIVIEHOI0 BEPXiBKOIO, sIKA Bif-
cTymae Big giadpparmm).

Enexmpokapodioepagiuni 3amiHu: o3HaKH rineptpodii JIIII.

Exoxapdioepagiuni aminu: po3mupeHHs nmopoxxauxu JIII, pe-
rypritauia Haz crynkamu AK, crynku AK MmoxyTs 6yTr ¢i6po3HO
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3MiHeHi, BU3HAYa€ThCA acUMeTpif iX 3aKpUTTA. Takoxk CIoCTepi-
ra€ThbCAd BUCOKOYACTOTHE TPinmoTiHHA (JiaTep) mepeAHBOI MiT-
PaJIbHOI CTYJIKU BHACJIiZJOK a0PTaJIbHOIL perypritarii.

4. CTeHO3 yCT aOpTH.

Y giTeil el cTaH piZIKO 3yCTpidyaeThcAd B i30J1bOBAHOMY BU-
IIAZi, JacTillle BiH IPOABJAETbCA pa3oM i3 HemocTaTHicTio AK.
AyCKy/nbTaTHUBHI 3MiHU BKJIIOYAIOTh I'PyOUI CUCTOMIYHUN LIyM 3
MaKCUMYMOM Y CEPeJVHi CUCTOJIU Y APYyroMy Mixkpebep’i mpaBo-
pyd. [Ilym 106pe MPOBOAUTHLCS 10 CYAWH IIIHi, /i€ iHOZi BUCTyXOBY-
€ThCA Kpallle, Hi’k HaJ, a0OpPTaJIbHUM KJIallaHOM.

3MIHU HAQ peHmMeeHOo2Pami: CIIOCTEPITraeTbCA PO3UIUPEHHA
BUCXiIHOTO BiAZiny aopTu i posmmpenHs TiHi JIIII BiiBo 3 #oro
3a0KpYIVIEHHAM, 1[0 OOYMOBJIEHO BHCOKHUM THCKOM KPOBi Kpi3b
3BY>KE€HE aopTaJbHe Kijlblie.

Enexmpokapodioepagiuni 3minu: o3Haku rineprpodii JIIII 3 cu-
CTOJIIYHUM Ta [iaCTOIYHUM IIepeBaAHTAXKEHHAM.

Exokapodioepagiuni 3miHu: BU3HAYAETbCA PO3UIMPEHHS IIO-
poxxHuHu JII, miABUIIeHHs IBHUIKOCTI TPaHCAOPTAIbHOTO KPO-
BOTOKY, 3MEHIIIEHHA PO3Mipy po3xo/keHH:A Gi6po3HO 3MiHEHHUX
cTysok AK Ta IOCTCTeHOTUYHE PO3LINPEHHS BUCXIZHOTO BifAiny
AOpTH.

5. ¥YpaxkeHHS TPUKYCITiIAJILHOTO KJIalaHy.

[301b0BaHe ypaskeHHs TPUKYCITiIaTbHOT'O KIallaHa y JIiTeH 3
kapzautoM 1ipu ['PJI 3ycTpivaeTbes BKpail piziko. [IpoTe BHacCIiIo0K
OCHOBHOTO 3aIaJIbHOT'O ITPOIIeCy MOXKYTb CIIOCTepiraTucs QyHKILi-
OHaJIbHA HEIOCTaTHICTh TPUKYCIIiZIATbHOIO KJIalaHa i BilHOCHUMI
CTeHO3 uepe3 nmporpecyrouy CH.

3MIHU HA peHmeeH02paMi: PO3LINPEHHS IIPABOro IUIYHOYKA
6e3 03HaK JiereHeBoi TilepTeH3ii.

Enexmpokapodioepagiuni smiHu: 03HaKH TinepTpodii mpaBoro
IUIyHOYKA Ta IPaBOro Iepe/cepas.

ExoxapoioepagiuHi 3miHu: BU3HAYAETHCA PO3LUIUPEHHA IIO-
POXHMHU IIpaBoro Iepejcepzs, MiABUIeHHA MIBUAKOCTI TpaH-
CKJIaIITaHHOT'O KPOBOTOKY, HasABHICTb perypriralii B Ipase nepez-
cepZs, PO3IIMPEHHA IOPOXKHUHYU IIPABOr0 ILTyHOYKa, BEPXHbOI
Ta HWXHBOI MOPOKHUCTUX BeH, pi3Ke MifIBUIeHHA Iyabcallii
BEH.
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6. YpaxkeHH4 KJIallaHa JIereHeBoi apTepii.

3amnasibHe ypakeHHA KJlallaHa JiereHeBOoi apTepii y AiTeil Ha
¢doHi I'PJI € piakicanm sBuiem. [IpoTe MOXXJIUBUNA PO3BUTOK HOTO
dYHKIIOHAIBHOI HEZOCTATHOCTI, IO CYIPOBOMKYETHCSA JIeTeHe-
BOIO TillepTeH3i€l0, BUKJIUKAHOIO 3BY)KEHHAM JIiBOT'O TlepeZicep-
HO-IIUTYHOYKOBOT'O OTBOPY (cuHzApom CTina).

3MiHU Ha peHMezeHO2pAMi: O3HAKU PO3IINPEHHA CTOBOYpa Jie-
reHeBOi apTepii.

Enexmpokapodiozpagiuni 3miHu: 03HaKH rinepTpodii mpaBoro
IUTyHOYKA.

Exokapdioepagiuni 3miHu: BU3HAYAETHCA PO3MIMPEHHA IIO-
POXXKHUHU IPaBOTO LUTYHOYKA, [i/JBUIIEHHS IBUAKOCTI TPAHCKJIa-
[TIAaHHOT'0 KPOBOTOKY Ta HasABHICTh PerypriTallii B IOpO:KHUHY IIpa-
BOTO IITyHOYKA.

OudepeHriiina giarHoctuka. IlomiapTpuT XapaKTepHUN
st TPJI moTpebye mpoBesieHHA AudepeHIliiHOl AiarHOCTUKY 3
iHIMMMU ayTOIMyHHUMH Ta iHQEKIIHHUMM 3aXBOPIOBAaHHAMHU,
II0 MAIOTh B KJIHIYHIM KapTUHI CyryI060BUI CMHAPOM. 30KpeMa,
PeaKTUBHUM apTPUT, I0BEHUIbHUM iZliONaTUYHUM apTPUT, apTPUT
mpu JIaiiM-60periosi.

Peaxmuenuil apmpum — 1ie CKJIaZHUU CUH/POM, IO MOXKe
BUHUKATHU TPU Pi3HUX iHPEKIIHHUX 3aXBOPIOBAHHAX, IO PO-
OUTh BOXKJIMBHUM BU3HA4YeHHs iXHbOI eTiosorii. Halmomrupeni-
IIVMM Y ZiTel UIKIIbHOI'O BiKy € peaKTUBHUM apTPUT, AKUN CIIpU-
YUHEHUU CTPENTOKOKOBOK iHdeKuier. el cTaH BiHOCUTHCA
[0 pEBMaTUYHUX IMOPYIIEHb, X04a MOXKe MPOXOJAUTU Oe3 ITPOsBiB
ypaxkeHHA cepud. JIiKkyBaHHA CJIiJ, pO3IOYMHATH BiAIOBIZHO O
YCTAHOBJIEHOT'O IPOTOKOJNY. fKIIO AWTHHA IlepeHecaa KilbKa
€eIi30/iB CyryI060BOTO CHUHAPOMY 0e3 O3HaK ypaKeHHsS CepIid,
ZliarHO3 peBMaTUYHOTO apTPUTY CTaBUTBCA ITiJ TUTAaHHAM. PeB-
MaTUYHUU TONiapTPUT HalyacTillle BUHUKAE Ha IOYaTKOBil
crazii XBOpoOU, CYyImpOBOMKYETbCA migBUIeHHAM piBHA ACJIO.
BizcyTHicTh LIbOTO MifBUIIEHHS MOX€ BKasyBaTH Ha PeaKTHUB-
HuY apTpuTt. OfxHAK came migBuUINeHHd piBHA ACJIO, 1Mo cympo-
BOZKY€ETHCA apTPUTOM, He € BU3HAYaJIbHUM /JI1 PpEBMaTUYHOI'O
IpoLecy i Moe CBi[UUTH IIPO NepeHeceHy CTPENTOKOKOBY iH-
¢ekrito. TinbKu mogasnbine 0OCTEXKEHHSA Ta CIIOCTEPEXEHHA 3a
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MalieHTOM MOXYTh BU3HAYUTU HAABHICTb peBMaTUYHOTO IIPO-
1lecy B OpraHi3Mi XBOpOro.

fAkmmo iHmma etiosoria (HanpukiIaz, XJaaMifiliHa, cradimoko-
KOBa, i€pCUHIO3HA, CAaJbMOHENIbO3HA TOINO) IMiATBEPAKYETHCA,
apTPUT BBAXKAETHCA PEaKTUBHUM. Y TaKUX BUIIQJKaX JIIKYBaHHA
MIOBMHHO BPaXOBYBATHU €TIiOJIOTIIO Ta cHelnpiKy 3aXBOPIOBAHHS.

FOseHinbHull idionamuuHuii apmpum - pPEeBMAaTOJIOTiYHE
3aXBOPIOBAHHA, L0 CYIPOBOKYETHCA IOJiapTPUTOM i MOXKe
IIPU3BECTH Z0 AedopMalii cyrnobiB i mopymeHHs ix GyHKIi. 3a-
HaJbHUM TPOIeC MOXKe BIUIMBATHU HA Pi3Hi CYIIOOM, BKIIOYAOYU
ApibHiI MixkdamaHroBi cyro6u, HHKHBOIIENEHi i cyrimobu xpeb-
Ta. PAaHKOBa CKYTIiCTh € TUIIOBUM CHUMIITOMOM. JIabopaTopHi 1o-
Ka3HUKU MOXKYTb 3aJUIIATUCA 3MiHEHUMU HaBiTh IPU IPUUOMi
aHTUOIOTHKIB.

Apmpum npu Jlaiim-6openiosi. B J7aHoMy BUIIaAKy HEOOXiZTHO
BpPaxOBYBaTH HAfABHICTH i iHIMNX KJIiHIYHUX 03HaK JIaliM-60petio-
3y — Mirpyroua eputeMa (Ha BifMiHy Bifi KiIbIleToAiOHOI epuTeMU
ripu I'PJI), 1110 po3BUBaEThCS HA MICITi YKyCy KJima. Po3aMip 1mporo
epUTEeMaTO3HOI'O BUCHUITY MOXe cAraTH Bif S 7o 20 cM y giameTpi.
Y miTell BiH 4acTo MOXKe IEPEMIIATHUCA IO BCbOMY Tily, CyIIpO-
BO/DKYIOUHMCH XapaKTEPHUM CBepOeXeM Ta YpaskeHHSIM perioHap-
HUX JTiMpaTUIHUX BY3JIiB.

Kapzut nipu I'PJI HeoOxigHO AudepeHIiitoBaTH 3 kapoumamu
HepeaMamuuHoi emiosnoeii i 8MopuHHUMU Kapdiomionamiamu. B
JlaHill cuTyallii BapTo BpaXOByBaTH, L0 BUMAJKU i30JbOBAHOTO
PEBMATHUYHOT'O MiOKapAUTY 6€3 ToTiapTPUTY BKpa PiZiKiCHi.

AyckynpTaTHBHA KapTHHA IIpU YpakeHHi MioKap/ja HepeBMa-
TUYHUM KapJUTOM Mae€ CBoOi BiiMiHHOCTI. IIpu dizukampHOMY 00-
CTe)XeHHi BUBHAYAETHCSA HEBEJIMKE MTOCIab/IeHHSA TOHIB, 3HIDKEHHS
amIutiTyzu [ TOHy, TOMipHa TaXiapUTMif, MOXJINBA HaALIUTYHOYKO-
Ba €KCTPaCHCTOJIisA, O3HAKU BEreTaTUBHOI AUCOYHKIIII Ta Tabiib-
HUX 3MiH apTepiaJbHOrO TUCKY. PeHTreHoJOriuHe AOCTiIKeHHA
He TI0Ka3ye MaToJOoTiYHUX 3MiH, a npu Exo-KI' He BU3Ha4aoThCA
O3HaKU ypaXeHHA MiOKap/ia Ta KJallaHHOTO amapara cepud. 3a-
3BMYall Taki XapaKTepHi O3HaKU OPraHiYHOI'O YpaKeHHS cepls
npu ['PJI, Ak posuIvpeHHA MOPOXKHUH ceplid, 3HWKEeHHS CKOPOT-
nuBoi QyHKIIi MioKapa Ta MOPYUIEHHSA aTPiOBEHTPUKYJIAPHOI
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IIPOBiZHOCTI, AyKe PiZKO 3yCTPivyaroThCA IPU HEPEBMaTUYHOMY
KapAuTi.

[Tig yac mpoBefeHHA JugepeHyianbHOl 0iaeHOCMUKU MAnoi
Xopei 3 IHIIMMY HEBPOJIOTIYHUMHU 3aXBOPIOBAHHAMM CJIiJ] BUKJIIO-
YUTH HEBPO3OIOAiIOHI CTaHU, Tillo- Ta TiepKa/lblieMil0, Tillo- Ta
rinepmiikeMito, riepTUpeoiZii3M, BipyCHi Ta TOKCUYHI ypakeHH:
LIeHTPaJIbHOI HEPBOBOI CUCTEMHU, XPOHIUHY TillOKCil0 TOJIOBHOI'O
MO3KY Ta IICUXOTeHeTUYHi 3aXBOPIOBAHHS.

PANDAS-cundpom (pediatric autoimunne neuropsychiatric
disorders associated with group A streptococcal infections) - 11e
KOMIUIEKC CUMIITOMIB, AKUI PO3BUBAETHCA Y iTel BiJ 3 POKiB 10
IMi/UTITKOBOTO BiKy Ta XapaKTepU3YeTbCsA NMEBHUMU KIIHIYHUMU
[IpoABaMHU ypakeHHsI HEpPBOBOI CUCTEMU, 1[0 BUHUKAIOTh Ha TJIi
CTPENTOKOKOBOI iHQekIii. CUMITOMHU TICUXiaTPUYHOI TPUPOIH,
TaKi AK HeCTPUMHICTb, aTrPeCUBHICTb, HEYBaXKHiCTh, eMOIIiliHa He-
CTabiIbHICTD, PO3JIaJU YBATU, PyXOBa TillepaKTUBHICTb, TilepKi-
He3H, iIMITYJIbCUBHICTh Ta TPO6JIEMH 3i CHOM, € Ha [TepIIOMY ILIaHi.
[TpoTe 3a afjleKBaTHOTO 3aCTOCYBaHHA MPOTUCTPENTOKOKOBOI Te-
pariii criocTepiraeTbcs MIBUAKUN Ta TIOBHUHN perpec ICUXOHEBPO-
JIOTIYHUX CUMIITOMiB.

JiarHocTuka. [1aH AiarHOCTUYHOTO OOCTEXEHHSA AUTHUHU
3 I'PJI BKJIFOYA€E BEJIUKUU TepesiK JJabopaTOPHUX Ta iHCTPyMeH-
TQJIbHUX METOZIB [iarHOCTUKU HEOOXiHWX /JI BCTAaHOBJIEHHS
JliarHO3y, BU3HAYeHHS CTYyIIeHA aKTUBHOCTI 3allaJIbHOI'O NIPOLIECy,
TOMY JIOI[IJTBHO PO3Pi3HATH AiaTHOCTUYHI METOU, 1110 MOXYTh 3a-
CTOCOBYBATHCA Ha aMOyJIaTOPHOMY i CTalliOHapHOMY PiBHAX Ha-
JaHHA MeaudHoil forromoru (Ta6. 3.3.).

Ta6nuusa 3.4. MNepenik giarHOCTUYHKUX 0BCTEXEHb AN1s NauieHTiB 3 [PJ1

OcHOBHI MeTOM
niarHocTuku MPJ1 Ha
ambynaTtopHOMY piBHi
1. 3aranbHuii aHani3 kpo- | 1. bioxiMiyHWil aHani3 KpoBi:
Bi. - NaKTaTAerigporeHasa,
2. 3aranbHuii aHani3 ceui. |- KpeaTiHiHdocdokKiHasa;
3. bioxiMiuHuii aHani3 Kpo- | - enekTponiTH (Kanii, HaTpiii);
Bi. 2. Koarynorpama (BusHauyeHHs AYTY, MNB, MTI,
- KpeaTuHiH; MHO, ¢hibpuHoreny);

OcHoBHi MeToM giarHocTukm 'PJ1 Ha
CTaLioOHapHOMY piBHI
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3aKiHyeHHs Tabn. 3.4.

OCHOBHI MeTOAM
niardocTuku MPJTHa
ambynaTopHOMY piBHi

OcHoBHi MeToau aiarHocTuku F'PJ1 Ha
CTaLioOHapHOMY piBHI

- 3araJibHui 6inok;

- neviHkoBi npobu (3a-
ranbHui i NpsmMuii Ginipy-
6iH, ANT, ACT);

- enekTponiTh (Kanii, Ha-
Tpin);

- peBmonpo6u (CPB, P9,
TnTp ACJI0).

4.  EnekTpokappgiorpama
(EKT);

3a HeobXiHOCTI:

5. peHTreHorpacis op-
raHiB rpygHoi KniTku

6. Exokapgiorpadisi (Exo-

KD);
T1. oibporacTpoayope-
Hockonig (®rac);

8. bakTepionoriyHe focni-
ID)KEHHs1 Ma3Ka i3 3iBa Ha
natonoriuHy conopy i uyT-
JIBICTb [0 aHTUBIOTUKIB

3. BusHauyeHHs aHTMTIN [0 MopmchiKoBaHOro
LMTPYNiHOBAHOTO BUMEHTMHY (anti-MCV) y cupo-
BaTL,i KPOBI;

4. BU3HaYeHHs1 aHTUHYKNeapHUX aHTUTIN (AHA);
5. BU3HauYeHHs aHTUTIN [0 LUTONNA3MU HEATPO-
tinie (AHLA);

6. BusHayeHHs iMyHOrnoOyniHIB y cupoBaTLi
Kposi (IgG, IgM, IgA);

7. bakTepionoriyHe [OCNI[XEHHSI KPOBI Ha CTe-
PUIBLHICTD;

8. bakTepionoriyHe fOCNiJ)KEHHSI Ma3Ka i3 3iBa
Ha maTonoriyHy cnopy i YyTAMBICTb [0 aHTHGIO-
TUKIB;

9. [JliarHocTWyHa NyHKLUis cyrnobiB i3 LuTOMO-
rYHUM | 6aKTepioNoriYHNM LOCNIHKEHHAM CH-
HOBIaNbHOI PiguHM;

10. oI Ac;

11. PeHtreHorpadis cyrnobis;

12.Y3[ cyrnobis;

13. XonTepiBcbke MOHITOpyBaHHS EKT;

14. MPT ronioBHOr0 MO3KY 3 KOHTPacTyBaHHAM
3a MiJ03pu HassBCHOCTI Masoi Xoper,

15. EnektpoeHuedanorpadis.

3a3Buyai Jiikap Iif 9ac KJIiHIYHOTO 0OCTeKeHHs BU3HAYaE,
AKI MeTOAW CJIiJ, 3aCTOCYBaTH /JiA BCTAaHOBJEHHA JiarHo3y Ta
KOHTPOJIIO 32 JIIKyBaHHAM.

JlikyBaHHA. € 1MoeTaTHUM i BKJIIOYA€E cTallioHapHe, aMbyJia-
TOPHE JIIKyBaHHA Ta JMCIIaHCEPHE CIIOCTEPEeKEeHH .

ITepwiuii eman niKy8aHHs BKJIIOYAE CTAl[iOHAPHUU TEPioz,
iz 4ac AKoro y rocTpy ¢asy 3aXBOPIOBAHHA PEKOMEH/YEThCSA I10-
CTUTbHUH pexkuM. TpHUBalicTh LbOTO Nepio/y 3a/IesKUTh Bif aKTUB-
HOCTI [TaTOJIOTIYHOT'O IIPOLieCy Ta CTYIIeHA YPaKeHHs CepIid.

[Ipu mBUAKOMY 3MeHIIeHHi akTuBHOCTI ['PJI abo npu HeBe-
JINKOMY Ypa>XeHHi ceplid IOCTUIbHUN PeXXUMU MOXXe TPUBATH 2-4
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TKHI. Y BUIMAZIKaX BUPaKEHUX IMOPYIIEHb POOOTH ceplisd, ypa-
’KEHHS KJIAIIaHHOTO amapary abo cepito3Horo crymens CH (II-11I
CTyTIEHs1), PEKOMEHIYETHCS ITPOAOBXKUTHU ITOCTUTBHUHN PEXUM 710 6
TKHIB a00 Oisbiie. [TOCTyIIOBE PO3IMIMPEHHS PEXXUMY aKTUBHOC-
Ti 3ZIiIiCHIOETHCA i/l KOHTPOJIEM pe3y/bTaTiB iHCTPyMeHTaIbHUX
METO/IiB IOCTiIKEHHS CTaHy CEPIIEBO-CYITUHHOI CUCTEMHU Ta PyHK-
I[iIOHAJbHUX TTP00. 3 2-3-T0 TWKHS MIOYNHAIOTh 3aCTOCOBYBATH iH-
AVBiZyanbHi BipaBu $isuvHOi peabiniTariii, crio9aTKy B IOCTiIb-
HOMY PeXHUMI.

Jiera ansa naiieHTiB i3 I'PJI MoBHHHA BKJ/IIOYATU AOCTATHIO
KUIBbKICTh TIOBHOI[IHHMX OUIKIB i BiTaMiHiB, a TAKOX IiZABUIIEHUI
piBEHBb KaJliio Ta MarHito, Mpy bOMY OOMEXYIOTh BMICT COJIi Ta
BYIVIEBOZIB. [’)Ky peKOMeH/[yeTbCA CIIOKUBATH 9acTo (4-5 pasiB Ha
JleHb) HEBEJIMKUMH IOPIIiAMU, KOHTPOIIOIOYH 06’€M BUITUTOI Ta
BU/IUIEHOI piziHU (CeYoBHUiA 6ayaHc).

MeduxameHmo3Ha mepanis Ha IaHOMY eTalli CIpsIMOBaHa Ha
ZIBa OCHOBHI IUISIXY TIaTOT'e€HE3Y i BKJIIOYA€E ETIOTPONHY (epasuKa-
11i1 iHpEKITIHHOTO areHTa) Ta MaToreHeTHYHy (BILIMB Ha iMyHOIIa-
TOJIOTIYHUH 3anlaJbHUMN IIpollec) Teparlito:

1. AHTHOaKTEepiasbHa Teparllis, 3 METOIO epaAuKarliii 3-remo-
JIITUYHOTO CTPENTOKOKA I'PYTIH A

- 6eH3wneHiIiH B 103i 50-100 THc. O/l /KT Ha 106y (10-14
JHIB);

- peHOKCHMETUITIEHILIWIIH B 1031 40 Mr/Kr/m00y pO3AiIeHO
Ha 3 mpuiiomu (10 gHIB);

- aMoKcunwIiH B 703i 0,125-0,5 r po3zineHo Ha 3 nmpuiioMu
(10 muiB);

- aMOKCUIIWJIiH/KJIaBy/laHaT B 703i 1,875 r posgineHo Ha 3
nputiomu (10 AHIB).

3a yMOBU HeNEPEHOCHMOCTI aHTHUOIOTHKIB MEHIIMIIHOBOTO
psZly TOKA3aHO NMPU3HAYeHHA aHTUOIOTHUKIB 3 TPYITX MaKpPOJi/iB:

- asuTpominyH B 7f03i 10 mr/kr 1 pa3 Ha 100y, TPUBAJICTh
npuiiomy 710 5 [HiB;

- POKCUTPOMILIMH B I03i 5 MI'/KT Ha ZI00y PO3/isIeHo Ha 2 MpU-
vomu (10 gHiB);

- KJIApUTPOMIIIUH B 71031 15 Mr/Kr Ha 00y po3ziieHo Ha 2
nputiomu (10 gHIB).
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TakoX [IOTYCKA€EThCSA MPU3HAYeHHs 11epaOCIIOPUHOBUX aH-
TUOIOTHKIB:

- iedanekcu B 103i 50-100 Mr/Kr Ha f00y po3aiieHo Ha 4
nputiomu (10-14 gHiB);

- medypokcuM B 103i 50-100 Mr/kr Ha 00y po3aiieHo Ha 3
nputiomu (10-14 gHiB);

- iedTpuakcoH B 03i 50-100 mr/kr Ha 100y (10 aHIB);

- nedTasuguMm B f103i 1-6 r Ha 106y (10 gHIB).

[Tics kypcey anTubioTkoTepanii TpuBasictio 10-14 gHiB mo-
Ka3aHO NMpU3HaYeHHs OE€H3WITEHIMIIHOBUX aHTUO10THKIB:

- Girrtie-5 B 1031 750 000 O/I a1s mouikinbHAT Ta 1 500 000
O/] mkonsapam 1 pas Ha 28 AHiB;

- 6eH3aTVH OeH3WINEHIIWIiH (peTapiieH) B f03i 1,2-2,4 MJIH.
O/l 1 pa3 Ha 38 gHiB.

2. [laToreHeTW4Ha Teparis nepeabadae MpU3HAYEHHs He-
CTEpOifHUX NMpoTHU3anaabHux npenapatis (HIT3II) i mirokoKopTHU-
koctepoiziB (I'KC):

- HIT3IT:

arleTHUICAMIIIMIOBA KUca0Ta B Z103i 60-100 Mr/kr, aje He
6inbiie 2 T Ha 00Y;

nvkinodeHak B Z103i 2-3 Mr/Kr Ha 100y;

ibymipodeH B 103i 20-40 Mr/Kr Ha 106y.

- I'KC:

MIpeHi30JI0H/MEeTUINIPEHI30/I0H - IIPU BHCOKOMY CTY-
neHi aktuBHOCTI ['PJI B 103i 1-2 Mr /KT Ha 00y IPOTATOM 2-4 THXK-
HiB, i3 ITOZANBIINM 3HIKEHHSIM 03U — Ha 2,5 MTI' KOXKHi 5-7 ZHIiB
JI0 TIOBHOI BiIMiHMU.

3. CuMmnToMaTHU4YHa Tepartif:

3a nasisHocmi o3Hax CH noka3aHo npusHaueHHs cepyesux 2i-
ko3udie ma diypemuxis:

- JWTOKCUH y MiATpUMYyBasbHiN m03i 0,008-0,01 mr/kr Ha
100y po37iIeHO Ha 2 TPUMOMU;

- ¢ypocemiz B mo3i 1-2 Mr/kr Ha 100y po3ziseHo Ha 3 mpu-
IOMHM 3 ITepeX0ZIOM Ha CIIipOHOJIAKTOH B /1031 2-3 MI'/KT Ha 100y
pO37isieHo Ha 2 IPUHOMU.

3 Memoro Kopekuii npossie apmepianbHoi einepmeH3sii nepeo-
bauaemucs npusHaueHHs iHeibimopis AIID:
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- eHaJIanpwiI B Z03i 2,5-5-10 Mr/z#006y po3aisieHo Ha 2 TPUHOMU;
- kamronpun B 703i 0,3-0,5 Mr/kr Ha go0y posziieHo Ha 3
MIPpUMOMM.

3a Haseocmi nopyuleHb pUmMMy 3d NOKA3AMU MONCUBE
NPU3HAUEHHA AHMUAPUMMIYHUX NPenapamis:

- mporpaHoJion B 103i 0,25-0,5 mr/kr/no6y Ha 3 npuiiomu;
- aTeHOoJ1071 B 103i 50-100 Mr/m06y OMIHOKpaTHO.

3 memoro Kopekuii MemaboniuHUX 3MiH MIoKapdy MOXcauee
npusHaueHHs kapoiomemaboiuHUX npenapamis:

- L-xapHiTUH, KaploHaT, arBaHTap, MJIIPOHAT, oMera-3 TOIIIO.

[IpoTu3anaibHi JikapchbKi 3acobu, BrItoyaroun 'KC, mposiB-
JIIIOTh He3HAuHy epeKTHUBHICTh IpU MisiBoMYy Iepebiry I'PJT abo
HU3bKill aKTUBHOCTI 3aI1aJIbHOTO ITpoIiecy. Y BUMIaZKaX TPHUBAJIOTO
nepebiry 3axBoproBaHHsA ab0 IMEPBUHHOTO PEBMOKApAUTY 3 ypa-
JKeHHAM KJIallaHHOTO arapaTy PeKOMEeHAYEThCsA JOBroTpUBaIa
(mpotarom 3-12 wmicAlliB) Tepamis IpenaparaMu XJIOPOXiHOJIIHO-
BOTO PsiZly, TAKUMHU SK Ziesiaria (B 031 5 MI'/KT Mmic/sa Bedepi) abo
TJIaKBeHIN (B Z103i 7-8 MT'/KT Tic/Is Bedepi).

JlikyBaHHA MaJjIoi xopei. B 1aHoMy BunasKy aHTupeBMaTuy-
He JIiKyBaHHA € HeepeKTUBHUM. OOOB’A3KOBUM € JOTPUMAHHS
MIOCTUIBHOTO PeXUMY. Y THKKUX BUIAJKax MPU3HAYaIOTh HETPU-
Basuii kypc I'KC (B #03i 0,8-1 mr/Kr Ha 100y), iHOZIi BHYTPiIlIHBO-
BeHHE BBeJIeHHA iMyHOToOyimiHy (B 703i 0,4 T/KTr Ha KypC MPOTSI-
rom 5 zi6).

KoMmIuiekcHe JTiKyBaHHA TillepKiHe3iB mepezbadae MpuU3Ha-
YeHHs HaCTyITHUX IIpernapariB:

- penobapbiTan B 103i 10-50 mr 2-3 pa3u Ha A00y;

- miazemnaM B 7103i 2,5-15 Mr Ha 7100y po3gisieHo Ha 2-3 mpu-
Homu;

- deHibyT B 103i 0,15-0,25 Mr 3 pa3u Ha 100y;

- KOMILJIeKC BiTaMiHiB rpynu B.

Jpyeuii eman nikyeaHHsa Tiepenbadae JOCATHEHHs ITOBHOI
pewmicii I'PJI Ta BigHOBIEeHHS QYHKI[IOHAIBHOI 3[aTHOCTI B IIEPIIY
Yepry cepueBO-CyZIMHHOI CUCTEeMHU, a TaKOXK iHIINX YpaKeHUX Op-
rasiB i cucreM. /IUTMHY MOXHa HaIlpaBUTU [0 KapZAiOJOTidYHOTO
ca”artopito Ha TepMiH 30-45 AHIB A HACTyIIHOI'O JIiKyBaHHA Ta
aZiarTarlii 10 yMoB IIOZA/IbIIOrO KUTTA. B iHaKIIoMy BUTIaZKY Il
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nepioZ; Moke IMPOMTH i/ peTeIbHUM CIIOCTEPEXXEHHAM AUTIIOTO
KapziopeBMmaTosora. IlarieHTy HeoOXiZIHO MPOJOBXKYBaTU IIPH-
iMaTHy NTpU3HaYeHy Ha CTallioHapHOMY eTalli Tepallito il KOHTp-
0JIEM KJIIHIYHOTO CIIOCTEPEXKEHHS, Pe3y/IbTaTiB TabOpaTOPHUX Ta
iHCTPYMEHTAJIBbHUX METOZIB OOCTeXeHb. [IpOBOAUTHCA CaHAIiA
XPOHIYHUX BOTHHUII iHPEKIIii, 3aCTOCOBYETHCA iHAMBIZyaIbHO IIi-
nibpane ¢iznuHe HaBaHTa)KeHH Ta JIiKyBasbHA i3KyIbTypa, A0-
TPUMAaHHS JIiKyBaJIbHO-03Z,0POBUOI'0 PEXXUMY.

Tpemim emanom niky8aHHA € AUCIIaHCEPHE CIIOCTEePeKeHHs
B TIOJIKJIiHII, ZIe TPOBOAUTHCA MPOdiTaKTUIHE JIIKYBaHHS 3 Me-
TOIO 3armobiraHHA MporpecyBaHHs Ta penuausiB ['PJI. s uboro
BUKOPUCTOBYIOTbCA IpernapaTy MeHiIWIiHy MPOJOHIOBAHOI Aii.
Y BecHAHO-OCiHHI nepiogu nokasaHi kKypcu HII3IT TpuBamicTio
6sM3bKO MicsAld. BakiamBo BigMiTUTH, 1[0 TpOdiTaKTHUYHE BBe-
JeHHsA OeH3aTHHY OEH3WINEHIIWIiHY He rapaHTye 3aXUCTY Bif
PO3BUTKY iHQEKIIHOTO eHZoKapAuTy. ToMy mifl 4ac IuraHyBaHH:A
XipypriyHux BTpy4aHb (ZeHTaJbHUX, OPaJbHUX, PECIipaTOPHUX)
PeKOMeH/yeTbCA MPU3HAYaTU MPUHOM aMOKCHIIWIIH y 7031 50
MT/KI' OJHOPa30BO 3a TOAWHY 0 MaHIMmyJIsllii, abo aMITiIWIiH y
71031 50 Mr/Kr BHYTPillTHBOM I30BO UM BHYTPIlITHBOBEHHO. Y pasi
aJIeprivyHoOi peaklii Ha IpelapaTy NeHIWIIHOBOTO psAAYy MOXKHAa
BUKOPUCTOBYBAaTU KJIAPUTPOMILIUH Yy A03i 15 MI/KI' 0fHOPa30BO
ab0 a3uTpoMinMH y 703i 10 Mr/Kr oZHOPa30BO 3a TOAUHY /IO IIPO-
1eAypH, abo KaiHAaMIilluH y 1031 20 MI'/KI' BHyTPilllHBOBEHHO 3a
30 XBWJIUH A0 MaHiMyJIAILlii.

XipypriuHe JjikyBaHHA. [Ipyr3HavaeTbca AIiTAM i3 BuUpaxke-
HUMU KTiHIiYHUMY nipossBamu CH Ha ¢oHi HabyToi Bagu cepiisd Ta
yCKJIaZHeHb y BUIIsAzi 3actiinoi CH 111 ctymeHs, Aka He MiJa€Th-
¢l KOHCEPBATHMBHOMY JIiKyBaHHIO; IIpU JIereHeBill rinepTeHsii, BU-
paXeHOMY 3HIDKEHHI cucTosivHoi ¢yHkii JIIII. O6’eM omepaTus-
HOT'0 BTPy4YaHHA BU3HAYAETHCA IIPU CILIBHOMY OIVIAZI AUTAYOIO
Kap/liopeBMaroJiora Ta Kapzioxipypra.

IIpornos. Ilpu I'PJI Ta XPXC IIpOrH0o3 BU3HAYAETHCA PE3YIIb-
TaTOM ypaskeHHA cepi. Ilicia meprnoi ataku I'PJI mpubiu3HO y
10-15% giteti popmyeThca HabyTa Baza ceplid, IMiC/Is TTOBTOPHUX
aTak Iel NMOoKa3HWK 3Ha4HO BUIIWU. BiJHOCHO MeHII CIpUATINUBI
Zy’Ke BHUCOKa i MiHiMaJbHa aKTUBHICTh 3alaJbHOI'O IIpolecy IIpu
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I'PJI, HeCcIpUAT/IMBOIO O3HAKOIO TaKOXK € po3BuTOoK CH 11 yac aTa-
KM peBMaTU3My. BuacHO mpu3HaveHa Teparis Ta HacTymHa mpodi-
JIaKTVIKa MAIOTh BeJIMKe 3HayeHHs /i nporuosy I'PJI. [IpoBeseHHA
a/IeKBATHOT'O JIIKyBaHHS BIIPOZOBK IEPIIMX TPbOX JHIB Mic/a fia-
rHocTuku ['PJI mpakTUYHO BUKJIIOYAE 3HAYHI ypaKeHH:A CePIIA.

BropunHa npodinaktuka I'PJI. Crucrema npodilaKTUIHUX
3aX0/iB jorioMarae 3amnobirTiu penuguBaM CTPENTOKOKOBOTO 3a-
MaJleHHsA Ta IporpecyBaHHIO YpaXKeHHs ceplid y Aitei. i nporo
BUKOPUCTOBYIOTHCS ITPOJIOHT'OBaHI pOpPMU NEHIIWTiHY, TaKi AK Oi-
IWIiH-5, IKAU BBOAUTHCA KOXKHI 28 AHIB v 71031 750 Trc. O/l ans
JomKiTbHAT Ta 1 500 000 O/] aia mKossApiB, abo 6eH3aTUH OeH-
3WINEHIIWIiH, AKUU IPU3HAYAETHCA KOXKHI 2 TY)KHI B HACTYITHUX
ZI03YBAHHAX: AIiTAM 3 MacCOIO Tijla MeHIe 25 Kr — B 71031 600 Tuc.
O/I, miTaM 3 Macoro Tita 6inbire 25 kr — B 1o3i 1 200 000 O/, a
miztiTkaM — B 1031 2 400 000 O/] 1 pa3 Ha 28 zi6.

BropuHHa mpodiTaKTHKa NMPU3HAYAETHCA JiTSIM, SKi Iepe-
Hecm T'PJI 6e3 yparkeHH: cepiis o 18 pokiB, abo ski mepeHecau
ypaXeHHs cepls 10 25 pokiB. Y BUNaAKy HaOyTOi BaZu cepls,
BTOPUHHA IPODITAKTHKA 3aCTOCOBYETHCS TOBITHO.

TECTOBI 3ABJAHHA

1. XBopuM, fIKi nepeHecnn MepBUHHWUIA peBMOKapauT 6es3
pO3BUTKY BagnKnanaHiBcepus,6iunniHo-MeanKaMeHTo3Ha
npodinakTnka NnpoBOAUTLCS:

A. [1o 18 pokis

b. [o 25 pokis

B. NpoTarom 5 pokis
[ MpoTarom 3 pokiB
J1. [loBi4HO

2. Cepep wkipHux nposgis 'PJ1 3ycTpivatoTbes:
A AHYIIApHa epuTema
b. Bysnoa eputema
B. MeTexil, ekxnMo3m
[ KopenofgioHnii BucKn
L. BesnkynsosHmm Bucmun
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AKi HopmanbHi napameTpu @pakuii BUKMAYy crnoctepira-
OTbCA Y 3J0POBUX AiTeN WKiSIbHOMO BIiKY:

A. 30-40%

b. 70-80%

B. 50-60%

[ 60-70%

. 80-90%

MNpodinakTuyHa po3a 6eH3aTUHY GEH3UAMNEHILUNiHY npu
'PJ1y AUTWHM BiKOM 12 pOKiB CTAHOBUTD:

A. 750000 1 pasd Ha 4 TUxXHI

b. 760000 1 pas Ha 2 TWXHI

B. 1200000 1 pa3 Ha 2 TWxHI

[ 2400000 1 pas Ha 4 TUXHI

. 2400000 1 pad Ha 2 THxXHI

[ns andysHOro peBMaTMYHOro MioKapauTy He XapaKTepHO:
A. BRigicTh WKIPHMX NOKPOBIB

b. 3agyxa

B. PoswmpeHHs cepueBol TYNocTi OifbLL BIBO

[ [TocnabnenHHs | ToHy

L. TlocuneHHa | ToHy

AnbTepHaTuBHa Teparnis nNpu HenepeHOCUMOCTI npenapa-
TiB NeHiLMniHOBOro psay ANA MNepBUHHOI NpodinakTuKm
peBMaTUYHOI JIMXOMaHKN BKKOYA€E NPU3HAYeHHS:

A. LlecbanocnopuHis

B. JliHkOo3amidiB

B. Pudbamniumny

[ Makponiais

[, ®TOpXIHONOHIB

EnektpokapgiorpadiyHi 3MiHuW, AKi cnocTepiratoTbca npu
TAXXKOMY peBMaTUYHOMY KapauTi Le:

A. EnekTpnyHa ansTepHalia 3youiB EKI, BKOpOYeHHS
IHTepBany P-Q

B. BMCOKMM BOMBTaX LLMYHOHKOBOrO KOMIMIIEKCY,
yKOpoYeHni IHTepean P-Q
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B. 8ybeLb P 3aBxav nepen Komnnekcom QRS

[ BigcyTHICTb 3yous P nepen komnnekcom QRS

[, BHKEHHS BOBTAXY LLMYHOYKOBOIO KOMIEKCY,
NOAOBXEHHS aTPIOBEHTPUKYNAPHO! MPOBIAHOCTI, MIrpaL|is
BOLIA PUTMY

Lo nepmnx Ta paHHiX CUMMNTOMIB XOpel HasexaTb:

A. TIABULLEHHS OPaTIBNMBOCTI Ta 00Pa3/IMBOCTI,
HEe3rpabHICTb B DyKaXx, 3MIHM MNOYepKy

b. lMNapecTesl, ddoKanbHI KNOHIYHI Cy oMM

B. HeBuMyLLEHI AUCTaNbHI, 6e3nanHi, 3 PI3HOK aMMITyA0
rinepKIHe3m

[ BupaxkeHa M'130Ba CNadKICTb, MOPYLUEHHSA OpIEHTaLT

L. [eHepanizoBaH! TOHIYHI CYA0MM

L[l0 OCHOBHMX fiarHOCTUYHUX KPUTEPITB rOCTPOT peBMaTny-
HOI InXoMaHku Kucena-[IXXoHCoHa He HaneXwuThb:

A Kapgut

b. BpaHilwHa cKyTICTb

B. MoniapTpuT

[. Xoped

J1. 3B'A30K 3 NepeHeceHnM CTPENTOKOKOBYMIM
3axBOPHOBAHHAM

[MIOKOKOPTUMKOCTEPOIAN NPU PpeBMATUYHIA NTMXOMaHLI Npu-
3HayalTbCA:

A. Tpy noniapTpuTI

B. MNpu 1301b0BEHOMY MIOKAP AT

B. IMpn 3aTyxaHHI aKTMBHOCTI 3aMnasibHOro npoLiecy

[ [Mpw noniceposuTi

. Tpy TpuBanin nxoMaLi

ETAJTOHW BIZLMOBIZEN
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PO31J14

IOBeHINbHUK igionaTUYHUIA apTpUT

IOBeninpHU imiomaTwuynuit aprtpur (IOIA) - 36ipHe
MOHATTA, 10 00’€JHy€E TeTepOreHHY T'PYITy XPOHIYHUX 3aMaJbHUX
3aXBOPIOBaHb CyIIOOiB HEBCTAHOBJIEHOI €TiOJIorii, TPUBaTiCTIO
IIiCTh i OiTbIIIe TIXKHIB 3 IIOYAaTKOM PO3BUTKY /10 16-piuHOrO BiKy
DY BUKJIIOYEHHI V AiTel iHIIIX XBOPOO.

Knacudikania 3a MKX: MKX-10: M 08.0; MKX-11: FA24.0,;
ORPHA: 92.

TepMiH «IOBEHUTPHUH iiONMaTUYHUN apTPUT» 3aIlPOIIOHO-
BaHUN MixkHapogHoo AHTHpeBMaTndHOO Jliroto (International
League of Associations of Rheumatologists, ILAR) me y 1997
potii. BiH BBeZleHMI 3aMicTh TOllepeiHiX TEPMiHiB — IOBEHLIbHUMI
peBMaToizHuil apTputT (FOPA) i 10BEeHUIBHUU XPOHIYHUMN apTPUT
(IOXA), mo 3acTOCOBYBajJWCh B MUHYJIOMY CTOJITTiI Ta IPOZOB-
JKYIOTh BUKOPUCTOBYBATHCA B OKPEMUX KpaiHax B MOBCAKAEHHIN
MpaKTUL MeZiaTpiB Ta AUTAYUX PEBMATOJIOTIB.

Enigemiosioria. 3axpopioBaHicTtb Ha FOIA cTaHOBUTH Biz 2
o 16 BumazkiB Ha 100 000 auTsAvoro HaceneHHA V Billi o 16 po-
kiB. HYacrora BuasineHHA IOIA B pi3HUX KpaiHax CBITYy CTAHOBUTH
Biz 0,05 70 0,6 %. PosnoBciomxeHicTh IOIA B YKpaiHi CTAHOBUTD
0,3-0,4 Bunagku Ha 1000 auTA90oro HacejgeHHA. 3a JaHUMM MiX-
HapOZAHOTO peecTpy pizkicHuX 3axBopioBaHb (ORPHA) mourmpe-
HicTb FOIA cknazae 1-5 Bunazakis Ha 10 000 JUTSUOTO HaCeJIeHHA.
Yacrimre IOIA BUABIAETHCA Y AiBUATOK.

Eriosoria IOIA BuBYyeHa HezoctaTHbo. IOIA € 6Oarato
baKTOpHUM 3aXBOPIOBAHHAM, K€ DPO3BUBAETHCA B Pe3Y/bTaTi
MOETHAHHA T€HETUYHOI CXUIBHOCTI, 0COOIMBOCTEN iMyHHOI CHC-
TEeMU Ta BIUVIUBY (paKTOPiB 30BHILTHbOTO cepesioBuIna. Cepea mpo-
BOKYIOUUX pakTopiB po3BUTKY HOIA npoBizHa posib HaJleXUTh iH-
dekniitHuM YMHHUKaM (Bipycu KpacHyXH, BiTPSAHOI BicIiy, TPUITY,
napBoBipyc B19, E6mreitn-bapp BipycHa iHdekIis, MiKoIIa3mu,
XJIaMiZiii, maToreHHa KUIITKoBa MikpodJopa).

Takoxx mpoBokyrounMH ¢akTopamMu po3BUTKY IOIA e paz
30BHIIIIHIX YMHHUKIB — IIepeHeceHi TPaBMH, I1ePeOX0NOKeHHs,
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Ha/IMipHa iHCOJALif, TICUXOEMOIIiliHi CTpecH, HaZiMipHa TPUBOX-
HICTbB.

3HaYyIIiCTh TeHeTHYHUX GaKTOpiB y BUHUKHeHHI FOIA miz-
KpITUTIOETHCA CTAaTEBOIO IIPEAUCIIO3UIIIEIO 10 3aXBOPIOBAHHA Y [li-
BYAaT, 30IBIIEHOI0 YaCTOTOI0 PEBMATHUYHUX 3aXBOPIOBAHb CEpe]
POJINYIB XBOPUX OCi6 Ta CIIoCcTepeKeHHIM 32 BUCOKOIO YaCTOTOIO
FOIA cepes MOHO3UTOTHUX OJIM3HIOKIB. Yacrille, y ocib 3 XBOpo-
6010 BUABJAIOTh aHTUT'€HHI Mapkepu ricrocymicHocti HLA-B27,
B35, DR4 Ta DR5, B1. Tako, 0 TeHETUYHUX GAKTOPiB, 3 AKU-
MU NToB’A3aHui po3BuToK IOIA BigHOCATE Mosekynu HLA knacy I i
kiacy II, moxycu renis PTPN 22, PTP N 2, C/l,./IL-2 RA.

OmnucaHo aconjanii okpeMux BapiaHTiB IOIA 3 meBHUMH JIO-
kycamu HLA mosekys. 30KpeMa, CepONo3uTUBHUM NOiapTPUT Y
ZliTeH, AK i y Jopocaux, acoritoerbesa 3 HLA-DRB1*0401, eHte3n-
TacoliioBanuit apTput — 3 HLA-B27.

IcHye Benuka HWMOBipHicTb, 10 HOIA y KOXHOrO OKpeMo-
ro iHAWBiZyyMa pO3BUBAETHCA BHACTIIOK BIUIMBY HE OAHOTO, a
KOMILTIEKCY $HaKTOPiB, AKi BKIIOYAIOTh CEPEJOBUIIHI YNHHUKY Ta
reHeTuyHi BIUmBY. L]i pakTOopu MOB’s13aHi 3 Pi3HUMHU acleKTaMu
BUHUKHEHHs Ta [IPOrpecyBaHHA IOPYIIEHHA MeXaHi3MiB iMyHO-
JIOTYHOI TOJIEPAHTHOCTI Y JUTHUHH.

ITatorenes. [laToreHeTW4Hi MexXaHi3MH PpPO3BUTKY IOIA
3aCHOBAHI Ha akTHUBAllii KIITUHHOIO Ta I'yMOPAJIbHOTO JIAHOK
imyHiTeTy. [Tic/ia MOIIMHAHHA Yy:KOPiJHOTO aHTUTeHY aHTUIEeH-
MPe3eHTYIOUMMHU KJITHHAMU (TaKUMHU fK JeHAPUTHI KJITHHH,
Makpodaru Ta iHmi), i KJITHHU Ipe3eHTyIoTh Horo (abo iHdop-
Marliro npo Hporo) T-miMmoruTam, IO CIPUAE CUHTE3Y MENTH/-
HUX iHPOpPMaLITHUX MOJIEKY - UTOKiHiB. [Ipyu boMy iHTepIe-
KiH-2 (I/I-2), akuii BUpoOJIsieTbCA IPU akTHUBalii T-xenmnepiB 1-ro
THUITy, B3aeMozie 3i cneruoiuanmu IJI-2-perienTopaMu Ha Pi3HUX
KJIiTHHAaX iIMyHHOI CUCTEMH, 110 IPU3BOJUTH 0 KJIOHHOI eKCIIaH-
cii T-rimpouuTiB i ctumystoe nposidepartito B-rimdponuris, akTu-
BYIOUM CHHTE3 iMyHOIVIOOYITiHIB IJIa3MaTUYHUMM KJIITUHAMH Ta
MiZIBUIYIOYN aKTUBHICTh IIPUPOJHUX KijiepiB Ta Makpodaris.

Makpodaru, aktuBoBaHi CD4+ imdoIiuramu, a TaKOX JIeH-
KouuTH, GpibpobmacTv, CMHOBIOIUTH, €H/IOTENIOIUTA CUHOBIaIb-
HO1 060JIOHKH, CEKPETYIOTh PEYOBUHH, 1[0 CIIPUAIOTH 3aITaJIeHHIO:
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Ipo3anaabHi IIUTOKIHU, MeTabOJIiTH apaXiZloOHOBOI KUCJIOTH, IIPO-
CTaIrIaHAWHY, IEUKOTPi€EHU, TPOMOOKCAHH, a TAKOXK OKCHJ, a30TY
Ta PO34YMHHI IPOTeasu.

CBifueHHAM BiIXWIeHb y TYMOpPaJbHil JaHIli iMyHHOI crcTe-
MU € IPUCYTHICTh Y XBOPUX ayTOAHTHUTLI, 361IbIIIEHHA PiBHA iMy-
HOIIOOY/TiHIB Y CUpOBATILIi KPOBi, HABHICTh LIMPKY/IIOIOYNX iMyH-
HUX KOMIUIEKCIB Ta aKTUBAllifl CUCTEMU KOMILIEMEHTY.

[TposananpHi nurokiau (IJI-1a, UI-1B, UI-6, IJI-8, ®HII, IJI-17,
I'PaHyJIOIUTOMaKpodaralbHUN KOJOHIECTUMYJIOIOUNN GpaKTop)
BiZlirparoTh MPOBiZHY POJIb y PO3BUTKY Ta MiTPUMILI XPOHIYHOI'O
ayTOIMyHHOTI'0 3amajieHHs, leCTPYyKIIii xpsama Ta kictku rpu I0IA.
3okpema, JI-1 ta ®HII-a cTUMYITIOIOTH poJtidpepariito CHHOBIOIIH-
TiB i OCTEOKJIACTIB, MTOCWIIOIOTh CUHTE3 IIPOCTAIIaHJWHIB, KOJa-
reHasH i CTpOMeTi3uHY KJIITHHAMY CHOBiaIbHOI 060JIOHKH, XOH-
JPOLIUTAMHU i OCTeobIacTaMu, a TAKOXK iHAYKYIOTh CUHTE3 iHIIUX
[IMTOKIHIB KJIITUHAMM CHHOBiaJbHOI 0O0JOHKH, TaKuxX AK LJI-6 i
JI-8. B cBoto yepry, LJI-6 Ta IJI-8 mocuioloTh XeMOTaKCUC Ta iHAY-
KYIOTb POOOTY MMOIiMOPOHOSIIEPHUX JIEHKOIUTIB, SIKi CHHTE3YIOTh
IIPOTEOJTITUYHI GEPMEHTH, IO ITOCKIIIOIOTH ITPOTIeC pe30pOIlii Xps-
IIOBOI 1 KiCTKOBOI TKaHWHHU.

HazxomKeHHA PO3YMHHHUX IIpOTea3 y TKaHWHU CyIIo06iB
CIIPUYUHSAE TIOC/TIJOBHY aKTUBALIiI0 CUCTEMU KOMIUIEMEHTY, B pe-
3yJIbTaTi YOTO YTBOPIOIOThCsA aHadinoTokcuau (C4a, C3a, C5a). LIi
aHabLTOTOKCUHY BUKJIMKAIOTh iHAYKI[iIO Ta BUBLIbHEHHS ricTaMi-
HY i3 TpaHyJ TYYHUX KJIITHH, 10 IPU3BOAUTH 0 IIOCHJIEHHS Mic-
11€BOi reMOJWHAMIKHY IIJITXOM PO3IIUPEHHS CYAUH Ta 301IbIIeHH
IIPOHUKHOCT] KaliIApiB, a TAKOXK MOCHIEHHS GarolnTo3y Ta Xe-
MOTaKCHCY JIEUKOIIUTIB.

[Tiz BIVINBOM TKAaHWHHUX IIPOTea3 BiZIOYBA€ThCA aKTUBAIIis
IIPOLIeCiB 3rOpTaHHs KPOBi. YTBopeHUH GpiOpUH CTUMYITIOE MTPOJTi-
deparito ¢pi6pobacTiB, 10 MPU3BOAUTD 0 TOAABIIOTO PO3BUT-
Ky IpostipepaTUBHUX SABUII Y CyryIo0ax.

HacTynmHuM KackaZioM MaTOreHeTUYHUX IOAiN € yTBOpeHH:A
i3 KiHIHOTeHiB KiHiHiB, III0 TaKOX BiZIOyBA€EThC i/ Zi€l0 TPOTeas.
KiHiHY TiZBUIIYIOTh TPOHUKHICTD CYAMH, ITOCHIIOIOTh MiCII€BUN
KpOBOOOIr, BIUIMBAIOTh HA CKOPOYEHHS Ta/abo po3ciabieHH:S
IIaZIKO1 MYCKYyJIaTypH, B3aEMO/{IOIOTh i3 CUCTeMOIO0 KOMILJIEMeH-
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Ty, MABULIYIOTh GaronuTapHy aKTUBHICTh HEUTpPOdiTiB Ta CTH-
MYJTIOIOTh METab0JIi3M apaxiZJoOHOBOiI KUCIOTH.

AKTHUBalig UKy apaxiJOHOBOI KUCJIOTU BiZlirpae BaKIUBY
posb B matoreHesi IOIA. BusinpHeHa i3 pocdomimigiB KIiTHHHUX
MeMOpaH i/ ZIiefo aKTUBOBaHOI crielUpiYHUMH KiHazaMH IIUTO-
3011bHOI pocdorinasy A, apaxiJoHOBa KHC/IOTa € CyOCTPaToOM AJis
YTBOPEHHS TIPOCTaIVIaHAWHIB, JEWKOTPi€HIB, TpoMOOKcaHiB. Ix
rineprnpoAyKIif BUKJIMKA€E PO3IIMPEHHA Ta MiJIBUILIEHHS IIPOHUK-
HOCTi CyZIUH, aKTHBi3allil0 JIOKaJIbHOI TeMOJUHAMIKH, eKCyallito,
MiZIBUIIEHY peakKIlifo KJIITUH [0 TicTaMiHy i OpaZnKiHiHy, CeHCH-
Oinmi3amiro 1eHTpiB TepMOperylii rimorazaMmycy Ao Aii mipore-
HiB, TIoZlasIbllle 30UTbIIIEHHA CUHTE3Y i BU/LIEHHS MMPO3alajlbHUX
nuTokiHiB (IJI-2, Ul-1a, UI-1B3, ®HII). I'ineprnpoayKIiisi ocTaHHIX
acoOIIiI0EThCA 3 OCHOBHUMU CUCTEMHUMU TiposgBaMu FOIA — nuxo-
MaHKOI0, BUCUITKaMH, JTiMbaZileHOTIaTi€r0, CXyZAHEHHIM, aHEMI€I0.

Cekpellil aKTUBOBAaHMMHU KJIITMHAMU PO3YMHHUX MeZAiaTo-
piB 3amasieHHA CIPUYMHSIIE XeMOTAKCHC Ta eKCyZallito JiMQOIUTIB
y TIOPOXKHUHY IOIIKO/KEHUX cyrIo6iB. CHHOBiaTbHAa 0OOJOHKA
crae MicueMm iHGLTBTparllii JiMponuTaMu, TIa3MaTUIYHUMU KJTi-
TUHAMU Ta MakpodaraMu, cepe/; AKUX epeBAKAIOTh AaKTUBOBAHI
T-xennepu.

ITig miero mimdoigHoi iHpinbTparii BigOyBaeTbcss YTBOPEHHS
«3apOJIKOBUX» IIEHTPIB B CHHOBia/IbHil 000JIOHII Cyro6iB. B HUX
BiZIOyBaIOThCA BCi eTany akTUBallii, mposideparii Ta KJIOHAIbHOI
cesteKIlii 1iMGOIUTIB, 0 TPU3BOAUTH 10 YTBOPEeHH: B-nmimboriu-
TiB, fIKi CHHTE3YIOTh BiJIOBifHI iMyHOIIOOY/IiHU - MOJIIKJIOHAJb-
Hi ayToaHTHUTIA. 30KpeMa, peBMaToizHui ¢aktop (PD), axuii
CKJIaZIa€ThCA 3 ayTOaHTUTLI kiaciB IgM, IgG, IgA, cipaMmoBaHux
Ha Fc-dpparment IgG i BU3HauaeTbcss y cMpoBaTIi KpoBi y 7-14%
nanieHTiB 3 IOIA, 3a3Buuaii 1pu MosaiapTpUKYIAPHOMY BapiaHTi
3aXBOPIOBaHHS, a B CyIJI000Bi pianHi — y 60-70%.

Cepes aHTUAZepHUX aHTUTIT (AHA) mepeBakarOTh aHTH-
TiCTOHOBI, AKi 3ycTpivaroThea y 75% Bunazxkis FOIA. AHTHUTINA [0
nmuTpysiHoBoro nentuay (anti-CCP) Ta MoandikoBaHOTO ITUTPYITi-
HoBoro BiMeHTHHY (anti-MCV), fKi cnpsAMOBaHi Ha CTPYKTYPHU
OLIOK CHUHOBiQJIbHOI TKAHWHU, € BUCOKOCIIEINGIYHUMU JJIsT PEB-
MaTOiIHOTO ypakeHHs cyrio6iB mpu FOIA.
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dopmyBaHHA ayTOAHTUTLI NIPU3BOJUTD O YTBOPEHHSA LIU-
pkyaoounx iMyHHUX KoMmiuiekciB (LIK), aki ocizatoTe B ypa-
’)KEHUX TKaHWHAaX, IO CIPUsE aKTUBAllii KOMIUIEMEHTY Ta IIOB-
TOPHOMY 3aITyCKy 3allaJbHUX peakKllili, 10 YCKIaZHIOE, XPOHi3ye
3anajeHHs.

OmnucaHi BuUllle Ipoliecy IPU3BOJATH IO PO3BUTKY Ta IIporpe-
CyBaHHA 3alaJbHUX AECTPYKTUBHUX ABUIL Y TKAHUHAX YPaKeHUX
CyII06iB, MOPYUIYIOYH iX PyXOMICTh Ta CIIPUYUHAIOYYN GOPMYBaH-
HA fedopmalliii Ta aHKITO3iB.

®dakTOopaMu PU3UKY, fAKi MiIBUILYIOTh iMOBIPHICTh TAXKKUX
ypakeHb CyIJIOOiB MOpsZ i3 TPUBAJIOK NEPCUCTEHIEI0 CHUHO-
BiiTy, € T€HeTUYHO JeTepMiHOBaHi NOPYLIEHHA PeryjaTOpPHOI
¢byHKIIT iMyHHOI cucTeMH, IO TPU3BOAATH 0 aKTUBAIlii KJIOHY
aBTOPEaKTUBHUX KJITUH, AKi HECIpPOMOXKHi JIOKaJli3yBaTu 3a-
MaJibHY peakiliio.

[Moganpmuii pO3BUTOK ypaXkeHb iHIIMX OPTaHiB i cUCTeM, 110
Mipi porpecyBanHsa IOIA, moB’sa3aHul i3 TWIEHOTPOITHUM edeK-
TOM Tpo3amlaJbHUX IUTOKIHIB Ta iHIIUX MeZiaTOpPiB 3amajleHHs,
ocizanHaM LIK Ha kIiTHHaX Ta PO3BUTKOM 3allaJlbHUX IIPOIIECiB
B €HJI0TeJii CyArH.

IMaromopdosioris. [TaTonoriuna anatomis FOIA xapaktepu-
3yeTbCs 3MiHAMHU, SIKi BUHUKAIOTh Y TKAHUHAX CyIVIoOiB Ta CITO-
JIy9HIA TKaHWHI iHIMWX opradiB. [lepmr 3a Bce, Ae30praHisaiiis
CIIOJIYYHOI TKAaHWHU CIIOCTEPIraeThCcs B KAICy/Ii Ta HABKOJIOCYT-
J000BUX TKAaHUHAX YpakeHUX Cyrio6iB. Lli mporiecu BKIIOYAIOTh
in¢inprparnito siMmporuTaMu Ta IIA3MAaTUIHUMU KJIITUHAME, MY-
KOiZIHWI HaOpsAK, Gi6pUHOIAHI 3MiHU Ta MOAAIBIINI CKJIEPO3.

ApTpHUT pO3NOYMHAETHCA 3 CUHOBIITY, AIKUI MOXKe IIporpecy-
BaTH Ta CTAaTH HE3BOPOTHUM. 3arajeHHs IPU3BOAUTb 0 ITPoJTide-
patlii cMHOBiaTbHOI 0OOJIOHKY, KA IIEPETBOPIOETHCA Ha 6e3dpopM-
Hy IpaHyJIALiiiHy TKAaHUHY — MaHHyC. [laHHyC po3pocTaeTbcs Haj,
MIOBEPXHEIO CYIVIOO0BOT0 XPAIIa i pyHHY€E HOrO.

3MiHU B cyrio6ax IpoXo/saTh yepes MeBHi crazii. [lepmia cra-
ZlisT XapaKTepU3yeTbCs 3HAUHUM TIPUITYXaHHAM CyrobiB, Habpsi-
KOM Ta IOTOBIIEHHIM CUHOBiaJIbHOI 0O0JIOHKH, SIKa CTa€ MOBHO-
KPOBHOIO. Y CYIJIO0OBii TIOPOXKHUHI 3'ABIAETHCA MyTHUN BUIIIT.
Y cuHOBIi MOXXyTh OyTH BUSABJIEHI PUCONOAIOHI Tija, a MOBEPXHSA
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CyIII000BUX XPAIIB 3a/IUIIAETHCSA BiJHOCHO 30epeKeHOI0 3 HeBe-
JIMKUMHU TPILIMHAMU i IOBepXHEeBUMU y3ypaMu. MiKpOCKOIIIYHO B
CTPOMi HAaOPSAKJINX BOPCUH CHHOBiaTbHOI OOOJIOHKH CITOCTepira-
10TbcsA GiIOpUHOIZHI 3MiHUM, BACKYJITH B CyAUHAX MiKpPOIUPKYJIS-
TOPHOT'0 pycJja Ta mpoidepartis CHHOBIOIIUTIB.

Ha zpyriii cTazii mpoliecy MOCUIIOEThCA PYHHYBaHHA XPAIIA,
BUHUKAIOTh BHYTPIIIHBOCYTTIOO0BI CIIaliKU Ta 3BY)KeHHS CyTy1000-
BOi MOPOXKHUHMU. BiZibyBaeThcs ZereHepailis cyrJio00BUX MTOBEP-
XOHb KiCTOK i3 PO3BUTKOM JPiOHUX KiCTKOBUX ZedeKTiB (y3yp)
Ta MPOJOBXKYETHCSA YTBOPEHHSA IMaHHYyca. Y CyIIOO0BUX KiHIIAX Ki-
CTOK 3’SIBJIAETbCA OCTEOIOPO3, MOKJIMBUN PO3BUTOK TIEPEJIOMIB.
MIiKpOCKOIiYHO, TOPAZ i3 XPOHIYHUM 3amajaeHHAM, PO3BUTKOM
T'PaHYJIALIMHOI TKAHWHU i CKJIEPO30M, CIIOCTEPIraroThCsA CBiXKi ¢i-
OpUHOIMHI 3MiHU Ta BaCKYJIiTH.

TpeTs cTaziga XapaKTepU3yeThCsT PO3BUTKOM (iOPO3HO-KICT-
KOBOTO aHKi/IO3y CyIJIo0iB ypakKeHWX BiAIOBIIHUM 3amajbHUM
mporiecoMm. Y fiTel, NpU NpU3HAUYEHHI aZIleKBAaTHOT'O JIiIKYBaHHA
IOIA, 114 cTazisa 3ycTpidaeThCA PiJKo.

OxnuM i3 xapakTepHux maromopdosorivunux mpossiB FOIA
€ YTBOPEHHsI PEBMATOIIHUX BY3JIUKIB y HaBKOJOCYTJIOOOBIl CITO-
JIy4Hill TKAHWHI Ta BHYTPIIIHiX opraHax. L|i By3Juku ckajamTh-
51 3 TPHOX IIAPiB: IIeHTPaJIbHOI 30HU HEKPO3Y KosiareHy Ta ¢pibpu-
HOIZIHUX 3MiH, CepeZIHbO1 30HU eMiTeTiOiTHUX KJIITHUH i 30BHIIITHBO1
30HM TPaHYJALINHOI TKaHWHH, iHQLIBTpOBaHOI JiMdouuTamMu,
IUIA3MaTUYHUMU KITHHAMU Ta Makpodaramu. Po3aMipu Ta Kiib-
KiCTh BY3JIUKIiB MOXKe 3HAaYHO BapiloBaTU: BiJl BEJIUKUX, HIITBHUX
YTBOPEHDb PO3MipOM 3 TOPiX ZI0 APiIOHUX BY3/IHMKIB, IKi BUAHO JIUIIIE
ITiJ, MiKpOoCKoIoM. [HOZi BOHU YTBOPIOIOTh KOHIVIOMEPATH 'paHy-
JIbOM.

I[Tpu IOIA cniocTepiraerbces ie3opraHisaliisi ClioJly4HOI TKaHU-
HU Ta BaCKYJiTH, [0 IPU3BOAATH 10 IHTEPCTULiaIbHOTO CKJIEPO3Y
y CTPYKTYpi BHYTPIllIHiX opraHiB. ¥ jiMpaTHYHUX By3JIax Ta ce-
JIe3iHIIi Bij3HAYa€eThCsA iHTEHCUBHA ITpotidepallisi mia3mo0b1acTiB
Ta IUIa3MaTUYHUX KJITHH, a B KICTKOBOMY MO3KY — IDUTHiYeHHA
POCTy 4epBOHOT'O IIApPOCTKa KPOBOTBOPEHHA. HacTo yparkaroTh-
cs1 cepo3Hi 0O0JIOHKU 3 PO3BUTKOM (GiOpPUHO3HOTO TIEPUKAPAUTY,
IJIEBPUTY, PiAllle — cepreBUil M's13 (€KCyAaTUBHO-TIPOJAYKTUBHUM
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MiOKapZHuT, KapZioCKJIepo3), IereHi Ta neyiHka. YpakeHHA HUPOK
crioctepiraeTbes y 35% aiTei, 110 MPOSABIAETHCA Y BUIVIALI MEMO-
paHo3HOro abo MeMOpaHO3HO-TPOTiPepaTUBHOTO IJIOMEPYJIO-
HePHUTY, a TAKOXK aMiJI0iZIo3y HUPOK.

3any4eHHA CyZAUHHOI'O TPAKTY oKa (ipUJOIUKIIIT) MOXKe IIpH-
3BeCTHU JI0 YpakeHHS MepesHbOi KaMepH OKa 3 PO3BUTKOM KaTa-
PaKTH Ta MOIIKO/PKEHHIM POTiBKH, IO 3aTPOXKY€E YaCTKOBOIO ab0
IIOBHOIO BTPATOIO 30DY.

Kinacudikanis. Y MixaapozgHii kiacudikarii xopo6 10 me-
persafy IBEHUTbHUN apTPUT BigHeceHo 0 kiacy XIII — xBopobu
KiCTKOBO-M’I30BOi CUCTEMH Ta CIIOJyYHOI TKAaHUHU, Jie BiH KOZY-
eThbcs1 pybpukoro- M08, i BKiTtovae:

MO08.0. IOHanpkuil (10BEHUTBPHUM) peBMaTOIIHUN apTpUT,
(cepomo3uTHBHMI a060 CEpOHETAaTUBHUM BapiaHT).

MO08.1. IOnanupkuii (TOBEHUIbHUM), aHKUIO3YIOUUH CIIOHIM-
JIT.

MO8.2. FOHarpkuii (foBEeHIIbHUM) apTPUT 3 CUCTEMHUM ITO-
YaTKOM.

MO08.3. HOHaupkuii (10BeHUIbHUI) MOMiapTpUT (cepoHera-
THUBHUMN).

MO08.4. [TayunapTUKYy/IApHUM IOHAIIbKUN (FOBEHUIbHUI) ap-
TPHUT.

MO8.8. [a111i 1oBeHIbHI apTPUTH.

MO08.9. IOHa1pKuii apTpyUT HEYyTOUYHEHUH.

B VkpaiHi miero kracudikalliero mpogoBXyOTb KOPUCTYBaTH-
cA TepeBaXHO I CTAaTUCTUYHOTO aHasi3y noumupeHocTi IOIA.

MixkHapozHa cTaTUCTHUYHa Kiaacudikailisg xBopob XI mepe-
IJIA7ly, 3aTBepA)KeHa BcecBiTHROIO AcaMObIeer0 OXOPOHHU 3ZI0POB’S
B 2019 p.

IOIA 3a miero knacudikariiero BizHeceHO 10 pyopuku XV —
XBOPOOM KiCTKOBO-M’S130BOi cHCTeMH ab0 CIIONyYyHOI TKAaHWHU.
BiH KoZyeThCA AK:

FA 24.0. IOBeHiIbHUY ifionaTUYHUN apTPUT

FA 24.1. IOBeHinbHUY iZliOTaTUYHUM [TOTiaPTPUT

FA 24.2. IOBeHiIbHUM ICOpiaTUYHUMN apTPUT

FA 24.3. IOBeHiIbHUM eHTe3UTaCol[iiOBaHUM apTPUT

FA 24.4. IOBeHiIbHUM CUCTEMHUMN apTPUT

63



Po3zgin 4. lOBeHinbHWiA igionaTndHnii apTpUT

FA 24.Y. IHmi yToyHeHi 10BeHUIbHI i[ioNTaTUYHi apTPUTHU
FA 24.7Z. Inmi HeyTO4YHEHI IOBEHIbHI iZIionaTU4Hi apTpUTH
KiiniyHa kracudikaiis, 1o 3amponoHOBaHAa AMepHKaH-
CbKOIO KoJieriero peBmatosoriB (ACR, 1987) BUKOPHCTOBYE Tep-
MiH IOBeHUTbHUHN peBMaroiznuii aptput (IOPA) Ta Buzinfe Tpu
Hioro BapiaHTu:
1. CucreMHUI BapiaHT;
2. TloniapTUKy/IApHUM BapiaHT:
- cyOTHII 3 HasABHiCTIO PD;
- cybTur 3 BifcyTHicTIO PD;
3. OgiroapTukyaApHUI BapiaHT:

- cyOTum, IO 3yCTPiYa€eTbCs IMEepPeBaXXHO Y JAiBYaTOK
paHHBOTO BiKy 3 HaaABHicTIO AHA i BUCOKMM pPH3UKOM
ypakeHHs o4uell;

- cyOTHII, 1O OLTBIN CTOCYETHCA XJIOMYUKIB CEPEAHBOTO
Ta cTaplloro BiKy 3 HasABHicTI0O HLA- B27

- cyOTum, SIKUN CIIOCTEPIra€TbCsi y Pi3HUX BiKOBUX
rpymnax zited 3 BigcytHicTio PO, ANA Ta HLA-B27.

€BporelicbKa IIKOJIa peBMaTOJIOTiB 3aCTOCOBYE TEPMiH I0Be-
HIUTbHUM XpOoHiuHMM apTpuT (FOXA), 1110 BK/II0Ya€ HACTYIIHI BUAU:
. IlonmiapTuKy/niApHUN apTPUT, CEPONIO3UTUBHUI BapiaHT,
. [TaynmapTukyaapHuii apTpuT (0JIiroapTpur);
. CucteMHUM apTpUT;
. IOBeHiTbHUM aHKiIO3yI0UUli CIIOHWIIIT;
. [IcopiaTnunuii apTpuT;
. ApTpHur, acolilfioBaHUH 3 3alaTbHUM yPaKeHHAM KUILIOK.

AU WN -

Hampukinni XX cromitta (Durban, 1997) MixkHapoaHOIO
AntupeBmatuyHoto Jliroro (ILAR) Oynu 3ampomoHOBaHi iHII
kiracudikalifHi KpuTepii, 3rizHo 3 skumu FOPA BizHeceHO 70 ifTi-
OomaTUYHOro apTputy gutadoro Biky (FOIA) i BU3HaueHO OKpeMmi
HO30JIOTiYHi OAMHUIII, IO BXOAATH Z0 3aIIPOIIOHOBAHOI Kacudi-
Kamii (Tab. 4.1).
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Tabnuus 4.1. Knacudikauis i HomeHknatypa H0IA

2 | BapiaHT I0IA O3HaKu BU3HAYeHHS

CucteMHuii apTpuT opHoro abo pekinbkox cyrnobie i/abo

apTpuT nonepefHbO 3a,0KYMEHTOBAHOH)
JINXOMAaHKOLO TPUBANICTIO NMOHAJ ABA TUXKHI 3 OfIHIED
Ta binblue 03HaKamu:
- KOPOTKOTpMBanuii, HechiKCOBaHUI epUTEMAaTO3HMIA
BUCHT,
- reHepanisoBaHe 30inbLueHHs NiMaTUYHUX BY3NiB;
- renaTo- i cnneHomeranis;
- CEPO3UTH.

MoniapTpuT: apTpuT Ginbwe 5-Tu cyrnobis ynpogoBx neplumx 6

- NO3UTUBHUI PO

- HeraTuBHuUi P®

MicsliB xBopoOu, acouiioBaHWi i3 BU3HaYeHUM Pd
y ABOX TecTax ynpoJoBx 3-x MicsLiB

apTpuT 6Ginble 5-Tu cyrnobiB ynpogoBX nepLimx
6 MicsuiB xBopobW, peBMaTOigHUII haKTOp He
BU3HAYa€eThCs

OniroapTpur:
- MePCUCTYHOUMI

- MOLIMPEHNIA

apTput 1-4-x cyrno6iB ynpofoBX MNeplwmx 6-Tu
MicsliB XBopo6u (MeHwe 5 cyrnobie Ha MOMEHT
[iarHOCTMKM) Ta apTpUT He Ginblue 4-x cyrnobie nig
yac Bcboro nepebiry xeopobu;

apTpuT 1-4 cyrnobie (MeHwwe 5 cyrno6is) ynpoaoex
nepLumx 6-Tu MicsiLiB XBopobu, 3ro,oM apTpuT 5-Tn i
GinbLue cyrnobis nicnsa 6-Tn MicsALiB XBOPoOM

EHTe3uTacouiio-
BaHUN apTpuT

apTpuT i eHTe3uT i/abo i3 gBoma

HaCTYMHUMM O3HaKaMK:

- YyTAMBICTb, GONHOYICTL CaKpoifieanbHUX 3'efHaHb,
i/abo 3ananbHuii 6inb y nonepeKoBO-KPUXOBOMY
Bifini xpeobTa;

- HasBHicTb HLA B27;

- CiMeNHWIi aHaMHe3, SIKUI CBIAYMTb NPo MigTBep-
JoKeHi nikapamu HLA B27-acouiioBaHi 3aXBOpHOBaH-
Hs1'y 0cib nepLuIoro i Apyroro CTYMeHs CrnopifgHeHOCT;
- nepedHin yBeiT, acouifoBaHuit i3 Gonem,
MOYEPBOHIHHSIM | CBITNO00SI3HIO;

- I0YATOK apTPUTY Y XJIONLIB Nicns 6-Tu PoKiB

McopiaTnyHmi
apTput

apTpuT i ncopia3 abo apTpuT i HAasABHICTb ABOX i3
HaCTYMHMX O3HaK:
- DaKTUNIT,
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3akiHyeHHs Tabn. 4.1

BapiaHT 0IA O3HaKu BU3HAYEHHSA

- 3MiHM HIrTiB (CMHAPOM «HaNepcTKa», OHIXoNi3unc);

- ciMeiiHui Ncopia3, NigTBepA)KEHNI AePMaTOSIOroM
y 0cib nepLIoro CTyneHs CrnopifHeHOCTI

o=
10

6 |IHwiHepudepeH- |apTpUTM HeACHOI  eTionorii, $IKi  MepcUCTYHTb
LililoBaHi apTpUTU | NPOTATOM 6 TUXHIB i:

- LiNKOM He BIiANOBIJAlOTb KPUTEPIAM XOAHOI
KaTeropii

A6o

- BiNOBifatoTh BINbLL HIX OfHIl i3 NpefCcTaB/IEHNX
KaTeropii.

KiiHiuHi 03HaKM Ta CHMIITOMHU 3aXBOPIOBaHHS.

Cepe kiniHiuHMX XapakTepucTuk IOIA nepeBaxHO BU3Haua-
€TBCS Cy210608Ull CUHOPOM, TKUH TTPOSBIISIETHCS O01eM abo guc-
koMbopToM, HabpsakoM, Zedopmariero cyrnobiB, oOMeReHHAM
00cAry aKTUBHUX | HACUBHUX PYXiB Y CcymIob6ax Ta MiZBUIIEHHAM
JIOKaJIbHOI TeMIiepaTypu. BupakeHa rinepeMis MWKipyu HaZ AUIAH-
KOI0 CyIVIO0iB He € TUITOBOIO /IJIsI CYIIIOO0BOTO CHHPOMY V AiTeH.

Haitgacrimre IOIA ypakae kojiHHi, TOMLJIKOBOCTYMHEBI, IIPO-
MEeHEeBO3aIT SICTKOBI, JIIKThOBI CYIJIO0H, MPOKCUMaJIbHI MiKdaraH-
roBi cymto6u II, III, IV maibIiiB pykH; piAiie — I'sCTKOBO-araH-
T'OBi, CyIJIOOM CTOII, KYJ/IBIIOBI, CYyIIIOOM IUIHOTO BiAAiny XpebTa,
CKPOHEBO-HIDKHeI[eJIeTIHi. Y TPeTUHU XBOPUX PO3BUTKY apTPUTY
nepeiyOTh apTpasrii pi3HOI iHTEHCUBHOCTI, TPMUBAJIOCTI Ta IIO-
IIMUPEHOCTI. BUIBLIICTh XBOPUX, Y AKUX OAUH CyIJIOO BTATHYTHH Y
3anajabHUU IIpoliec, BiYyBalOTh AUCKOMGOPT Y TUX CaMUX CYIJIO-
6ax, /e mi3Hillle pO3BUBAETHCS APTPUT.

Cyrno6oBuii cuHApoM 1ipu FOIA acoIfitoeThesi 3 pO3BUTKOM Y
XBOPUX BTOPMHHOT'O OCTEOIIOPO3Y, B I'eHesi KO0 MPOBiZHA poJIb
HaJ,aeThCA MiZBUILIEHIN MTPOAYKIIil B OpraHiaMi npo3anajibHUX I11-
tokiHiB (®HIIL, IL-1, IL-2, IL-11), AKi 34aTHI aKTUBYBaTU OCTEO-
KJIaCTOT'eHe3 3 [TOCTiZYI0U00 pe30pOIIieto KiCTKOBOI TKAHUHU.

B ne6roTi 3aXBOPIOBAHHA BUABJAIOTH O3HAKU elidizapHOTo
0CTEeOII0PO3Y KiCTOK ypaKeHUX CyI/I00iB, B IIOJATBIIOMY ¥ XBOPUX
PO3BHBAETHCA CUCTEMHUM OCTEONOPO3, BUPA3HICTh AKOTO Kope-
JIIO€ 3 aKTUBHICTIO Ta TAXKKICTIO 3aXBOPIOBAHHA 1 MOXKe 3HaYHO I10-
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cwrtoBatrch npu npuiiomi 'KC, okpemux 6a30BHUX XBOPOOOMOZH-
GiKyIOUMX TPOTHPEBMATUYHUX IIPENapaTiB Ta iMyHO/EIIPECAHTIB
Ha T fedinuTy BiTaMiHy D Ta OKpeMHX MiKpO- i MaKpOeJIeMeHTIB
B OpPraHi3Mi.

KiriHiyHO y XBOpHX BifMidaloTh Ocajrii, MiBUILIYETHCA PU-
3WK YCKJIaIHEHb 3 OOKY KiCTKOBOI crcTeMH (ITOPYIIEHHS MPOLIeCiB
POCTY, IlepejioMH KiCTOK IPU He3HaYHUX TpaBMaX, KOMIIPecCiiiHi
mepeioMu XpeoIliB).

Boavosuil CUHOPOM y BUIJISAZII TTOJIiapTpasrii, ocariii, mia-
riif, MOXXe BUHUKATH MePiOAUIHO aO0 HOCUTH MOCTIHHUM Xapak-
Tep i MiZICKTIOBATUCh NPU MaJIbIaLii CyryI06iB, aKTUBHUX i TTaCUB-
HUX pyXax B cymiobax

[Tpu HeazexkBaTHIM TakTuli JikyBaHHi FOIA Ta y BuUmagky
TSDKKOTO TTepebiry, abo HassBHocTi FOIA, 110 He migzaeThes 3araib-
HOTIPUHHATOMY JIiKyBaHHIO TOJIiapTiKy/JIApHOro abo CUCTEMHOIO
BapiaHTIB 3aXBOPIOBAHHSA, MOXYTb PO3BUBATUCA KOHTPAKTYpH,
MiZIBUBUXU CYIVIOOIB, aHKiIO3W, TOJOBKEHHA ab0 CKOPOYEHHS
OJHi€i 3 KiHITIBOK. 3amnajbHe MONIKOKEHHS KY/IbIIIOBUX CyT/IO0iB
MOJKe CIPUYMHUTH MOSIBY TaK 3BaHOI «KaUMHOI XOJ1», 301IbIIeH-
Hf JIOPZO3Y y TIONIepeKOBOMY BizZini Xpe6Ta. 3amydeHHs CKpOHe-
BO-HIDKHEI[EJIETTHUX CYIVIO0iB 10 MATOMIOTIYHOTO TIPOIECY MOXKe
IIPU3BECTH JI0 PO3BUTKY MIiKpOTHATii («IITallllHA IIieserna») Ta 006-
Me)KeHHS PyXiB POTOBOI IOPOXKHUHU.

YpaxkeHHA M’A3iB crmocTepiraetbea y 70-75% mailieHTiB i3
IOIA. YV BKe IMOYaTKOBiM cTaZii 3aXBOPIOBAHHS BiZI3HAYAIOTHCS
TaKi XapaKTepHi TPOABU, AK MiaJrii, Mio3UT 3 061aCTIMU HEKPO3Y
Ta aTpodieo M’a3iB. ATpodis BUHUKA€E BHACTIZOK /il Tpo3amnaib-
HUX LIUTOKIHIB, IKi COPUYMHSIIOTH MiOJi3 Ta OOMEXeHHS PyXiB
KiHIIiBOK. ICHye pAMUH 3B’130K MiXK CTyIIeHeM M’s130B0i aTpodii,
aKTUBHICTIO Ta TSKKicTiO FOIA. HatiGiibIl onmmpeHi M’ 130Bi Timo-
Tpodii crocTepiratoTbCs B MPOKCUMAIBHUX AUIAHKAX YpaKeHUX
cyr1o6iB, 0COOGJMBO BUpPA3HO IPU TeHEepasli30BaHOMY IIPOIIECi 3
BQ)KKUM TIOPYIIeHHAM QyHKIIi Cyrsio6iB Ta M'A30BUMH KOHTPAK-
TypamMu. Mio3uT Ta Miajrii yacTillle BUABIAIOTHCA Y CUCTEMHOMY
BapiaHTi 3 BiICTPOYEHUM CYTIIOO0BUM CUHPOMOM.

Excrpaaptukynsapuai nposaBu FOIA BkIO4YaloTh HASABHICTb
PeBMAaTOiIHMX BY3JIMKIB, AKi MOXYTb 3’ABIAATUCA V 5-12% giTel,
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0COOJIMBO TIPU CEPOINO3UTHUBHOMY ITOJiaPTUKYIAPHOMY BapiaHTi
IOIA. PeBMaTOiZiHI BY3JIHWKH JIOKAIi3yIOThCA MiALIKIPHO B MiCIIAX
HaNOUIBIIOTO TUCKY i TpaBMaTH3allii TKAHWH, B AUISHII JIKThO-
BUX CyIVIO0iB, HA PO3TMHAIBHUX TIOBEPXHSAX ITePEIUIiY, Ha KUCTIX
PYK, B AUIAHII MiK}aNaHTOBUX CYIJIO0iB, IATKOBUX CYXOXKIIb.
Po3Mmipu By3/IuKiB 6/1M3bKO 2-3 MM, 6€3060JTiCHi, pyX/IHBi, eacTry-
Hi. YMCI0 peBMAaTOiIHUX BY3JIMKIB MOXKe BapitoBaTH, 301IbIIyBa-
THCsA 260 3MEeHITyBaTHCA B Ipolieci po3BUTKY FOIA, axx 10 ITOBHOTO
IX 3HUKHEHHS.

Kpim 1poro, kiiHiuHa kapTuHa HOIA XapakTepusyeThbca Ta-
KOXX THMOKCUKAUIHUM CUHOPOMOM, SIKUH MPOSABIISETHCA CIab-
KiCTIO, BUPQXXEHUM He3Ay:KaHHAM, [IOPYLIeHHAM CHY, 3HIKEHHAM
aneTUTY i Macu Tinia.

T'inepmepmiuHuil cuHOpOM TIOUTMPEHUI cepe/] TaIli€eHTIB 3
FOIA. ¥V 6inbiiocTi BUNaZKiB TeMIlepaTypa Tijla MiZIBUIIYETHCA 10
cy06deOpIbHUX 3HAUY€EHb JINIIE Ha KOPOTKUH 4ac B rocTpidd ¢asi
3axXBOpIOBaHHA. TpuBaja i BUCOKA JIMXOMaHKa XapakKTepHa JJiAd
cucteMHoro BapiaHTy IOIA.

O¢dmansmonoziuni nposeu, Taki AK ipUAOLHUKIIT, CTpid-
KomoZibHa aucTpodia poriBKM Ta KaTapakTa, € PiAKiCHUMHU, aje
cneruoivaumu A5 FOIA. Bonn gacTime 3ycTpivaroTbes y giB4a-
TOK PaHHBOT'O BiKy, AKi MatoTh PO-HeratuBHUil Ta ANA-TT03UTHB-
HUM BapiaHT MOHO- abo mosiapTpuTy. Lli ouHi ypakeHHA MOXYTb
BUHUKHYTHU Ha Oyab-AKill cTazii 3aXBOPIOBAHHA, iHO/I HABITH Ie-
peAyrour TMOsIBi CYIIIOO0BUX CUMIITOMIB. [IpOTiKarOTh BOHU 3a-
3BUYall 6e3 BUpa)XeHOro OO0, ajie MOXKYTh CYIIPOBOKYBATHCS
MiZIBUILIEHOIO0 CBITJIOUYTIMUBiCcTIO. [IpOTHO3 ypa)keHHA ouyell mpu
FOIA cepiioznauii: 10 50% aiTel, AKi IepeHeC/N yBeiT MalOTh 3HAY-
HO ToripiieHy QyHKIIio 30py (ax A0 iHBasmizu3ailii), a y 5% XBo-
PUX PO3BUBAETHCA OJHO- a00 ABOOGIYHA cirimoTa.

Ypancennsa wixipu nipu FOIA xapakTepr3y€eThCsl 03HAaKaMU I10-
pyieHHs Tpodiku (CyXiCTh WIKipYU, BUTOHYEHHS), MiAIIKIPHUMUA
KPOBOBWIMBAMU Ta APiOGHOIUIAMUCTUM HEKPO30M, IO BUHUKAE
BHACTiIOK BacKymiTy. TakoK BJIaCTUBUMM € JIOJIOHHI 1 IiZIOIIIBEH-
Hi Kaniiapurty, iHGpapKTH MKipU B AUTSHII HIrThOBUX IUTACTHHOK
(zZuriTaNBHUN apTepiiT), reMopariyHui BUCUII Ha IIKipi TOMLNIOK,
livedo reticularis. Takox XxapaKTepHUMU € Ba30MOTOPHi pO3JIain:
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3HIKEHHA TeMIlepaTypu Tija, iaHO3 MKipy KucTel i crom (y 40-
70 % miteti 3 FOIA). YacTo po3BUBAIOTHCS BA30OMOTOPHI KPHU3H 3a
TUIIOM CUHZpoMYy PeliHo.

YpasceHHA UWLIYHKOB0-KUWKO08020 mpakmy Haidacrile
€ HACJIiZIKOM TpUBAJIOI Tepalii i Mae ATporeHHUN xapakTep. Lle
BKJIIOUA€ FacTPUTH, €po3ii, BUpa3KU LUIyHKA i ABaHAaLATHAIIANIO]
KUIIIKYA, KPOBOTEYi, a TAKOXX CUHIPOM Majibabcopoirii.

YpasceHHs HepeoBoi cucmemu TIPOSIBIAETbCA TepUbEPUY-
HOIO TIOJIIHEBPOIIATi€l0, AKa XapaKTepPU3YyeTbCA TAKUMU CUMIITO-
MaMU: TlapecTesii, Bi4yTTA Medii B KiHI[iBKaX, 3HMKeHa TaKTUIb-
Ha i 60/JbOBA YYTIUBICTh, PYXOBi MOPYIIEHHS. TaKOX MOXKJIMBI
BereTaTHBHI [TOPYIIEHHS, TaKi fK Tilep- Ta rinorepMis, migBuiie-
Ha MTUBicTh i TpodivyHi podnagu. Y xBopux Ha IOIA yacTo po3Bu-
BaIOThCA Pi3HI €eHZJOKpPUHOIIATIl, 30KpeMa ypakeHHs IIUTOBUAHOI
3aJI03U 3 PO3BUTKOM ayTOIMyHHOT'O THUPEOIJUTY.

OxpeMi kiiHiyHiI BapianTu FOIA MarTh cBOi XapaKTepHi oco-
OGJIMBOCTI KJIIHIYHOTO Tepebiry eTaJbHO IpeCcTaBIeHi B TaOIUIT
4.2.

CucmemHuii gapianm FOIA. JIe610T 3aXBOPIOBaHHSA CYIIPO-
BO/[KY€THCS JINXOMAHKOIO TPUBAIICTIO MiHIMYM 2 THXKHIB B IIO€J-
HaHHi 3 IBOMa Ta OibIlle HIKYe TIepePaXOBaHUMU O3HAKaAMU:

- epUTPOMATO3Hi NIBUAKOIUIMHHI BUCUIIAHHS Ha ILKipi;

- reHepasizoBaHa JiMbaJeHOIATis;

- Cepo3uTH;

- emaromerasia Ta/abo cIuieHoMerasis.

Cucremuuii I0IA moke MaTu rocTpuil Yy MiAroCTpUil mepe-
6ir 3 oiroapTpuTOM, IOJIiAPTPUTOM a60 3 BiATEPMiHOBAHUM CyT-
JI000BUM CHHZPOMOM.

Y Bumnazky IOIA 3 mosniapTpuToM, CIIOYaTKy PO3BUBAETHCA
MOJIiapTUKY/ISIPHUM ab0 reHepaTi30BaHUH CYIIIOO0BUI CUHAPOM,
AKWHM BKJIIOYAE YpaKeHHS IIMHHOTO Bifi/lily XpeOTa Ta BEJIMKUX
cym1o6iB, TaKUX AK KOJiHHI, KY/IbIIOBi Ta TOMiIKOBO-CTYITHEBI.
CriocTepiraroTbcs repeBakHO MposTipepaTUBHO-eKCYJaTUBHI 3Mi-
HU B TKaHWHAX CyIvIo0iB, IIBUZKE MPOTPECYBaHHA CyrJI0O0BOTO
cuHzpoMy i popMyBaHHA CTiMKUX AedopMariif, KOHTPAKTyp Ta
amioTpodii. Y fesKuxX BUMaIKaX MOKe PO3BUHYTHUCA KOKCHT 3 I10-
CITiIyI0YMM aceTUYHNUM HEKPO30M CTEIHOBUX KiCTOK.
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BizTepMiHOBaHUI CyTIIOO0BUI CHHIPOM MOXKe 3'IBUTHUCS Ye-
pe3 KilbKa MicAIiB abo HaBiTh POKIB IiCJs TOYATKy CUCTEMHUX
mposBiB IOIA. B TakoMy BUIIaZIKy, AUTHUHY TYpOyIOTh apTpaJrii Ta
Miasrii, ocobmBO Ha GOHI TMXOMAHKHU.

JlmxoMaHKa y Ialli€eHTiB i3 cicTeMHUM BapiaHToM HOIA Mmoxe
6yTu GpeObpHUIPHOIO 60 TEKTUYHOIO, i YaCTO CYyITPOBOKYETHCS ITiJI-
fioMaMU TeMITepaTypy, IepeBaKHO B MiC/IA06iHIN ab0 BedipHiK
yac. [Tiku rapsiuKy 4acTo CyIpOBOKYIOThCS 03HOOOM, MaKyJIoma-
MyJIAPHUAM BUCUIIOM Ta Mianriamu. [licia nafiHHA TeMnepaTypu
CTaH XBOPUX 3HAYHO IOJIMIIYETHCA.

PeBMaToifHa ek3aHTeMa XapaKTepPU3YeETbCA HAABHICTIO
IUIAMUCTUX, IUIAMUCTO-IIAy/IbO3HUX eJIeMEHTIB ZiameTpoM 2-5
MM, ILIO 3’'ABJSETHCA HA PO3rMHAJBHUX IOBEPXHAX KiHI[IBOK,
HaBKOJIO CyI7I00iB, a TaKOXK Ha TPYAHIM KJIITI Ta CigHUIAX. EX-
3aHTeMa IIBU/JKO 3HMKAE IIpU HOpMaJi3alii TeMIepaTypu Tiia,
ajie MOXKe TPUBATH JIOBIIIE Y BUNIAJKY BiICTPOYEHOTO CYyI/I060BO-
r'0 CUHZPOMY.

CucrtemHuii BapianT IOIA Moske cynrpoBOKyBaTHUCA YpaXkeH-
HAM BHYTPIIlIHiX OpraHis.

Maiike y TIOJIOBHUHM [liTel 3 BUCOKOIO akTuUBHicTIO FOIA Biz-
3HAYAETHCA PO3BUTOK AU(Y3HOTO KapAUTY 3 XapaKTEPHUMU KJIi-
HiYHUMM TpOABAMM: aKpOIliaHO30M, iHOZI TaXiKapZi€ro, piziie
OpasviKap/i€lo, KapioMerasi€io, pPO3JUTOIO ITy/IbCalli€lo Cceplis,
MIPUITIYLIEHICTIO CepLieBUX TOHIB, CUCTOJMIYHUM LITyMOM Ha BepXiB-
11i Ta B Toulli BoTkiHa-Epba. 3’saBisatoThes o3Haku CH siBoro Ta/
abo MpaBoOro IUTYHOUKIB (30iIbIIeHHS TEeYiHKU, HaOpAKM). Ypa-
’KEHHS CepIsd MOXKe MaTu GOpMy MiOTIEPUKAPAUTY, Pifile eHZIO-
KapAuTy abo ypaskeHHs KOPOHAPHUX apTepii.

3ananbHe YUIKO/KeHHA JereHb IIpu I0IA y BUIIAAL THEBMO-
Hii ab0 IMJIEBPOITHEBMOHIi, POSABIAETHCA TAKUMHU CUMIITOMAaMHU,
AK 3aJuIIKa, HeIPOAYKTUBHUN, HaB'A3JMBUIN KallleJb, KpelliTa-
11is1, IpiOHOMIiXypILIeBi BOJIOT XpUIH Ta iHINI KaTapalbHi O3HAKU B
JereHaAx (yacrimie cupasa). Uepes eBHUM 4ac MOXKe pO3BUHYTHUCS
¢$ibpo3yrounii ambBEOTIT.

[Tosicepo3uT 4acTo IPOABIAETHCA NEPUKAPAUTOM, IUIEBPU-
TOM, pifllle — MepUrernaTUTOM, MEPUCIUICHITOM, CEPO3HUM IIe-
PUTOHITOM. YPa)KeHHsI OYepeBUHU MOXKe MPU3BOJUTHU 10 abzo-
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MiHaJIbHUX OOJIiB Pi3HOTO XapaKTepy, XapaKTepPHU3YETbCS MaJor
KUIBKICTIO PiAUHU B CEPO3HUX IOPOKHUHAX.

Cucrtemuuii Bapiaut IOIA Moxxe CyIIpoBOZXKyBaTUCS BaCKYTi-
TOM, IIPOSIBJIAIOUNCH KalIAPUTAMU Ha JI0JIOHAX Ta ITiZJ0IBaX, Mic-
[[EBUMU aHTiOHEBPOTUYHMMU HaOpsikaMu (3a3BUYal Ha KUCTAX),
I[iaHO30M IPOKCHUMAaJbHUX YaCTUH KiHIIIBOK Ta MapMypOBiCTIO
HIKipH.

JlimbpazeHonaTiA 4acTO CIOCTEPIraeTbCs MPU CHUCTEMHOMY
BapiaHTi IOIA. 36inbIIeHHA TiMbaTUYHUX BY3JIiB, AK IPABUJIO, CH-
MeTPUYHE, BOHU PYXJIMBi, 6€300J1iCHi, He CcriasHi 3 HaBKOJUIITHIMH
TKaHUHAMU, MAIOTh M’IKO- 200 IILTbHOENACTUYHY KOHCUCTEHIIITO.

Y 6imbII0CTi BUMIAAKIB MaJbIIaATOPHO BCTAHOBJIIOETHCS 301/b-
IIeHHsA PO3MipiB Me4iHKU, piflne — cele3iHKy, AKi 3a3BUYall Ipu
nasbraiii 6e360JicHi, 3 TOCTPUM KpaeM i IITbHOENTaCTUYHOIO
KOHCHCTEHIII€IO0.

[Tpu 1abopaTopHOMY 0OCTEXKEHHI XBOPUX B KPOBi BUABJIAIOTH
HeUTpodinbHMI JelikonuTo3, npuckopenHs IIIOE, migBuineH-
HA KOoHIeHTpalii CPB, rinepTrpoM60I[1TO3, aHEMiIO; B CHPOBATIL
KPOBi BHCOKUH piBeHb IIpO3allaJbHUX LIUTOKIHIB Ta MaTPUIHUX
MeTasonporeas (MMP-3).

s fomiHaHTHOI rpynu xBopux Ha cucteMHui FOIA 3 mepe-
Ba)XKHUM IiABUIIeHHAM PiBHA IL-6 B cpoBaTIli KpOBi XapaKTepHU-
MM € HasiBHICTb CTilKOIi TilepTepMii, TSKKOTO IMTPOTPECYI0YOro ypa-
YKEHHS CyIo0iB, MiZIBUIEHHA PiBHSA MAaTPUYHUX METAJIONpPOTea3 B
KPOBi, ITporpecyBaHHs OCTEOIIOPO3Y Ta BiIcTaBaHHA B POCTi.

VY mnartienTiB 3 cucremHuM HOIA Ta GiNbIll BUCOKUM piBHEM
IL-18 (cymepcimeticTBo IL-1) yacTilie BUABIAETHCA CUHAPOM IIO-
JIIOPra”HHOTro ypaykeHHs Ta Maike B 10% BHUIIaIKiB PO3BUBAETHCS
cuHApOM akTuBallii Makpodaris (CAM). IIpoBiaHa posb IL-18 y
dbopMyBaHHI KJIHIYHOI KAPTUHU Yy XBOPUX 1li€i JOMiHAHTHOI I'py-
iy Habkye cucteMunii FOIA 710 aBTo3amajbHUX 3aXBOPIOBAHb i
moTpeOye iHIUX IMTiAXO/IB 0 JiKyBaHHS.

Cucremuuii IOIA Moxxe IPU3BOAUTH 0 PO3BUTKY PAAY Ha-
CTYyIIHUX YCKJIaJHEHb:

- Indexkuiiini mporecH, Taki AK 6akTepiasbHUH cericuc abo re-
HepaJsizoBaHa BipycHa iHeKIIid;

- CeplieBo-iereHeBa HEZJOCTATHICTh;
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- 3aTpUMKa pOCTY, OCOOIMBO ITOMITHA HAa PAaHHIX CTAAifAX 3a-
XBOPIOBAHHA y JUTAYOMY Billi 3 MOMIaPTUKYIAPHUM CYTJIO00BUM
CHUHZPOMOM;

- AMi10i7103, AKUY BUHUKAE y MeHIme Hixk 20% MaIlieHTiB Iric-
s TpuBasioro nepebiry IOIA (mpotarom 7-10 pokiB) i mposiBis-
€TBCS CTIMKOIO MPOTEIHYpi€r0, HWIIHAPYPIE0, MepudepuIHNMU
HabpsAKaMU Ta iHITUMY CUMIITOMAaMH;

- CuHzipoM akTHuBalii Makpodaris, [0 € CEPHO3HUM Ta 3a-
TPO3JIMBUM JJI KUTTA YCKIaZHEHHAM. XapaKTepU3y€eThCS Pi3KUM
MOTipIIEHHAM CTaHy XBOPOTrO, T€KTUYHOK JINXOMAaHKOI0, I'eMo-
pariyHUM BUCHUIIOM, IIOJIOPraHHOI HEeJOCTATHICTIO Ta iHIINMU
O3HaKaMH (KPOBOTOYMBICTh CIM30BUX OOOJIOHOK, IOPYIIEHHS
cBiZioMocTi, JiMdaeHomaTiio, remaTociieHoMeranito). Jlabopa-
TOPHi 3MiHM BKJIIOYAIOTh: TPOMOOIIUTOIIEHIIO, JIEMKOIIEHiI0, 3HU-
»xeHHA [1IOE, miagBUIlleHHA CUPOBATKOBOTO PiBHA TPUIJILIEPUIB,
depUTHHY Ta aKTUBHOCTI TpaHcaMiHa3. PAaHHbOIO JOKJIiHIYHOIO
03HaKOIO0, 1110 03BOJIAE 3aliZ03PUTU CUHAPOM aKTHUBallii MaKpo-
¢ariB € migBuIeHHA BMicTy GiOpHUHOTeHY Ta IPOAYKTIB Aerpaza-
1ii Gpi6pUHY y KPOBi, a TAaKOXK 3HI)KEHHS PiBHSA GpaKTOPiB 3ropTaH-
HA kposi (II, VII, X). B myHKTaTi KiCTKOBOIO MO3KYy BUABJIAETHCSA
BeJIMKA KiTbKicTh Makpodaris, AKi GparonuTyoTh reMOIIOeTUYHI
KITHHY (TeModaronuTos).

PO3BUTOK CHHAPOMY aKTHUBaLlii MakpodariB Moxe 6yTH CIIpo-
BOKOBAaHUU BipyCHUMU iHQEKI[iAMHU (TaKUMHU SIK ITUTOMETAJIOBI-
pyc, Enmrretin-bapp BipycHa iHekIis1, repneTudHa iHdekIisa), a
TaKOX JIiIKapCbKUMU Ipenaparamu (Hamnpukiaz, HIT3II, comi 30-
JIOTa, cyibdacanasyH Ta iHIi). YacTo CMHAPOM aKTHUBAIlii MaKpo-
¢ariB MoKe MPU3BECTH [0 JIETATbHUX HACIIIKIB.

OnizoapmuxkynsapHuil eapianm FOIA po3TiAgaeTbcs y zie-
KUIBKOX MiATUNAX, KOXKEH 3 fAKWX XapaKTepU3YETbCA BIACHUMU
0COOJIMBOCTSIMH.

ITepwuii niomun, 3 paHHIM ITOYaTKOM, 3a3BUYail TOYNHAETD-
cA y Billi 1-5 POKiB KUTTA AUTHHU, [IEPEBAXKHO cepe/ AiBYaTOK.
Lleit BapiaHT XapaKTepU3YEThCA YPAKEHHAM Pi3HUX CyI/I00iB, Ta-
KUX SK KOJIiHHi, TOMiJIKOBOCTOITHI, JIiIKThOBI, IpOMeHe3aIl SICTKOBI,
YacTo Ypa)keHHs € acuMeTpudHUM. [IpubiamsHo y 25% BUNAAKIB
CIIOCTEpIraeThCsl arpecUBHUM Iepebir i3 ZecTpyKiliero cyrmobiB.
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Takox yacTto BUHUKAE ipuzonukiiT (30-50%), ocobimuBo cepef
XBOPHX 3 IO3UTHUBHUM pe3y/IbTaTOM TeCTy Ha aHTUHYKJIeapHi aH-
tutia (AHA).

ZJpyeuil niomun, 3 Mi3HIM OYaTKOM, € MEHII MOITUPEHUM
(10-15% BumagkiB) i yacriie ITOB’I3aHNUH 3 IOHAIIBKAM aHKiJI03Y-
IOYMM CIIOHZWIITOM. BiH 3a3BUuaii mounHaeTbeA y Billi 8-15 poxkiB,
3yCTpivaeThCA MepPeBaXXHO Cepesl XJIOMYUKIB. Y IIbOMY BUMAJKY
CyIII060BUH CHHAPOM TaKOXX aCUMETPUIHUH i BpaXKa€ IepeBakHO
HIDKHI KiHIIIBKY (ITATKOBOI JUIAHKY, CyTJIOOU CTOII, KYJIBIIOBI CyT-
JI06m) Ta ZesKi cyriobu xpebTa (ireocakpasbHi 3WieHyBaHHS, IT0-
epeKOBUM BiiZi XxpeOTa 3 HACTYITHUM PO3BUTKOM €HTE30IIaTii).
JleCTPYKTHBHI 3MiHU Yy CyII06aX MOXKYTh PO3BUBATUCA LIBU/KO,
0COOJIMBO B KYJIBIIIOBUX CyIJIO0ax, i IeKiIbKa BiZICOTKiB XBOPUX Ta-
KOX MOXKYTh MaTH TOCTPUM ipH/IOLUKIIIT.

ITiomun xapakmepHuil 051 8CiX 8IKOBUX 2pYN, MOXKe 3’SIBJISI-
TUCA y Oyb-AKOMY Billi, XapaKTePHU3y€eThCSA MOYATKOM ITicyA 5-6
POKiB, 4acTille cepes AiBYaTOK. Y I[bOMY BUIIAJKy CYIJIOOOBUH
CUHZIDOM 3a3BHUYal IPOTIKa€ ZOOPOSAKICHO, 3 HE3HAYHUMU €HTe-
30MaTiAMU i 6€3 IeCTPYKTUBHUX 3MiH Y CyIIo06ax.

YckaZHeHHA OiroapTUKy/IApHoOro BapiaHTy IOIA MOXyThb
BKJIIOYATH aCUMETPil0 POCTY KiHIIBOK Y JIOBXKUHY, PO3BUTOK yBe-
iTy (kaTtapakTy, IJIJayKOMY, CJIMIOTYy) Ta iHBaliZiu3allilo 4yepe3 Io-
PYIIEHHS CTaHy OMOPHO-PYXOBOT'O amapaTy Ta MpobseMu 3i 370-
POB’AIM OYeH.

IToniapmuxkynsapnuii eapianm FOIA xnacrudikyeTbcsa Ha JBa
MiZATUIIN 3aJIEXKHO Bifl HassBHOCTI abo BizcyTHOCTi PO. Takum 4u-
HOM BU/IUIAIOTH CEPONIO3UTHUBHUM i cCEpOHeraTUBHUM BapiaHTU.

CeponosumugHuil niomun cTaHOBUTH 0;113bK0 10% BUIAAKiB
i 3a3Bu4all po3BUBAETHCA ¥ Billi 8-15 pokiB, yacTilie y JiB4aTOK
(80%). et BapiaHT pO3MIAAAETHCA AK PAHHIM IIOYaTOK PEBMATO-
iZHOTO apTPUTY y AOpOCaUX. XBopoba Mae miArocTpuii nepebir i
XapaKTepU3yeTbCA CHUMETPUYHUM apTPUTOM, AKUM Bpakae Me-
TakapnodasaHroBi, MPOKCUMa/IbHI MiXKX(asTaHTOBi CymyIoOU pyK,
IIPOMEHEBO-3aIl ICTKOBi, TOMiTKOBO-CTYITHEBi, a TakKoX ApiOHi
CyIJI00U CTOTI.

CTpPYKTYpHi 3MiHU B CyIy1006aX pO3BUBAIOTHCA MTPOTATOM TIEP-
mux 6 MicAliB, 3 GOpMyBaHHIM aHKLIO3iB y ApibHUX cyrmobax
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3aIr’sACTS 0 KiHIA TEePIIOro pokKy xBopobu. Y 50% maiiieHTiB 3
YacoM PO3BUBAETHCA eCTPYKTUBHUM apTPUT, 110 IPU3BOAUTH /10
MIBUZIKOI BTpaTH QyHKIIi CyTIo6iB.

CepoHeeamugHuil niomun ctaHoBUTH 20-30% BUIA/KIB i po3-
BUBAETHCA Y Billi 1-15 pokiB, Takox 4acrimre y AiB4atok. [lepebir
3aXBOPIOBAaHHA MOXKe OyTH MiArOCTPHUM ab0 XPOHIYHUM.

Cyro60BUil CHHAPOM XapaKTEPU3YEThCSA CUMETPUYHUM
ypa)XeHHAM BEJMKHX i ApiOHUX CyrIobiB, BKIIOYAIOYU CKPOHe-
BO-HIDKHBOIIETETHUH CyTy1006 i cyTiobu MURHOrO BiAgiTy XpebTa.
[Tepebir apTpUTy y GTBIIOCTI MAIiEHTIB BiTHOCHO OOPOSAKICHUM,
onHak y 10% po3BUBAOTHCA TAXKKI IeCTPYKTUBHI 3MiHU B KYJIb-
IIOBUX i CKDOHEBO-HIDKHBOIIEIEITHUX cyriobax. [cHye pu3HK po3-
BUTKY YBeiTy. Y [leKHUX BUIMAJKaX 3aXBOPIOBAHHSA CYIIPOBOIXKY-
€TbCsA CyOPeOPWIHHOIO TUXOMAHKOI0 Ta 30LTBIIIEHHAM OKPEMUX
rpyn JiMpaTUIHUX BY3JIiB.

YcknagHeHHAMU NoTiapTpUKy/IapHoro BapianTy IOIA e:

- 3rMHaIbHI KOHTPAKTYPH B CyII00ax;

- Toxka inBastizn3sanist (0co6IMBO IPU paHHbOMY ITOYATKY);

- 3aTpuMKa pocTy (IIpu paHHbOMY ITOYATKY i BUCOKIM aKTHB-
HocTi IOIA).

Jiarnoctuka. /liarno3 IOIA rpyHTyeThCA Ha JaHUX aHaMHe-
3y i Gi3KasIbHOTO OOCTEKEHHS Ta € /iarHO30M BUKJIIOYEHHS iH-
IITMX 3aXBOPIOBaHb, SIKi MalOTh CXOXKY KJIiHIYHY KapTHUHY.

IIpy omiAAi apTpUT BU3HAYAETHCA K BHYTPIIIHBOCYTIO60-
BUI HaOPsIK, a60 K 0OMeXeHHS PYyXJIMBOCTI CyIyio0a y oeAHaHHi
3 6oseM, epuTEMOIO Ta/abo0 BiYyTTA TeIwia y cyriooi.

CHHOBIIT XapaKTepU3yEThCSA CHHOBIAJIBHOIO TpoJtidepalriero
Ta 36iblIeHHAM 00’eMy cyrioba, 06’eM pyXiB 4acTO OOMEXeHUH
JIUIIe B OKPEMUX BUIAJKAX, AK IPABUJIO, CYIJIOO YTPUMYETHCS
XBOPUM B MaKCHMaJIbHO 3pYYHOMY IIOJIOKEHHi.

Jlo TemnepilTHbOrO Yacy BUKOPUCTOBYIOThH ZIiarHOCTUYHI KJIi-
HiuHi kpuTepii, ki 3anponoHoBaHi ACK (1987), EULAR (1994) ta
O3HaKM BHU3Ha4YeHHs 3a kiacudikaiieto ILAR (1988).

ITpu BcTaHOBJIEHHI ZjiarHO3y 000B’I3KOBO BPaXOBYIOTh:

1. Bik mouyaTKy 3axBopioBaHHsA < 16 poKiB;

2. HasBHicTb apTpuTy ofiHOTO 260 = 5 3amaneHux cyriobis;

3. BapianTu IOIA, AKi BUSHAYWINCh YIIPOZLOBX MepuInXx 6 Mi-
CAIIIB BiJ TOYaTKy XBOPOOU;
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4. CTymiHb aKTHUBHOCTI, Iepebir 3aXBOPIOBAHHS Ta CTYIiHb
byHKITIOHA/IBHOI HEJOCTAaTHOCTI Y XBOPOI ANTHHMU.

ITpu dpopmymnroBaHnHi giarH03y FOIA BpaxoBYyIOTh:

- IMO3UTHUBHIicTH (abo HeraTuBHIiCTH) 3a PO;

- KJIiHIYHUH epebir;

- CTyHiHb aKTUBHOCTI;

- aHaATOMIiuYHi 3MiHU CymI00iB (PEeHTreHOJIOriYHa CTaZid 3a
[IITeAiHOPOKEPOM);

- ¢JyHKIiOHATBHUI CTaH MAIli€HTA;

- HafABHICTb yckJazHeHb I0IA.

[puknaz popMymroBaHHA AiarHo3y: KOBeHLIbHUM ifiomaTiy-
HUM apTpUT, NTONiapTPUT, CEPOHETaTUBHUU BapiaHT, IIBUAKOIIPO-
rpecyrouuii rmepebir, akTBHa ¢asa, akTuBHicTb II, RO-cTazis II,
C®H II, ocTeorneHis, 3aTpUMKa POCTY.

SAkio JaHuX aHaMHe3y Ta Gpi3UKaIbHOTO OOCTEXKEHHS HEZIO-
CTaTHBO /151 BeprdiKallii i BcTaHOBJIEHHS PO3TOPHYTOT'O ZIiarHO3Y,
IIPOBOJATHCA JOAATKOBI JOCTIKeHHA.

JlabopamopHi 00cni0NceHHS BKIIOYAIOTh:

- 3arajJbHUU aHasi3 KpoBi;

- wmapkepu 3ananeHHs (IIIOE ta pienb CPB);

- peBmatoiguuii pakrtop (PP);

- AHTWTLIA [0 UMKIYHOTO LMUTPYIiHOBAaHOTO MENTHUZYy
(CCP) ta/abo antuTina 0 MoANGbiKOBAHOTO IIUTPY/ILOBAHOTO Bi-
MeHTHHY — (MCV);

- TecT Ha aHTHHYKJIeapHi aHTuTina (AHA) ta antudocdori-
ITiHI aHTUTINA;

- KOHIIEHTpallis Kpioro6y:tiHiB (0COOIMBO IPH BicllepUTax);

- ¢dyHKIiOHATBHI TPOOM MEYiHKU Ta OI[iHKa QYHKIII HUPOK
3a I0IIOMOT'OI0 PiBHA KpeaTUHIHY B CUPOBAaTLi KPOBi;

- [IOJATKOBi /OCJi/)KEHHS: 3arajbHUM OIOK, anbOyMiH,
roOyniHoBi ¢pakuii, ¢pibpuHoren, ¢epurun, D-aumep, ACJIO,
antu-/IHKasa B (anTutina go IHK), saraapHUM aHAai3 cedi;

- BMICT B KpOBi mpo3anaabHux nuTokidis (POHII, IL-1, IJI-
6, UI-17, IL-18); T-nimdoruriB, T-cympecopiB/IIMTOTOKCUKIB
(CD8+), T-xenmepiB (CD4+) Ta XeImepHO-CyIIpecoOpHOro Koedi-
uierra (CD,/CDy);

- piBeHsb Ig A, Ig G, Ig M, LIIK;
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- HLA-aHTUreH.

[Tpu omiroapTUKy/AApHOMY BapiaHTi 3 paHHIM [TI0YaTKOM MO-
XYTb BUABAATUCA TUNOBI Aya IOIA 3amanbHi 3MiHU MTOKA3HUKIB
KPOBI, ajie y YaCTUHU XBOPHUX JTaOOPaTOPHi 3HAYEHHS 3aTUIIAI0Th-
cA B Mexxkax HopMHu. Y 80% XBOPHX BUABJAIOTH IO3UTHUBHI aHTU-
HykjeapHi autuTiia (ANA) B cMpOBAaTIli KpoBi, HeraTUBHUM PO,
CIIOCTEPIraeThCsA BUCOKA YacTOTa BUABJIEHHA aHTUreHy HLA A2.

[Tpu oniroapTUKY/IAPHOMY BapiaHTi 3 Ii3HIM [I0YaTKOM B 3a-
raJpHOMY aHasli3i KpOBi BU3HAYAIOTh TilIOXPOMHY aHEMilo, Hel-
TpobUIBbHUM JIeHKOMTO3, 36inbiieHHA [IIOE, migBUIIeHH CUPO-
BaTKOBOI KOHIeHTpallii imyHOrmo6yniHiB IgM, IgG Ta CPB. 3Ha4HO
piziliie BUABIAIOTh MO3UTUBHUM TecT Ha ANA B HEBUCOKOMY TUTPi;
P® neraTuBHUl. YacTo BUABAIOTh aHTUreH HLA B27.

[Ipy mnosiapTUKYJAApPHOMY BapiaHTi BU3HA4Ya€ThCA Tillo-
XpOMHa aHeMis, He3HAaYHWH HeUTpoiIbHUI JIEUKOIUTO3 (0
15x10°/1), IIIOE 6inbire 30-40 mM/rox. IHozi Bu3HayaroTh ANA
B CHPOBATIi KpOBi B HeBUCOKOMY TUTpi. TecT Ha PO nosutusBHUi
IIpY cepomno3UTUBHOMY BapiaHTi FOIA, HeraTUBHUI — IIpU cepo-
HeraTUBHOMY BapiaHTi. CaMe IIpY IbOMY BapiaHTi 4acTillle BUAB-
JIAt0Th aHTuTia auTu-CCP Ta antu-MCV, miBUIlleHi CHPOBAaTKOBI
koHueHTpanii IgM, IgG ta CPb. Ilpu ceporno3auTUBHOMY BapiaHTi
IOIA y xBopux BUAB/IAEThCA aHTUreH HLA DR4.

[Ipu cucremHoMy BapiaHTi FOIA yacTo BUABIAIOTH JEWKO-
uto3 (7o 30-50 Tuc. TeHKoUUTIB), HEUTPODIILHUI 3CYB BJIiBO
(mo 25-30% masnIKOsIepHUX JIEUKOIUTIB, iHOZI IO Mi€IOIUTIB),
36inpienHs IIOE go 50-80 MM /Toz, TimOXpOMHY aHEMilO, TPOM-
6oruTo3, mizBuieHHs piBHA CPB, IgM ta IgG. MoxyTh BU3HaYa-
tHcsa anTuTiza 10 JIHK ta antTudocdosiniani antuTia.

CrymneHi akTuBHOCTI FOIA:

I cmynine (MiHiMaJbHa aKTUBHICTB). XapaKTepU3yEThHCA JIeT-
KUMU OOMIAMH y cyrio6ax, paHKOBOIO CKYTIiCTIO, KA TPUBAE /0
60 XBWINH, HE3HAYHUMHU O3HAKaMU 3alajJeHHd Y CcyIIobax, Hop-
MaJIbHOIO 200 TPOIIKY ITiZIBUIIEHOI TEMIIEPATyPOIO LIKipY HaJ
cyrnobamu. IIIOE g0 20 MM/ToA, piBeHb A2-IIOOYIiHIB Y KPOBi
Mozke OyTu 36inbInenum A0 12%, CPB +.

IT cmyninb (cepefHa aKTUBHICTD). bBoii y cyrmobax mpucyTHi
[IK IIPU PyCi, TaK i y CIIOKOi, paHKOBA CKYTIiCTb TPUBAE 0 Cepeu-
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HU AHs. CriocTepiraeTbest IOMipHe 0OMEXeHHS PyXiB Y CyIIo6ax,
MMOMipHi O3HaKH 3anajeHHs. TeMrepaTypa IIKipy HaJ cyriobaMu
MO)Ke OyTH Tpolku migsuineHo. IIIOE B mexxax 25-40 MmM/To/,
serikoruto3 A0 10-15x10°/11, piBeHb A2-TIOOYITiHIB MOXKe OyTH
36imbIeHui 0 15%, CPB ++, i MOXK/IMBE TiIBUIIEHHS PiBHSA cia-
JIOBUX KUCJIOT Ta GiOPUHOTEHY.

III cmyninb (BMCOKa aKTUBHICTh). XapaKTePU3YEThCS CUIb-
HUMH OOJIAIMM y CyIIo0axX HaBiTh Y CTaHi CIIOKOIO, BUPAYKEHUMU
O3HAKaMM 3arajeHHd (TIOYEepPBOHIHHA, HAOPAK, rineprepMis),
PaHKOBA CKYTICTh MPOTATOM YChOTO JHs, BUPaXKeHe 0OMeXeHH:
aKTUBHMUX i TACUBHUX PYXiB ¥ cyrobax. TakoK MOXKYTb OyTH IIPH-
CYTHi O3HaKU ypakeHHs BHYTPIIlIHiX OpraHiB (Hamnpukjaz, 1ies-
puT, lepukapauT, Hedppur). TemnepaTypa Tina pebpmibHa. [IIOE
nepesutiye 40 MM/Toz, TeiikouuTo3 6inbine 15-20x10° /11, piBeHb
02-m106yniHiB MOxe mnepeBuinyBatu 15%, CPB +++/++++,
pi3ko migBUIIeHN piBeHb GiOpPUHOTEHY Ta CiaJIOBUX KUCJIOT.

KiroyoBuii etan B obcrexkeHHi maifieHTa 3 FOIA — penmee-
HOJl02iUHe 06cmeXceHHsl cyes10618, sIKe T03BOJISIE OIL[iHUTH CTaH He
JIIe KiCTKOBO-XPAIIOBUX CTPYKTYP, @ Y BUABUTHU 3MiHU B M'IKHUX
MepUapTUKYIAPHUX TKaHUHAX — PaHHi Ta MOCTiMHI peHTTeHOoJIo-
riugi o3Haku IOIA. Y Bunazxy nepeBakaHHA €KCyZaTUBHUX IIPO-
leciB cIiocTepiraeTbcsi 30iMbIIeHHSI 00’€eMy IepiapTHUKYIAPHUX
M’SIKUX TKAaHWH, 30UIbIIEHHA TOBUIMHU KaIlCyJIu Cyrio0y, HediT-
KiCTb KOHTYPIB KiCTOK Ta pO3IIMPEHH: Cyr1o60Boi miimnuu. Ipu
nepeBakaHHi poJtihepaTUBHUX 3MiH ab0 y MepioAu 3MeHIIIEHHS
AKTUBHOCTI 3aXBOPIOBAHHA CIIOCTEPIraeThCs 3TylieHHA M AKOTKa-
HUHHUX [TePUAPTUKYIAPHUX CTPYKTYP 3i 30epeKeHHAM HEUiTKO-
cTi KOHTYpPY cyr1o6oBoi 1minHU. [Ipy mporpecyBaHHi 3aXBOPIO-
BaHHA MOXXyTh BUHUKATH 3MiHU, TTOB’A3aHi 3 ZIECTPYKIIi€I0 KiCTOK,
¢$ibpo3oM HaBKOJIOCYIIOOOBUX TKAaHWH (HAINPUKIIAJ, TEPiOCTeiT,
BHYTPIIIHOCYTJIOOOBUM aHKiIO3, KOMIIPeCiiHi emidizapHi mepe-
JIOMH).

BusHayeHHs cTaZii aHATOMIYHUX 3MiH B CymIo0ax mpu
IOIA (3a IlITeiHfHOpOKKEpPOM):

I cTazis — HaBKOJIOCYTTIO00BU emtidizapHUI OCTEOOPO3;

II cTazis — emi¢izapHUN OCTEONOPO3, PO3BOJOKHEHHS XPAIIA,
3BY)KEHHsI CyT/I060BO1 IILTMHY, TOOJUHOKI epo3ii (y3ypu);
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Il cTazia — AecTpyKIisa Xpama i KicTku, GopMyBaHHSA MHO-
’KUHHUX KiCTKOBO-XPSIIOBUX €pO3ii, TIBUBUXHU B CyIIo0ax;

IV crazgis — kpurepii III crazii + ¢ibpo3HUit a60 KiCTKOBUMA
aHKLIO03.

3HaAYHO paHillle O3HAKY YPa)KeHHs CYIJI00iB BUABIAIOTH IIPU
ix ynpTpasByKoBoMYy AociikeHHi (Y3/1), ke fjae 3MOTry BU3HAUU-
TU HaBiTh HEBEJIMKUI 00’€M CHHOBiaJbHOI PiAINHU B IIOPOXKHUHI
cyrnoby, 3MiHM CHHOBiaJIbHOI OOOJIOHKU, CYIJIOOOBOTO XPAINa,
[I0YaTOK YTBOPEHHSA IaHHyCy. 3a JOIOMOTOIO JONIUIEPiBCHKOIO
CKaHyBaHHS MOXKHA OLIIHUTH BaCKY/IIPU3aIlif0 CHHOBiaIbHOI 060-
JoHKU. Takox 3a gomnoMmoror Y3/l BU3HA4YaroTbCA IIMPUHA CYI-
J1000BUX IILTHH, KOHTYPHU KiCTOK, KiCTKOBI epo3ii.

Y Bunagkax, Koju IIoCTaHOBKa /liarHO3y € yTpyZAHeHoIo (Ha-
NIpUKJIaZ, JJI1 BUKJIIOYEHHA HasABHOCTI 4y:KOPiJHOr'O Tila y IO-
POKHUHI CyT7I00Y, YTOUHEHHS CTaHy 3B’I3KOBOT'O allapary, BUKJIIO-
YeHHS OCTeOXOH/[POTaTii, TPaBMaTUYHUX YITKOMKeHb XPALOBOI
TKAaHUHU abo0 TyXJIMH, TOIIO), 3aCTOCOBYIOTBHCS i iHII MeToAU
Bidyasizauii, Taki Ak koMmr'rorepHa Tomorpadis (KT) abo marHiT-
HO-pe3oHaHcHa ToMorpadisa (MPT) cymio6iB. MPT cyrmo6iB Moxe
OyTU KOPUCHOIO Ui paHHBOI fgiarHocTuku HOIA mpoTsarom mep-
murx 3 MicAIiB 3aXBOPIOBAHHA, KOJIU PEHTI€HOJIOTIUHI 3MiHU IIie
He BUsBJICHI.

Y BUINaZIKax BUpPaKeHOI'0 CUHOBIITY 3a3BU4aii MPOBOJATH ap-
TPOIIEHTE3 Ta CMHOBiaIbHYy Oioricito. Y manieHTiB i3 FOIA crocre-
piraerbcs 30iIbIIeHHA KUTBKOCTI TiMOOUMTIB y CMHOBialIbHiN pi-
AvHi. CeKpeT cTae MeHII B’A3KUM, MYLIUHOBUH 3TyCTOK KPUXKUI;
MOXXKHa BUSBUTHU POTOLMTH, 3HIKEHHS PiBHA KOMIUIEMEHTY abo
Horo okpemux kommoHeHTiB (C3, C4), mizBUIIeHHA PiBHS ITpo3a-
MMajJbHUX ITUTOKIHIB Ta LIIK.

CTymiHb OCTEONOPO3y BU3HAYAIOTh 3a pe3y/IbTaTaMU [eHCH-
TOMeTpii — MeToZia 0OCTEXKEeHHS, 10 Tlepej0avyae BUSHAYEHHS Mi-
HepasIbHOI L[iTBHOCTI KiCTKOBOI TKAHWUHMU.

OyHKIIOHAJIBHUI CTaH MaIliEHTa OL[iHIOIOTh 3a PYHKI[iO-
HaJIBHUMHU Kjaacamu llITeiitHOpokkepa:

I knac: GpyHKITiOHaIbHA 3ZIaTHICTD CYIVIOOiB i MOXKJIUBICTh /10
caMoO0OC/IyrOByBaHHS 30epekeHi, JKUTTEBOBAXKIMBI MaHIMyIIAIIi1
BUKOHYIOTbCSI 6€3 TPYZAHOIIIIB,;
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Il kac: pyHKLIiOHAIBHA 3ZaTHICTh CYIIO0iB YaCTKOBO BTpa-
YeHa, 37aTHICTh 10 cCaMO0OCIyTOBYBaHHA 30epexeHa;

III xrac: ¢yHKIiOHAMbHA 3/IaTHICTh CYIVIOOiB i 3aTHICTD 10
caM0OOC/TyTOBYBaHHS YaCTKOBO BTPayeHi;

IV xiac: ¢pyHKIliOHaIbHA 3aTHICTb CYIIOOiB i 3aTHICTD 10
caMOOOC/TyTOBYyBaHHS BTpavyeHi IOBHICTIO, XBOpi MOTpPeOyIOTh
CTOPOHHBOI IOTIOMOT'H.

Cepe/ iHITMX JOCIKEHD Ta MPOIEAYP, AKi MOXKYTh OyTH 3a-
cTocoBaHi y xBopux Ha IOIA — MeToAM OLiHKU CTaHy CeplleBO-Cy-
muHHOi cuctemu: EKT, Exo-KTI', peHTreHOorpadis rpysHoi KJIiTHHH,
TepuKapAioleHTe3 Ta iHIIli.

[Tpu mionepukapauTi Ha EKT' BUABIAIOTHCSA O3HAKU IIepeBaH-
TaKeHHsI JIIBUX i/a00 IpaBUX BiALIIB ceplis, MOPYIIeHHS KOPOHap-
HOT'O KPOBOOOITY, 3HaYHi POSBY MOPYILEHHS PENOIAPU3aliii IUTy-
HOuKiB Ta aputMii. ExoKTI" 103Bo1si€ AiarHOCTYBaTU AvtaTaitito JIII,
3HmwkeHHsA OB, rimokiHesito 3agHbOI cTitky JIIII Ta/ab0 MiKIUTY-
HOYKOBOI II€peropofKu, O3HAKW BiJHOCHOI HEJOCTaTHOCTI MiT-
paJIbHOTO Ta/abo TPUKYCIiZAIbHOTO KJIATIaHiB, MiBUIIEHUN THUCK
y JlereHeBiii aprepii. [Ipu nmepukapAuTi criocTepiraeTbes cenapariis
JIUCTKIB IIepHUKapZa i HasABHICTb BUIPHOI PiIMHU B TIOPOXKHWHI.

PeHTreHoI0TiYHe AOCTiI)KeHHA OpraHiB IpyHOI KJIITUHU BU-
ABJIAE 301IBIIEHHS PO3MipiB CepIIs, TepeBakKHO 32 PAXyHOK JIiBUX
BB (piAlie — 3arajbHe 30LIbINEHHS), MiABUIIEHHS Kap/io-
TOpPaKaJIbHOI'O iHZEKCY, TOCUIEeHHs CyAUHHO-IHTEePCTULIIaIbHOTO
MaJTFOHKY Ta BOTHMINEBI TiHi. Ha paHHiX cTagisax ¢pibposyiodoro
aJIbBEOJIITY BUABJIAIOTH IOCHIEHH i ieopMalliro lereHeBOro Ma-
JIFOHKY, IIPYU IPOTpeCcyBaHHi — TSXKUCTI YIIBHEHHA Ta KOMip4acTi
IIPOCBIT/IEHHS, 10 GOPMYIOTh KAPTUHY «COTOBUX» JIET€Hb.

Jdudepenniitna aiarHoctuka OIA mpoBoAUTHCA 3 3aXBO-
PIOBaHHAMH, SIKi MOXKYTh IIOYMHATHUCA 3 CYITIOOOBOTO CUHAPOMY
(omiro- abo mosniapTukyssApHi BapianTu FOIA) abo 3 TpuBasium de-
OpWIITETOM i CHMIITOMaMU XPOHIYHOI HecrrenudpiyHO1 iHTOKCHKA-
1ii (cucremaunii Bapiaut FOIA).

s Bepudikariii giarnosy IOIA BUK/IIOUaIOThCA HACTYIIHI TTa-
TOJIOTiYHi CTaHU:

- Indekuiini Ta iHpekuiliHO-anepriuHi 3axBoproBanH:A: ['PJI;
PEaKTUBHI apTPUTU; CENTUYHUU apTPUT; MEHiHT'OKOKIeMif;
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JlaiiM-60pesios); ocTeoMiesiT (B TOMY YHC/Ii XPOHIYHUN PEITUIM-
BYIOUUU MYJbTUGOKATBHUM OCTEOMIENIT); TyOepKy/nIbo3; BipycHi
apTpUTH; OpyIlIeNbo3; iEPCHUHIO3.

- CnoHzmIOApTpOIATii: IOBEHUIBHUA aHKUIO3YIOUUH CIIOH-
JIVTIT; TICOPIaTUYHUHN apTPUT; apTPUTHU ITPU 3amaJbHUX 3aXBOPIO-
BaHHSX KMIIIEYHUKA; XBopoba PeliTepa.

- IlaTosioria OMOPHO-PYXOBOTO amapaTy: MOCTTpaBMaTH4-
HUHM apTpuT, rineprpodiuHa octeoaprpomatia (cuHapoM Ma-
pi-bambepra); 0OCTeOXOHZpOIMATii; XOHAPOMAJIALIi; XOHZPO-
AvcIviasisg (MHOXKWHHA emtidizapHa).

- CucTeMHi XBOPOOU CITOJIyYHOI TKaHWHM: CUCTEMHUM Yep-
BoHUM BoBYak (CYB); ;epMaTOMiO3UT; CCTEMHA CKJIEPOJEPMis;
cuHzpoM llerpena.

- BackystiTu: By3JIMKOBUM IepUapTepiiT; rpaHyIboMaro3 Be-
reHepa; reMOpariyHui BacKyJIiT; xBopoba KaBacaki.

- ABTO3amasbHi 3aXBOPIOBAHHA: KpiomipUHacCOIiiOBaHUM
nepioguunuii cuHgpoM (CAPS), cimeliHa cepea3eMHOMOpPCHKA
nuxomanka (FME), rinep IgD — cuazapom (HIDS), TRAPS — cun-
apom, cuaapoM Maxkita Yenbca (MWS), curgpom CINCA/NOMID,
cungpoMm PFAPA (mepioguyHO JMXOMaHKa 3 apTO3HUM CTOMa-
TUTOM i JiMmdazieHiTOM), CHHApOM Mapiiaia, ciMeiiHa X0I010Ba
kponup’saHka (FCU).

JiTu, AKi cTpakJaroTh Ha pi3Hi 3aXBOPIOBAHHSA, BKIIOYAIOUU
Heorw1asii (Z06POsIKiCHI Ta 3JI0AKiCHI MyXJIWHU KiCTOK, XPSIIIiB,
CHUHOBiaJIbHUX OOOJIOHOK), CIIAaZIKOBi 3aXBOPIOBAHHSA CIIOJIYYHOI
TkaHUHM (Taki sk cuHgpoM Mapdana, cunzapom Enepca-/lanio-
ca, rimepmMob6iIbHUE CcUHApPOM, HeAubepeHIioBaHi AMCILIa3il
CITOJIYIHOI TKAaHWHM) Ta iHIII MaTOJOTIi, TaKi K TilIOTUPEO3, Te-
Mobinis, nmepioguvHa XBopoba, iHIIi OHKOTeMaTOJIOTiuHiI 3aXBO-
PIOBaHHSA, MOXKYTh MaTH CyIJIOOOBUM CUHPOM, IO AOILIBHO Bpa-
XOBYBaTH B Ipotieci AudepeHLiaabHOi AiarHocTHKH (Tab. 4.3.).
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Tabnuusa 4.3. OcHOBHI gudepeHLIHO-[IarHOCTUYHI 03HAKM
HaWbINbLL YacTMX 3aXBOPHOBaHb 3 YpaXKeHHAM CyrnobiB y aiTen

3axsopto- AHaMHECTMYHI Ta KNiHIYHI J[lofaTKOBI [iarHOCTUYHI
BaHHA AndepeHLinHI 03HaKu MeToau
rePn Mirpyrounii, HeCTINKMI Ta O3HaKu nepeHeceHol
HeleCTPYKTMBHUI apTpuT, CTPEenTOKOKOBOI iHdeKL;T,
AKUI BUHUKAE Yepes 2-3 BakTepionoriyHe
TWXHI MicNsi CTPENTOKOKOBOIO | OCHIKEHHSI Ma3Ka 3
¢hapuHriTy abo aHriHn. MoxXyTb | HOCOTNOTKM, XapaKTepHi
crnocTepiraTucs KinbuenoaibHa | 3miHn Ha EKT Ta
eputema, aboMiHaNbHUI ExoKT'; nijgBuLLeHHS
CUHPOM; PEBMOKApAUT, TUTPY cneundivHmnx
xopesi. aHTMCTPENTOKOKOBMUX
aHTuUTIN.
PeakTuBHMn | BuHuMKae yacTiwe y giten BusiBnenHs 30ypgHuka
apTput BikoM Bij, 13 pokiB uepe3 1,5-2 | iHchekuii 3a ;onomororo
(cunppom TWXHI MICNIS KULWKOBOT iH(hEKLT | CepoNIoriyHNX METOLIB.
PeiiTepa) abo iHghekuii ceyocTaTeBKX bakTepionoriyHe
opraHiB. TUMOBMI rocTpu, LOCII)KEHHS] BUOPOXXHEHb
aCUMETPUYHUI apTpUT Ha NaTOreHHy KULLKOBY
HWXHIX KiHLiBOK. MOXYTb chnopy. BusiBneHHs
cnocTepiraTuch iput/ aHTureHiB 36ygHuKa
KOH'HOHKTMUBIT, YPeTpHT. iHchekwii B eniTenii ypeTpwy,
KOH'FOHKTMBU, CUHOBIAJIbHIN
pinuHi. BusiBneHHs
HLA-B27; BigcyTHiCcTb AHA.
ApTtputu npu | Mepuchepuynuin apTput 3 MpoBepenHsa OEIAC,
3ananbHUX | MepPeBaXHUM YPaXKEHHAM KosioHocKonii i3 Gioncieto,
3aXBOpHO- BEJIMKMX Ta cepefHix cyrnobiB | BigeokancynbHa
BaHHAX HUXKHIX KiHLIBOK, CTIOHAMNIT, €H/10CKONifl, BUSBJIEHHSA
KMLWIEYHNUKY | CaKpOINEIT. XpOHiyHuiA abo cneuudivHnX aHTUTIN
(xBopoba peLnauBHUIA BiNb Y XUBOTI, (ANCA, KanbnpoTeKTHH).
KpoHa, He- | cxyaHeHHs abo BifCYTHICTb Bucoka yacToTa BUSIBNEHHS
cneundiyHuiA |agekBaTHOro Habopy Macu HLA-B27, BigcyTHicTb AHA.
BMpA3KOBWI | Tina.
KOniT)
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MpogoBxeHHs Tabn. 4.3.

iHTOKcuKaLis, hebpunbHa
TemnepaTypa Tina.

3axBopto- AHaMHECTHUYHI Ta KJiHIYHI [lonaTKoBi fiarHOCTUYHI
BaHHS AndbepeHLiitHi 03HaKK MeTonM
CuHapom OO6TsHKEHUIA ciMeliHMI BigcyTHicTb nabopaTopHoi
[o0posiKicHol | aHaMHe3. lMepiognyHuii 6inb aKTUBHOCTI 3ananbHOro
MiABULLEHOT | YHOUI, LUBMAKOMMUHYYMIA npouecy Ta TMMOBUX
PYXJIMBOCTI | CMHOBIIT, 3BUYaNHO Y BiLli 3—10 | peHTreHOMOoriYHMX 03HaK.
cyrnobis pokiB. lMposieu nigBuLLeHOT
pyxnuBocTi cyrnobis
(HagMipHe po3ruHaHHs B
MeTakapnocanaHromx,
NiKTbOBUX a60 KONIHHUX
cyrno6ax).
CenTuyHuii | MOYMHAETLCSA rocTpo, YacTile | 3aranbHuii aHani3
apTput — MOH0apTpUT. BupaxeHa KpOBi (NenkouuTo3s 3i

3cyBoM ¢hopMynu BAIBO,
3HaYHe MigBULLEHHS
LLIOE). MipBuLLeHHS
PiBHA MPOKANbLUTOHIHY.
BakTepionoriuHe
[OCNiA)KeHHS KPOBI,
CHHOBIaNbHOT pignHK. KT,
MPT cyrno6is.

lemopariyHuii

HecrTilikuii cyrnoboBuii

Koarynorpama, 3HUXeHHs

cyrnobis. EHTe3onarii.
YpaxeHHs xpebTa Ta
CaKpOINeiT 3'ABNATLCS Yepes
JeKinbKa pokis. YacTo - ipuT 3
60/1bOBUM CMHPOMOM.

BacKynit cuHapoMm. lemopariyHa piBHIO TpOMOOLUTIB.
(nypnypa BUCMNKA, 6iNb y XMBOTI, yacTo | KoHcynbTallis rematosiora
LLlennsiiHa- | BUHMKae nicns iHdekuii
leHoxa) BEPXHIX ANXaNbHUX LWNSXIB;

3BMYANHO PO3MOYNHAETHLCSA Y

cepedHboMy B 4 poku abo y

LWIKINbHOMY BIL}i.
AHkinosyto- |YacTiwe - y XnonymkiB Bikom | HacTo - NO3UTMBHMI
unii cnoHan- | Bipg 13 poKiB 3 ypaXeHHAM HLA-B27. PeHTreHomoriuHe
niT Ky/bLIOBMX Ta KOMIHHNX abo KT pocnixeHHs

XpebTa Ta ineocakpanbHUX
34JleHyBaHb
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3akiHyeHHA Tabn. 4.3.

3axBopto- AHAMHECTMYHI Ta KNiHIYHI JlonaTKoBI liarHOCTUYHI
BaHHA AnchepeHLiiHi 03HaKK MeToam
Mcopiaty- | AcumeTpuyHuin oniro- abo PeHTreHonoriyHe
HWIA apTPUT | MONIApTPUT, ypaXKeHHs! DOCTi)KEHHSI KUCTeN
JucTanbHuX cyrnobiB nanbLie | pyk, cTon, Ta3y, xpebTa.
KiHLiBOK abo KpynHux cyrno6is. | KoHcynbTauis nepmartonora.
Baxxkuii [ecTpyKTUBHHMIA YacTo - no3uTUBHMIA
MYTUNFOKOYMIA apTPUT. HLA-B27.
McopiaTuyHa BUCUMNKaA, TUMOBE
YPaXeHHsl HIrTiB.
CucteMHuit | YacTiwe y giByaT-nignitkie. Bucoki Tutpu AHA,;
YyepBOHMI MoniapTpanrii, CAMETPUYHUIA | BUSIBNIEHHSI QHTUTIN A0
BOBYaK Heepo3uBHMI apTpuT. Bucunka | aBocnipanbHoi [HK Ta
(epuTtema Ha 065MyYi), aHTucbocdponinigHux
nosniceposuT, HechpuT; aHTuTin, LE-KniTuH; aHemis;
ypaxeHHs LJHC. MaHLUTOMEHISN; 3HUKEHHSA
piBHsl C3, C4 KOMNOHEHTIB
KOMMJIEMEHTY.
CucteMHa YacTile cuMeTpUYHO PeHTreHonoriyxe
cKyiepogep- |ypaxarotbes ApibHi cyrnobu | [oCnigKEeHHs KUCTen
Mist KMUCTeN Ta NPOMeHeBo- PYK, CTpaBOX0Ay, NereHis.
3an'sacTKOBI cyrnobwm, Kaninsipockonisi. bioncis
MiHiManbHi eKcyaTUBHI wkipu. MoautusHwit Scl-70,
3MiHM, YLIiIbHEHHS iHWI cneyudiyHi aHTUTINA.
HaBKoNocyrnoboBuX TKaHUHM,
PO3BUTOK KOHTPaKTYp.
XpOHiuHuiA nigrocTpuit
nepebir. XapakTepHi WKipHi
nposiBu, CUHAPOM PeltHo,
MySbMOHIT, e30dhariT.
3nosikicHi 3a- | binb abo HabpsK y 3MiHM B KNiHIYHOMY aHani3i
XBOPOBaHHA | cyrnobax, occanrii, KpoBi (YpaXxkeHHs 6yab-
(ocTeocap- |3aranbHa CUMNTOMATHKA; AKNX KJTITUHHUX MapOCTKIB)
Koma, pabjo- | po3BMBaeTbCA B Oyb-aKoMy | abo «napagoKcabHe
MiocapkoMa, |Bili. XBopobnusuii BUrnag, 3anasnieHHs» 3 HOPMaJslbHOK
NeNKos, NliM- | Cepo3nTM. KifIbKiCTHO TpOMOOLMTIB Ta
¢homa) nigeuweHoto LLIOE; amiHu

y NOKa3H1Kax Mienorpamu,
3MIHM Ha peHTTeHorpamax,
KT, MPT.
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JlixyBaHH#. Bepudikanis giarHo3y Ta BUOip TAKTUKU JIiIKyBaH-
HA 3[iMCHIOETbCA B CIIelliali30BaHUX AUTAYMX PEBMATOJIOTTYHUX
Biaginenuax. [lokazamu o rocmitastisaiiii xsoporo Ha IOIA e: Ha-
ABHICTb CyMHIBIiB Y ZliarHo3i; BiZiCyTHICTb epeKTy mpu ambynaTop-
HOMY JIiKyBaHHi; BUCOKA aKTHUBHICTb 3aXBOPIOBAHHs, BUPaKEHe 3a-
TOCTPEHHs CyIyI000BOTO CUH/POMY; HasIBHICTh CUCTEMHUX TIPOSIBIB
XBopoOH; HeoOXifHICTh KOpeKIii ¢papMakorepamii mpoTupeBma-
TUYHUMHU XBOPOOO-MOANGDIKYIOUMMHU TpenapaTamMu Ta/abo mpu-
3HAUEHHS FeHHO-iHKeHEePHUX Oi0JIOTiYHUX IMpernapariB, BHYTPIll-
HBOCYTVIOOOBHX Ta IePOPAIbHUX KOPTUKOCTEPOiAiB. KopucHuM €
KOMaHZHWH migxig go gikyBanHs IOIA. Bubip Tepartii rpyHTyeTbCA
Ha aKTUBHOCTI ITPOIleCy, TSKKOCTI 3aXBOPIOBAHHA, HAfBHOCTI 4U
BiZICYTHOCTI O3HaK, 1110 BKa3yl0Th Ha MoraHuii mporxos HOIA.

Mema nikyeauHsi:

- [JOCATHEHHS peMicii abo MiHiMaIbHO-MOMXJIUBOI aKTHB-
HOCTi XBOpoOU;

- MiHimi3aris mobiuHux edekTiB Teparii;

- MiABUINEHHA AKOCTI XXUTTA XBopux 3 I0IA.

MezukameHTO3He JiKyBaHHA IOIA BkIIOUaE:

- HII3IT;

- TKG;

- «ba3ucHi» XBOpoboMOAMiKyIOUi IPOTUPEBMATUYHI CHH-
TeTUYHi 3aco0H;

- bioJyoTiyHi reHHO-iHXKeHePHi ITpenaparu.

3acrocyBanHa HII3II i I'KC crnpusie mBUAKOMY 3MEHIIEHHIO
6010 i 3amazieHHA B CyIiobax, aje He 3armobirae mporpecyBaHHIO
3aXBOPIOBAHHS.

HII3II 3aCTOCOBYIOTh Ha PaHHIX CTaZisAX XBOPOOU /10 Bepudi-
Kaii zgiaruo3sy. IlepeBary Ha/lal0Th AUKJIOGEHAKY HATPilO B 103i
2-3 Mr/kr/no0y, ibynpodeHny B fo3i 35-40 mr/kr/a00y, iHribiTo-
paM LIMKJIOOKCUTeHA3U-2 — HiMecynigy B 103i 5-10 mr/xr/no0y,
MeJIOKCUKaMy (AiTam ctapiire 12 pokiB) B 103i 7,5-15 Mr/mo0y.

[Ipy1 BUCOKOMY CTYTIEHi aKTUBHOCTI crcTeMHOi popmu FOIA
Biz mpusHaveHHa HII3IT ciix yrpumaTtuca, OCKUIBKM BOHH MO-
’KYTb CIIPOBOKYBATH PO3BUTOK CUH/POMY aKTHBaIlii MaKpodaris.

Y Bumagkax HezmocTaTHboOI edpexTuBHOCcTi HII3II, a Takoxk
IIpYU BUCOKiN NIePCUCTYIOUili aKTUBHOCTI Ta BUPAXXEHUX CUCTEM-

86



Po3zpgin 4. lOBeHinbHWiA igionaTndHnii apTpUT

HUX TPOsBaX XBOpOOU, TpHU cleludpivHOMYy yparkeHHi OdYew,
roCcTpUX iMyHHHUX Kpu3ax 3actocoByioTb 'KC jokanbHO (BHY-
TPITHBOCYTJIOO0BO Ta B aIUTiKaIisax) abo cucTeMHO (OZHOYACHO
3 IMpU3HAYEHHAM XBOpoOoAndiKyounx mpemnapartiB «6a3uCHOI»
Teparii).

CranzapTHuM npenapaTtoM aada cucTtemHoi 'KC-teparmii €
IIpeJHi30I0H. B ocTaHHI poku niepeBara HaZlaeTbCA METWIIIPe/Hi-
30JI0HY, IKWUHU JIEI0 BUIIUI 32 aKTUBHICTIO, Ma€ MEHIIIE MTOOIIHUX
AiH, 37iHcHIOE OUTbIn TpUBAMUK ebeKT Ta 37aTeH y OUTbIIiN Mipi
HaAKOIIUYyBaTHCA Y BOTHUII[AX 3aMajeHH.

JIiKyBaJIbHI /1031 MiAOUPAIOTh iHAUBIZAYaTbHO i3 PO3paxyHKy
0,5-1,5 mMr/kr Ha 706y 10 TIpeAHi30I0Hy. MakcuMasibHa 10060Ba
no3a T'KC 3actocoByeTbcsa 0 crabimizailii mporecy (He MeHIe
1-1,5 mic.). B moganbimomy 10608y z03y 'KC mMOCTYIIOBO 3HIDKY-
I0Th 710 ImiATpuMYyt04oi (0,3 MT'/KT), 3 HACTYITHOIO iX BiiMiHO!O. Pi3-
Ke 3HIDKEeHHS ZI031 abo pamnToBa BifMiHa IpeAHI30JI0HY MOXYTh
BUKJIMKATH CUHIPOM BiZIMiHU, SKU TIPOSIBJISETHCSA Mia/ITisIMH, ap-
TPaJITisIMM, TUXOMaHKOI0, Hy/IOTOI0, OJIFOBOTOIO, /IETIPECIEIO.

OpnouacHo 3 I'KC npusHavaeThbcs 6a3rcHa Tepartisi, ska 3HU-
’ye notpeby B HII3IT i 'KC (a BiAMOBigHO i BipoTiZiHICTH PO3BUT-
Ky Mo6iyHUX edeKTiB, AKi BUHUKAIOTh Ha (OHi JIiKyBaHHS LIUMU
npernaparaMu), 03BOJIAE TIOKPAIIUTH AKICTh KUATTA 1 BiAganeHi
HaCJIiZIKK XBOpoOu. [TokazaMu /i1 paHHBOTO 3aCTOCYBaHHs (TIpo-
TATOM IepIIuX 1-3 MicAIiB 3aXBOpIOBaHHsA) Oa3UCHUX MPOTHUPEB-
MaTUYHUX XBOPOoOOMOAUGiIKYIOUHX ITpeaparis €:

- BiZICyTHICTb edeKTy YM HeJOCTaTHS eEeKTUBHICTh Teparil
HII3II mpu HU3BKOMY CTyIleHi akTuBHOCTI FOIA, mpu 36epexeHHi
apTpairii, paHKOBOI CKyTOCTi, MiCIIeBUX O3HAaK aKTUBHOT'O CHHO-
BiiTy; mpuckopenHsa IIIOE, migsuiiieHHsa Bmicty CPB, mporpecy-
BaHHS PEHTTEHOJIOTiYHUX 3MiH B CyIVIo0ax;

- II-1II cTyminb akTUBHOCTI cy1mo60Boi popmu FOIA;

- e61oT cucremHoro IOIA.

Jlo 6a3ucHUX TIpemnapariB BiIHOCATHCS: 4-aMiHOXiHOJIIHOBI
MOXiZiHI (Zenarii, IIaKBeHiT), iMyHO/lelpecaHT (MeTOTpeKcar,
aszariomnpuH), cyabdacanasuH, JedIIOHOMIJ, IIUKJIOCIOPUH A Ta
iMmyHoOGionoriuHi mpenapaTtu (etaHepuent, iHuikcuMab, azgairi-
MyMab, TOLHIi3yMab ToIIo).
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BasucHy Teparito CJIifj po3MOYMHATH Bifipa3y micyiA Bepudi-
Karii giarHo3y. EQeKTUBHICTh Mpenapary OLiHIOETHCA MPOTATOM
nepmux 3-6 MicALiB XBOpoOw, mpu ii HeZOCTATHOCTI y MaKCH-
MaJIbHIil JIIKyBaJIbHIN /1031 MPOBOAUTHCSA 3aMiHa Ipemnapary abo
MpUEAHAHHA iHIIOTO 6a3UCHOTO Ipemnapary. BizmiHa mpenaparis
MOJKJIMBA TIBKU y BUIIAJKY CTiMKOI KJIiHIKO-TabOpaTOpHOI peMmi-
cii He meHmte 1-2 pokiB. PaHHs BiZiMiHa iMyHOZIETIPECAHTIB y Oib-
IIOCTi XBOPUX BUKJIMKAE 3aTOCTPEHHSA 3aXBOPIOBAHHS.

3 ypaxyBaHHAM nartoreHe3y IOIA (mopylieHHS KJIITUHHOTO
iMyHIiTeTy, IpPOBiZHa PoJIb NTpo3anaabHUX IUTOKIHIB B iHil[iamii Ta
MiTPUMI ayTOIMyHHOTrO 3amajeHHS B OPraHi3Mi, TinepIposyK-
I[if1 «[TATOTeHHUX» «OPraHOCIeniYHIX» aHTUTLI, AKi BUKJIUKA-
IOTh IECTPYKIIi0 CyIVIOOiB Ta iHIUX TKAHWH) TPU PE3UCTEHTHOCTI
XBOPOOH JI0 3araIbHONIPUMHATO]I Tepallii 3aCTOCOBYIOTh Pi3Hi KJa-
CH FeHHO-iHKeHepHUX Oionoriunux npenapartiB (I'IBIT).

['IBII — 1le MOHOKJIOHA/IbHI aHTUTiIa Ta peKOMOIHAHTHI Oil-
KU, 5IKi iHTiOYIOTh aKTHUBHICTh MpO3aNlalbHUX IUTOKIHIB Ta MarTo-
JioriyHy akTtuBaiiito T i B KJIiTUH.

BiosoriuHi npenapaTy 3ZaTHI He TUIBKHU iCTOTHO YIIOBUIBHIO-
BaTH JIECTPYKIIifO CyrIobiB, aje y MeBHOi YaCTUHU XBOPUX — MTOB-
HIiCTIO MIPU3YIIUHATU ATOJOTiYHUM Iporiec. CTpaTeris JiKyBaHHA
GiosorivHUMM TIpernapaTaMy 0a3yeTbCs HAa PaHHIA JiarHOCTHUIL
IOIA, Aka BU3HAYa€e MOXKJIUBICTb Ay)Ke PaHHBOI iHirialii (BikHO
MOJKJIMBOCTEI) Ta PETEJIBHOIO0 KOHTPOIIO epEeKTUBHOCTI Teparii,
IIIO CIIPSIMOBaHa Ha SIKOMOTa IBU/IIE JOCATHEHHs peMicii abo Mi-
HiMaJIbHOI aKTUBHOCTI XBOpoOU (JTiIKyBaHHSA 10 IOCATHEHHS METH
— treat to target). [lo HebaxaHUX edeKTiB biosoriuyHoi Teparii Ha-
JIEXKUTh TPUTHIYEHHA TPOTUIHGEKI[IHHOTO i IPOTUITYXJIMHHOTO
iMyHIiTeTy, pU3HK PO3BUTKY aJepriyHUX peakIliii.

J1s1 3HVDKEHHST YaCTOTH MOXKJIMBUX IMOOIYHUX SIBUIL 0 TIPU-
3HavyeHHs ['TBIT 060B’I3KOBO MPOBOAMUTHCA CIIelliaTbHe 00CTeXeH-
Hf TIAI[iEHTIB Ha TyOepKy/1b0O3, HAABHICTh BipyCHUX T'€IaTHUTIB,
XPOHIYHUX OOCTPYKTHBHHUX 3aXBOPIOBAHb OPOHXOJIET€HEBOI CHC-
TeMH, OIiHIOETHCA GYHKI[IOHATBHUN CTaH CEPIIEBO-CYAUHHOI CHC-
TeMU, IeYiHKU, HUPOK.

JloBezieHo, 110 KoMb6iHOBaHa Teparis ['IBI1 Ta MeToTpeKca-
TOM Oinbil epeKTUBHA Hi’K MOHOTEpAITif.

88



Po3zpgin 4. lOBeHinbHWiA igionaTndHnii apTpUT

JlikyeanHa onizoapmukynapHozo eapianmy IOIA.

[TounHatoTh JNiKyBaHHA 3 npenapartiB rpynu HII3II. [Ipu
HasABHOCTi BUPAXEHOTO BUIIOTY B CyI7Io6ax IPOBOAATH BHYTPIlII-
HboCyr1060Bi iH'ekwii ['KC: MeTUIpeAHi30I0Hy, 6eTaMeTa30HYy,
TPiaMIIMHOJIOHY.

[Tpu I-II cTyneHsaX aKTUBHOCTI OJIrOapTPUTY MOXYTh OyTH
3aCTOCOBAHI JIOKAJIbHI arvrikamii mpemnaparis, mo 3a6e3mevyoTh
MIPOTHU3aTaJIbHY, 3HEOOJIOI0YY ZIif0, MOKPAIIYIOTh MiCLIEBUM KPO-
BOOOIr (Ma3b rijpokopTH30HOBA, Ma3i 3 HII3II, Ma3b remapmuHo-
Ba). CummroMaTuyHe JikyBaHHA 3 3acTrocyBaHHAM HII3II, BHY-
TpimHbocyrmo6oBuM BBezeHHA I'KC Ta micreBoi Tepamii 6yBae
JIOCTaTHIM JJIsT XBOpPUX Ha Iled BapiaHT IOIA abo € mepexizHum
€TaroM JI0 MpU3HAYeHHA 0a3UCHUX Ipenaparis.

IMpu miaTumi FOIA 3 paHHIiM MOYaTKOM PEKOMEHYIOTh PaH-
HE 3aCTOCYyBaHHA MeTOTpekcaTy B A03i 7,5-10 Mr/mM? moBepxHi
Tia/TWXAEeHb. 32 HeePeKTUBHOCTI TaKOi 031 MOXKJIUBE ii IMiJBU-
meHHA 0 15 Mr/M? oBepxHi Tila Ha THKAEeHb ab0 MpHU3HaYeHHSA
azariMmymaby B MO€JHAHHI 3 MeTOTpekcaToM. [[isi 3MeHIIeHH:
nobivYHMX edeKTiB MeTOTpeKcaTy CJIifi Ipu3HavaTu QOJiEBY KHUC-
JIOTY B 1031 5-10 MT 0fJHOpPa30Bo, Yepe3 24 ToANHU Mic/sA TpUiomMy
MEeTOTpEeKCaTy.

Y BUMAZKy PO3BUTKY YBEITY B AKOCTi 6A3MCHOTO Iperapary
ZIOIIUTbHE 3aCTOCYBaHHA LUKJIOCHOPUHY A B 1031 3,5-5 Mr/Kr Ha
n00y. TIpyu HeedeKTUBHOCTI Teparii MOXXJIMBE 3aCTOCYBAHHS IIH-
KJIOCIIOpHHY A B KOMOiHaIlii 3 MeToTpekcaToM Ta,/abo 6iooridyHuM
mpenapatoM (agaximyma6b). MiclieBo IpH yBeiTi 3aCTOCOBYIOTh
JleKcaMeTa3oH, GeTaMeTa3oH (B KpaIuIAX, CyOKOH IOHKTHUBAJIBHO,
peTpobynbbapHO), a TaKo)XX BUKOPHCTOBYIOTh KpaIUTi 3 IPOTU3a-
MaJIbHMMM [pernapaTamMy Ta MiIpiaTUKK (JIikyBaHHS yBeiTy IPOBO-
IUTH OPTATBEMOJIOT B KOMaH/i 3 IUTTIYUM PEBMATOJIOTOM).

IMpu migrumni FOIA 3 ni3HiM OYaTKOM B AKOCTi 6a3UCHOTO
mpernapaTy MOXJIMBE PaHHE IPU3HAUYeHHA cyiabdacana3uhy, Io-
YUHAIOYU 3 03U 12,5 Mr/Kr/A00y, 3 TOCTYIIOBUM IiIBUIIEHHIM
JI0 MaKCUMaJIbHO ebeKTUBHOI (B cepegHbomy — 30-40 Mr/Kr Ha
700y, MakcHMaJsibHa TepaneBTUYHA 032 — 50 Mr/Kr/zo6y). [Ipu
HeeEKTUBHOCTI cynbdacanmasuHy npoTarom 3-6 MicsiliB 3acTo-
COBYIOTh iHIIWM Oa3UCHUI Mpemnapar B AKOCTi MOHOTepariii abo B
KoMOiHallii 3 iMyHOOi0IOTIYHUM TIpernapaToM.
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JlikyeanHsa noaiapmpumy (cepono3umueHozo i cepoHeza-
mueHno20) npu IOIA.

[lokaszaHO paHHE NpU3HAYEeHHsA METOTpeKcary B J03i 7,5-
15 Mr/m? moBepxHi Tijla Ha TWKAEHb MiAMKIPpHO ab0 BHYTpIll-
HBOM’SI30BO, IO BiAmosizae fo3i 0,3-0,4 mr/kr/TuxzAeHb. I[Ilpu
3aCTOCYBaHHI Cepe/iHiX TepalleBTUYHHUX /03 llepeBara HaJaeTbCsa
OpaJbHOMY BBe/IeHHIO TIpenapary. 361iblyouu o3y 10 15 mr/m?,
IpernapaT BUKOPUCTOBYETBCA MiALIKIPHO, IO CIPUAE MiJBULLEH-
HIO F10T0 6i0ZIOCTYITHOCTI Ta MOJIIIIY€E TEPEHOCUMICTb.

IIpu 306epekeHHi aKTUBHOCTI ab0 IpoOrpecyBaHHi XBOPO-
6u OLLTPHO IPOBeCTH KOMOIiHOBaHY Teparilo MeTOTPeKCaToOM 3
nedyHOMiZIOM abo MOHOTeparito JedsyHoMizoM (y AiTel 3 Ma-
coto Tia > 30 kr B Z103i 100 Mr 1 pa3 Ha 106y mpoTsaroMm 3 JHIB,
aani B 103i 20 mr 1 pa3 Ha 100y; y giTel 3 Macoto Tia <30 kr — 50
Mr Ha Z00y npoTsaroMm 3 AHIB, MOTiM He Ginbie 10 Mr Ha Z06Y).
B noganpiomMy y Bunazkax HeepeKTUBHOI'O JIiKyBaHHSA JIOLILIbHE
3acToCyBaHHA 6iosoTiYHUX TpemapaTiB (azamiMmymab, eTaHep-
LEIIT, TOLTi3yMa0).

[Ipu HeepeKTHUBHOCTI iMyHOCYTIPECUBHOI Ta 6iosIOTivHOI Te-
parii, JlokasmpHOro 3acrocyBaHHa I'KC MoxinBe IpuU3HayeHHA
I'KC mapeHTepasbHO abo BcepeiHy B IIO€AHAHHI 3 ITepepaxoBa-
HUMU BUILle METOAAMU JiKyBaHHA.

Jlikyeannsa cucmemnozo FOIA.

[Ipy BUCOKili aKTMBHOCTI 3aXBOPIOBAHHA Ta PO3BUTKY He-
0e3meyHUX JJI JKUTTA CHUCTEMHHX IIPOSBIB XBOPOOU IMOKa3aHO
NpU3HaYeHHA My/IbC-Tepalii MeTUINpeAHi300HOM B 031 10-20
MI'/KI' MacH Tila IPOTArOoM 3 [HIB 3 HAaCTYIIHUM IIepexXoJoM Ha
1ioro mepopaibHUN IPUHOM B 1031 1 Mr/Kr/z00y. MOXXIMBa KOM-
6iHawif 3 mapeHTepaJbHUM BBeZJeHHAM METOTPEKCATY.

Y pasi 36epe)xeHHs CUCTEMHUX IIPOsIBiB, BUCOKHX JIabopaTop-
HUX [TOKAa3HUKiB aKTUBHOCTi XBOPOOH, PO3BUTKY reModarorurap-
HOT'O CHH/[POMY /10 Teparlii Moxxe OyTH JoZaHUI IUKJIOCIOPiH-A Y
n03i 3,5-5,0 Mr/Kkr Ha 700y 1 TPUIOMY BCEPEAUHY.

IIpy KOKCHTi 3 aCeITUYHUM HeKpo3oM abo 6e3 HbOTo 3acTo-
COBYIOTb KOMGiHOBaHY Tepaiio: MeToTpekcar B 103i 15-20 mr/m?
MOBEPXHi Tijla HA THXKAEeHb (MiAMKIpHO ab0 BHYTPIlIHBOM SI30B0)
Ta/abo UKIOCIOpPiH-A y f103i 3,5-5,0 Mr/Kr Ha 1006y.
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[Tpu HeedeKTUBHOCTI CTaHAAPTHOI Teparii iMyHOZenpecaH-
tamu i 'KC noka3aHa Teparisi reHHO-iH)KeHepHUMU Oi0o/IOTidYHU-

MU IIpernapaTaMuy.

BukopuctoBytorb aHTH-PHII mnpemapatu (agaximymao,
eTaHapuent, iHdiikcimab, romimymab), npu cucremHomy IOIA —
antu IL-6 (Tormnisymab), anTtu IL-1B — (aHakiHpa, KaHaKiHyMa0,
pUJIOHAIIENT), OCTaHHIM YacoM — iHribiTopu KiHa3 (TodaluTiHio)

(Tab. 4.4.).

Tabnuus 4.4. basosi npenapatu 6ionoriyHoi Tepanii OIA.

MpenapaTu

lo3za

Apanimymab — nrogcbki
MOHOKNOHanbHi aHTU-TNFa-
aHTUTINa

[lo3yBaHHs 3a Macoto Tina

- 15-30 kr = 20 Mr, NigWKIPHO KOXHI
2 TUXHI.

- Binbwe 30 kr — 40 Mmr, NigLWKipHO
KOXHI 2 TUXHI.

EtaHapuenT — WTY4YHO CTBOPEHA
monekyna 6inka, ika cknagaeTbesl 3
2-X peuenTopiB po3unHHoro ®HIM a
i3 fonaBaHHaAM Fc coparmeHTy Ig G

0,4 Mr/Kr Macu Tina Ha TUX[eHb
abo 0,8 Mr/Kr, WOTWXHS NiALLKIPHO
Makcumym 50 Mr/TuxaeHb

lonimymab — nroacbke
MOHOKJNOHasbHe aHTUTINO fo ®HM a

>40 kr — 50 Mr, NigWKIPHO KOXHI 4
TUXKHI

Touuniaymab — pekoMbiHaHTHe
MOHOK/OHaJIbHE aHTUTINo A0
peuenTopis 1J1-6.

12 mr/kr go 30 Kr Macy Tina Ta

8 mr/kr >30 kr, 1 pa3 Ha 2 TUXHI
BHYTPILUHbOBEHHO NPY CUCTEMHOMY
tOIA Ta Ha 4 TUXHI y XBOpUX 3
noniapTukynsapHum 0IA

AHakiHpa — pekOMOBIHaHTHUN,

Mo uchikoBaHUiA NOACHKMI BiNoK,
SIKWI € QHTAroHICTOM peLienTopa
iHTepnelikiHy-1.

1-2 mr/kr macu (He 6inblue 100 mr),
MiJLWKipHO, WOJEHHO

CekykiHymab —ntoficbke
MOHOK/OHanbHe aHTuTino IgG1/k,
LU0 CEeNeKTMBHO 3B'A3YETbCS Ta
He!Tpanisye npo3ananbHuii LUTOKIH
— iHTepneikiH-1T7A.

[lo3yBaHHs 3a Macoto Tina =15 Kr o
<50 kr — 75 mr/po3a; =50 kr — 150
Mr/po3a, nigwkipHo 0, 1, 2, 3, 4, noTim
1 pa3 KoXHi 4 TUXHI

TochauuTiHi® — ceneKTUBHMIA
iHribiTop ciMencTBa IHyC-KiHa3, Lo
Ma€ BUCOKY CENeKTUBHICTb LWOA0
iHWLMX KiHa3 FreHOMY JIUHM.

>40 kr maca Tifia — 5 Mr 2 pasu Ha
AoGy
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HaasHicTb y xBoporo 3 cucteMHUM HOIA iHTepKypeHTHOI iH-
dekrii € moKa3zaHHAM 0 IPU3HAYEHHA aHTUOAKTepiaJbHOI Tepa-
Iii MpernapaTaMu HIMPOKOTO CIeKTpy Ail (amiHormikozuzau I i IV
nokostiHHA, nedanocnopunu 11 i IV mokoriHHsA, kKapbarneHeMu Ta
iH.) Ta/ab0 3acTOCyBaHHA BHYTPIlTHBOBEHHOT'O iMyHOIJIOOYITiHY.
Moro npusHayaoTh NapaneabHo 3 MyIbC-Tepamielo MeTHIIpe/Hi-
30JI0HOM i MeTOTpeKcaToM abo Bigpasy micis ii mpoBeieHHs.

3rigHo 3 pekomeHganiam PReSS (2013), nikyBauus IOIA 6a-
3UCHUMH XBOPOOOMOANDiKYIOUMMU TTperapaTaMu IPOAOBXKYIOTh
MIPOTATOM He MeHIIe 2-X POKiB IiC/IA 0CATHEHHA KIIiHIKO-1abopa-
TOpHOI pewMicii. biosoriuni npenapaTy MOYMHAIOTh BiIMIHATH IIic-
s 1-1,5 poKy cTaHy HeaKTUBHOI XBOpoOHU. BiiMiHa MpoBOAUTHCSA
MIOCTYTIOBO, IUIAXOM 3MEHIIEeHHSIM /03U IpernapaTiB abo 36i1b-
LIeHHSA iHTepBaJIiB Mi>k BBeZIleHHAM JIiKiB.

Kpurepii nosHoi pewmicii IOIA (3anmpornoHoBaHi AMepHKaH-
CBbKHM KOJIEZ>KOM pPeBMAaTOJIOTii) BKJIIOYAIOTh:

- BiZIcyTHiCTB 3amabHOTO 60JIIO B CyIyIo0ax;

- BiZCYTHICTb PaHKOBOI CKYTOCTi;

- BiZICyTHICTb BTOMHU NIPU 3BUYAHOMY IIOZIEHHOMY PeXXUMi
JVTUHY;

- BiACYTHICTP CHUHOBIiTiB, IpOrpecyBaHHSA YIIKOAKEHHA
cyr1o6iB, IKi BU3HAYEHO ITiJ] Yac MOCIiZIOBHUX PEHTTEeHOJOT -
HUX JOCTiKEeHb;

- BiacyTHicTb miaBuiieHHA piBHA IIIOE Ta CPB.

Komriekcn ¢isioTepaneBTUUYHUX BIpaB CIPSMOBaHI Ha
30ibIIeHHs 00CATY PyXiB B cyriobax, yCyHEHHS 3THHAJIbHUX
KOHTPAKTYp, 36eperkeHHs QYHKIIIOHAIBbHOI aKTUBHOCTI CyT/I00iB,
BiZITHOBJIEHHSA M’130BOi Macu. PeKOMeH/yI0Th 306epiraT mpsiMy Io-
CTaBy NpU X0/b01 Ta CUZiHHI, CIIATH HA YKOPCTKOMY MaTpalli i TOH-
Kill TIOAyIIIli. BUK/IIOUMTH ITICUXOEMOIIiMHI HaBaHTa)KeHHs, Tepe-
OyBaHHA Ha COHIIi. B mepiozi pemicii KOpUCHI IPOTY/ITHKY TIIIKH,
i3za Ha BeslocuIe/i, IyIaBaHHA.

PexoMeHZyIOTh aZieKBaTHe BiKy Xap4yBaHHA 3 JIOCTaTHIM
BMicTOM OiJIKiB, KMPiB, BYIJIEBOZIB, BiTaMiHiB, MaKpO- Ta MiKpO-
€JIeMeHTIiB, BXXMBAaHHs Xap4YOBUX MPOAYKTIB 3 MiZIBUILIEHUM BMicC-
TOM KaJbllifo Ta BiTaMiHy D, IpoAyKTiB, 10 MiCTATE oMera-3 Io-
JIiHEHACHYeHi XXUPHI KUCIOTU (MOPENPOAYKTH, PUO TUUH JKUD).
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XBopuwM, fKi oTpuMytoTh 'KC A0IIiIBHO OOMEXUTH CIOKUBAHHSA
BYIVIEBOZIB i )KUPIiB, Kpallle 3aCTOCOBYBaTH OLIKOBY /Ii€Ty Ta IPO-
IYKTH, 1[0 MiCTATh JOCTATHIO KiTbKICTh KaJito.

Jitsim i3 FOIA BracTuBUi BUCOKUH PU3UK iHOEKIIIH, 10 OB’
3aHe 3 MOPYIIEHHAMH Y HUX QYHKIIIOHAJIBHOTO CTaHy iMyHHOI CHC-
TEMU Ta IPUHOMOM iMyHOCYTIPECHBHUX i 6i0JIOTTYHIX MTperapaTiB.

Bakiunanisa xsopux Ha IOIA pemtamenTyerbesa HarioHasnb-
HUM KaJIeHZapeM IleIUIeHb, epefbadeHo, Mo aTeHyHoBaHi KUBi
BakKIMHU He BBOJATH IAIlieHTaM, fIKi OTPUMYIOTb BHUCOKi Z03U
6a3MCHUX MPOTUPEBMATHYHUX IpenapaTiB, 'KC abo 6iosoridyHy
Tepario. Y pa3i HeCIpHUATINBOI eMileMioNoriYHOol CUTYyallii XBOPY
JUTHHY PEKOMEH/I0BaHO BaKLIMHYBATHU 0 IPU3HAUYEHHA iIMyHOCY-
MIPECUBHOI Tepallii: aTeHyHoBaHi BaKI[MHU BBOJATh 32 OLIBII, HiYK
4 TI>KHI, a HAKTUBOBAaHi 3a OUIBIIL, Hi)XK 2 TYDKHI /I0 TIOYATKY JIKY-
BaHHA 3a3HaYeHUMU IIpenapaTaMu.

CyyacHi JOCATHEHHS HAyKOBO-IIPAKTUYHOI MEUIIHU 3MEH-
WK TOTpe6y B XipypriuHoMy JiikyBaHHi xBopux Ha IOIA f10 KoH-
KPEeTHUX [T0Ka3iB:

- BaxKi fedpopmariii cyriobis;

- 3HavYHe 0OMeXeHH: PyXiB y cymiobax;

- aHKiJI03U Cy1o0iB;

- PO3BUTOK aCENTUYHOI'O HEKPO3y TOJiBOK CTETHOBUX Ki-
CTOK (B JaHOMY aCIeKTi pO3IVIA/aeThCsA MUTAHHA IIPO IPOBEIeHHA
CMHOBEKTOMii, OCTEOTOMii Ta apTpoZe3y, 3aMiHU KYJIbIIOBOI'O Ta
KOJIIHHOT'O CyIJIO0iB).

ITpodinakTuka Ta mporuos. [lepsuHHa npodinaktuka FOIA
y 3B’SI3Ky 3 THIM, IIIO €Ti0JIOTisI XBOPOOU HEBiZloMa, He TTPOBOJUTh-
cs1. [IporHO3yBaTH IOBrOCTPOKOBI HacIigku iepebiry FOIA B paHHi
TePMiHU XBOPOOU HEMOXKJIUBO.

JocsaraenHs B tikyBaHHi FOIA 3a octanHi 20 pokiB, 0cO6IMBO
PaHHE 3aCTOCYyBaHHA BHYTpilHboCyro6oBux I'KC, MeToTpekcary
Ta 6ioJIOriYHNX IIpernapaTiB, 3HAYHO MTOKPAIIUIN ITPOTHO3 /IS Ji-
teii 3 IOIA. Maitxe Bci zitu 3 FOIA BezyTh akTHBHE, IPOAYKTHUBHE
KUTTA. [IpoTe 6araTo maiieHTiB, 0COOIUBO 3 OMiaPTUKY/IAPHUM
3aXBOPIOBAHHAM, MOXKYTh MaTH MTPOOIeMU 3 aKTUBHUM 3aXBOPIO-
BaHHAM IIPOTATOM JIOPOCJIOTO BiKy, IPUYOMY CTiliKa pemicida gocs-
raeTbCAd Y MEHIIIOCTI MAlli€eHTIB.
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Y piTelt 3 cuCTeMHUM II0YaTKOM 3aXBOPIOBaHHS, K IPABUJIO,
BU3HAYaA€ETHCSA 00 TIOBHA PeaKIlisi Ha MeANKaMEHTO3HY Tepallito,
ab0 pO3BUBAETHCA TAKKUU MOMiapTUKY/IApHUE mepebir F0IA, 1mo
IIOTaHO MiJJA€TbCA MeMKaMeHTO3HOMY JiKyBaHHIO. [Ipu iboMy
XBOpo0Oa 36epiraeTbcs B JOPOCIOMY BiIli.

BinpmiicTs giTel 3 oniroapTukyaspHuM BapianTtoM HOIA ge-
MOHCTPYIOTh OCTaTOUYHY PEMICito, Xo4a y HEBEJIUKOI KiJTbKOCTI JIi-
Tel IpoTpecye CTilike NoMiapTUKY/ISPHE 3aXBOPIOBAaHHA.

PosBuToK yBeiTy Maiixke y 10-15 % XBopux MoKe IPU3BOAU-
TU A0 CJIIIIOTH.

BinbiIicTh JIeTaTbHUX BUIIAAKIB TIOB’SI3aHO 3 PO3BUTKOM aMi-
710103y HUPOK 260 iHPeKIiHHNX YCKIaZIHEHb Y XBOPUX 3 CUCTEM-
HuM BapiantoMm IOIA. Tlpu BTOpMHHOMY aMmiloiZjo3i IIPOTrHO3
BU3HAYAETHCS MOXKJIMBICTIO 1 yCIiXOM JIiKyBaHHS OCHOBHOTO 3a-
XBOPIOBaHHS.

Jlo HecripuATINBUX GaKTOPiB IMepebiry 3axBOpIOBaHHS Ha-
JIeXKaTh TIO3UTUBHICTh 32 PeBMAaTOiAHUM HAKTOPOM, MTOTiapTHKY-
NsApHUY nepebir, Tpusasne miaBumenHs [IIOE, pauHiit ge6roT (10
5 pokiB) Ta KiHO4Ya CTaTh, lepcrcTyoda akTUBHICcTh FOIA y mepri
6-12 MicAIiB XBopooOwu.

[TokpalleHHs BifJaneHUX HaCTiAKIB MOXJIWBE TUTbKU 3a
YMOB paHHbOi giarHocTuku IOIA, mpu3HayeHHA afeKBaTHOI Te-
parmii, ZoCcATHEHHS MIBUAKOTO KOHTPOJIIO HaZ, aKTUBHICTIO XBO-
pobu Ta mocTiitHoro MOHiTOpHUHTY nepebiry IOIA i 3a6e3neyeHH:A
VCIHIITHOI MeJIUKO-COIliaJIbHOI IOTIOMOTH TaIliEHTaM.

TECTOBI 3ABJAHHA

1. Ana audepeHuinHOl AiarHOCTUKN ypaXKEHHA KOJHHOMO
cyrno6a npu lOIA Ta Ty6epKynbo3i HanbinbL iHPOPMaTUBHI:
A. Peaxyig MaHTy
B. PeHTreHonorivni gaH
B. BU3Ha4eHHSs IMYHOr OOy IHIB
[ [TOTOBLUEHHSA KOCTabHOI M/1eBPM
. NimdboageHonaTia

2. fka i3 piarHocTM4HUX o3HaK IOIA aBnseTbcA HanbinbL
pPaHHbOIO:
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A. ApTpuT 1-2 cyrnobiB NpoTSAromM 6 TVXKHIB Ta paHKOBa

CKYTICTb

b. BvaBneHHs peBMaToigHOro doakTopy y CMpPOBaTL| KPOBI
B. ApTpanrit

[ KOHTpakTypa cyrnoba

. AMINOIOO3 HNPOK

B po3BuTtKy cuctemHoro lOIA foMiHytOYe 3HaYeHHA MatoTb:
A. AneprivHi peakuir

b. MeTaboniyHi posnagu

B. CTaINokokoBa IHdeKLisA

[ AYTOIMYHHMIM MeXaHI3M PO3BUTKY 3aMalibHOroO NpoLecy

. Kuwkosa IHdbekLis

«30N10TUM CTaHZApPTOM» 6a3ncHoi Tepanii akTusHoro K0IA e:
A. CynbacanasmH

b. AzaTionpuH

B. MeToTpekcaT

[ LinknocrnopuH A

. 1 0pOKCUXNOPOXIH

Hanbinbw paHHs o3Haka OIA npu Y3 gocnigKeHHi:
A. HasBHICTb OCTEOMDITIB
b. HaaBHICTb 30IbLIEHOI KIJIbKOCTI eKcyaaTy B MNOPOXHMHI

CyHrnoba

B. 3MeEHLLIEHHSA BUCOTM CYrNoBoBOro xpslia
[ J1aTeponosuyis HakoNIHHKKa
. HaaBHICTb 30INbLIEHOI KITbKOCTI eKeyaaTy B MOPOXHMI

cyrnoba, rinepTpodist CUHOBIANBHOI OOONOHKM

6.

CenektuBHuint 6nokatop LIOIF2 (Himecynig) npu OIA
npusHayvaeTbCcA 3:

A. 4 DIYHOrO BIKY

B. 6 pI4YHOro BIKY

B. 10 pi4HOro Biky

[ 12 pIYHOro BIKY

. 14 pi4HOro Biky
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7. S{AKuin meTon AOCNIIKEHHs [03BONIAE BU3HAYUTU 06'eM
CWHOBIANbHOI PiAVHN B MOPOXHWUHI CYyrnoby, 3MiHWU CUHO-
BiaNbHOI 060/IOHKK, CYr060BOro xpsuia Npu HasiBHOCTI
600 B Cyrnobi?

A. PeHTreHorpadia
b. CuuTirpadis

B. Y3/1-nocaigpxeHHs
[ KT cyrnoba

. MPT cyrnoba

8. o npenapaty iMyHO6i0NOriYHOT Ail BiAHOCUTbLCS:
A. liknoheHak
b. Aganimymato
B. LInk1ocnopmyH
[ MeToTpekcaTt
. Himecynig

9. BkaxiTb, fiKki nabopaTopHi 3MiHM He xapaKTepHi ans lOIA.
A JlemkoumTos
B. JlenkoneHisa
B. 30nbLeHHs nokasHukie LLOE
[. 30nbLeHHs CPb
J1 HaasHIcTb nosunTtmsHOro HLA B27

10. Tlpwu IOIA He BigMivaeTbCS:
A. YpaxkeHHs OpidHyx cyrnodis
b. PaHkoBa CcKyTICTb CyrnooiB
B. TpvBavin nepedir apTputy
[ «JleTydicTb» Boni
. [leCTpyKT1BHI 3MIHM B Cyrnobax

ETAJIOHU BIAMOBIAEMN:
1 234576
BE | A|T | B|A|TrT|B|B|B|T

~N
(o]
O
—_
o
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PO34lJ15

CucTeMHUI YepBOHUMA BOBYAK

CucremHuii dYepBoHMM BoBYyak (CYB; umat. - lupus
erythematodes, anrmi. — systemic lupus erythematosus) — Tsxk-
Ke, piZKicHe, XpOHiUHe, CUCTeMHe 3aXBOPIOBaHHS, IO yparkae
CIIONIYYHY TKaHUHY i XapaKTepU3YEThCA TiMepHpoAyKIli€0 ayTo-
QHTUTIN A0 Pi3HUX KOMIIOHEHTIB KJIITUHHOTO Si/[pa 3 PO3BUTKOM
iMyHO3amajabHOro (ayTOiMyHHOTO) TIpoIlecy Ta IoJiMopdizMoM
KJIIHIYHUX CUMIITOMIB 3 YpaKeHHSIM >XKUTTEBOBAKJIUBUX OpPraHiB
i cuctem 3 1e610TOM 710 18-piYHOTO BIKY.

Koz 3a MKX-10: M 32; ORPHA: 93552

Enigemiosioria. Yacrora ta nmomupenicte CUB y zmiTeit g0-
CTOBipHO He BU3HadeHi i 3a JaHuMu ORPHA Ko/sMBaeTbcs B Me-
»kax 1-5:10000. B CIIIA momwupeHicTb XBOPOOU CTaHOBUTDL 9,73
Bumnazku Ha 100 Tvc. HaceneHHs, Jronyc-Hepputy — 3,64 BUNA-
ku Ha 100 Tuc., a mopiyHa 3aXBOPIOBAHICTS - 2,2 Bunajxu Ha 100
THC. AiTei. B €Bpomi yacTtora CYB ckiagae 6ausbko 1:2500, y
15% cepez Bcix MaljieHTiB BHepIlle AiarHOCTYeTbCA 0 18 pokiB.
B Ykpaini wactota BusaBneHHsa CUB cepes aiTeit BikaMm Big 0 10 17
pokiB ctaHoBuTh 0,4 Bunagku Ha 100 Tuc. miTeil.

Jlo HacTaHHS CTAaTEBOTI'O I03PiBaHHS YaCTKa XBOPUX CePe/ 0Ci6
YOJIOBiYOI cTaTi BUINA, MPUOIM3HO KOXKEH ITATUH 3 HUX — XJIOIMYH-
KU (4:3), mpoTe 3 ITOYaTKOM ITiTITKOBOT'O TIEPiofy iCTOTHO MepeBa-
JKaloTh AiB4aTka (4:1). HaituacTilie XBOpPitOTb *KiHKU AiTOPOAHOTO
Biky (BiZ 15 10 45 pOKiB), CITiBBiIHOIIIEHHS XBOPHUX CcepeJl 0Cib Ki-
HOYOI 1 40JI0Bi4Oi cTaTi B 11ili BiKOBil KaTeropii cTaHOBUTH 9:1.

ETtionoriga. 3axBoproBaHHA — nosieTionoriyHe. I'00BHI TpU-
repu CUB B guTA4YOMy Ta MiZJIITKOBOMY Billi: TeHeTUYHA CXUJIb-
HiCTb, TOPMOHaJIbHI GAaKTOPH, BIUVIUB 30BHIITHBOT'O CEPELOBUIIA,
iHdeKIii.

[Tpo 2eHemMuUUHy CXUNBLHICMb CBiAYATD:

- BHCOKa yacToTa po3BUTKy CUB B ciM’AX Nalli€HTIB;

- BHCOKUH MOKa3HUK KOHKOPAATHOCTI cepe/i MOHO3UT'OTHUX
GJIM3HIOKIB MMOPiBHAHO 3 AM3UTOTHUMU;
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HocitictBo HLA-DR2, HLA-DR3 miziBUIIlye pHU3UK PO3BUTKY
CYB B 2-3 pasu, a HaaBHicTh ramwiotumiB Al1l, B8, B35 B fecaTku
pasiB miABUIIYE PU3UK AAHOI MATOJIOTIi cepesl TpeICTaBHUKIB €B-
pOIIeOoifiB.

BcraHoBsieHo, 1o CUB moB’si3aHuii 3 TEHETUYHO 00yMOBIIE-
HUM JedillUTOM MEeBHUX KOMITOHEHTiB KomiuieMeHTy (Clg, C2,
C4), a Takox 3 mosiiMop¢izMoM r'eHiB IUTOKiHIB (30kpema, PHIT-a
i fioro pelenTopis, pelenTopis A0 iHTepielkiny-6), rediB FcRIIA
i FcRIIIA.

Jlani mpo reHeTWYHi acorialii iZeHTUQIKYIOTb PeryIaTopr
Jerpajiallii HyKJIeIHOBUX KMCJIOT i KoMImoHeHTU TLR-He3anexxHux,
engocoMHux TLR-3aexXHuX i iHTepdepoH-3aIeKHIX CUTHATBHUX
IUISAXiB, 1[0 BU3HAYA€ BAXKJIUBY Posib iHTepdepony-a (IFN-a), Ak
JOMIHYIOUOrO MeZiaTopa, LeHTPAJIbHOI'O eJeMEeHTY IlaToTreHe3y
Ta MiATBepAKye pPoJab BPOAXKEHOTo iMyHiTeTy B iHinianii CUB.

3 1oBeHitbHUM CYB acomiiioBaHi OKpeMi ¢akTopu TpaH-
CKPHUIILi Ta perysslii, fKi CpuATh GOPMYBaHHIO B OpraHi3Mi
pi3HUX 32 GEHOTHUIIOM IMyHOKOMITETEHTHUX KIiTUH. Cepes HUX
HaKbiTbIle 3HAYEHHA MalTh T'eHU iHTepdEepOHiB, HAPOCTAHHSA
eKcIpecii AKMX BUABJIEHO He JIWIle Ha MOHOIIUTAX, JeHAPUTHUX
KJIITUHAX, aje ¥ Ha T-IIUTOTOKCMYHUX KJIITUHAX Ta IPUPOJHUX
Kizepax, 1110 MPOTHOCTUYHO acCoIlifoeThCA 3 po3BuTKOoM CYB B Au-
TAYOMY Billi.

TeneTyHO 0O6yMOBJeHi BapianTu CUB y ziTet mpuiitHATO BU-
JUTIATU OKpPeMo i 0 HUX HajlexkaTh BUIIAJKY, 110 BUHUKAIOTh Ha
TJIi TATOJIOTIH i3 KJIaCUYHUM MeH/IeTiBCbKMM TUIIOM yCIIaIKyBaH-
HA. 1e:

- imTepdeponomnarii (MyTaiia sHyc-kiHa3u, TLR 7, TLR 9,
PHK-a3u Hetpodini, IHK-kasu, STING-myTatiii);

- IaroJiorif cuctemMu komiuieMeHTy (C1g>C4>C2);

- TATOJIOTIsl TPAHCAYKIIMHOTO CUTHAaTy JiMpouuTiB (Baau
mporeinkinasu CO).

Taki BapianTu CYB po3BUBaIOThCA IepeBakKHO y JiTell paH-
HBOT'0 BiKY, YacTillle Y XJIOMYKMKiB, MalOTh CBOI KJIIHIYHI BiAMiHHO-
cTi Ta cepoHeraTUBHI pe3ysnbTaTy 3a AHA, anTH-ds-JHK.

Cepez naitieHTiB 3 CUB mepeBakatoTb 0COOM KiHOYOI CTaTi,
y ZiBUATOK-IIi/JIITKiB IOYAaTOK 3aXBOPIOBAHHA YaCTO OB’ I3aHUM 3
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HaCTaHHAM MeHapxe, a aKTUBHICTb 3aXBOPIOBAHHA IiZIBUILYETHCSA
IiZ] 4ac BaTiTHOCTI i micjA moJoriB. Lld reHziepHa ynepeaKeHiCTh
CBi[YUTH NIPO BAKJIMBICTh CTaTEBUX XPOMOCOM Ta CTAaTEBUX I'Op-
MOHIB B TaTOreHe3i XBOPOOH, X04a IpsAMa iX IPUYUHHA POJIb y PO3-
BuTKy CUB He Bu3HaueHa. JKiHo4i ropMoHU (30KpeMa, eCTpOTeH)
MiIBUIYIOTh aKTUBHICTD T-XesmnepiB, cuHTe3 aHTUTLT Ta Th2-1111-
TOKiHiB, IPUTHIYYIOTh MPOAYKLito IL-2, 30LIBIIYIOTE €KCIpecito
aHTU-AMONTOTUYHOI Mosiekynu Bcl-2, sika crpusie BM)XUBAHHIO
aBTOPEAKTUBHUX B-KJIiTMH. 3MiHU B piBHAX CTaTeBUX I'OPMOHIB
KpOBi, MopyileHHs QYHKI[IOHYBaHHA TrinmoTasamo-TinodizapHoi
0Ci MOXXYTb CTBOPUTHU €HZOT€HHI YMOBH y CXWJIBHUX OCi0.

TpurepHUMH 30BHIIIHIMM YMHHUKAMHU, IO MOXYTh iIilli-
I0BaTH i € ¢pakTOpaMu pU3UKy po3BUTKY CUB e iHcosAIis, 0x0-
JIO/PKEHHsI, TOCTpi iHekii, mcuxivni Ta ¢i3nyHi TpaBMH, Barit-
HiCTb, IIOJIOTHM, BaKIMHallid, MeJUKaMeHTO3Ha HellePeHOCHUMICTh
OKPEMUX JIiIKapChbKUX 3ac00iB (TiZpasa3uHy, aHTUOIOTHKIB, Cy/Tb-
daninamizis, BiTaMmiHiB, OpajbHi KOHTPAIIEIITUBH).

JlokazoBa 6a3a y miaTpuMKy iHdeKIiiHOoi Teopii iHiniamii ge-
6roTy CUB HezocTaTHsA. IcHye Teopis myckoBoi posi PHK-BmicHIX
i perpogipyciB (kopy i koponozibuux, Enmrreiin-bapp BipycHa iH-
dbexkiris).

ITaTtorenes. Cepes MexaHi3MiB PO3BUTKY IaTOJIOTiYHOI'O
npotecy rnpu CUB BUALIAIOTE: HeZOCTATHIN KJIipeHC allONTOTUY-
HUX YJIaMKiB, abepaHTHe Ipe/CTaBJeHHA BIACHUX HYKJIeTHOBUX
aAHTUTEHIB, BTpaTa TOJIEPAaHTHOCTI Ta HeaJleKBaTHa aKkTuBaillid T- i
B-x1iTHH. 3MiHU IMYHHOI BiZITIOBiZli HA ayTOAHTUT€HU XapaKTepu-
3yIOThCS 3HAYHOK KUTBKICTIO MOPYIIEHD 3 3aMydeHHAM B-mimdo-
1uTiB, T-miMPOLUUTIB Ta KJIITUH MOHOIIUTAPHOTO ITOXOKEHHS.
TakoX XapaKTePHOIO € TOJIiKJIOHaIbHA aKTUBAIlis B-miMdponuTis,
II0 TIPU3BOAUTH /10 301TbIIEHHS CUHTE3y aHTUTL/, rinepramMmar-
nobyninemii, mpozaykiii ayroanTutin ta ¢opmysBanas LK. [Tpu
poMy, v xBopux 3 CUB ¢yHKIioHa/IbHA aKTUBHICTH B-iMdornu-
TiB XapaKTepU3Yy€eThCA MOPYIIEHHAM iMyHOJIOTiYHOI TOJIepaHTHO-
CTi, 3HAYHUM CUHTE30M aHTUTLI, CIIPAMOBAaHUX IPOTU MOJIEKYN Y
BJIACHUX BHYTPIIIHbOKJIITUHHUX KOMIIOHeHTax (y AZpi, IUTOIUIa3-
Mi, KJIITUHHIN MeMOpaHi), a TaKOX /10 iHIITHUX, PO3YMHHUX MOJIe-
KyJ (iMyHOT/IOOYTiHYM, PaKTOPH KOATYJIALIT).
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3wminu y T-nimonurapHili 1aHLi iMyHiTeTy marieHTis i3 CUB
MIPOABJAIOTHCS 3POCTAHHAM KiIBKOCTI aKTHBOBAHUX KJITHH Y Ile-
pudepuyHiii kpoBi. Takok T-TiMPOIUTH 3AIUCHIOIOTH IHAYKIIIIO
poboTu B-niMdonuTiB, 06yMOBITIOI0YN 301IbIIIEHUI CUHTE3 aHTU-
Tis. CD4 * T-xtituan ipu CUB xapakTepu3yoTbcs abeppaHTHUM
CUHTE30M IIUTOKiHiB, a caMe IHOOKUM JedeKTOM y BUPOOHU-
ursi IL-2, mizBumenoto npogykuieto IL-17, IL-6, BLyS, I®H Tumy
I, TNF-ailIL-18.

3araJpHOIIPUIHATOI aHOMavtielo mpu CUB BU3HaueHa rimno-
KoMIUteMeHTeMis (gedinuT koMmiemeHTy) (Puc. 5.1), sika oB’s1-
3aHa 3 YCIIAJIKOBaHUMH JedeKTaMu y 6araTboX KOMIIOHEHTaX
KoMILIeMeHTy kiacuyHux nuraxiB (Clg, Clr, Cls, C2, C3, C4A i
C4B), 6iTKM KOTPUX MOJIETUIYIOTh KIipeHC iMyHHUX KOMILIEKCIB,
MIOIIKO/PKYIOTh TKAHUHU 1 pery/ol0Th CUHTEe3 3allaIbHUX IIUTOKi-
HiB.

FnokomnnemeHTeMis

AGepaHTHWMIl anonTo3 / HeAOCTATHIN KNiPEHC anONTOTUYHUX yNaMKiB

‘ [eHeTuKa

flnepHi aHTUreHu (puboHykneonpoTeitu)
BU3HAYeHi IK HEOAHTUreHU

' , EKosoriyHi pakTopu

AkTnBaLif NNAa3MOLMTOILHUX fEHAPUTHUX KIITUH

4

Mpoaykuis I®H-anbda

EnireHeTunKka

AkTuBaLia B-kniTuH AxkTuBaLia T-KNITHH
(ayToaHTuTINa) (LMTOKIHK)

PucyHok 5.1. Ponb rinokomnneMeHTeMmii Ta abepaHTHOro anonTo3y
B naToreHesi CYB.
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IMaromopdouioris. [TaTonoriuni ypakeHusa npu CYB MaroTh
IepeBakKHO 3allaJbHUM Ta CyAUHHUM XapakKTep: aHOMasii Kpo-
BOHOCHUX Cy[JVH, TaKi K OKJIF03UBHA BAaCKYJIOIATifA, BaCKYJiT Ta
Bigxmazanua LIK. Hati6inbin crienmdidHi MaToriCTOMOTiYHI 3Mi-
HU 1ipu CYB BUHUKAIOTh Y HUPKAX i MPOSBIAIOTHCA Mposidepa-
I[i€f0 Me3aHTiaJIbHUX KJIITHH, 3alaJbHUMH aHOMAaJisiMu 6a3ajb-
HOI MeMOpaHu, HarpoMapkeHHAM LIIK, 70 ckiazy SKUX BXOAATH
iMyHOI/IOOY/IiHM Ta KOMIIOHEHTH KOMILIEMeHTy. MopdosoriyHui
cyOCTpaT XapaKTePHU3yeTbCS TOUIKOMKEHHSIM CIIOyYHOI TKa-
HUHY, i1 KJITUHHUX eJIeMeHTiB i MDXKJIITUHHUX CTPYKTYp 3 PO3-
BUTKOM iMYHOKOMIUIEKCHOTO 3arajsieHHsa (MyKoigHe HabyxaHHS,
¢ibpuHOizHI Ta mposridepaTUBHO-CKIEPOTUYHI TIPOIeCH), TeHe-
pasi3oBaHUM YpaXeHHAM CYJAWH MiKPOLMPKYIATOPHOrO pycia
(IpOAYKTUBHUH i MPOAYKTUBHO-AECTPYKTUBHUN BAaCKYJIiT), a Ta-
KOXX M’AI3iB, CyII00iB, KiCTOK, CyXOXWIb, CEpIs, JereHiB, HUPOK,
1eHTpaibHOI HepBoBOi cuctemu (ITHC) Torro.

Knacudikania CUB.

I. 3a nouamxom xgopobu, xapakmepom nepebiey ma cmyne-
HeM Npoz2pecy8aHH:

- TOCTpUi nepebir: xapakTepHUN IBUIKWI PO3BUTOK (3a 3-6
MicAIliB), TIOJIOPraHHOI'O YPasKeHHS 13 3a/IydeHHAM Yy IIaTOoJIOriy-
HUM NIpoliec CUCTeMH KPOBI, JiereHb, ceplid, HUpoK, LIHC; BiracTu-
Ba BUCOKA iMyHOJIOTiYHA aKTUBHICTB;

- migrocTpuil nepebir: XapakTepHUM XBWIENOAIOHUN Iie-
pebir, YepryaHHs IepiofiB 3arOCTPEHHS i peMicii, moiopraHHe
yPa>KeHHS PO3BHUBAETHCS MPOTATOM 2-3 POKiB; HecnenudivyHi ypa-
YKEHHS MIKipH i CyyI06iB XapaKTepHi A1 10Ty,

- IEPBUHHO-XPOHIYHUH MTepebir: xapakTepHUl oAunH abo ze-
KiJTbKa TPHUBAJIMX MPOSIBiB XBOPOOU (AMCKOILHE YparkeHHS LIKipH,
apTpUT, TeMaTOoJIOTiYHi MOpyIleHHs, ¢peHOMeH PeifHO, erminen-
tudopMHi Hamazu, cuHapoM IllerpeHa); mosiopraHHe ypakeHH:
pO3BUBAEThCA Ha 5-10-My polli 3aXBOPIOBaHHS.

II. 3a cmynenHem akmugHocmi:

- Bucoka akTuBHicTh (III cTymiHb): BHCOKA JMXOMAaHKa, BU-
pakeHi MmaTosorivyHi 3MiHU 3 00Ky BHYTPIilIHiX opraHiB (Hedpur
3 HeppOTUYHUM CHUHAPOMOM, €HAOMIOKapAUT, €KCCyJaTUBHUN
nepukapAauT ta/abo mwieBpur), LIIOE 6inbmie 45 mm/Tozx; ANA i
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aHTUTLIA [0 2-X cripanbHoi (HatuBHOI) /IHK y BUCOKUX THTpax.

[ia JaHOTO CTYNeHs aKTUBHOCTI XapaKTepPHO PO3BUTOK
«BOBYAKOBOT'O KpHU3y»: palToBa (QyHKIiOHAJIbHA HEJOCTATHICTh
MIEBHOTO OpraHa Yu CUCTEMH Ha QOHi HaZI3BUYAWHO BHCOKOI aK-
tuBHOCTiI CYB.

- nomipHa aktuBHicTb (I cTymiHb): TMXOMaHKa cyodeopuib-
Ha, [ToJliapTpaJrii/MoTiapTpuUT, e pMaTUT, HebpuT 6e3 HeppoTHUY-
HOT'O CUHZIPOMY i ITopyIieHHs QYHKIIii HUPOK, MOXKJIUBI CEDO3UTH,
[MIOE 25-45 mMm/Tog, ANA, aHTUTIIA 0 2-X CITipajgbHOi (HaTUB-
Hoi) THK, piBens LIIK B nomipHUX TUTpaX.

- MiHiMasTbHa aKTUBHICTh (I CTYIiHB): 3arajJbHUU CTaH 3a-
3BHMYall He MOpPYIIeHWH, J1abopaTOpHi 3MiHM He 3HA4Hi, IPOSABU
ypakeHHA BHYTPIIIHIX OpraHiB BU3HAYAIOThCA TUIBKU IIPY KOMII-
JIEKCHOMY iHCTPYMEHTaJIbHOMY OOCTEeXXeHHi, Bi3HAYarThCA He-
SICKpaBi MMPOSIBY MIKiPHOTO i CyIJI000BOTO CUH/POMIB.

- BiicyTHiCTB KITiHiIKO-TabopaTtopHoi akTUBHOCTI (0).

III. 3a ¢pasoro 3ananvHo20 npouecy:

- aKTUBHAa;

- pewicif.

3a xapakmepom KNiHIKO-MOPPOSI0TUHUX YPaXdceHb 8 0ia2HOC-
muui CYB gi03Hauaroms: CHUMIITOM «METeNNKa», AUCKOIZHUMI
BOBYaK, MMOJIiapTPUT, IUIEBPUT, IIEPUKAPAUT, MiOKapAUT, HeQPUT,
MeHiHroeHI1edaJIiT, OTipaJuKyJIOHEBPUT, TIOJiHEHPOIIATis.

IHwi gopmu eosuaka: HeOHATAJIbHUU, WIKIpHUN i MeJuKa-
MeHTO3HUMN. HeoHaTtanbHUU 4yepBoHUM BoBuak (HYB, MKX10:
P83) - 11e piziKicHa XBOp0o06a, sika BUSBJIIEThCA Y IiTE€H, MaTepi AKUX
cTpakzarTh Ha CUB, cunzapowMm IllerpeHa abo iHIIUM HeAMbepeH-
IiHOBaHUM 3aXBOPIOBAHHAM CITOJYYHOI TKAHWHU IIPU TPaHCILIa-
IIeHTapHOMY IIPOXO/KEHHi aHTUTI MaTepi 0 PO3YUHHUX aHTHU-
TeHiB TKaHWHHUX PUOOHYKJIEOIpoTeiniB 1wioza (aHTU-Ro/SS-A
abo anTu-La/SS-B). CHUMITOMHU 3aXBOPIOBAaHHS BUSBISIOTHCS
y 2-3% giTeit, aki Oyam HapozmKeHi Bif MarepiB i3 CUB. Ase Bu-
SABJIEH] MiJ 4Yac JOCTi)KeHHs MaTePUHChKI ayTOAHTUTLIA KJaciB
a"nTu-SSA/Ro i auTu-SSB/La 3anulnarThca J0BiYHO B CUPOBATIIi
KpOBi MaTepiB, TOMY AKIIO Y XXKiHKU BXXe HapoKyBasacAd AUTUHA
i3 mposAABaMU HeOHATaJIbHOT'O BOBYAaKa, BipOTiZHICTh BUHUKHEHHA
CUMIITOMIB Y ZIPYyTOi IUTUHU 301TbIITYETHC.
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[lpu mwkipHit ¢popmi CYB marosoriyHuI mpolec 3aaydae
JIAIIIE MIKipy, 6e3 cucTeMHUX MposBiB. [lo 11iei popmu HameKaTh
JUCKOIZIHMY YepBOHUM BOBYAK i MiArTOCTPUM MIKipHUY BOBYaK.

MezaukamenTo3Ha ¢opma CUB, cripuymHeHa 3aCTOCyBaHHAM
MEBHUX JIiIKAPChKUX TPenapariB, 3a mnepebiroM i KIiHIYHUMU 03-
Hakamu noziibHa 0 CUB, ane, Ha BiAMiHY Biz iziomaTuyHOrO Bapi-
aHTYy, He oTpebye cnenudivHOoro JiKyBaHHA, OKPIM BiZIMiHU Ipe-
Iapary, 10 M0ro BUKJIUKAaB.

Kuiniuni cumnromu CUB. XapakTepusyloThCs BUPAKeHUM
mosiMopdizaMom, Ha3BUYANHUM Pi3HOMAHITTSAM i MiHJTUBICTIO KJTi-
HIYHUX MPOSBIB 3 ypaXKeHHAM IIPAaKTUYHO BCiX OpPraHiB i cucTeM.

3azanvHi npossu. JIuxoMaHKa (3a3BHU4Yail HeNPaBUIBHOI'O
TUITy) criocTepiraeTbes y 30-90% marieHTiB B 1e6I0Ti 3aXBOPIO-
BaHHA i IPOTATOM IIepIIoro poKy xBopobu; 20-30% ziteii BTpava-
IOTb Macy Tijla; Y XBOPUX CIIOCTEPIra€ThCs 3pocTaroya CaabKiCTh,
He3/ly>KaHHs, 3HDKEeHHA alleTUTY, IIOCWIEeHe BUIIQliHHA BOJIOCCA.

Kicmxkoso-m’si308i cumnmomu. BunukawmoTsb B 90% BUNAAKIB i
XapaKTepu3yIThCA elli30jJaMU MOMiapTUKYIAPHUX CUMETPUYHUX
apTpairiii. B 6inbInocTi BUMagkiB cy6’eKTUBHI CUMIITOMU BUpa-
’KeHI 3HaYHO OLIbllle, HXK JaHi 06’€KTUBHOIO JOCIIHKEeHHS, i ABHe
MIOIIIKO/)KEHHsI CyI/I00iB BHAC/IZIOK CUHOBIITIB 6€3 €pO3MBHOTO
ypakeHHA BUHUKAE TUIbKU ¥ 10% xBopux. Miairii BU3HA4aIoTh y
60% xBOpUX, aJie CIPaBKHil MiO3UT — MeHIIIe Hi’K y 5% MallieHTiB.

Hlkipui nposgu. Xoda kiacuyHa kaptuHa CUB npezcrasieHa
BHICHUIIOM y BUIJISZIi «METEINKa» Ha CIIMHIII HOca i BUIUIIAX, TOZi0-
HUY CUMITTOM IIPUCYTHIN TITBKU y O/IHi€l TPETUHU MAlli€eHTIB, iHIIT
ypakeHHs miKipu nmpu CUB mpezcTaBieHi B Tabsuii 5.1.

Ta6nuusa 5.1. LLKipHi cumnTomm npu CHB

YacToTa CumnToMMU
BUHWKHEHHS
YacTo Bucun y Burnsagi «metenuka», dotoceHcubinizawis, XpoHiyHi
(20-50% IMCKOIAHI ypaXxkeHHs, anonelis 6e3 yTBopeHHs pybuiB, nypnypa

BUNAAKIB) | (neTexii), KaninsapuTu, BacKyNiT nanbLiB.

MeHLwu yacTo |Bupasku Ha cnu3oBux 060M10HKAX, KPOMUB'AHKA, FinepnirMeH-
TaLisl, BUPa3KM Ha KiHLiBKaX, NiLWKipHi BY3NUKM.

MepioguyHo | Mepiop6iTanbHuii HabpsIK, XOBTSAHULS, Baxka pybueBa anone-
uis, cBepbix, 6ynnu, naHikynit, ncopiachOpMHi yLIKOAKEHHS
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Ypancenns cauzosux 060,10HoK. PO3BUBAETHCA OLIBII, HIX Y
30% XBOpUX B aKTUBHOMY I1epPioZii XBOpPOOU:

- BOBYAKOBa €HAHTEMA — €PUTEMATO3HO-HAOPAKII IUIAMU 3
YiTKUMU KOPZOHAMH, iHOZi 3 epO3UBHUM LIEHTPOM, fIKi pO3Talllo-
BYIOTBCS B IUISHIT TBEPZOTO MiZIHEOGIHHSA, 110 iX Tepudepii HepiZKo
YTBOPIOIOTHCA TeJIeaHTieKTa3ii;

- adpTo3HME cTOMATUT — 6e360JTicHI epo3iiiHi a60 GiIbIN TIH-
60Ki BUpa3KOBi BOTrHHUIA 3 iHTEHCHBHOIO €pUTEMOIO, fIKi pO3Ta-
IIOBYIOThCSA ITepeBa)KHO Ha BHYTPILIHIY TOBEPXHi LIiK i ACHAX;

- XeWIIT — 3acTiiiHa rinepeMisa Ha YepBOHiN OOIAMIBIL I'y0 3
HIUIBHUMU CYXUMM CipyBaTUMU JIyCOYKaMU, KipOUKaMHU; YacTilile
ypa)kaeTbcs HIDKHA I'y6a, GopMyIOThCA TpiluHY, epo3sii abo BU-
Pa3Ku, BKPUTi CEPO3HUM ab0 CepO3HO-KPOB’THUMHU KipKaMH 3 I10-
JAJIBITUM PO3BUTKOM PyOI1eBoi aTpoddii.

Ypaxncenns cepuyeso-cyournHoi cucmemu. Ilpu CUB yacTinie Bu-
ABJIAIOTH ypaXeHHs IIepUKap/a, ke B OUIBIIOCTi BUMTaIKiB MOXKe
He MaHidpecTtyBaTu KiIiHiYHO. [lepUKapAuT 3 IIyMOM TepTd Iie-
pUKapZa BUHUKAE YacTillle, HiXK 3HaUHe HaKONWYeHHsA IepuKap-
JianbHOi piznHu, a mpu ExoKI' xapakTepHOI0 03HAKOIO € MOTOB-
IIeHHA [TepuKapza, a He BUIIT. [IpoTe 06’eM IepUKap/iaJbHOTO
BUIIOTY MOJKe IIBU/IKO 301IbIITYBATHUCS, IO TPU3BOJUTH 10 3aTPO-
34 TaMIIOHAJU CePIA.

¥ 15% mnarttienTiB 3 CUB po3BUBa€eThCs KIiHIYHO BUPAXKEHUN
MiOKapZWT, IO XapaKTEePU3YeTbCA TaXiKapZi€lo, MOPYIIeHHAM
PUTMY, HasABHICTIO CUCTOJIIYHOT'O IIIyMY, TOJOBXEHHAM iHTepBaIy
P-R na EKT', kapzioMeraiielo i mposgBamu 3acTitinoi CH.

BoBuakoBHUil eHZJOKAPAUT PiZIKO BUKIWKAE KJIIHIYHO 3HAYYIII
3MiHU. HasBHiCTB BereTalliii Ha KjiallaHax, BUABJIEHI V MTAIli€HTIB 3
JIMXOMAHKOI0, MOXXYTb CKOpillle BKa3yBaTH Ha PO3BUTOK OaKTepi-
aJIbHOT'O €H/IOKAPAUTY.

Ypaocenns pecnipamoprozo mpaxmy. ['ocTpuii BOBUaKOBUU
ITHEBMOHIT pO3BUBAETHCA IIPU BUCOKIM aKTUBHOCTI 3aXBOPIOBAH-
HA, KJIIHIYHO TTPOABJIAETHCA KallIEM, 3aIUIITKOI0, aKPOI[iaHO30M,
ocsabyieHHAM AUXaHHA, XpUIIaMU B jiereHsx. [Ipu pentreHorpadii
BiZI3HAYAIOTHCA CUMETPUYHO PO3TANIOBAHi iHLIPTPAaTHUBHI TiHi B
JIereHAX, aTeJeKTasH.

Ypancenns Hupoxk. Hebput npu CYUB y 6imbinocTi marfieHTiB
(70-75%) PpO3BUBAETHCA NMPOTATOM IEPIINX 2-X POKiB 3aXBOPIO-
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BaHH{A, Y TPETUHU - BXKe B Ze6roTi xBopobu. KiiHiuHa kapTuHa
ypa)keHHsI HUPOK pi3HOMAaHiTHa i BKJIOYa€ B cebe HACTYITHi Ba-
piaHTH: MiHIMaJbHUN CEYOBUU CUHAPOM, BUPaKEHUU CEYOBUI
CUHZIPOM B KOMOiHaIlii 3 rineproHi€o, HeGPOTUYHUA CUHAPOM
3 reMaTypi€lo i TilepToHi€lo, IMBUAKOIPOTPECYIOUNH TIIOMEDY-
JIOHE)PUT 3 PO3BUTKOM HHUPKOBOI HEJOCTATHOCTI. JIOMiHYyIOUMM
CcUMITTOMOM € TIpoTeinypisa (100% BUITAAKIB).

HedpoTnyHuii CMHAPOM PO3BUBAETHCA MPUOIU3HO Y IOJIO-
BUHU XBOpUX, apTepiasbHa rinepreHsia - y 15-60%. Mikporema-
Typid NpUcyTHA Matixke 3aBxau (80%) i moeaHyeTbCA 3 IPOTEiHY-
piero, MmakporeMartypia — y 1-2% XBopuX. Y NOJOBUHU IAIi€HTIB
PeECTpyeTbCsl MOpPYyIIeHHs QYHKII HUPOK, mpudomy y 10-30%
PO3BUBAETHCA LIBUAKOIIPOrpecyoda HUPKOBa HeJJOCTATHICTb.

3rigHo 3 Kiacudikaliero 3ampoNOHOBAHOK BcecBiTHHOIO
oprasisariieto oxopoHu 3z0poB’st (BOO3), nmpu CUB BUAIIAIOTE 6
THUIIiB Ypa’kKeHHS HUPOK 32 pe3y/IbTaTaMu Oioricii Ta JaHUMHU eJIeK-
TPOHHOI Mikpockorrii (Tab. 5.2.).

Tabnuuys 5.2. Tunu ypaxeHHs Hupok npu CYB

JlaHi cBiTNoBOi,
Tun iMyHOhIH00PECLLEeHTHOI, KniHiko-nabopaTopHi nposiBu
eNIeKTPOHHOT MiKpoCKonii

KniHiko-nabopaTtopHi nposBu Bif-
| |BigcyTHiCTb 3MiH CYTHI

[1porHo3 cnpuaTnuBuii
Kniniko-nabopaTopHi nposiBu  Bif-
CYTHI

lporHos cnpuaTanBumm

MesaHrianbHuin  rnomepysnoHed-

1A o .
pUT I3 MIHIMaNbHUMWN 3MIHAMK

MesaHrianbHuii  rnomepynoHed- MpoTeikypist <1 /006y, epUTPOLIUTH
pUT (pi3HMIA CTYNiHb Me3aHrianb- P yp AOBY: EpHTROl

B . . . . ; 5-15y noni 3opy
HOI TINEPKJITUHHOCTI 3 HAafABHICTHO “
MporHo3 cnpusTIMBUIA

iMYHHUX [en03UTIB Y Me3aHril)

MpoTeinypia <1 r/poby, MOXNUBICTb
pO3BUTKY He(hPOTUYHOTO CUHLPOMY
3MiHKM ceyoBOro ocafly MOMIpHOIO
Xapakrepy

HeyxunbHe nporpecyBaHHsl, pU3MK
PO3BUTKY XPOHIYHOI HUPKOBOI Hefl0-
CTaTHOCTI

BorHuwieuit  nponichepaTmBHMIA
rnomepynoHecpuT (akTuBHe abo
XPOHiYHe, cerMeHTapHe abo ToO-
TanbHe eHfo-, abo ekcTpakani-
NSIPHE YPAXEHHSN i3 3aNyyeHHsIM
50% Kkny6ouKiB)
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3akiHyeHHs Tabn. 5.2.

JlaHi cBiTNOBOI,
Tun iMyHodbnoopecLLeHTHOI, KniHiko-nabopaTtopHi nposisu
€NIeKTPOHHOI MiKpocKonii
Mpoteinypia <2 r/poby, remarypis,
Lundpy3Huii nponichepaTUBHMN | LUNiHPypIs
v rnomepynoHecpuT (Ti cami 3MiHu, | HeyxunbHe NporpecyBaHHs, puU3MK
wo npu Il knaci, i3 3anyyeHHsM |po3BuTKy XHH
6inbw 50% kny6oukiB) Bucoka yacToTa apTepianbHoi rinep-
TeHsil
Mem6paHo3HMin  rnomMepynoHed- L
P . pynoHed MpoTeiHypia <3,5 r/poby, Hedpo-
puT (piBHOMIpHE NOTOBLLEHHS Ga- ,
. . TUYHWIA CUHAPOM
3anbHOI MeMbpaHu KnyboukiB Ha . .
v . o HupkoBa HefocTaTHICTL Ta apTepi-
thoHi cybeniTenianbHoro Ta BHY- . . i
X . anbHa rinepTeH3is cnocTepiralTbes
TpilWHbOMeMOpaHHOTO  BigKna- inko
JIEHHS IMYHHWUX KOMNJEKCIB) P
XPpOHIYHMIA  TIIOMepynocKiepos . .
. 9 XpoHiYHAa HMPKOBA HeAOCTaTHICTb
(mmdpy3Hmii, cermenTapHwmii, aTpo-|
VI [\ o~ . . | pi3HOro CTYyneHs
¢hia KaHanbLiB, IHTEpCTULLIANbHMIA y
. . MporHo3 HecnpusTAUBHIA
ibpo3, apTepiocknepos)

YpaxncenHns cucmemu kpogomaopeHHs. XapaKTepPHUM € TIi/[BU-
meHHa [IIOE.

HopMOXpoOMHY HOpPMOLIUTapHY aHeMilo BUABIAITb y 70%
naijieHTiB 3 CUB. ®akTopwu, 110 CIPHUSAIOTH ii PO3BUTKY, BKJIHOYa-
I0Th HUPKOBY HEZJOCTATHICTh, IITYHKOBY KPOBOTeUY, BUKJIUKAHY
npuiiomom HII3II, mo3uTuBHY peakuito Kymbca, MikpoaHriomna-
TUYHUM TeMOJTi3 i aria3ito 4epBOHOTr0 MapocTKa KPOBOTBOPEHHS.

JleiikoreHito i JiMm¢oneHil0 BUABIAIOTL BigmoBizHO y 50 i
80% xBopux 3 CUB. JIeliKOIIUTO3 BUHUKAE He YacTo i, AK IIPaBuJo,
BKa3ye Ha PO3BUTOK iH}eKIIii abo MoKe OyTH HACTiZIKOM TPUHOMY
JIFOKOKOPTHUKOI/IB.

XpoHiuHa HeycKJIaZHEeHa TpoMmboluToneHiss  (MeHIIe
100x10°/n1) BuHukae y 20% maifieHTiB. [HKOJIM PO3BUBAETHCA
TSDKKA, 3aT'PO3JIMBa I YKUTTSA TPOMOOIIUTOIIEHis, KOTpa IOTpe-
6ye arpeCcUBHOIO JIiIKyBaHHS BUCOKMMU J]03aMH CUCTEMHUX IJTFO-
KOKOPTHUKOiZIiB 800 BUKOHAHHS CIUIEHEKTOMii. Y ZIeTKUX Talli€H-
TiB XBOpoba Mo:Ke IeOI0TyBaTH 3 iZIionaTUYHOI TPOMOOIUTOTIEH],
ajie 3roZIoM NMPUEAHYIOThCA i iHII cumnTomu CUB.

Ypaocenns Hepsosoi cucmemu. HeBpoJOTiuHI MOpYIIEHHSA
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BapiloioTh Bifl yacToi mirpeHi (10 40% marieHTiB) A0 TICUXO3iB i
cyzoM (y 5-10% XBOpUX NIPOTATOM BChOTO 3aXBOPIOBaHHA). TpoM-
60emMb0J1iYHa XBOpo0a, 110 aCOIIOETHCA 3 BUABIEHHAM aHTHUHOC-
dominiHUX aHTUTL, MOXXe BUKJIMKATH CEPHO3HI 1lepebpoBacKy-
JIAPHI Ypa)KeHHS.

[TpubmmsHo y 10% marieHTiB pO3BUBAEThCA CEHCOpHA (piA-
Ille — CCHCOMOTOpPHA) nepudepudHa HelpomnaTisa. YepemnHi HepBU
3ay4aroTbcd piAile (Ipu akTUBHOMY CHCTEMHOMY YpaKeHHi).

[TommpeHicTh NcuUxiaTpU4YHOI NATOJOTIi y manieHTiB 3 CUB
pocarae 70%: Tpusora, Zielipecis, BUKJINKaHa CTPECOM B Pe3yJib-
TaTi BUHUKHEHHA TSHKKOTO 6010 ab0 6e3mocepeHbOro BILIUBY
XBOpPOOU Ha HEPBOBY CUCTEMY.

[Ipy geTajibHOMY ICUXOMETPUYHOMY TeCTyBaHHI He3HauHi
3MiHU BUABJIAIOTH Y 20% nailieHTiB 3 CUB: emorlifiHa 1abiIbHICTD,
3MiHM OCOOUCTOCTI, MOPYIIEHHS KPUTUKHU i MUCJIEHHS MPUITyCKa-
IOTb PO3BUTOK OPraHiYHOTO YPa)KeHHS.

JlocmipKeHHA CIMHOMO3KOBOI PiIMHY MPU HENPOIICUXiYHUX
MOPYIIIEHHAX He IPUHOCUTH J0AaTKOBOI iHpopMallii i B 3BBUYalHii
MIPaKTHUL He BUKOPUCTOBYETHCA, IIPOTE MOXKE JJOIIOMOI'TU BUKJIIO-
YUTHU iHpeKIliliHe 3aXBOPIOBAaHHA Y MAIliEHTIB.

Komm’torepHa Tomorpadisa (KT) Hazae zonomory B audepeH-
IiaJbHIM AiarHOCTHIII iIIEMiYHOTO i reMOpariYyHoTO iHCY/IbTY ab0
iHImoro yrBopeHHsA. MarHiTHO-pe3oHaHcHa Tomorpadisa (MPT) i
MO3UTpOHHO-eMicitiHa KT He € crenubivHUMM MeTOoAaMU JOCTi-
JDKEHHH, a 1X pe3yJbTaTU He KOPEJIIooTh 3 ypakeHHAM LTHC.

Takoxx XapakKTepHUMHU € PAJ, JOAATKOBUX KJIIHIYHUX O3HAK
CYB (Tab. 5.3.).

Tabnumuyg 5.3. lonaTKoBi KNiHiYHI 03Hakn CYB

O3Haku Mpuknagm
CyAuHHi deHoMeH PeitHo
BupaskoBe ypaXeHHs | raHrpeHa nanbLiB
LnyHkoeo- | FenaTomeranis (25%)
KVLLKOBI Binb B xuBoTi (10-20%)
CnneHomeranis (10%)
AcenTuyHuit nepuToHiIT (PifKo)
Me3eHTepianbHuii BacKyniT (pifKo)
MaHkpeaTuT (PifKo)
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3akiHyeHHs Tabn. 5.3.

O3Haku Mpuknagu
BioximiyHi | TinepramarnobyniHemis (60%)
lnoanb6yminemis (50%)
HopmanbHa koHueHTpauis CPb. KoHueHTpauis CPB npu CYB

Moxe 36iNbliyBaTUCS, WO 3a3BMYali BKA3ye Ha PO3BUTOK
iHcheKL,ii, epo3nBHOro apTpuUTy abo ceposuTy.

Antudocooninigauii cuagpom i CUB. 3arajbHOBU3HAHUM
€ ToeZiHaHe BUsABNeHHA npu CUB aHTUKapAiONiNmiHOBUX aHTUTII
(AKJI) i BoBuakoBoro aHTukoaryasaHTy (BA). AKJI — yacTuHa aH-
TUPOCHOIIMIHOTO CIIEKTPY AHTHUTI, 10 TIKOTO BiIHOCATH i BA. Bu-
ABJIeHA CTATUCTUYHO 3HAUYIA 3aJIe3KHICTh MiXK BUABIEHHAM I[UX
aHTUTLN y nanieHTiB 3 CUB i pO3BUTKOM HACTYITHUX CTaHiB: BEHO3-
Hi i apTepiasbHi TPOMOO03U; TPOMOOIIUTOIIEHIS; IlepebpaibHi ypa-
»KeHHs; TTOBTOPHI BUKWU/IHI; JlereHeBa TillepTeH3id; ciTyacTe JliBe-
0. Y HeBesiuKoi rpynu nailieHTiB 3 AOC BHaACIiZIOK MHOXKHUHHOTO
YTBOPEHHSA APiOHUX TPOMOIB PO3BUBAETHCSA YPAKEHHS HUPOK.

MeaukaMeHTO3HHU BoBYak. OKpeMi Jlikapchbki ITpernapaTu
3/1aTHi TPHU3BECTH ZI0 PO3BUTKY BOBUAKOMOAIOHOTO PEeHOTHUITY: Mi-
HOLMKJIiH; TiZipasia3uH; MpoKaiHaMiZ; i30Hia3i[; XiHWJWH; MeTiI-
JI0T1a; XJIOPIIPOMa3uH; cyabdacana3uH.

KriniuHa kapTUHA 3a/eXKUTh Bifl 03U Tpernapary, Bifl TpuBa-
JocTi npuiioMy. Y 90% mnartieHTiB, AKi NpUUMaloTh NIpOKaiHaMiz,
BuABIAIOTh ANA, a y 30% i3 Hux po3BuBaeTbess CUB. [Ipu meau-
KaMeHTO3HOMY BOBYAKYy PiIko ypaxkatoTbes HUpkH, ITHC i mikipa.
[ami o3Haku CYB, Taki sIK ypakeHH: CyI/Io0iB, JIereHb i CepO3HUX
000JIOHOK, BUSIBJISTIOTH YacTO. B OUIBIIOCTI BUTIAKiB IIPU CKaCyBaH-
Hi TpUOMYy TipenapaTy CUMIITOMU 3aXBOPIOBAHHA 3HUKAIOTh.

CucteMHU 4YepBOHUN BOBYAK Y HOBOHApO/KeHUX (Heo-
HaTaJbHUM BoBUYaK). CUB y HOBOHapO/»KeHUX — PiIKiCHUH CTaH,
[0 XapaKTepU3YEThCS AUCKOIAHUM YpaKeHHAM IIKipY, reMoJli-
TUYHOIO aHEMI€l0, TeNaTUTOM, TPOMOOITUTOIIEHI€I0 i BPO/YKEHOIO
6JI0KaZI0k0 CEPIIA.

CraH acollifoeThCA 3 TPAHCILUIAllEeHTApHOIO Tepejavyero Mare-
PUHCBKUX aHTU-Ro- i aHTU-La-aHTuT. Hecep/ieuHi mposiBU BU-
ABJIAIOTHCA IPOTATOM IIEPUIOTO POKY JKUTTA JUTUHU. YPaKeHHA
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cepus 4acTo moTpebye BCTAHOBJIEHHS IITYYHOTO BOJisl PUTMY, a
CMEPTHICTb B IIePIlli TPU POKU KUTTA gocAarae 30%.

Y kiHOK 3 aHTU-Ro- i aHTU-La-aHTUTIIaMU IIaHC HapOKeH-
Hs TIepIoi AUTUHU 3 BPOMKEHOIO OJI0OKAZ0I0 ceplis cKiazae 5%;
IIPU HACTYIIHUX BariTHOCTSX PU3UK 30imbInyeThes 7o 15%. B an-
TeHaTaJbHOMY I1epioZli BaXKJIMBO 3/IiliCHIOBATU MOHITOPUHT ILIOZY
(Bxurouaroun ExoKTI').

BapiabenpHiCTh KJIIHIYHMX MPOABIB Ta KJIiHIYHOTO Iepebi-
ry CUB neBHOIO Mipoi0 MOXyTh OyTH ITOB’S13aHi 3 BIKOM JAUTHHH,
OCKLUIBbKHU Y Pi3HUX BiKOBUX I'pyIlaxX Nalli€HTiB MOXK/IMBA aKTUBALif
Pi3HUX IaTOreHEeTUYHUX MeXaHi3MiB 3aXBOPIOBAHHS.

Y nariienTiB HaiMosIoAMMX IPyTl (BiKOM <7 POKiB) B AKOCTi
MEPIIUX CUMIITOMIB MOXJIMBI ITOJTiapTPUT, JTiMbaieHomaTis1, rerma-
TO-CIUIEHOMeraJIifl. 3Ha4HO piZillle y HUX BUABJAIOTH JIEHKOIIeHilo,
TPOMOOITUTOIIEHIIO Ta HU3bKi TUTPH KOMILIEMEHTY (Cg, C 4).

Y migmmiTkiB (BikoM cTapiie 13 pokiB) 3HA4YHO YacTille 3a-
XBOPIOBAaHHA MAa€ TOCTPUH TKKUU Tepebir 3 BUpaKEHUM ypa-
YKEHHAM ILIKipH, CIN30BUX 000JIOHOK, OITOPHO-PYXOBOT'O anapary,
CepLeBO-CyAUHHOI, JIeTeHeBOi cucTeM. PO3BUTOK aKTUBHUX GpOpM
BOBYaKOBOTI'0 HEQPUTY Y HUX € BKpall HECIIPUATIUBOIO IIPOTHOC-
TUYHOIO 03HaKOW. YacTo BUABJAIOTHCA JIEUKOIIEHis, cepoIo3u-
TUBHICTD 32 aHTUHYKJICADHUMU aHTUTLIaMU, MiZIBUILIEHHA TUTPIB
antu-ds DNA, HU3bKi KOHIIeHTpallii TUTPY KOMIUIEMEHTY.

JiarHocTrka. Mapkepamy KJIiHIYHMX BapiaHTiB i aKTUBHOCTI
CYB € pisHOMaHITHi ayTOaHTUTLIA i KOMIIOHEHTH KOMILUIEMEHTY.

IcHye 6e3Ji4 IUPKYIIOIUNX ayTOAHTUTI MPOTH SZEPHUX,
[[UTOIUIa3MaTUYHUX aHTUTEHIB i aHTUTEHIB IJITa3MaTUIHUX MEMO-
paH. Y 6inbiocTi marfieHTiB (98% i 6inbiie) BUuABIAIOTh ANA, aje
1le HecrenubiyHUM MoKa3HUK. [IpubsusHo B 60% BUMAAKIB BU-
3HAYaloTh Mi[BUIIEHHA TUTPY aHTUTLI 0 ABOCIipanbHOI (HaTUB-
Hoi) JIHK, 1m0 € cnenudiyHMM MOKa3HUKOM. Y JesIKUX Talli€EHTiB
BUABJIAIOTD Pi3Hi KOMOiHaLii MpoQiNiB aHTUTLN, AKi MOXYTh 3Mi-
HIOBaTUCh IPOTATOM 3aXBOproBaHHA. CIIEKTP aHTUTLI 1 iX KJIiHiY-
He 3Ha4YeHHA HaBeJeHo B Tabui 5.4.

CUB acol1itoeThbcs 3 1epilluTOM paHHBOTO €TaIy KJIaCUYHOTO
NUIAXY aKTUBaIii komreMenTa (Hanpuknaz, Clg, Clr,Cls, C2).
B pesynbTaTi IBOr0 3HMXKYETHCA KJIIPEHC i TOCUIIOEThCA BiAKIa-
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ZenHsa LK. XapakTepHo 3HWKeHHA KOHIeHTpalii C3- i C4-koMm-
IIOHEeHTiB KOMILIEMEeHTa.

Tabnuusa 5.4. KniHiuHe 3HaYeHHs ayTOaHTMTIN, BUsiBNeHux npy CYB

. YacToTta Bu- ..
AyToaHTUTINa AHTUreHU N KniHiyHe 3HaYeHHs
IBNEHHS, %
Lo [o 2-x cnipanbHoi | 40-90 CucTeMHe ypaxKeHHsI
BHYTpiWHbO- | AHK
KNITUHHNX Jlo ricToHiB 30-80 MeanKaMeHTO3HMiA
CTPYKTYp BOBYaK
Jlo Sm-antureny |30
[lo RNP 20-30 YpaXKeHHs HUPOK
[lo rRNP 5-15 YpaxkeHHS HepBOBOI
cUcTeMm
Jo Ro/SS -A 25-40 Cungpom LerpeHa,

LWKipSIHW BOBYaK,
HeoHaTaJlbHui1 BOBYaK

o La/SS-B 10-15 Cungpom LerpeHa,
LWKipSIHWN BOBYaK,
HeoHaTasbHWiI BOBYaK

[o knitTuHHux | KapgioniniHosi 20-40 3BWYHUIN BUKUTHI,
MeM6paH Tpom603u
Eputpouutie MeHwe 10 | FeMoniTMYHA aHeMis
TpombouuTis MeHwe 10 | IMyHHa TpomBoLMTONEHISA
Mo3akniTuHHI | [lo peBmMatoigHoro |25 lMpexpecHi peakuii 3
¢hakTopa ricToHamu i Ro
[o Clg-komnoHeHTa | 50 Mpw HecbpuTi
KOMMJIeMeHTa
I'pynoto ekcnepTiB Systemic Lupus International Collabora-

ting Clinics (SLICC) 6y/nu 3amporiaHOBaHi KpUTepii AiarHOCTUKHU
CYB (Tab. 5.5.), axi BUMararoTb 060B’A13KOBOI HAABHOCTI HEe MEH-
me 4-X KpUTepiiB, cepes; AKUX 0OOB’A3KOBO MMOBUHHI OYyTH OJMH
iMyHOJIOTiYHMH i X04a 6 OAWH KJIiHIYHUM, 110 TATOT€HETUYHO 06-
rpyHTOBYyE AiarHo3 CUB. CtaHoMm Ha cborojieHHs, kputepii SLICC
VBIWILIN B MTeAiaTPUYHY MPAKTUKY, BBAXKAIOTbCSA OLTBII Yy TIUBU-
MU, 110 CIIPUAE 3MEHIIEHHIO YMCJIa [iaTHOCTUYHUX IIOMUIOK, OCO-
6IMBO Ha paHHIX eTanax XBOpoOU.
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Tabnuua 5.5. Knacudpikauinni kputepii CYB (SLICC, 2012)

1. TocTpe UM NigrocTpe ypaxeHHs! LWKipu:

- «MeTenuk»

- bynbo3He BUCUNAHHA

- TOKCUYHMIA enigepManbHUii HEKponi3

- Makynonanynbo3He BUCUNAHHS

- doToceHcubInizauis

- HeingypaTueHe ncopiasonogi6He abo
KinbLienofibHe NoiLMKiYHe BUCUMAHHS,
sIKe He 3anuLLae pyouiB, ane MOXMBa
JlenirmeHTauia, TeneaHrioekTasiv

8. HelponcuxiaTpuyHi nposiBu

- EninentuyHuii Hanag

lcuxos

- MoHo-/noniHeBpUT

- Mienit

- HeitponarTisi yepenHo-M03KOBHKX
abo nepucepuyHuUX HepBiB

2. XpOHiYHe ypaKeHHS! LKipu:

- luckoigHui BoBYaK

- FinepTpochiuHuii (bopoaaByacTuit)
BOBYaK

- MaHikynit

- [epexpecHuii CMHAPOM
(mmMcKoigHMIN BOBYAK/NOCKMIA NNLLAIA)

- HabpsikoBuii BoBYak

- YpaxeHHs 3a TUMOM «OBMOPOXKEHHSI»

9. leMoniTUYHa aHeMis

3. Bupasku cnnu3oBoi 060510HKK
pOTOBOI Ta HOCOBOI MOPOXHUHK

10. NleitkoneHist <4000/MM? npu [iBOX
i GinbLLe JOCHiKEeHHAX abo

- NimchoneHist <1000/MMm2 npu
J1BOX i OiNible focChifXeHHAX abo

4. HepybueBa anoneuis

11. TpombouuToneHis <100 000/
MM?® (3a BiiCYTHOCTi NpuitoMy
LUTOCTATHKIB)

5. Aptpur:

- CuHoBIIT 6inblue 2 cyrnobis abo
GontovicTb binbLie 2 cyrnobis

- PaHKoBa CKYTICTb L OHANMEHLLE
30xB

6. Ceposur:
- Mnesput
- [epukapgut

7. YpaxeHHS! HUPOK:

- [JloboBa npoteiHypist abo
cniBBigHOLWEHHs 6INOK/ KpeaTuHiH > 0,5
r/poby

- Eputpouutypis >5 B noni 3opy

12. IMyHOROTiYHI NOPYLLEHHS:
o AHTUHYyKNeapHi AT
o anti-dsDNA
e AT go Sm
e AntudboccponinigHi AT Ha
nigcTasi:
- BMCOKOrO piBHA IgG abo
IgM aHTMKapgioniniHoBux AT;
- BMSIBJIEHHSI BOBYAKOBOI0
aHTUKOArynsiHTa;
- XMBHOMO3MTUBHOI CEposIo-
riyHoT peakLii Ha cudpinic;
- aHTW- B2-rnikonpoTeiH-1
o Hu3bkuii piBeHb KOMNIEMEHTY
o [103UTUBHMI NPSIMUI TECT
Kymbca
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OudepennianbHy aiarHocTnky CUB mpeacraBieHO B
Tabaui 5.6.

Tabnuusa 5.6. udpepeHuianbHa giarHocTuka CYB

Saxsopto- MopibHICTb BigMiHHOCTI flopatkosi AjarHoc-
BaHHA TUYHI MeTOAM
Cuctem- | Jluxo- Bik nauieHTiB — po3BuBaeTb- | Ana nigTBEpAXEH-

HUN MaHKa, csl vyacTiwe y fiteit MONog- | HS fiarHo3y Heob-
tOIA cyrnoboBui | LWoro BiKy. XapakTep BUCUMY | XiJHO NPOBEAEHHS
CUHAPOM, | = MASAMUCTO-NANYNbO3HWA, | PO3rOPHYTOrO
PO3BUTOK | NiHIAHMIA, HA BUCOTi IMXOMaH- | IMYHONOTYHOTO
BiCLLEpUTIB. | KW BUCUN NOCUNKOETLCS. B obcTexeHHs1, ANA,
KNiHIYHOMY aHani3i KpoBi BU- | aHTUTIN 0 ABYCHi-
SIBAATLCA HEMTPoiNbHUIA | panbHoi JHK, Sm-
NeiKouMTO3, TPOMOOLIUTO3. | aHTUTEHY.
CuctemHi | Jluxo- HexapakTepHi: neitkoneHisi, | BusHaueHHs AHLJA
BacKyniTM | MaHKa, TpoMBoLMTONEHIS, YacTo BU- | (BUABNAOTLCA Y
(By3nuKo- | BUCMMAHHSA | 3HAYAETHCA BUCOKMIA piBeHb | 30% naujieHTiB 3
BUI Noni- |Ha wkipi, | CPB. Mig Yac 06CTEXeHH — | CUCTEMHUMM Ba-
apTepiit, |HekposW, |HeraTuHi ANAiaHTUTING 40 | CKyniTamu), apTepi-
MIKpOCKO- | cyrno6oBui | Sm-aHTureHy. [lns toBeHib- | orpadpis fo3Bonse
MiYHUi cuHapoM, | Hoi chopmu YT xapakTepHa BUSIBUTYN 3MiHM
MoniaHriiT) | ypaXeHHA | AUCTaNbHa raHrpeHa, Npy Bic- | ApiOHUX Ta cepefHix
LHC, ne- | uepanbHii chopMi — 35109Kic- | apTepii, xapakTep-
reHb. Ha apTepiasibHa rineptensis. | Hux gna YT,
OHKo- Jlnxo- BigcyTHi TunoBi wKipHi npo- | KT, MPT opraHis
remaTo- | MaHKa, SIBW, IMYHOJIOTIYHI MapKepu | FPYAHOI Ta YepeBHOI
NOTiYHi uutoneHis, |CYB. MOPOXXHWH, rON0B-
3aXBOPHO- | apTpanrii. HOrO MO3KY, NYHKL,isl
BaHHA KiCTKOBOI0 MO3KY,
TpenaHobioncis.
tOBe- Bucunu Mepiop6iTanbHuit Habpsik Ta | IMyHonoriyHi na6o-
HINbHWWA | Ha LWKipi, |cuMmnToM [OTTpOHa ABNS- paTopHi TecTu (AT
JepmaTo- |M'si30Ba HOTbCA NATOTHOMOHIYHUMM | 0 ABYCRipaNbHOT
Mio3uT cnabkictb, |ana lOAM. Kniniyno — guc- | AHK, aHTuTina go
nigBuwe- | cparis. Sm-aHTureHy, AT po
HICTb piBHS PHM).
thepmenTiB
M'A130BOro
posnapy.

MpumiTkn. BN — By3nukoBuiA noniaptepiit; AHLJA — aHTMTINa Jo uuTonnasmm
HeiiTpochinis; KOLIM - toBeHinbHMIA fepmaTomiasuT; PHI — puboHykneonpoTeigu.
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[Tpo6nemu giarHocTHKM CUB BUHMKAIOTH IIPU BiZICYTHOCTI ¥
JUTUHU XapaKTEPHUX epUTEeMaTO3HUX BUCHIMIB. /udepeHIlianb-
HUU /liarHO3 B TAaKUX BUIAZKaX HEOOXiZHO IIPOBOAUTHU 3 HACTYII-
HUMHU 3aXBOPIOBAHHAMU:

- PpeBMaTUYHUMHU — cucTeMHUMH popmamu HOIA, r0BeHib-

HUM JepMatomiosutoM, I'PJI, xBopoboto Illenneiina — Te-

Hoxa, nepBUHHUM A®C, BY3JIMKOBUM IOJiapTepiiToM, Mi-

KPOCKOITIYHUM IIOJIiaHTiiTOM Ta iH.;

- TeMAaTOoJIOTIYHHUMU — reMOJIITUYHOI0 aHEMI€lo, ilionaTuy-

HOIO TPOMOOLIUTOIIEHIYHOIO ITyPITyPOIO;

- JnimdomnponidepaTUBHUMH 3aXBOPIOBAaHHHAMU — JiMO-

r'paHy/IeMaTo30M, JTiMpOMO}I0;

- iHdekIiiHUMHU — 6openio3oM (xBopoboio Jlaiima), rema-

tutamu B i C 3 mo3amnediHKOBUMU MPOsIBaMU, TyOepKyIbo-

3oM, cudinicom, iepcuniozom, BUI-iHdekriero Ta iH.;

- 3amaJbHUMM 3aXBOPIOBAHHAMM KHUIIEYHHKA — HeCIeLu-

GiYHMM BUPa3KOBUM KOJITOM 3 CHUCTEMHUMH IIPOSBAMH,

xBOopo6oto KpoHa;

- XBOpob6aMu HUPOK — IJIOMePYJIOHepPUTOM Ta iH.;

- iHOEKIIHHUM eH/JOKapJUTOM;

- MeZMKAaMEHTO3HUM BOBYAaKOM i [apaHeoIUIaCTUYHUM

BOBYAKOBOIIOZiOHUM CHHIPOMOM.

JlikxyBanHa. MeTa Tepamnii nauieHTis 3 CUB nosAramoTh B 3a-
Ge3medeHi JOBrOTPUBAJIOTO XKUTTS, KOHTPOJIIO 32 aKTUBHICTIO XBO-
pobu, 3arobiraHHi 3armajbHOIO YIIKOMKEHHSA OpraHiB, MiHiMi3allii
TOKCHYHOCTI JTiIKaPChKUX 3aC00iB, IIOKPAIlleHHi TKOCTi KUTTS.

OcHogHI npuHyunu aikyeauHs CYB y dimeil:

1. InguBiZyanbHUM MiAXi[ 3 ypaxyBaHHAM KJIiHIYHUX IIPO-
ABIB, CTYIIEHIO aKTUBHOCTI, XapaKTepy Iepebiry 3axBOpIOBaHHSA
Ta BiANIOBiZ1 OpraHi3aMy JUTHMHU Ha JIiKyBaHH;

2. loTpuMaHHs NOCJIiOBHOI'O TPU3HAYEHHS BCiX KOMIIOHEH-
TiB 06paHOi /1A JIIKyBaHHS TePaleBTUIHOI CXeMU;

3. CBoevacHUM TepexiZi Bif iHTEHCUBHOI JI0 MiZITPUMYIOYOi
iMyHOCYTIpecuBHOI Tepartii;

4. TocTiHUI KOHTPOJb 32 epeKTUBHICTIO Ta OE3MeKO0 Ji-
KapChbKHX 3aC00iB;

5. TpuBaJIicTh, €TANHICTh i 6e31epepBHICTh JiKyBaHHS.
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I'pynu npenapariB, fKi 3aCTOCOBYIOThCA B JiKyBaHHI CUB y
nitent, mpeacrasieHi ['KC, urocraTukaMu, aMiHOXiHOJIIHOBUMU
Ta IperapaTaM¥ iMyHOOi0JIOTiYHOI Tepartii.

[Tpu CYB HU3BKOTO CTYIIEHA aKTHUBHOCTI NPU IEepeBaKHO
cyro6oBoMy i MIKipHO-CyIyI060BOMY BapiaHTax 6e3 3aIy4eHHs [0
[IaTOJIOTIYHOT'O IIpOolieCy BHYTPILIHIX OpPraHiB peKOMEHYIOThCS
MperniapaTy IPyIy aMiHOXiHOJIHIB (XJIOPOXiH, TiZIPOKCIXIOPOXiH),
AKi HaWKpallle TIOeAHYIOTh 6e3MeYHiCThb i epeKTUBHICTD JiKyBaH-
Hs1, cymicHo 3 HII3I1 Ta/a6o Husbkumu gozamu I'KC (0,2-0,3 mr/
Kr/n06y). Ilpu xpoHiYHOMY Tepebiry 3 MpOBiIHUM CHHIPOMOM
PeliHO moeAHy0ThCcs HU3bKI 03U 'KC B KoMmObiHalii 3 mpemnapa-
TaMHU CPyIIY aMiHOXiHOJIIHiB, aHTUarperaHTaMu Ta Ba3oAWIaTaTo-
pamu.

Cxemu Teparrii CUB, 3aie)XHO Bif ioT0 CTyIEHs aKTUBHOCTI,
[Ipe/CTaBJIeHO Ha PUCYHKY 5.2.

Cucremuni
qepBOHHﬁ BOBYAK
AXTHEHICTE
[ Huzeka ] [ ITomipaa ] [ Bucoxa ]
- ) . )
( TipOKCHIIXIOPOXiH [ 1IpOKCHIIXTIOPOXIH ( TiIpoKCHIXTOPOXiH
KopTHEOCTEPOITH KopTtukocTepoinu KopTtukocTepoinn
er 0s, B/B er 0s, B/B
L per 0s, B/M ) L per 08, B/ ) \ per 0s. B/ y
'd ) .
MeToTpekcaT MeTtoTpekcar MikoteHanar
Asarionpun AszationpHH uxnodochamin
g ) bemimymad PHTVECHMAG
\. A J
' L )
[HridiTopn
KanpLHHEBPHHA
MikodeHanar

v

Puc. 5.2. Cxema nikyBaHHsi CYB 6e3 HechpuTy (EULAR, 2019).
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I'KC. [Ipr3HaJdaeTbCA B HACTYITHUX JO3yBAHHAX:

- TpU BHUCOKIM Ta Kpu30Bikd aktuBHOcTi CYUYB fo3a

MIpeAIHI30JI0HY per os ckiazae 1-1,5 Mr/xr/mob6y (He Ginbie

70-80 mr/zmo0y), TPUBAJIICTb IPUMUOMY MaKCUMAaJIbHOI 103U

cki1aZiae 4-8 TIKHIB, NOTIM 03y IOCTYIIOBO i IIOBLIBHO

3HWXKYIOTB Zi0 migrpumytodoi (0,2-0,3 Mr/Mr macu Tiza Ha
n00y), TPUBAJIICTh IPUMOMY CKJIAZA€ KiIbKa POKiB;

- npu noMipHii aktuBHOCTI CUB zgo3a 'KC konmuBaeTbca

B Mexax 0,7-1,0 mr/kr/moby, TpuBasicTh npuiiomy — 4-6

TW)KHIB 3 IIOCTYIIOBUM 3HIDKEHHAM JO03U 0 HiATPUMYIOUO]

(0,2-0,3 Mr/kr/no6y), TpUBATICTh IPUHOMY — KiJIbKa POKiB;

- Tpu Hu3bKiiM aktuBHOcTi CYB - 0,3-0,5 Mr/kr/zmo0,

TPUBAJIICTh IPUNHOMY — 4-6 THIKHIB, IIOTIM /103a 3HIKYETHCA

Jo0 miaTpuMyrodoi 0,2-0,3 Mr/Kr Macu Tija Ha Zo0y.

[Tpu BUCOKil aKTUBHOCTi ab0 «BOBYAKOBUX KpPHU3aX» MIPOBO-
JATH MyJIbC-Tepalilo 3 BHYTPILITHbOBEHHUM BBEe/IeHHAM HaJBUCO-
KUX /103 METWITIpeAHi30/m0Ha — 10-30 Mr/Kr Ha 100y (ase He Oib-
e 1000 Mr/z06y) mpoTAroM 3 MOCTiJOBHUX JHIB B 3aJ€XHOCTI
BiZl TAXKKOCTI CTaHy XBOPOTO.

I'KC edeKTUBHI B KOHTPOJIi TOCTPUX CUMIITOMIB, aje ixX Tpu-
BaJie BUKOPUCTAHHA 0OMeXXeHe 3HAYHUMU OOIYTHUMU epeKTaMH,
BKJIFOYAIOYN OCTEOIOpO3, 30UIbIIEHHI MacH Tija, MOPYIIeHHIM
TOJIEPAHTHOCTI ZI0 TVIIOKO3H, iIBUIIIEHUM PU3UKOM iHOEKITIH.

[ToxkazaHHAMU A 3aCTOCYBaHHA LTUTOTOKCUYHUX 1 HELIUTO-
TOKCUYHUX 3aC00iB €:

- BUCOKOAKTUBHUU HEPUT;

- Tskke ypaxeHHd LITHGC;

- Pe3UCTEeHTHICTh 0 nonepeAHboi Tepamnii 'KC;

- HeoOXiZHICTh TIOCHUJIEHHA IMyHOCYIIPECHBHOI Teparii 3a

HasABHOCTi BUpakeHUX mobivHux epekTiB ['KC;

- peaurizariis crepoigo3bepiraroyoro edpekTy;

- migTpuMKa O6imbIn cTilikoi peMicii.

LHuknogpocamio. B axocTi iHAYKIINAHOI Teparii /14 JiKyBaH-
HsI BOBYAKOBOTO HebpuTy nukiodpochamis HazHavYaIOTh 3 po3pa-
xyHKY 0,5 r/m? noBepxHi Tina (B HacTynHoMy 0,75-1,0 r/M? 3 ypa-
XyBaHHAM [I€PEHOCUMOCTI IIpernapary, ajie He Oirbine 1r Ha ogHe
BBeZIeHHs) BHYTPITHbOBEHHO KpameabHO 1 pa3 Ha MicAllb POTH-
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roM 6 MicAuiB. Y HaCTyIIHOMY, JJIA MATPUMKHU peMicii ipenapat
BBOZATH 1 pa3 B 3 MicAwi mpoTsarom 24 micaiiB abo Ha3HAYAIOTh
mpernapaTy MikopeHO0JI0BOi KUCIOTH, ab0 a3aTiompiH.

I1py BUCOKill aKTUBHOCTi BOBYaKOBOT'O HEPPUTY 200 TSKKIX
eKcTpapeHasbHUX TposBiB CUB mynbc-Tepamisa nukiaodpocdami-
ZIOM MOKe mpoBoguTHCA 1 pa3 B 2 THXKHI B 71031 500 MT TpOTATOM
3 micamiB (6 BHyTPINTHbOBEHHUX BBE/IEHDb, CyMapHa /103a ITUKJIO-
dochamigy — 3,0 r) 3 HACTYITHUM ITIEPEXO/IOM Ha a3aTiONPHH Yyepe3
2 TkHI micna nukinodocdamizg B cTapToBiii 1031 2 Mr/Kr Ha 100y
(moTiMm 3HMKeHH: 10 1 Mr/Kr Ha 100y 3 ypaxyBaHHAM II€PEeHOCH-
MOCTI TIpenapary).

Azamionpun. IlprsHa4yamTh NPU CTEPOiZOPE3UCTEHTHOMY
ab0 penuANBYIOYOMY CTEPOiZ03aIeXKHOMY HEQPOTUYHOMY CHUH-
ZpoMi, 00yMOBJIEHOMY MeMOPaHO3HUM BOBYAaKOBUM HEDPUTOM,
IIPU TPOMOOIUTOTIEHI], aHeMii, ITKipHUX MTPOsiBaX, peppaKTEPHUX
Zo tepamii 'KC nomiceposurax.

IIpenapamu mikogenonogoi kuciomu. IIpu3HavaroTh AJA:
MiZATPUMKU peMicii BOBYaKOBOTO HEPPUTY, iHAYKOBAHOI I[UKJIO-
dochamigom, iHAyKIlii pemicii y Bumnagkax HeeeKTUBHOCTI IIU-
ki1odochaminy abo iHITUX MUTOTOKCUYHUX IperapaTiB, HEMOXK-
JIUBOCTi TIPOBOAMTH JiKyBaHHA IUKIodocdhamizom y 3B’A3KY 3
PO3BUTKOM IMOOIYHUX epeKTiB ab0 HebaKaHHAM Ialli€HTa; 3HU-
YKeHHs eKCTpapeHaJIbHUX IposaBiB CUB mpu pe3ucTeHTHOCTI L0
IHIIMX IUTOTOKCUIHUX 3aCO0iB.

Jlo3u st piteit: mikodeHomaty modetmwn — 600 Mr/mM 110-
BepxHi Tila 2 pa3u Ha 00y. MikodeHosoBa KucioTa — 450 Mr/m
ITOBEPXHi Tizia 2 pa3u Ha 100y.

Mikodenomnary modernn B noegHanHi 3 I'KC, mopiBHSIHO 3
MyJIbC-Tepariero nukiaopochamizom B moegHanHi 3 I'KC, mo edex-
THUBHOCTI Mae€ JiesiKy IepeBary B JIIKyBaHHI IpostipepaTUBHOTO i
MeMOpPaHO3HOTO BOBYAKOBOIO HeQPUTY I iHAYKII pemicii mpu
MEHIIT i TOKCMYHOCTI i 9aCTOTi PO3BUTKY iHQEKI[IHHUX YCKIaHEHb.

Memompexcam. 3aCTOCOBYIOTb IIPU JIETKUX «HEHUPKOBUX»
BapianTax CYB 3 pe3rCTeHTHUMU IIKipHUMHU Ta CyIJI000BO-M 30~
BUM CHH/I[POMaMU 3 METOO OLTBII MIBUAKOTO JOCATHEHHA peMicii
Ta 3amKeHHA f03u ['KC. Jlo3a — 7,5-10,0 Mr/mM? moBepxHi Tija Ha
TK/EHb IIepOpaIbHO IPOTATroM 6 Mic i 6imbIire.
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Jl1s 3HMDKEHHS YaCTOTH i TSDKKOCTI MMOOIYHUX peakKIlil, MoB’s-
3aHUX 3 JedinuroM ¢onaTiB, peKOMEeHAYIOTh IpUiioM ¢$osTieBOi
KUCJIOTH.

AMIHOXIHOIIHOBI npenapamu (2i0pOKCUXJIOPOXIH 1 XTIOPOXIH).
[TpusHavatoTh B koMbiHamii 3 I'KC A iKyBaHHA LIKipSHO-CYT-
nob6oBoro Bapianty CYUB mnpu HU3BKiIM aKTUBHOCTI, MiATPUMII
peMicii i monepemKeHHIO PeluJuBIB NMpU 3HWXKeHHi 703 I'KC, a
TAKOX B IOEIHAHHI 3 aHTUArPETaHTaMU 1 TPODUTAKTUKY TPOM-
OOTUYHUX YCKJIaZHEHb y malieHTiB 3 CYB i anTudocdomimigaum
CHHZPOMOM.

Jloza ripokcuxymopoxiny — 0,1-0,4 r/moby (o 5 mr/kr Ha
n06y), xmopoxiH — 0,125-0,25 r/m06y (70 4 Mr/Kr Ha 100y) mpo-
TATOM 2-4 Mic, IOTIM 03y 3HWKYIOTh B 2 pas3u i peKOMEHAYIOTb
3aCTOCOBYBATHU Ipenapat TpuBasio (1-2 poku i 6inblie).

Bionoeiuni npenapamu. AHtuTinia go CD20 B-mimdorutiB
— putykcimab. [Toka3aHHA: TSDKKUM i KpU30BUI Tepebir 3axBo-
proBaHHA, ypaxkeHHsa ITHC, Hedputr, ADC, mHeBMOHIT. Teparris
PUTYKCiMaboM MOKe 3/[iCHIOBAaTUCSA TUIBKY B CIIEIliali30BaHOMY
cTallioHapi, B yMOBax BiZiZliIeHHA iHTEHCUBHOI Tepartii.

Benimymab — 6GiosorivHMI Tpemnapar, CXBaJeHUH s JIKy-
BaHHA CYB. I]e MOHOKJIOHAJIbHE aHTHUTINIO, SIKE MPUTHIYy€E OLTOK
crumysaTopa B-nimoorutis (BLyS), 110 Bizirpae posib y BIXKUBaH-
Hi Ta gudepeHLiIOBaHHI B-KIiTUH, 3a/ly4eHUX B ayTOIMyHHY BiJ-
noBizgb. BeriMymab MoXXHa BBOAUTH IILIAXOM BHYTPIllTHbOBEHHOI
inQy3ii abo migmKipHOi iH'€K1Iii Ta BAKOPUCTOBYETHCA Ha JOJATOK
[0 CTaHZAPTHOI Tepamil /jd 3MeHIIeHH aKTHUBHOCTI 3aXBOpIO-
BaHHA. He pekoMeH/yeTbCA [/ aLi€HTIB i3 TAXXKUM aKTUBHUM
BOBYAaKOBUM HeppUTOM ab0 BOBYAKOM I[€HTPAIbHOI HEPBOBOI
CHCTEMU Yepe3 BiZICYyTHICTh JOKa3iB y IuX Hmigrpynax. besneka ta
edeKTUBHICTD I1/1I BBeZleHHA OeiMymaly y AiTel Ta migmiTkiB (y
BiIli Mmostozte 18 pokiB) He BCTAaHOBJIEHI.

IIpenapamu, wjo eniugarms Ha MIKpOUUPKYAAULIO:

ITenmoxcuginin — iHribiTop KcaHTUHOBOI pochoaiecTepasy;
MIOKpAIIy€e I0OCTABKy KUCHIO ZI0 TKAaHWH NP ITeprdpepuIHOMY Ba-
3ocnasmi. [TeHTOKCU}iNiH MpU3HAYalOTh BHYTPIIIHPBEHHO Karle-
JIHO B 7103i 20 Mr Ha piK XUTTSA Ha A00y, BBeleHHA TIpernapary
MOZAIAETHCA Ha 2 MpUMOMHU. BHYTPIlIHLOBEHHO KpalejbHO Ipe-
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mapatT BBOJATH MPOTAroM 12-14 AHIB, MOTIM HeOOXiZIHO TTEpEUTH
Ha NepopajbHUN IIPUIOM IIpenapary B Til ke 03i. TpuBasicTb
JIiKyBaHHS MOBUHHA OyTH He MeHIIe 6-12 MicsIiB.

[Toxazanua: CYB 3 mposgBaMu BacKyJIiTy, ypa>keHHAM HUPOK,
LTHC.

Jlunipudamon — BIUIMBA€E Ha arperaifito TPOMOOILUTIB NUIS-
XOM HiIBUILIEHHA HAaAXO/PKEHHA B KJIITUHY aZleHO3UAY, 10 CyIIpo-
BO/IKYETHCS 30UTbIIIEHHAM CUHTE3Y CTIHKOIO CYIUH €HKO3aHOi/iB,
BKJIIOYAIOUU MPOCTAIUKJIiH. [IpermapaTr Ha3Ha4yalTh B 1031 5 Mr/
KT po3ZiieHo Ha 2-3 npuiioMma. TpuBasicTh npuiioMy Ipemnapary
— He MeHIle 12 wmic.

[Toxazanua: CUB 3 mposgBaMu BacCKyJIiTy, ypa>keHHAM HUPOK,
LTHC.

Tpancnianmauyis aymono2iuHuxX Kpo8OMBOPHUX Cmosdypo-
8UX KJAIMUH.

TpaHCIUIaHTaIIiI0 ayTOJIOTiYHIUX KPOBOTBOPHUX CTOBOYPOBHX
KJIITMH 3aCTOCOBYIOTh /ISl JIIKyBaHHSA I'eMaTOJIOTYHUX 3aXBOPIO-
BaHb i TKKOI pedppakTepHoi CUB. MeToz ebeKTUBHUU B iHAYKIIii
peMicii, ayse Hazjae TiKyBanbHUN epeKT MeHII HiXK y 50% narfieH-
TiB. CMEPTHICTh BUCOKA, a BiilajsieHi pe3y/abTaTU HeBifoMi. € aHi
PO BUHUKHEHHS HOBOI'O ayTOIMYHHOI'O CTaHy Iic/id BUKOHAaHHA
TpaHCIUIaHTallii. B ;aHMi1 yac 1oro BUKOPHUCTOBYIOTh TUIBKU Y ITa-
I[iEHTIB 3 3arPO30¥0 JKUTTS IIPU BUCOKiA akTUBHOCTI CYB.

HemeznykaMeHTO3HI MeTOAU JTiKyBaHHA:

- TIOBHOI[IHHUM BiIITOYMHOK i TIOTIepe/KEHHS CTPECIB;

- IoIepeXeHHs IeperpiBy i HAZJIUIIKOBOTO BIUIMBY COHAY-

HOT'O OIPOMiHEHHS, 3aCTOCYBaHHA COHI[e3aXUCHUX KPEMIB 3

dakTopom 3axucry 15;

- [OTPUMAaHHA Ji€TH 3 HU3BKUM BMIiCTOM JKUPY 1 Z0/aBaH-

HAM B DKy ITOXiTHUX pUO’TIOTO XKUPA;

- KOHTPOJIb GAKTOPIiB PUIUKY PO3BUTKY CEPIIEBO-CYAUHHO-

ro 3axBOpPIOBaHHA (KypiHHA, apTepiajibHa TinepTeH3id, Iy-

KpOBUii Ziaber), JiKyBaHHA TilepxojiecTeprHeMii, 3acToCy-

BaHH/A alleTWICATIIIUIOBOI KUCIOTH.

B sikocTi Tepariii cympoBoO/ly I0JaTKOBO MIPUUMATH KaJIbIliH i
BiTamiH D. [amienTam, SKi MpUHAMarOTh IMIIOKOKOPTHUKOIAN B /1031,
IO [TepeBHUIIYE 5 MT/CyT, HeoOXiZIHO Tpru3HavaTH 6ichocdonaru 3
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MeTOIO MMPOiTAKTUKU PO3BUTKY CTEPOIZHOTO OCTEOTIOPO3Y.

IIpoginakmuuHi 3axo0u BKIIOYAOTH 3aXUCT BiZ ynbTpadiose-
TOBOTO OTIPOMiHEHHS 3a ZIOTIOMOTOIO XiMiYHMX Ta/ab0 pisumIHUX
¢inerpiB UV-A/UV-B (SPF 50+ ), fIKi IOBUHHI 3aCTOCOBYBATUCS B
nepiozi Bizx 20 g0 30 XB. 0 BIUTUBY yIbTPadioseToBOro omnpomi-
HEeHHS B JOCTAaTHIN KilbkocTi (2 Mr/cM?).

Jitn, sxkuM Oyna TpU3HAYeHa iMyHOCYIIpECHBHA Teparlif,
BaKIIMHAllifl He IPOTUIIOKA3aHa, 3a BUKJIIOUYEHHAM BUIIA/JKIB 3a-
CTOCYBaHHA >KUBUX BaKIMH (HaIpUKJIAJ, )XUBOI MOJiOMi€TITHOI
BaKIIMHU), X04a BUPA3HICTh iX BiJTIOBiZi Ha IelJIeHHA BiZpi3HA-
€ThCA BiJl TAKOI ¥ 3/lOPOBUX.

[TporHo3. 3a BUKOPHUCTAHHA CydYacHUX TepPalleBTUYHUX TeX-
HOJIOTiH BMKMBaHHA naijieHTiB 3 CYB npotarom 5, 10 i 15 pokiB
cknazae 96, 93 i 76%, BianosigHO. CMepTHiCcTh Bifx CUB 3Ha4YHO
3MIHIOETHCA 3aJ€XKHO Bifl CTaTi, €THIYHOI IPUHAJIEKHOCTI Ta Kpa-
iy mpoxuBaHHA. Hali6inbIn BakKUii mepe6ir XxBopobu BiZizHava-
€THCS Y YOPHOIIKiPUX Y0JIOBiKiB. /o paKTOpiB, AKi MPU3BOAATH Z0
HECIPUATINBOTO Iepebiry 3aXBOpIOBaHHSA, BiITHOCATHCA HeasleK-
BaTHe JIiKyBaHHA, Ypa)KeHHA HUPOK, apTepiajbHa TilepTeHs3id,
A®C, indexii Ta ycKIaJHEHHA TEpaTTii.

IcHye 6imMozanbHa KprBa cMepTHOCTI. IlaiieHTH, fKi BMU-
pasii B Ilepllli I'AATh POKiB, K IPaBWIO, cTpaxkzAarTb CUB 3 gyxe
aKTUBHHUM IepebiroM, 10 BUMAara€ 3aCTOCYBaHHSA BHCOKHUX /103
iMyHOZenpecaHTiB. Y Malli€HTiB, AKi TUHYTB Ii3Hillle, TPUIYNHAMU
CMepTi 3a3BUYall CIyXaTh CeplieBO-CyZIMHHA M1aTOJIOTifA, YpaXKeH-
HsI HUPOK a00 iHeKITis.

OcCHOBOIO AJI TOJINIIeHHA IporHo3y npu CUB e paHHA -
arHocTvKa, iHTeHcudikallisa 6a30Boi Teparii Ta 3MeHIIEHHS 103
I'KC, koHTposib HebaxkaHUX edeKTiB Bif 3actocyBanHHsa ['KC Ta
iMyHOCyTIpecOpiB, a TaKO)X BUKOPHUCTAHHSA iMyHOOiOJOTIYHUX
Ipenaparis.

TECTOBI 3ABJAHHA

1. dkiaytoaHTuTina € cneyndiyHmmm gna CHB?
A. AHTUHYKNEapHWN DakTop
B. AHTUTING 0O 2-x cnipaneHor AHK
B. AHTMTING 0O KapgioniniHy
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[- AHTUTING OO MCTOHY
. AHTUTING 0O pUOOHYKIEONPOTEIDY

2.4ki pakTopu pu3snky po3suTtky CHB Bu 3HaeTe:
A. TinepiHconaLia
b. CTpecosi cuTyalil
B. [epeoxonomxeHHaA
[ MenvkKaMeHTO3Ha anepria
[. Bci BIONOBIgI BIPHI

3.Hanbinbw HecnpuATANBOK KOMGIHALLiED KITIHIYHMX NPOSABIB
CYB pgnsa nporHosy €:

A. YpaxxeHHs LieHTpabHOI HEPBOBOI CUCTEMM | HUPOK

B. YpakeHHs LUKIpW, NIMDOBY 3B

B. YpaxeHH: nerexiB Ta LWKIpK

[ YpaxeHHs NediHKY Ta HUPOK

L. YpaxkeHHa LWKIpy Ta cepLs

4. Mpwn IKOMY 3aXxBOPHOBaHHI YacTille BCbOro crnoctepiratoTbes
ayTOIMYHHi KpU3u:

A. HOBEHINbHUM 0epMaTOMIO3NT

B. tOBeHINbHWI IgeonaTnyHUM apTpnT

B. CuCTeMHMIA HepBOHW BOBYaK

[.ToCTpa peBMaTMHHa IMXOMaHKa

[. ByanukoBuii nepiapTepit

5. O6epiTb 3 HMXKUYEHABEAEHOro Nepeniky HanbinbLL BlacTUBI
ans CYB WwKipHi 3MiHuK:

A Brcun Ha obnundi (HIC, LOKM) N0 TUMY «MeTeNmnKa

b. [nckoigHa epytema.

B. Kaninsapntn .

[ doTOOEPMATOS.

[. HecneumivHa ekcynaTviBHa eputemMa

6. 06epiTb 3 HUXKYEHABEAEHOrO NeperliKy XapaKTepHy
ocobnumeicTb CYB:

A. CuHapom PeinHo

6. Kanbumdoikalia M'aKux TKaHWH

B. TlOTOBLLUEHHS Ta YLLINTbHEHHA LLIKIPY
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[, ®oToceHcubINIzaLa
. Miozut

7. SIKi naToNOriyHi 3MiHN KiCTKOBO-CYrno60i CUCTeMM HanbinbLu
xapakTtepHi ans CYB?

A. ®OPMYBaHHA reMapTPO3iB

b. ApTtpanrit

B. ®OpMyBaHHA KOHTPaKTyp

[ TeHOWHITY, TEHOOBArIHITH

. YTBOpeHH:A aHKINO3IB

8. Akui meTop AiarHOCTUKM € HanbinbL iHhopMaTUBHMM ANs
BCTaHOBNEHHA giarHosy CYB?

A. JOCNIIKEHHS CIHOBIANBHO! plaVHNA

b. 3aranbHuit aHania ceui

B. 3aransHwi aHasia Kposl

[ PEHTreHOoNorivHe AOCHIXKEeHHs CyrnodiB

[. BnaHa4eHHA NOKa3HKKIB ayToarpecit

9. LLlo BBaXkaeTbCs HanbiNbLl BaXXKUM NPOSABOM NpPU CUHAPOMI
HeoHaTaslbHOro BOBYaKa?

A. TTHEBMOHIT

b. [enaTonieHanbHWiA CYHOPOM

B. BpomkeHa noBHa aTpIOBEHTPIKYIApHa B1okana

[ MiokapauT

. LyToneHia

10. NMpn AKoMy 3axBOpPHOBaHHI OCHOBHOK MilLEeHHIO ayToarpecil
€ CTiHKa KPOBOHOCHUX CYAUH?

A. CucTeMHa CKIepoJepmia

b. FOBEHINbHN 0EPMATOMIO3UT

B. FOBEeHINbHAUI IQeonaTuYHNn apTpnuT

[ CNCTEMHNIA YEPBOHMIM BOBHYaK

L. BysnukoBuii neplapTepit

ETAJIOHU BI4MOBIOEN:
1] 2]3]4]5]6
B | ol A|lB|A|T|[B | Ol B]|T

~
[0}
O
-
o
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PO34lJ16

IOBeHiINbHMI fepMaToMio3UT

IOBeHinbHUY epmaToMiosuT (KOM), 1110 € ofiHi€!0 3 HAMTIO-
ITUPEHIIIMX ilioNaTUYHUX 3allaTbHUX MioTaTili B AUTAYOMY Billi,
1le CCTeMHe 3alajbHe 3aXBOPIOBAaHHA CIIOIYYHOI TKAHUHU ayTo-
iIMyHHOTO TeHe3y 3 ypa>KeHHAM IlepeBaKHO [T0IIepeYHOCMYTacTHUX
M’A13iB, IIKipU, CYZMH MiKPOLIUPKYJIATOPHOI'O PYCJa, i3 PO3BUTKOM
OpraHHOI NaTOJIOTii Ta BOTHUIL, PO3MOBCIOKEHOTO KaJbIIMHO3Y B
MiAIKIpHINA KJIITKOBUHI ab0 CIIOJyYHiM TKaHWHI HABKOJIO M’S30-
BUX BOJIOKOH, sIKe BUHUKAE Y ZiTel BikoM 10 16 pOKiB.

Koa za MKX-10: M 33.0; MKX-11: 4A41.01

Emigemiosioris. 3axpoproBaHictb Ha FO/IM KOJIHUBA€ETHCA Bif
2 mo 4 BunazkiB Ha 1 000 000 auTsyoro HaceleHHs Ha Pik. XBO-
poba yacrilre crioctepiraerbces y AiB4aToK. CIiBBiZIHOIIEHHS XBO-
pux AiByart i xsomnuiB mpubau3Ho 1,4 — 2,7:1. Tlik 3aXBOPIOBAHOCTI
npunazae Ha 5-10 pokis. [Tommupenicts FO/IM B cepeiHbOMY CTa-
HOBUTH 4 xBopux Ha 100 000 ziTeii.

3a zaHuMU MiXKHapOJHOI'0 PeECTPY PiIKiCHUX 3aXBOPIOBAHb
(ORPHA) nomupenicts FO/IM B pi3HUX KpaiHax KOJUBA€ETHCA Bif
1 Bummazky Ha 250 000-500 000 guTA4YOro HaceJeHH.

ETtiosnoria. [Ipuynnau FO/IM octaTouHO He 3’siCOBaHi. 3axBo-
pPIOBaHHA BBa)KA€TbCs OaraTopakTOPHUM, MAa€ IeHEeTUYHi Ipe-
JUKTOPU Ta PO3BUBAETHCA BHACTIZOK /il pi3HUX €HZI0- Ta eK30TeH-
HUX YUHHUKIB.

[TigBUIeHNH PU3UK XBOpOOU MaroTh Hocii reHiB HLA DRB
1*0301-DQA 1*0501, a Takoxx TNF-L-308A, PTP N 22 R620W Ta
Gm 3,23, 5,13. [IpoBoKy0ounM $HaKTOPOM MOXKYTh OyTH BipycHi Ta
6akTepianbHi iH}eKIii, a caMe 3aXBOPIOBaHHA BUKJIMKaHI Bipy-
caMu KOKcaki B, eHTepoBipycamu, napsosipycom B19, Bipycamu
I'PUITY Ta Iaparpuily, CTpeTOKOKaMH, 30KpeMa, 3-reMoJIiTUIHUM
CTPENTOKOKOM I'PyIu A.

Tpurepuumu ¢axropamu po3BUTKYy FOJIM TakoX MOXYTb
6yTu $isuyHi Ta ICUXiYHI TPaBMHU, TillepiHCOJIALISA, TeperpiB, me-
PEOXOJIOKEHHS, HETaTUBHUM BIUIUB 3a0pyJHEHHsS HaBKOJIWII-

122



Po3gin 6. OBeHinbHWi fepMaToMio3nT

HBOTO cepefoBuIa. ONKcaHi BUIaJKU MTOB’A3aHi 3 BaKIIMHAIII€l0,
IPUHAOMOM OKpPeMMUX JKiB (NeHiluriH, ¢peHinbyTa3oH Ta iHII).
CriocTepiraroTbcs IMTOOAWHOKI CiMelHi BUTIaIKU IePMaTOMiO3UTY,
B TOMY YMCJIi y OJM3HIOKIB, Ta BUABJIEHHA iHITUX PEBMATHYHUX
XBOpOO i ayTOIMyHHUX CHUHJPOMIB y poAudiB zitei 3 KO/IM, 1o €
ZIOKa30M POJIi FTeHETUYHUX YNHHUKIB y PO3BUTKY Li€i XBOPOOH.

ITaTtorenes. B ocHoBi naToreHesy I0/IM yexxuTh MopyIieH-
HfA IMYHOJIOT1YHOI TOJIEPaHTHOCTI OpraHi3My 0 ayTOAaHTUTEHIB 3
PO3BUTKOM 3alajbHOI KIITHHHOI iH}LIbTpalii cCKeJleTHUX M’A13iB i
IryMOpaJbHUX iIMyHHUX peakKlliii 3 miIBUIleHUM CUHTe30M ayTOaH-
TUTLI IPOTH I[UTOIUIA3MAaTUYHUX OLIKIB i puOOHYK/IEIHOBUX KHUC-
JIOT M'I30BOi TKaHWHU Ta iMyHOOIIOCEPEJKOBAHUM YpPasKEeHHAM
CYZAVIH MiKpOLMPKY/IATOPHOI'O pycia.

Mikpoauriomnatis mpu FO/IM € HacIizKOM BifIK/1aZIeHHS B IPi0-
HUX CyJMHAX IMyHHUX KOMIUIEKCIB, III0 CYyIIPOBO/KYETHCA aKTHUBa-
I[i€0 CUCTeMHU KOMIUIEMEHTa Ta IPU3BOJUTH 0 AECTPYKTUBHUX
3MiH B eHIOTei cyIvH i 3arajbHOi 3amaabHOi iHGLIBTparlii M’s13iB
T-nimpormramu xenmepamu (CD 4+), makpodaramu i B-rmimdo-
LIUTaMU Ta CTUMYJIALIL IOKaJIbHOTO CUHTE3Y ITpo3analbHUX IIUTO-
KiHiB, fIKi iHiI[iIOIOTh CUCTEMHY 3allaJIbHY BiZITIOBiZIb OpraHi3my.

[Tpy mo;iMio3uTi, KOJIX Yy XBOPOTr'O BiZICYTHI CUMIITOMH ypa-
JKEHHS IIKipH, Ha Bigminy Bizg FO/IM, B iH)inbTpaTi M'A3iB fOMiHY-
10Th T-miMboruTu-kiutepu (CD 8+ ), 1110 MalOTh ITUTOTOKCUIHUHI
edeKT IPOTH KJIITUH M’130BOi TKAaHUHHU. I[Py 1IbOMY O3HAKU iMy-
HOKOMILJIEKCHOI'O yPa)XeHHA CYAUH BiZICYTHi.

IMaTomopdonoria. IIpu ricTosoriyHOMY AOCTiIKeHHI 6ioT-
TaTiB WKipu y xBopux Ha IOJM BUABIAIOTHCA BUTOHUYEHHS elli-
Jepmicy, HabpsiK JepMU, ABHUINA BACKYIiTy 3 MEePUBACKYIAPHOIO
in¢inprpariero, rinepasieto iHTUMU, TPOMOO30M i ITOAATBIIOO
OKJIIO3i€I0 KamIspiB Ta aprepios. MopdosoriyHe AOCTiHKEHHS
M’s13iB Ha MepIINX eTarax MiO3UTy BUABJSAE HAOYXaHHA M sI30BUX
BOJIOKOH, BTPATy iX IIOIIEPeYHOI CMyTacTOCTi Ta O3HAKU HEKPO3Yy,
CIIOCTEepIraroTbCsl MHOXKWHHI BOTHUIIIA MOHOHYKJIEApHOI KJIITUH-
HOI iHdimpTpaii i ABMIa paronnTo3y HEKPOTU30BAHUX M’A3iB Ta
O3HaKU pereHepallii OkpeMux M’sI30BHX BOJIOKOH. Ha mi3Hix cTazi-
SIX XBOPOOU BiIMiYa€eThCs HAsABHICTh iHTEPCTUITIATbHOTO GiOPO3Y,
KaJIbIIMHO3 Ta aTpodis M’sI30BO1 TKAHUHU.
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Knacudikania. 3rizHo mMikHapozaHOi Kiacudikallii XBopob
10 mepermsagy (MKX-10) FO/IM BifHeCceHO 10 CUCTEMHUX 3aXBOPIO-
BaHb CIIOJIYYHOI TKAHMHMU B pOo3AiJi «/lepmaTononimMiosuT M 33»:

- M 33.0 - roHaIbKUH IepMaTOMiO3UT;

- M 33.1 — iHwi ZepMaToOMiO3UTY;

- M 33.2 — monimio3ur;

- M 33.9 - 1epMaToIOIiMiO3UT HEYTOUHEHHH.

3a MKX 11 neperaay FOIM Bu3HauYaTUMETHCA B PyOpHIL
4A41 — izionmaTuyHa 3alajJbHa MioIlaTis:

- 4A41.01 - 10BeHiIbHU ZIePMAaTOMIiO3UT;

- 4A41.0Z — nepMaTOMiO3UT HEyTOUHEHUH;

- 4A41.1 — noniMio3uT.

3araspHONPUIHATOI KIiHiYHOI K1acudikanii FO/IM He icHye.
B mpakTUuHIN AiATBHOCTI MPOIIOHYETHCA BUKOPUCTOBYBATHU KJla-
cudikariiro, 3a AKOI BU3HAYAIOTHh HOPMY, ITOXO/KEHHS, KIIiHiY-
HUM mepebir, mepiof Ta aKTHUBHICTb XBOPOOU, BiZIOKPEMIIOIOTH
0co6MBi GOpMHU IepMATOMiO3HUTY.

3a h)opMmo10 pO3Pi3HAIOTH:

- IOBEHUTbHUH lepMaTOMiO3UT;

- JOBEHIIPHUH MOJIiIMiO3UT;

- IOJIIMiO3UT MOB’sI3aHUM 3 BaCKy/liTaMu;

- ZepMmaroMio3uT 6e3 Mio3uTa (aMiOTUYHUM JepMaTOMio-
3UT);

- Overlap-cunzapom (repexpecHui)

- IEpPMaTOMiO3UT 3 AHTUCUHTETAa3HUM CUHAPOMOM (peHOMeH
PeliHo; omiapTpuT; NoJiapTpairii; 3aUIIKa, 3yMOB/IeHa JiereHe-
BUM ¢pi6po3om).

3a noxodxceHHAM:

- imiomaTYHWN (TTIepBUHHUI);

- BTOpPMHHUH ([TapaHeoIUIacCTUYHUI);

3a nepebizom:

- TOCTpH;

- miArocTpuii;

- IEPBUHHO XPOHIYHUM;

- XpOHIYHUM 3 TOCTPUM ab0 MiZATOCTPUM ITOYATKOM.

3a emanamu nepebizy XBOpoou:

- TpoIpOMaIbHUM TTepio (Bif EKITBKOX JHIB 0 MiCAIA);
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- mepioz Manidecranii (IIposBU HIKipHOTO M’S30BOTO Ta 3a-
MaJbHOTO CUHJPOMY)

- puctpodivHuii (TepMiHaMIBbHUH MTepiof yckiagHeHb FOM).

Cmyninb akmueHocmi OIliHIoITh AK: 0 (BigcyTHa); I (MiHi-
MasibHa); II (momipua); III (Bucoka) (Tab. 6.1.).

dyukuioHanbHy HedocmamHicms nosHavdaioTh: PH 3 — He-
pocratHicTb III crynensa; ®H 2 — Il crynensa; ®H 1 -1 crynensa; ®H
0 — ¢yHK1ii opraHiamy 36epexeHi.

KniniyHi cumniromu 3axBoproBanHa. 0/IM Moxe MaTu ro-
CTPUI ITOYATOK aJjie YacTillle PO3BUBAETHCA ITOCTYIIOBO.

[TpoBiAHVM CMIITTOMOM XBOPOOH € ypakKeHHs M’s13iB, 110 KJTi-
HIYHO IPOSBJISETHCA MiaJTiAMU, 60I0YiCTIO Ta HAOPSKOM, 3MiHa-
MU iX KOHCUCTEHIIii IPY MasbIIallii i MiomaTUYHUM CUHAPOMOM. Y
XBOPUX 3’ABJIAETHCA CUMETPUYHE BiJIyTTS CIAOKOCTI Y BEPXHIX i
HIDKHIX KiHIiBKaX, M’s13aX, sIKi 6€pyThb y4acTh y 3TMHAHHI Wi, 3Mi-
HIOETHCA X0/a (cTae He3rpabHOIO, IKAHANOAIOYOI0), 3'IBJIETHCS
HEMOXXJIUBICTh MiHATHCA 3 JiXKKa 6€3 CTOPOHHBOI OTOMOTH,
JUTHUHI Ba)KKO BiZ[ipBaTH T'0OJIOBY BiJl OAYIIIKY, BCTaBAaTU 3 HU3b-
KOTO CTiIbIA. MOKJIMBE TaKOXK ypaKeHHA M’'f13iB IVIOTKHU, 'OPTaHi
Ta CTPABOXOAY, IO MPOSBIAETbCA AUCdariero, yrpyIHEHUM KOB-
TaHHAM, [ONUPXyBaHHAMM, 3aKalUIIOBaHHAMU. [Ipu roctpomy
MIOYaTKy 3aXBOPIOBAHHA Y ZiTel cliocTepiraloThCs JUXOMaHKa 10
38-39°C Ta epuTemMaTo3He ypakeHH IKipU.

[TocTymmoBUii MOYATOK XBOPOOU XapaKTEPU3YEThCSA MAaJIOIO-
MiTHUMH, ajie MOCTiMHO MPOrpecyloYrMU KIiHIYHUMU O3HaKaMU
ypakeHb IIOIIePeYHO-CMYyTacTUX M 'A13iB. JIUTHHA cTae MaJIOaKTUB-
HOIO, TUXOI0, 3’IBJIAETHCA 3MiHA XOAU, IIOCTYIIOBO IPUEAHYIOTHCSA
ypakeHHs iHIINX IPyl M'A3iB, 30KpeMa, MOXJ/IVBE 3aIy4eHHA 10
MIATOJIOTIYHOTO Tpoliecy MiXXpebepHUX M'si3iB Ta M’A3iB Agiadpar-
Mu. OCTaHHE CIIpUs€ PO3BUTKY YCKJIaZHEHb 3allaJIbHOTO XapaKTe-
py 3 60Ky OpOHXO-TIETeHEBOI CHUCTEMHU Ta, B ITOAAIbIIOMY, pOpMY-
BaHHIO iHTepCTUIliaTbHOTO (GiOPO3y JIereHb.

IIkipHuit cundpom ipu KO/IM Mae cBOi XapaKTepHi 03HaKH:
«TeJTIOTPOIHUI» HAOPSK eprUopOiTaATbHUX ALITHOK, TIOYEPBOHIH-
HA IIKipU OOJINYYsi, 30HU /I€KOJIbTe; epUTEMATO3HUIM BUCHIT HAJL
ApibHuMEM cyrobamu kucted (cumnrTom [OTTpoHA), HABKOJO-
HIr'TbOBA epuUTeMa, TIOYePBOHIHHSA i JIyIleHHA IKipU J0J0Hb, Te-
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JeaHrioekTasii, poTozepMaTuT, cBepOiX MKipu. Bucunu y giteit
MOXYTh OyTU MOTIMOPOHUMU, KOJIU Ha IIKipi BogHOYAC € Pi3Hi
eJIeMeHTH ii ypakeHHs; epuTeMa 3 $ioIeTOBUM BiATIHKOM, BOT-
HUIIIA Tino- abo rirnepirMeHTallii, MOXKJIWBI BOTHHUIIA aJIOTEIIii.

[TossBa BUcHIaHb Ha LIKipi Ta NpoABiB Mmio3uty npu I0JM
MoXe OyTu HeofHO4YacHUM. CIIOCTepiraroTbCsi BUIAAKU KOJU
TpUBaIUY 4yac (pokaMM) y XBOPUX CIOCTEPIraeThCs JUIIe HIKip-
HUM CUH/JPOM, B IHIIMX BUIAJKax BifMidaloTbcA JIUIIE ABUILA
Mio3uTy 0e3 ypakeHHsS IIKipH, TOOTO Ma€ Miclle IOBEHUIbHUN
[IOJIiIMiO3UT.

baraToranomoHiuHOI0 03Hakoi0 FO/IM € mosBa KaabIIUHATIB
y M’si3aX, AKi BUABIAIOTHCA Ha JIKTAX, KOJMiHAX, y M’'A3aX JIMTOK,
CTETOH, B MICIIIX BHYTPIiITHbOM SI30BUX iH €KIIiM (Ha CiIHUIAX).
MHOXXUHHI KaJbLIMHATH MOXYTb CyIIPOBOZXXYBAaTHUCh YTBOPEH-
HAM HOpHUIIb.

Cyanob6oeuii cuHopom npu FOJIM 3a3Buyaii Ma€e THUMYa-
COBUM HeAECTPYKTUBHUU XapakTep, y XBOPHUX CIOCTepira-
€TbCA CHUMETPHUYHI apTPUTH APiOHUX CyIIO6iB KUCTEH, Mpo-
MEeHEBO-3aI'ICTKOBUX CyIVIOOiB, 3HAYHO piflne — JTiKTHOBUX i
KOTiHHUX. B mogampmoMy MOXyTb GOPMYBATHUCT CyXOXKUITKO-
BO-M’130Bi KOHTPaKTYpH.

[Tpu FO/IM Mmaiike y BCiX XBOPUX CIIOCTEpiraloThCs KJIiHIYHI
03HAKU CYOUHHUX NOPYUleHb: CiT4acTe JIiBeZo, MeTexii, Kamis-
PUTH I0JIOHB, iHpApPKTH HIrThOBOrO JIOXKa, peHoMeH PeliHO, oc-
TaHHIN yacTillle BUHWKAE y XBOPUX 3 IIepeXpPeCHUM CHUHPOMOM
IOIM/IOIIM 3 cucTeMHUM 3aXBOPIOBAHHAM CIIOJYYHOI TKAHUHU
(C3CT), 30kpeMa, TUTIOBUM ITpu moegHaHHi FO/IM 3 FOBEHITbHOIO
CKJIepOZiepMi€lo.

YpakeHHA cuU308uUXx 000JIOHOK TIPOSBIAIOTHCA crienudiy-
HUM T'iHTiBITOM, piZillie CIIOCTepiraroTbCs KOH IOHKTUBITH, PUHITH,
BYJIbBITH.

Ypanceunsa nezensv y xgopux Ha KO/JIM nmposBisAeTbCA iHTEP-
CTUI[iaTbHUM JiereHeBUM (GiOpo30M, BTOPUHHUMH Hecrelndiy-
HUMH ITHEBMOHISIMU, Y OKPEMUX TAI[iEHTIB TOCTPUM AUPY3HUM
asbpBeostiToM. [Iporpecytode ypakeHH: JiereHb Yy XBopux 3 FOM
MOXe CTaTU IPUUUHOIO iX JeTalbHOCTi. COPUAIOTh IPOrpecyBaH-
Hio FO/IM iHTepKypeHTHi JiereHeBi iHdeKIil, ypakeHHA MiXpe-
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O6epHUX M’A3iB Ta M’A3iB AiapparMu, TOKCUYHE ypaKEHHS JIeTeHb
BHACJIIOK papMakoTeparii METOTPEKCATOM.

YpamenHnsa cepus y OinbIIOCTI XBOpUX IepebiraroTh 6e3-
CUMIITOMHO, HOCATb Pi3HUM XapakTep i BUABJIAIOTBHCA IIiJ, 4ac
CHel[iaJIbHOTO iHCTPYMEHTAJIBbHOTO OOCTEXEHHS Y BUIVIAAL ITOPY-
IIeHb PUTMY Ta MPOBiAHOCTI. PifkO MOXIMBUN PO3BUTOK Juja-
TaliiHoi KapzioMionarii Ta 3acTilfHOi cepIlleBOi HeJOCTAaTHOCTI
(CH).

Bxkpaii pigko y xBopux 3 KO/IM criocTepiraeTbcs ypanceHHs
HUPOK: CKOPOMUHYIIIA MPOTEiHypisi, 0OcepeIKOBUI HEQPHUT, MOXK-
JuBi Audy3HUN IIOMepYIoOHeDPUT i MioTIOOYTIHYpUYHI HUPKU 3
PO3BUTKOM HHUPKOBOI HE/JOCTaTHOCTI.

Jocutk vacto xBopi Ha IOJIM MaioThb O3HAKU YPAWCEHHS
ULTYHKOB0-KUWKOB020 MPAKMY, 10 IPOABJIAETHCA IIPOTPECYIO-
Yoo Aucdariero, BiICYyTHICTIO anleTUTY, 60JIAMU B XKUBOTi, CUMIITO-
MaMU{ racTPOEHTEPOKOIITY, peditokc-e3odarity. Ilpu HasBHOCTI
Yy XBOPUX CHCTEMHOT'O BaCKYJITy MOXJIMBI mepdoparii IUTyHKY,
KUIIEeYHUKA, IILTYHKOBO-KUILIKOBiI KPOBOTEUi.

HeeponoziuHi nopyuleHHs CIIoCTepiraloTbcsa HeyacTo. Mox-
JuBi rinepecresii, mapacresii, apedJiekcii, pO3BUTOK BUPAKEHOTO
MIOJIIHEBPUTY Ta, HaBiTh, ypakeHb [THC (eHiedasrit, MeHiHrOeH-
medatir).

3 60Ky eHOOKPUHHOL cucmeMu y XBOPUX IIPU TOCTPOMY IIe-
pe6iry FOZIM MOKyThb Bij3HaUaTHUCA MOPYIIEeHHA rinodizapHo-Ha-
HUPHUKOBOI CUCTEMH, Y [[iBUaTOK — aMeHopes.

Ha ocob6nmuBy yBary 3aciyroBye aHmMucuHmemasHuil cuH-
Jpom. BiH yacrTillle TOYMHAETHCA TOCTPO 3 JIMXOMAHKH, CHMe-
TPUYHOI'O HEEPO3UBHOTO apTPUTY, IHTEPCTULiaIbHOTO YPAXKEHHSA
JilereHb, CUHApOMY PeiiHo, ypakeHHA UIKipU IO TUILY «PYKHU Mexa-
HiKa». B KpoBi y XBOpUX BUABJIAIOThCA aHTUTLIA Jo-1 (70 amiHOa-
mwicuHTetasu TPHK).

BapianTu kiiHiyHOro nepe6iry FOZIM. 3axBOprOBaHHS Ma€
IIPOrPECYIOUNH XBUIETIOAiOHM rtepebir. [Ipu aZieKBaTHOMY JIiKY-
BaHHI MOXJIMBE JJOCATHEHHS 3HAYHOTO TOJIINIIEeHHs CTaHy XBOPO1
JUTUHU Ta peMicii XBopoou.

T'ocmpuii nepe6iz YO[IM xapaKTepH3yeThCsA OYPXJIUBUM PO3-
BUTKOM, IO CyIIPOBOXXYETHCA BUCOKOIO JIUXOMAaHKOIO, IIBHUJKO
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[IPOrpPeCcyrouYrM ypaXeHHAM IOIePeYHO-IIOCMYTOBaHUX M'AI3iB 3
BUPQXKeHUM OOJIbOBUM CHHPOMOM Ta CJAOKiCTIO aX /10 TOBHOI
HEPYXOMOCTI, ITOIIMPEHNMHU epUTEMaTO3HUMHU BUCUIIAHHAMU Ha
IIKipi, mporpecyrodoro aucdariero, AuchoHier0, yparkeHHAMU BHY-
TPIlIHiX OpraHiB, BUCOKOI aKTUBHICTIO 3allaJIbHOTO IIpoliecy Ta
BaXKMM CTaHOM XBOPOI'O IPOTATOM 3-6 THKHIB.

ITiozocmpuil nepebiz XxapaKTepU3YETbCs OLTBIIT TOBLTBHUM
PO3BUTKOM CHMIITOMiB. Po3ropHyTa KapTHHa XBOpPOOU IpO-
ABJAETHCA NPOTATOM 3-6 MICAILIB i CYyIIPOBOAXKYETBCA TAXKKUM
YPaOKeHHSAM M’A3iB Ta IIKipH, 1o GopMyeThes 3a 1-2 pOKH Bif
II0YaTKy 3aXBOPIOBAaHHA. Y XBOPUX MalTh Miclle IepioANIHUMN
cybdebpuiTeT, momipHa abo MiHiMasIbHa 3amajbHa aKTUBHICTb,
IHKOJIU CIIOCTepiraroThesl OKpeMi BicllepuTHu. MOXKIUBI CIIOHTaH-
Hi peMicii.

ITepeunHO XxpoHiuHUIl nepebiz XapaKTepU3yeThCA IOBLIb-
HUM IIOYaTKOM Ta IIOCTYIIOBUM IIPOIPEeCyBaHHAM IIPOBiTHUX
cumntoMiB FO/IM — nepBUHHUM ypakeHHAM IIKipU Ta M’A3iB, Mi-
HiIMaJIbHUM 3aJIy4€HHAM JI0 [TaTOJOriYHOIO IIpoliecy BHYTPILIHIX
OpraHiB, MiHIMaJbHUM piBHEM 3allaJibHOI aKTHUBHOCTI B KPOBi.
KTiHiYHO Y XBOpHX CITOCTEPIiraeThcsl HE3HAYHA M'sI30Ba CJIa0OKICTh,
nepiognyHi c1abo BUpakeHi Miasrii, fKi BUHUKAIOTh YacTille
micsia Gi3MYHOTO HaBaHTAKEHHA. Y XBOPUX 3TOZIOM 3’SIBJISIIOTHCS
KaJIbIIMHATU Ta GOPMYIOTBCS CyXOXKHJIKOBO-M I30Bi KOHTPAKTypH
cyrno6iB, mopyiryeTbes ix GyHKIiA. XapakTepHi arpodivHi, guc-
TpodiuHi Ta CKIEPOTUYHI 3MiHU Y M’s13aX.

XpoHiuHuil nepebiz AiarHOCTYIOTh y AiTel 3 rocTpuM abo
[IOCTYIIOBUM ITOYaTKOM 3aXBOPIOBAHHA, KOJU B IOJAJIBIIOMY Ha
¢doHi Hioro MiHiMaIbHOI aKTUBHOCTI i 3HUKHEHHSA BiCI[EPUTIB BU-
AIBJIAETHCS TPUBAaJe MOBUIbHE IIPOrpeCyBaHHsA LUIKIPHO-M A30BOTO
CUHZIPOMY 3 PO3BUTKOM aTpodii i ckiepo3y M’s13iB, HEPiZIKO Y XBO-
PHUX Bi]MidaloThCA rillepkepaTos, rineprnirMeHTalisa mKipy, cBep-
6iK. BHyTpilIHi OpraHu MpakTUYHO He 3aMyJYaloThCA 0 MATOJO-
TiYHOTO IIPOIIECY.
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Ta6nuus 6.1. OuiHka cTyneHiB akTuBHocTi HOAM

CTyniHb
aKTHB- KniniuHi Ta nabopaTopHi 03HaKu
HoCTi
I - ®ebpunbHa un cybchebpunbHa Temnepatypa Tina
(makcu- | - 3HayHo BMpaxkeHa napaopbiTanbHa epuTeMa
Maib- - CymuHHWIA cTa3 3 IBULLAMM KaninsipuTy JOJOHEN i CTon
) - BorHuwieswuit yn guchy3Huin HabpPSIK WKipy Ta NiALWKIPHOT KNIT-

KOBWHMW.

- YacTto cnocTtepiraeTbcs cyrno6oBuit CUHAPOM (apTpanrii,
apTpuUTK)

- BupaxeHa M'sa30Ba cnabkicTb, fyXxe 6nmM3bKa [0 NOBHOI He-
pyxoMocTi 3 601b0BUM CMHLPOMOM Ta HAOPAAKOM ypaXKeHUX M'A3iB.

- [m3aptpis, gucdaris, ypaxeHHs auxanbHUX M'a3iB

- IHTepcTuMUianbHe YypaXeHHs JNiereHb, KapauT, KOPOHApWT,
€HI0KapANT, NONICEPO3UTH.

- TpodciuHi posnagn (WwBuAKa BTpaTa Macu Tina, NpONeXHi,
HEKpO3K)

- LUOE > 20 mm/roa; KOK — 3HauHe nigsuuieHHs (>10 pasis);
NANL ACT - nigsueHi; CPb — 3HauHe nifBuLLLEHHS.

Il
(nomip-
HWiA)

- Temnepatypa Tina HopmanbHa 41 cybchebpunbHa.

- LUKipHuit cuHapOM BMpaXeHUin MOMIpHO.

- M'ssoBa cnabkicTb BMpaXeHa MOMIpHO (0OMeXye pyxnuBy
aKTMBHICTb); HENOCTIlHI Mianrii; MOXNNBE ypaXeHHs AMXaNbHUX
M's131B; apTpanrii; apTpUTH PifKO; MOXIMBI Aucdaria Ta gu3apTpis.

- BropuHHa kapgiomionaris.

- TloMipHe 3HMXEHHS MacK Tina.

- LUOE 10-20 mm/rop; KOK - nomipHe nigBuwieHHs (>2-3
pasu); JIAI, ACT - He3HauHe nigBulieHHs, CPb — nomipHe nigeu-
LeHHs (y 2-3 paswm).

(MiHi-
Marb-
HUiA)

- Temnepatypa Tina HopmasbHa

- HesckpaBa ninoea eputeMa B [ifIiHL BEpXHiX NOBIK Ta Haf
cyrno6amu, rino- abo rinepnirMeHTaLis WKipw

- M'a3oBa cnabkicTb He3HayHa abo MOMipHa, NPOSBNSETHCS
nepeBaXHo npu isMYHOMY HaBaHTaXKeHHi. CTINKI CYXOXMWIKO-
BO-M'AI30Bi KOHTPaKTYpW, HE3HAYHI apTpanrii. 3pigKa ryrHaBicTb
ronocy.

- TlocTynoBe 3HWXEHHS Macu Tina

- LUOE HopmanbHa a6o go 15 mm/rog; KOK — nigeuuieHa
He3HayuHo; JIAI, ACT - He nigBuwweHi; C-Pb — HopmManbHuii abo
He3HayHe NifiBUILEHHS.
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I[Ipu roctpomy nepebiry FO/IM Ta BHCOKOMY CTYIIE€Hi HOTO
aKTUBHOCT] Y IUTUHU MOXKE PO3BHUHYTHUCh MIONAMUYHUIlL KpU3:
BKpail TSXKKe ypakeHHs [T0IepeyHO-I0CMYTOBaHUX M’S13iB, BKJIO-
YaI4U JUXaJbHi IVIOTKOBI M’AI3U Ta M’fI3U TOPTaHi 3 HEKPOTUYHUM
[IaHMiO3UTOM B OCHOBI, [IOBHOO HEPYXOMiCTIO XBOPOI AUTUHU, Mi-
OTeHHUM TapajiyeM JAUXaHHA Ta, 3a BiZICyTHOCTI peaHiMaliiiHO1
i TPUMKH JIETaJIbHUM HaCIiZIKOM.

JiarHocTuyHi kpurepii. JliarHoctuka I0JM BigOyBaeTbcs
BiAAOBiAHO [0 AiarHOCTUYHMX KpuTepiiB FO/IM 3ampomnoHoBa-
Hux European League Against Rheumatism/American College of
Rheumatology, 2017 nipeacTaBieHo B Tabuili 6.2.

Tabnuuga 6.2. [liarHocTuuni kputepii lOOM

LLIKIPHI KPUTEPIT:

1.NenioTponHi BUCUNAHHA

MypnypHO-4epBOHA HAbPSIKOBa epUTEMA BEPXHiX MOBIK.

2.03Haka loTTpoHa

MypnypHO-4epBOHa, aTpodivyHa epuTEMA, L0 NYLUMTbLCS, pO3TaLloBa-
Ha Ha po3rMHanbHi NoBepXHi cyrnobie nanbLiB.

3.EpuTema WwKipy po3ruHanbHoi NOBepXHi cyrnobiB KiHLiBOK.
KPUTEPIT MOJTIMIO3UTY:

1.CnabkicTb Y NpOKCMMarbHUX rpynax M'a3iB BEPXHiX, HUKHIX KiH-
LiBOK i Tyny6a.

2.MipBuULLEHHA PiBHA CUPOBATKOBOI KpeaTUHKiHa3u abo anbaonasu.
3.CnoHTaHHI M'ai30Bi 60ni.

4.3MiHKN Ha eneKkTpoMiorpami. MonidasHi NoTeHLiann KOPOTKOI Tpu-
BaJIOCTi, CMOHTaHHI dibpunsuil.

5.Mo3uTtneHMi TecT na aHTu-Jol (ricratuain - T PHK cuHTeTasa) aH-
TUTINA.

6.HepecTpyKTUBHI apTpUTK 1 apTparii.

7.03HaKMN CUCTEMHOrO 3ananeHHs

- JlnxomaHka >37°C,

- MiaBuweHHs pieHa CPB, LLOE > 20mm/rog.

8.[aHi MikpockKonii 6ionciiHoro maTtepiany.

3ananbHa iHdINbTpayia ckeneTHOI MycKynaTypu 3 JereHepauieto i
HeKpo30oM M'a30BUX GibpMA, 03HaAKM aKTMBHOro darounTosy i pere-
Hepawjii.

lpu HasiBHOCTI ogHOro i GinbLue LKIPHUX KpUTEPIIB | He MeHLue 4
KpuUTepiiB NofiMio3nTy MoXHa noctaButu giarHos [NM.
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Bepudikartii giaraosy IOJM crpusooTh J0AATKOBI Jabopa-
TOPHI Ta iHCTPYMeHTAaJIbHI JOCTiIKeHHS.

JlabopamopHi 00cnidNceHHS CNPAMOBAHI Ha:

- OuiHKy CTyIleHA aKTUBHOCTI 3aIllaJIbHOT'0 IIPOLIecy B opra-
Hi3Mi xBopoi gutuHM (no3utuBHuit CPB, mizBummenHs I110OE);

- BuzHaveHH: piBHA PpepMEHTIB «M’SI30BOTO po3mazy» (Kpe-
atuHbochOKiHA3], IAKTATAETi[poreHasa, acapraTrrpancdepasa);

- BusBneHHA y XBOPUX MiO3UT-CIIeNU(IYHUX ayTOAHTUTILT
IIPOTH A/lepHUX aHTUTeHiB. Cepea Mio3uTcreludivHUX ayTOAHTH-
TiJT HAMOLIBII YaCTO BUABJIAIOTbCA aHTUCUHTETA3HI aHTUTIIA ITPO-
™™ TPHK cunTetas (Jo-1, PL-7, PL-12), aki xapakTepHi g1 I0/IM
3 YpasKeHHAM JIereHb, PO3IIOBCIOXKEHOr0 IToiMio3uTy. [1pu nepe-
xpecHOMy cuHZApoMi 3 o3Hakamu IO/IM ta KOC/I i 3 ypaxkeHHAM
BHYTPIIIHIX OPTraHiB TaKOX BUABJAIOThCA Scl-ayToaHTHTIA.

- Jna knacrnusoro FO/IM 3 BUpa)keHUM MIKipHUM i M'I30BUM
CUHZIpPOMaMH clienbiYHNM € BUSABJIEHHA aHTU-Mi-2 aHTUTII Ipo-
TH OLTKOBO-AIEPHOT'O KOMITOHEHTY 3 HEBU3HAYEHOIO PYHKITIETO.

- TlosuTuBHUM TecT Ha aHTU-SR P-5-antutina (go cur-
HaJI-pO3IMi3HaBaJIbHUX MPOTEiHIB) CIIOCTepiraeTbcs MpU MOMiMio-
3UTi Ta BAXKKOMY Iepebiry XBopoOH i3 yparkeHHAM CepIif.

- AHTu RO-52 ayToaHTHUTLNIA € OPIBHAHO HecmenudiyHUM
MapkepoM [O/IM, 110 JacTilie BUABJIAIOTHCA [IPU 3alla/IbHUX Mio-
MaTiAX iHIIOTO TeHe3y.

OcTaHHIM YacoM IIPOIOHYIOTh BU3HAYaTU TaKOX HU3KY HO-
BUX OioMapkepiB, Takux fIK iHTepdepoH-q, iHTepIelKiH-6, iHTe-
pielikiH-17 Ta MyTallii y reHaX-peryasaTopax, AK IMOTeHIiliHI Map-
Kepu akTuBHOCTI FO/IM Ta Horo TSKKOTOo Hepeoiry.

Cepeg iHCTpyMeHTa/IbHUX AOCTiKeHb Y XBopux Ha IO/IM Be-
JIMKe 3HaYeHHA Ha/Ial0Th Helpodizionoriunomy (Miorpadpiuaomy)
Ta MarHiTOpe3soHaHCHOMY JOCJi/I>KEHHAM.

MPT W’s13iB la€ MOXKJIUBICTh BUABUTH JIOKaJTi3allil HaOPsKY,
Boruuil KO/IM HaiO6iIbII AOUUTEHUX AJIA MIPULILTBHOI Giorcii M's-
3iB Ta esekTpoMiorpadii.

Enexmpomiozpagis BusaBide xapakrtepHi Ana IOJM 3Hu-
YKEHHA aMIUTITYAU YpaXKeHUX M’13iB, CHOHTaHHi (i6puIAILii.

M’si308a 6ioncia (golliibHa y TepioZli aKTUBHOT'O 3arajeH-
HA M'A3iB) BUSABJISIE MOHOHYKJIEAPHY iHQIIBTpAIlil0 CKEJIeTHUX
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M’A3iB, /leTeHepallifo Ta BOTHUINA HEKpo3y ¢&ibpwl, ricrosorivyi
MIPOSIBU aKTUBHOTO (aroIyTo3y Ta pereHepariii, SBUIa BacKyJIo-
marii 3 ypaskeHHAM KJIITUH eHA0TeNit0. BiamivatoTbest guctpodiv-
Hi 3MiHU M’SI30BHX CTPYKTYP Y BUIVIZ[i PO3BOJIOKHEHHS, BTPaTU
IIOIIepevYHOol IMOCMYrOBAHOCTI, IOTOHIIEHHA. 3amajbHa peakllid
MIPOABIIAETHCA HAOPAKOM, BOTHUIIAMU iHOiIbTpalii gimonmTa-
MM Ta IUTa3MaTUYHUMU KIITUHAMU.

Enexmpokapodiozpadis 103BOJIsIE BUABUTH O3HAKU MeTabo-
JIIYHUX IIPOLieciB y MiOKap/i, NOpyIIeHHA PUTMY Ta IIPOBiZHOCTI.

Exokapdiozpadhia ronomarae OIiHUTH PO3IINPEHHS IIOPOXK-
HUH Cceplid, IOTOBIIEHHA i i30eX0re€HHICTh CTiHOK, a TaKOX 3HU-
*KEHHS CKOPOTINBOi QpyHKIIii MioKapzy.

Y pasi motpebu, 104aTKOBO IIPOBOAUTHCA:

- KT epyoHoi kaimku 111 BUABIEHHS MOCUIEHOTO CYIWH-
HOT'0 MaJIIOHKY Ta iHTepPCTULiaIbHOT'O 3allajieHHsA JIeTeHb, JiereHe-
Boro ¢ibpo3y, MoKIMBOTO GOPMYBaHHA CyOIIEBPATbHUX IIOPOXK-
HUH (Oy/UIN) Ta y BUMIAJKY iX PO3PUBIB — 03HAKY ITHEBMOTOPAKCY.

- Cnipoezpadis nysa onliHKY GYHKIIii 30BHIITHBOTO AUXAHHSA
Ta MeXaHivYHOi QYHKIIii IPyAHOI KIITUHY, ANXaTbHUX M’A3iB i Jie-
reHb.

- Yavmpa3seykoee 00Cni0xceHHA M’ A3168 — OLliHKa 3MiH apXi-
TEeKTOHWKU M S30BUX BOJIOKOH, iX BacKynapu3alii. [Ipu roctpomy
3aXBOPIOBaHHI 3aMajieHHs Ta HAOPAK M'A3iB ITOB’A3aHUH 3i 3011b-
IIEHHAM PO3Mipy M’A3iB Ta 3HM)XeHHAM eXOT€HHOCTI BiZITTOBiZAHO,
TOZi SIK IPY XPOHIYHOMY 3aXBOPIOBAHHI KMpoOBa iHLIbTpallif Ta
aTpodisa M’A3iB MOB’A3aHi 3i 3MeHIIEeHHAM PO3Mipy M’sI3iB Ta Iif-
BUIIEHHAM €XOI'€HHOCTI.

- PenmeeHon02iuHe 06cmMedceHHs — BUABIEHHS Kaabludi-
KaTiB.

- /JleHcumomempis Zjis OITIHKY CTaHY KiCTKOBOI TKAaHWHU,
BUSABJIEHHA OCTEONIOPO3Y Ta OLiHKU MOT0 MporpecyBaHHA IIPU 3a-
CTOCYBaHHI ITIOKOKOPTUKOIZIHOI Tepartii.

Cxema giarHocTuyHoro anropurMmy FO/IM 3anpornoHoBaHa Ha
pUCYHKY 6.1.

Oudepentiitanii giarHo3. /ludepeHIianibHy AiarHOCTUKY
IO/IM npoBOZATH 3 BEJIMKOIO KUIBKICTIO 3aXBOPIOBAHb, fAKi CYIIPO-
BO/DKYIOTbCSI CHHIPOMOM M’130BOi citabkocti (Tabmuiis 6.3).
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aHaMHe3y

®dizukaabHe 00CcTeKEHHSI

|

JlabopaTopHi 1ocTiKeH s

IHCTpYMeHTANIbHI A0CTiIKEHHS

A 4 A

}

3araabHuii aHaiz Bioximiune
KpOBi JOCJIiKeHHsI KPOBi
- NOMipHHI - IiJBHUIIEHHS PiBHIB
JIEHKOLUTO3; ¢bepmenrtis KOK,
- migsumenns [IIOE JIAT, ACT, AJIT,
Bix 20-30 Mmm/rox aNbI0Ia31

A 4 A 4

ImyHoJI0riYHMIi aHAJI3

- IgAM, G

- AHTHTINA 10 KapioNiniHiB

- Miosurcnenudiuni antu-Jo-1
aHTHTINA Ta HIII

Jiarno3 BcTaHOBJIeHU

EKT — nopymeHHs MeTaboJIiuyHuX
TpoLeciB B MiOKap/Ii, ilIeMi4Hi 3MiHH y
CeplLeBoMy M'si3i.

ExoKTI — po3smmpeHHs TOpoKHUH
cepIs, MOTOBIIECHHS Ta
rilepexoreHHICTh CTIHOK 1 MaminApHUX
M's13iB.

VY31 OUII Ta Hupok — HecnerudiuHi
3MIHH B TICUIHII 1 CENe3iHIl Y BUIIIAAL
TTOCHUJICHHS CyILHHHOFO Mamomcy.
®3]1 — pecTpUKTHBHI 3MiHU B
Ppe3yIbTaTi 3HIKEHHS CHIIH TUXAIBHIX

|

EMI — MioreHHHi XapaKrep 3MiH y
BUIJISA/I 3HIDKCHHS aMILTITy U Ta
CKOPOUYEHHS TPUBAJIOCTI MOTEHIIANIB Ail
M'SI30BUX BOJIOKOH, CIIOHTaHHOT
AKTHBHOCTI y BUIJILI (piOpHILAIIiL.

|

MPT M's13iB — OCHJICHHS CHUTHAITY Bij
M'S3iB BHACHIIOK iX HAOpsKy Ta
3ananeHHs (3MiHU 3'ABISIOTHCS Ha
CaMUX PaHHIX CTafisX XBOPOOH).
Bioncist M's13iB — BiZMiYar0TLECA 3MIHK
3aMaJIbHOTO 1 IETeHEPATHBHOTO
XapakTepy.

PucyHok 6.1. CxeMa JjiarHOCTUYHOTO aNnropuUTMYy HOBEHIIBHOMO
LEPMaTOMIO3UTY.
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JlikyBanHA natlieHTiB 3 FO/IM e ckaZHOIO KJIiHIYHOIO 33/1a-
Yelo i MPOBOAUTHCA y CHEIliaTi30BaHUX 6araTonpodiTbHUX AUTIINX
IeHTpax abo JikapHsax. OO0B’A3KOBUM /IJIT OCTaTOYHOT'O BCTAHOB-
JIeHHA JliarHO3Y, ITPU3HAYeHHs CTapTOBOI Teparlii Ta OIiHKU BiJlTIO-
BiZli OpraHi3My XBOpOi IUTUHY € CTalliOHApHUH eTall JTiKyBaHHA.

OcHoBHIi 11ii papmakoTeparii:

- JOoCATHEHHS MTOBHOI KJIIHIYHOI BiIIOBiAI (BiZICYyTHICTD KIIi-
HiKO-TabOpaTOPHOI aKTUBHOCTI MTPOTATOM He MeHIIe 6 MicAILliB Ha
¢oHi Teparmii) abo pewmicii (BizcyTHiCTh KITiHIKO-1Tab0paTOPHOI aK-
THUBHOCTi He MeHIIle 6 MiCAIliB Ha T/Ii BiZAIMiHM Tepalrtii);

- BUABJIEHHA i CBO€YacHe JIIKyBaHHS MAalli€eHTiB 3 HAaHOLIb-
IIMM PU3UKOM BiCLIEpUTIB Ta YCKIaJHEHb;

- 3HIKEHHA PU3UKY KOMOPOiZHUX iHPEKIIii.

OcHOBy maTOreHeTHYHOI MeJuKaMeHTO3Hoi Tepamii KOJM
craHoBaATh 'KC.

Cucremni I'KC (1peZiHi30JI0H, METUINIPeIHI30I0H) TTpHU3HaYa-
I0Tb BCIM XBOPHUM Yy 7Io3ax 1-2 Mr/Kr Ha 100y (110 IIpeiHi30JI0HY).
TpuBasicTh puiioMy He MeHIle 6-8 TrkHiB. JJoOOBYy 03y He-
00XiZIHO po3AiMUTH Ha 3 TPUHOMU Y IepIly MOJOBUHY AHA. [Ipu
BiZICYTHOCTi MO3UTUBHOI AUHAMIKU IIPOTATOM 2 THXKHIB IPUOMY
I'KC, 103y HeoOXiZiHO 301MbIINTH, a IPUHOM CTapTOBOI ZI03U II0-
JOBXKUTH A0 3-4 MiCALIiB.

[Ipu JOCATHEHHi TepaneBTUYHOTO edeKTy m060Ba J03a I0-
CTYTIOBO i Iy’Ke MOBIBHO 3MeHIyeThes (1/4 Biz 3aranbHOI 1031)
Ha 2,5 MT Ha TWXK/leHb; HacTymHa 1/4 Bif 3araiabHoi o3u — 1o 1,25
MT' Ha TWXJEHb IIiJ, KoHTpoJseM noka3HukiB KOK, IIIOE, CPE. B
[IOZAIbIIIOMY 3MEHIIEHH [03U 3a/IMIIa€ThCA IOBUIBHUM i IPOBO-
UThCA 10 MiATpUMYyU0i 103U 5-10 mr/ao06a. Binmina I'KC Mox-
JIMBa TUTbKY Ha QOHI KITiHIKO-1abopaTopHOi peMicii mpoTsAroM He
MeHIIe 1 poky. TpuBasicTh IpU3HAYEHHS NIPEAHI30JI0HY CKJIaZa€e
3-5 pokiB. /lo6boBa Zj03a MoXke OyTH MiZIBUIIEHA IPU 3aTOCTPEH-
Hi 3axBopioBaHHA. [IoBHaA Bi]MiHA MPeJHI30JIOHY AOMYCKAETHCA
JIMIIe y TepioZi CTifiKoi MOBHOI KJIiHIYHOI peMicii.

Tepamia Tsxkux Bumnazxis IO/IM mouuHaeTbcs 3 BHYTPIll-
HBOBEHHOT'O BBe/IeHHAI BUCOKUX /103 METWINPEAHI30/I0HYy — IIYJIbC
teparii (10-15 Mr/kr macu Tifa 2-5 110IeHHUX BBeleHb a00 BBe-
JIeHHs Yyepe3 /IeHb).
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[TokasaHHA:

- BUCOKa aKTUBHiCTh XxBopobu (II-III cTymiHb, MiomaTUYHUMA
KpH3);

- PO3MNOBCIOMKEeHUH MIKiPpHUU CUHIPOM;

- BUpaXXeHi ABUINA BACKYJIITY;

- PO3BUTOK >KUTTEBO-3arPO3JIMBUX CTaHIiB (HapOCTaHHA
avcoarii, IuxaabHa HEJOCTATHICTb, MiOKapAUT, alIbBEOJIIT, iHTEP-
CcTULiaJIbHE 3allaJIeHHs JlereHb.

Jlna mpodimakTUKU ypakeHb CIM30BOi OOOJIOHKU IILIYHKY
abo KUITKiBHUKA IIPU ITIOKOKOPTUKOIHIN Tepartii Mpu3HavYaloTh
6nokaTopu H,-penenTopis Ta inribiropu npoToHHOi momny. Ipu-
MaloTh TabJIETKU MPeHI30/I0HY HEOOXiIHO Mmic/Isa IKi, 1oJaTKoBa
pPEKOMeH/allifl — MOKHA 3allMBATH BiJBAPOM HaCiHHA JIbOHY abo
BiBCa.

Cepez mobivHUX edeKTiB /il MpeHiI30JI0HY BiAMi4atOTHCA 3a-
TPUMKa POCTY AUTHUHM, PU3UK CTEPOIZHOTO II[yKPOBOTO AiabeTy,
0CTeoropo3y, iHQEKIIHHUX 3aXBOPIOBAHb, MiABUINEHUN apTepi-
aJbHUHN TUCK.

1A Kpamoro KOHTPOJIIO 3aXBOPIOBAHHA PEKOMEHJYEThCHA
ZI0OZlaBaHHA [0 MOHOTepallii IMIFOKOKOPTUKOIZHUMM IIpelapara-
MU TIpenapariB 6a3ucHOi XBOpobo-MoaniKyoJoi Teparii — Me-
TOTpeKcaTy abo 1ukiaocnopruy A. Kom6iHalis MmeToTpekcaTy Ta
IIpe/IHI30JI0HY OOMPAETHCA 3aBAAKY KpaIoMy Mpodinto 6e3neKu.

MeToTpekcaT IpUu3HavYa€eThbCA IepopaslbHO B 1031 10-20 Mr/
M? Ha TWXJeHb (MakcMMasbHa Zi03a He nepesulnye 40 mr Ha
TIKJeHb). EQeKT MeToTpeKkcaTy po3BUBaeThcsA Yepes 1-2 micsari
JIIKyBaHHA, a TPUBAJIICTh IPUUOMY CTaHOBUTH 1-3 POKU 0 Z0-
CATHEHHS CTiWKOI KJIiHiKO-TabopaTopHOi peMicii 3a yMOBH Bif-
CYTHOCTI yCKJIaZHeHb. /71 3MeHIIeHHA TOKCUYHOCTI MeTOTPeK-
caTy OZIHOYACHO MMpU3HavYaeThcsa GorieBa KUCI0Ta B /1031 5-10 Mr
Ha 2-U ZieHb Tic/d nmpuiioMy mpenapary abo mogeHHo mo 1 Mmr,
OKpiM AHIB mpuiioMy MeToTpekcary. [106iuHi epekTu MeTOTpeK-
caTy BKJIIOYAIOTh HYZOTY, OUIb y >KMBOTI, apTO3HI BUPa3KHU y
MOPOXKHUHI pOTa Ta MiZIBULEHHS PiBHA MEYiHKOBUX GEepPMEHTIB
(AJIT, ITT, ACT).

[TykI0CIOPUH A € IpenapaToM APpYyroi TiHii i Npu3HavaeThCA
KOJIY iHIIIi TperapaTy HeZIOCTaTHbO e(peKTUBHI, 0COOIHUBO IIPU BU-
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pakeHOMy CTilKOMy HIKipHOMY CUHZpOMi. PekoMeHioBaHa /j03a:
5 Mr/Kr Ha 00y IPOTATOM MEPIIOTO MiCAIs, B MOAAIBIIOMY - 2
MT /KT Macu Tijia Ha 100y, TpUBaJIO.

I[Ipemaparom Bu6Opy Moxke OyTH azarionpuH (iMmypaH) B 031
2-3 Mr/kr/aoby, (miarpumyrooda go3a 20-50 Mr/mo0y), peKoMeH-
ZIOBAHO MIPOJOBXKXYBAaTH IPUUOM MIPOTAroM 2-3 POKiB.

[Tpu IOIM 3 BUCOKOIO aKTHBHICTIO, ypaKE€HHAM JiereHb, Mi-
ONaTUYHOMY KpH3i, BOXKKUX BUPA3KOBUX YPAXKEHHAX ILKipU PO3-
IAZAETBCA MOXKJIUBICTD JOZABaHHA O JIIKyBaHHA BHYTPIIIHBO-
BEHHOT'O BBeZIeHHs IUKI0dpochamizy.

Luknodochamin y zo3i 10 Mr/kr macu Tia 1 pa3 Ha MicAIlb
npotAarom 6-12 micaAnis, notiMm 1 pa3 Ha 3 MicALi Ha nepiog 6-12
MicsIIiB, ami 1 pa3 y 6 MicAIliB 10 CTiKOi peMicii. 3a iHIIO0 cxe-
Moto — 500 Mr/M? KOxkHi 2 THXKHI 3 pasu, oTiM 750 MI/M? KO3KHi
3-4 TwkHi (3-4 BBeZieHHs). BapTo BiAMIiTUTH PO 00€PEXHICTD 3a-
cTocyBaHHsA IuKIopochamigy y aitett 3 KOZIM, BpaxoByrour BUpa-
’KeHUH PyHHIBHUM BIUIMB Ha PEIPOAYKTUBHY CUCTEMY Ta KapZio-
TOKCUYIHUHN eDEKT.

XBOpUM i3 PE3UCTEHTHICTIO 0 OCHOBHUX CXeM JIIKyBaHHA
HOIM, 3 MPOBIHUM CUHZPOMOM Ba*KKOT'0 Ypa)KeHHA IIKipHU, JUC-
¢ariero, mpuegHaHHAM OaKTepiasbHOI iHEKIIii, ToKa3aHe 3acTo-
CYBaHHS BHYTPIITHPOBEHHOT'O iMYHOIVIOOY/IiHY B /103i 110 1-2 T/KT
MacH Tija momicsis, abo 1 r/Kr 3a 2 AHi npoTarom 3-6 MicsIlis.

B ocTaHHE eCATUIIITTA AJIs MTALi€HTIB 31 CTIHKUM 0 3arajib-
HONIPUHHATOTrO JiKyBaHHs nepebirom HO/IM po3misagatoTs 3acTo-
CYBaHHS TeHHO-iHXKe€HepHUX Oi0JIOoriYHMX IpemnapaTiB B SKOCTI
aZIoBaHTHOI Tepaltii.

ITpu TspKKOMY Tepebiry FO/IM MoxxyTh OyTH IpU3HaYeHa aH-
tu-OHII-Tepamia (azarimyma6b, iHbmikcuMab), abo mpenapaTu,
MiIlIeHHIO AKUX € B-mimoruTu (purykcimab), a Takox iHri6iTOpH
AHyc-KiHa3 (TodarutuHib, 6apuUIUTHUHIO).

EdekTuBHIiCTh Ta 6€3MeYHICTh 3aCTOCYBaHHA 3ac0o6iB 6ioso-
riu"oi Teparmii mpu KO/IM BuB4YaeTbcss pobovoro rpymoio PReSS 3
ZIpyToro AecATrpiuud 21 cToMITTA i Ao choroAHi. Ha anHoMy eTarti
aKTUBHO OOT'OBOPIOIOTHCA MUTAHHA 100 GOPMYBaHHS IIPOTOKO-
JIiB JikyBaHHA TsaXkoro KO/IM 3 BiIIOBIAHUMU aJrOpUTMaMU ec-
KaJanii Tepartii.
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Y Tepamii IOJM IIHMpPOKO BHUKOPHUCTOBYIOTBCA IIpernapaTu
CUMIITOMATUYHOI Teparlii Ta Teparlii CylipoBOZY.

[Tpu 605bOBOMY M’SI30BOMY Ta CyIJIOOOBOMY CHHZAPOMI st
3HATTSA Cy0€KTUBHUX BiguyTTiB mpusHavaroth HII3II: aukmode-
HaK HaTpilo B 103i 2-3 MI'/KI' Macu Tijlia Ha 00y po3/isieHo Ha 3
npuiiomy; ibynpoden B z03i 10-15 Mr/Kr macu Tina Ha 100y po3-
ZiiieHo Ha 3-4 npuiioMu; AiTAM cTapiue 12 pokiB — HiMecytiz 1,5-
2,0 Mr/Kr po3ziieHo Ha 2 MpUHOMH; MeJOoKCUKaM (MoBaJsic) B
n03i 7,5 mr 1 pa3 Ha 700y.

1A MoKpallleHHA MiKpPOIVPKYJ/ALl B ypaKeHUX M’f3ax Ta
npu WKipHUX npoasax FO/IM nmpusHavaloTh CyAUHHI IpenapaTu
(TIEeHTOKCWJIiH CIIOYAaTKy BHYTPIiITHBOBEHHO B 7103i 20 Mr/n00y Ha
PiK KUTTS B 2 IPUMOMH, IIPU MTOKPAIleHHi cTaHy, yepe3 10-12 ai6
IepexofiATh Ha IepopaIbHUM ITPUIOM Ti€i 3K 03U POTATroM 6-12
MicAIiB; a0 peKOMEeHAYIOTh AimipuaamMos B f03i 5 Mr/Kr Macu
TiJla Ha 106y m0 12 MicAIiB).

[TarieHTaM 3 BUpaKeHUMH MeTabOTiYHUMU, TPODIYHUMU Ta
CYZVHHUMU IOPYLIEHHAMHU PU3HAYaloTh MUILpPOHAT B Zo3i 250
mr 1-3 pa3u Ha 00y npotarom 1 micsis, kapAoHat 1o 1 Kkarncysti 2
pasu Ha 100y MpoTsArom 1 MicAris.

Y tepamii FO/IM 3a nmokasaMu LIKNPOKO BUKOPHUCTOBYIOTH 3a-
cobu cMMIITOMATUYHOI Tepamii (penapaTy AJis JiKyBaHHSA OCTe-
OIIOPO3y, renaTONpOTEeKTOPY, BiTaMiHHI IIpemnapary, IpenapaTy
TOPMOHY POCTY, TOLIO).

B KOMILTEKCi TepaneBTUYHUX 3ac00iB Jlikap-peabiiTosior pe-
KOMEH/Iy€ Maca’X, iH/IUBiyaJIbHO MiZIONpaoThCs KOMIUIEKCH ¢i3i-
OTepareBTUYHUX BIIPAB, IPOBOAUTHCA HABYaHHA JiTel Ta OaThKIiB
ix BukoHaHHIO. Di3ioTepaneBTUYHI BIIPaBU CIPUAIOTh YKPIIUIeH-
HIO M’A3iB, HiJBUIIEHHIO 00’€eMy PyXiB B Cyro6ax, HopMasti3arlii
bi3MYHOI aKTUBHOCTI MAIliEHTIB.

IIporHo3 3aXBOPIOBAHHA 3aJIEXKUTh Bifi GOPMU, BaKKOCTI
KJIiHiYHOTO TIepebiry FO/IM, cBO€YacHOro 3ayydeHHs /10 MaToJIo-
TiYHOTO IIpoliecy KUTTEBOBAKJIMBUX BHYTPIIIHIX OpraHiB, IpU-
3HauYeHHs aleKBATHOI Tepallil, KOMILIA€HCY MiX JIikapeM, alji€eH-
TOM Ta 6aThKaMHU XBOPOi IUTHUHH.

Bakka pyHKIiOHa/NIbHA HegocTaTHICTh mpu FO/IM BUHUKAE y
ziteit o 5% BunazxkiB. YacToTa JieTaTbHUX HACTIZIKIB CTAHOBUTH
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Biz 1,5-3% mo 10%, BUCOKWM PU3WK JIETAJBHOCTI y TAIliEHTIB 3
FOCTPUM YpaK€HHSAM JIeTE€Hb Ta 3 BaXXKUM YpaKeHHAM HUPOK,
cepiid.

CnocrepexeHHA 3a xsopuMmu Ha I0/IM 1poBozATE B yMOBax
nonikiiHiku. Oz peBMarosiora Ta KOHTposb piBHA KOK i mo-
Ka3HUKIB 3allaJibHOI aKTUBHOCTI B KPOBi TOBUHHI 3/IiliCHIOBaTUCA
He MeHIlle, Hik 1 pa3 Ha 3 micAIli.

IMpodinakTuyHi 3axoAU CIPAMOBaHI Ha IONEPEMKEHHS
pelyIuBiB 3aXBOPIOBAaHHA, PO3BUTOK YCKJIaJHEHb i MOJIATAIOTh Y
KOHTPOJIi 3a JIiKyBaJIbHUMU 3axX0laMu, 3a0e3leveHHi, 3a HeoOXizI-
HiCTIO, CBOEYACHOI TocIiTasizallii abo KopeKliii TikyBaHH:A. BoHw,
TaKO0’X, BKJIIOYAIOTh KOHTPOJIb 32 BUKOHAHHAM i oflep>KaHHAM I1a-
IiEHTOM PeKOMEH/IAIIiH o0 peXXuMy (iHZVBiZyarbHe HABYaHHS,
BUKJIIOYEHHS CTPECOBUX CUTYAIlild, 3BUIbHEHHS BiJ IeIIeHb, BU-
KoHaHHA BiipaB JI®K, oTpuMaHHA KypCiB Maca)ky, CaHaTOPHO-KY-
POPTHOI'O JIiKyBaHHA).

TECTOBI 3ABJAHHA

1. flke O6GCTEXEHHs NiATBEPAMTb MPUMNYLLEHHA NPO AiarHos

04 M:

A. [OCTpOas30BI MOKA3HUKN

b. KpeaTnHdbocokIHa3a, NakTaTAerigporeHasa cMpoBaTKM
KDOBI

B. AyTOoKOarynauiiHni TecTt

[ AHTUHYKNEaPHI aHTUTINA

L. EnekTpokapgiorpama

2. PesynbTaToM ypakeHHs M'asiB npu IOAM mMoxe 6yTn Bce
nepepaxoBaHe, OKpiM:
A. M'a30Bol aTpodIT
b. KanbumHosy
B. ®IOPO3HOro MIO3nTY
[ AmMInoigosy
[. Hekposy M'az0oBMX doiGpmn

3. [laTorHoMoHiYyHO 03Hakoto H0OM e:
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A. T1apaopOITanbHUM HabPSAK 3 «FeNioTPOMHOK» ePUTEMOK
BEPXHIX MOBIK | CUHAPOMOM [[OTTPOHa

b. EputemMa Ha BIOKPUTUX QINAHKaX LKIPY

B. MNMonkinoaepmis

[ Anonevis

L. CuHgpom PenHo

4. PeHTreHonoriyHi 03HaKku ypaxeHHsi cyrnob6is npu lOAM Ha-
CTYMHI:
A. Octeonia
b. SMEHLLEHHS TOBLLMHM CYOXOHOPAabHVIX MNaCTUHOK
B. OcTeocknepos
[ Y3ypn,
L. PEHTreHONOorI4HI 3MIHW CYrI00IB HE XapaKTePHI

5. TNepwuopbiTanbHa eputeMa € OA4HUM 3 KpUTEPIIB AiarHOCTU-
KW OQHOrO 3 rnepepaxoBaHuX HUXKYe 3aXBOPHOBaHb:
A. PeBMaTWYHOI noniMianrit
b. CuctemHol cknepoaepmil
B. FOBEHINbHOro gepMaToMIO3nTa
[ [OCTPOI peBMATUHYHOI IMXOMaHKM
. CNCTEMHOrO 4epBOHOIO BOBYaKa

6. [lpn AKoMy 3axBOpIOBaHHI BUABJMISETbCA epuTeMa LWKipn
Aekonbte y dopMmi nitepn «V»:
A. CUCTEMHUIM HEPBOHNIN BOBYaK
b. CucTtemMHa cknepoaepmia
B. FOBEHIbHUI IQe0naTUYHNA apTpUT
[ HOBEHINbHWA 0EPMaTOMIO3UT
L. BysnukoBuii neplapTepit

7. 0OsHaka loTTpoHa Ue:

A. EpnTtema Ha obamyu

b. KinbLeBugHa eprTema

B. ®ioneTosi nanynn Ta ONawki Ha ApIoHMX Cyrnodax pyk,
JIKTIB | KOMIH

[ HaBKONOHIrTOBI KaNINApHI 3MiHK
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10.

142

J1. BoBYaKOBUIM «METESTNK»

MigBULWEHHA AKUX ayTOAHTUTIN He € crneundiyHumMn ans
0OM:

A. Tictngin-T PHK cuHTeTa3Hi aHTuTINg (aHTM-Jo-1)

5. AHA (aHTVHYKNeapHI aHTUTING)

B. AHTU-MI-2

[- AHTV-SRP aHT1TING

. AHTU-NXP2 (p140/MJ)

AKi hopmm KNiHIYHOro nepeobiry He xapakTepHi gnsa OAM:
A. J1aTeHTHa

b.TocTtpa

B. ligrocTpa

[ [epBYHHO-XPOHI4HUM

[1. XpoHIi4Ha (3 rOCTpUM NOHaTKOM)

[na AKOro 3axBoOproBaHHA NaTOrHOMOHIYHMM € NceBAo-
6ynb6apHU CUHAPOM:
A. HOBEHINBbHUM I0IONATAYHUM aDTPUT
b. CucTeMHa ckepoaepmia
B. FOBEHINbHWUIA 0eEPMATOMIO3UT
[ CUCTEMHWI YEPBOHUI BOBYEK
L. TocTpa peBMaTu4Ha NMxoMaHka

ETAJIOHU BIAMOBIEMN:
1 234576
BE | r| A|no|B|r|B|B|A]|B

~N
(o]
O
—_
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IOBeHiNbHA cucTeMHa cknepopepmis

IOBeHinbHaA cucTemHa ckiaepoaepmisa (FOCC/) — mporpecy-
Ioue IOJIiICMHAPOMHE 3aXBOPIOBAHHSA CIIOJIYYHOI TKaHWHU 3 IIO-
YaTKOM V Billi o 16 pokKiB, i3 XapakTepHUM ypakeHHAM UIKipH,
CYyZVIH, OIIOPHO-PYXOBOTO amapary i BHYTPIllIHiX opraHiB (Jere-
Hi, ceplie, LUTYHKOBO-KHUIITKOBUU TPaKT, HUPKU), B OCHOBI fKOI'O
JIexKaTh MOPYILIeHHA MiKpOLUPKYJIALl, ayTOIMyHHUMN 3amnaabHUN
mpoliec Ta reHepatizoBaHuil Gpibpo3.

Koa za MKX-10: M34.9; MKX-11: 4A42.

Enigemiostoris. ITomupeHicTh CKJIEpOAEpMii cepes JOPOCTHUX
ckaazae 17,6 BunazkiB Ha 100 000 HacesleHHs, 3aXBOPIOBAHICTh —
B cepeaHboMy 1,4 Ha 100 000. 3axBoproBaHicTh AiTelr Ha FOCC/]
KOJIMBA€EThcsA B Mexkax Bix 0,3 g0 3 Bumagkis Ha 100 000 guTs-
YOro HaceJeHHs, 3 HAUOLIBIIIOI0 YaCTOTOI XBOP0Oa BUABJISAETHCS
y 15-17-piunux giteui — 4,3-5,9 Bunagkis Ha 100 000 HaceneHHs.
CepeaHili Bik e610Ty 7-8 poKiB. 3ycTpiuatoThCs BUMIAJKU TTOYAT-
Ky 3aXBOPIOBaHHSA Ha MEPIIOMY POIli XKUTTA. J[iBUaTKa XBOPilOTh
y 2-4 pa3u yacrile, ajne A0 8 pokiB yactora FOCC/I y XJIOMMYUKIB i
JiBYATOK MaliKe OHaKOBa.

B ocTaHHi JecATWIITTA CKJIepoAepMisa y AiTell BUABJIAETHCA
yacrile, 1110 MOB’A3aHO 3 TeHAEHLIAMHU [0 3POCTAaHHA ITepBUHHOI
3aXBOPIOBAHOCTI Ta yZIOCKOHa/IEHHH ii IilarTHOCTUKH.

PosnoBciomxenicty FOCC/] 3a JanumMu MixKHapOAHOTO pee-
CTpy piAkicHux 3axBopioBaHb (ORPHA) cknazae 1-5 BumnazkiB Ha
10 000 guTsayoro HacejaeHH.

Etiosiorisa cknepozepmii (CCJ/I) ocraTodyHO He 3’siCOBaHa.
BBaskaroTb, 1110 3aXBOPIOBAHHSA PO3BUBAETHCS IIPU B3AEMO/1 ITPO-
BOKYIOUMX GaKTOPiB Ta CIaZIKOBOi CXUIBHOCTI.

TeneTnyHa obymoBeHicTs CC/I MiATBEP/KYETHCA MiABUIIIE-
HOIO ii YaCTOTO Y poANYiB MPOOaH/IB i MOHO3UTOTHUX OJIM3HIO-
KiB, HasIBHICTIO XpPOMOCOMHUX aHOMaUTiit y 611bII HixK 90% XBOPUX,
a TaKOoXX acolliallielo XBOpoOH 3 HasABHICTIO y TAIli€EHTIB OKPEMUX
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aHTUTeHiB cucTeMu ricrocymicHocTi HLA (A9, B8, B35, DR1, DR3,
DRS5). 114 acomiaiiisi ocob1MBo BUpaskeHa 3 ramioturnoMm B8/DR3
Ta HiMUMHU ajnenaMu B C4A-JTOKyCi.

BaroMmuM ¢$aKTOpOM BHMCOKOTO pPHU3UKY po3BUTKY CCJI
BBakaloTh acoiriaifito JjokyciB HLADRB1*1104, DQA1*0501;
DQB1*0301 i PTPN22, NLRP1, STAT1.

[TpoBOKyIOUMMU iHPEKIIHHIMY YMHHUKAMU 3aXBOPIOBAHHSA
€ Bipycu, 30KpeMa I'pynu peTpoBipyciB i reprecsipyciB. HaiiBaxk-
JWBilI cepes HUX — 1UTOMerasnoBipyc (LIMB), Bipyc Emmrreitn-
Bapp (EBV) i napBoBipyc B19.

Jlo TpurepHUX GaKTOPiB BiIHOCATH EPEOXOIOKEHHS, iHCO-
JIALlii, cTpecu, TpaBMU, BaKIIMHAIlii, €HJOTeHHi eHJOKPHUHHI 3Cy-
BU B opraHi3mi. O6GroBOpIOETHCA TPUTEPHA 3HAYYLIICTh XiMIYHUX
PEYOBUH, Pi3HUX 3a0pyAHIOBaviB HABKOJUIIIHBOTO CEPEZOBUINA,
IIpHUIOMY OKpPEMUX JIiKiB.

ITaTorenes ckiepojepMii CKIafHUMN. B OCHOBI JieXKaTh MOpPY-
IIeHHS IMyHITEeTY, MiKpOIUPKYJIALi, TPoIieciB KosareHo- i ¢pibpo-
30yTBOPEHHSA, AKi B3a€MOJIIOTh Ha PiBHI iMyHOKOMIIETEHTHUX,
eHZIOTeTiaIbHUX KITHH, $ibpobiacTiB, KIITUH KPOBi i peren-
TOPHO-JIIraHAHUX CUCTeM (MOJIEKY/IU KJIITUHHOI azAresii, pakTopu
POCTY, IUTOKIHU).

Cepez oOpyIIIeHb iMyHITETY CIIOCTEPIraloThCs CEHCHOTI3arris
JMiMQOILIUTIB 10 aHTUTEHIB IIKipH, aKTUBAIlisT MOHOITUTIB i MaKpO-
¢aris, a Takoxk T-KJIITHHHA aKTUBAIiS Ta AUCPETYJIALS CUCTEMU
T-xenmnepiB (Th1, Th2), auic6anaHc iMyHOPETryIATOPHUX CyOITOMy-
JIATIIY 31 3MEHIIEHHSM KiTbKOCTi T-CyTpecopiB.

BHacsi1ok aKkTHBallii KJIITHH iMyHHOI crcTeMu (Makpodaris i
JMiMQOLUTIB) MiZABUITYETbCA MPOAYKIIiA pi3HUX MeAiaTopiB (PHII,
nimpoTokcuHiB), pakropis pocty (TGFB, PDGF, CTGF, VEGF), iH-
tepdeponiB (IFN-q; IFN-B) Ta okpemux ¢pepmeHTiB (aprinasa 1).

LIMTOTOKCHYHI JiMPOLMTH TOIIKO/KYIOTh €HAOTeTiaNbHi
KJIITHMHU, 10 TIPU3BOAUTH M0 a/resii Ta arperariii TpOMOOIIUTIB,
aKTHUBallii 3rOPTaHHA KPOBi, BUBUIbPHEHHA MeJiaTOpiB 3alajleH-
HA Ta MiABUILEHHs IPOHUKHOCTI CYAUHHUX CTiHOK 3 IIepUBaCKY-
JsipHOIO iHdiTBTpamieto. ITopyieHHS MiKpPOUIMPKYJIALi BUKITHUKAE
mpoutidepariito agKoM I30BUX KJITHH, TillepIulasiio iHTUMHU Ta
3BY>KE€HHSI CyJHHHOT'O MPOCBITY, AedopMmallito KamiIApHUX CTiHOK
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Ta cTa3 KpoBi. Uepes 11i MiKpOIIUPKY/IATOPHI IOPYLIeHHs, aKTHUBa-
I[if0 TeMOCTa3y Ta CyAUHHUH CI1a3M, B IKOMYy 6€pyTh y4acTb Ba-
30aKTHBHI cyOcTaHIIii (Hampukiaz, eHaoTenin-1), aebinut cyau-
HOPO3UIVPIOIOYNX HEUPOTIENTHU/IB Ta aKTUBALIiF0 TPOMOOIIUTIB 3
MiZIBUIEHHAM PiBHA TPOMOOIIMTApHOTO paKTOpa POCTY, BUHUKA-
IOTh ilIeMiYHO-HeKPOTHUYHI ypakeHHs TKaHWH i OpraHiB.
l'mepnpoAykiis aKTUBOBAHMMHU JiMPOLMTAaMU LIUTOKIHIB
(IL-1, IL-4, IL-6 Ta iH.) cTuMytoe mpodideparito B-riMmdponuTis
3 MOCWIEHHAM CHHTe3y ayTOAQHTUTLI, 30KpeMa aHTUHYKJIeapHUX
aHTUTLT (QaHTUILIEHTPOMEPHUX, aHTHU Scl-70, aHTUIEHTPiOTbHUX)

[TposanasnpHi nuTokinu rpynu @HII Ta iHwi MeziaTopu 3amna-
JIEHHS, TaKi AK pi3Hi GaKTOPU POCTy Ta XEMOKIHU, CTUMYJIIOIOTh
nporidepariro ¢pibpobaacTiB i MPUTHIUYIOTH iX arronTo3. B pe3yib-
TaTi aKTMBHOI CHMHTETHYHOI AisuibHOCTI ($ibpobiacTiB BigOyBa-
€TbCA MOCWIEHUU cuHTe3 KosareHy I Ta III TumiB i koMnoHeHTiB
MIKKJIITUHHOTO MaTPUKCY, 110 IPU3BOAUTH 0 PO3BUTKY JIOKAJIi-
30BaHOTO0 ab0 reHepasizoBaHoro ¢pibpo3y mpu ckiepogepMii. Big-
KJIaJIeHHA KoJlareHy, TiaJlypOHOBOI KMCIOTHU, IVIIKO3aMiHOIJTiKaHiB
i GiOpOHEKTHHY CTBOPIOE TOBCTY i JKOPCTKY CIIOJyYHY TKaHUHY,
AKa TIOPYIIyE HOPMaJIbHY CTPYKTYPY i QYHKIIIO MIKipU Ta iHIINX
TKaHUH i OpraHiB.

IMaTomopddonoria. TicronoriyHe AocimkeHHs OionTaTiB
IIKipY Ha PaHHIX CTaZifAX 3aXBOPIOBAHHS IOKa3ye 30LMbIIeHHS
KinbKoCTi T-TiMpOIUTIB, MOHOIMTIB, IUIA3MAaTUYHUX i TYIHUX
KJITVH Yy HIKHIX Iapax epMU YpasKeHUX JiIaHoK. Ha mi3Hix cTa-
ZligX CIIOCTepiraeTbCcs BUTOHUEHHA eIiZiepMicy, a ¥ AepMi 3’aBJid-
IOThCA TIOTOBIIEHI TOMOT€HHI ITy4KH KoJareHy, sIKi IPOPOCTalOTh
y HiJIIKipHY KJIiTKOBUHY, 3POLLYIOYY IIKipy 3 HEIO Ta iHIIUMU Mif-
IIKIpHUMU TKaHWHAMM, TAKMMU K M’130Ba Ta KiCTKOBA.

[Tpu ypakeHHi IUTyHKOBO-KHUIIKOBOrO TpakTy (IIKT) 6iom-
TaTH eMOHCTPYIOTh BUTOHUYEHHS CJIM30BOi 0O0JIOHKH CTPAaBOXO-
Zly i miBUIIIeHMY BMiCT KoJlareHy y BJIACHIl IJIaCTUHIII CIM30BOi
Ta MiZICIM30BOMY IMPOIIApKy. BiacHa miacTuHKa cin30Boi 060-
JIOHKU cTpaBoxoAy Ta iHmux BiazainiB IIKT indinbrpoBana ymim-
domuTamMu Ta IWIA3MaTUYHUMU KIITHUHAMU. Y M’30Bill 060I0H-
1i crocTepiraroThesa ¢Gi6po3Hi MepepoiKeHHs i aTpodisa M's3iB.
ATpodis M’130B0i 060JIOHKH TOBCTOI KUIITKY CIIpUsie GOpMyBaH-
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HIO JUBEPTUKYIiB. TakoX CIIOCTEpiraeTbcsa PO3LIMPEHHA OKpe-
mux ginsHok IIKT.

YpakeHHA JieTeHb XapaKTepU3yeTbCs AUQY3HUM iHTEpPCTH-
IiaJbHUM i mepubpoHxianbHuM (pibposom, mposideparriero erri-
TeJIit0 OPOHXIB i ITOTOBIIEHHAM CTiHOK a/lbBeos. PO3pUB CTiHOK
aJbBEOJI MOXKe ITPU3BOJUTH /10 YTBOPEHH APiOHUX KicT i Oy/1b03-
HOi eMdizeMu.

ITpu CC/l 3 ypakeHHAM cepIis o3Haku $Gibposy Ta mopyIiieH-
HA MiKPOLMPKYJIAI] BUABIAIOTHCA ¥ BCiX 0O0JIOHKAX CEPI: Mio-
KapZi, eHZoKapZi, nepukapzi. ¥ MiokapZi CIiocTepiraeTbca Jere-
Hepallis KapAioMiolUTiB i iHTepcTUIlianbHui Gpibpos, a B JEAKUX
BUIIAJKaX — 03HAKU GpiOpUHO3HOTO IepuKapauTy, Gpibpo3y MpoBiz-
HUKOBOI CUCTEMU CEPIIS i MOTOBIIEHHS CTiHOK APiOHUX KOpOHap-
HUX apTepiil.

licTosoriyHe AOCHiIXeHHA HUPOK BKa3ye Ha rimnepruiasiro
IHTUMU MiXX/JO0JIBKOBUX apTepil, GiOpUHOIAHUN HEKPO3 KIyOOU-
KiB i apTepios, a TakOXX OTOBIEHHA 6a3aJbHOI MeMOPaHU KITy-
OOYKiB.

I[Ipu ypakeHHi CyII06iB — BU3HAYAEThCA HAOPAK, iHiLIBTpa-
i TiMmboIMTaMy Ta IUTa3MaTUYHUMU KJIITUHAMU CHHOBiaIbHOI
000JIOHKH, BiZiKJIaZIeHHA B Hill GpibpuHY Ta, HA Mi3HIX CTaZisX XBO-
pobu, — ¢i6po3 cMHOBiaNIbHOI 0O0JIOHKHU. YpaykeHHS M’SI3iB TiCTO-
JIOTiYHO TPOABJAETHCA IHTEPCTUIIIAJbHOIO Ta IIePUBACKYIAPHOIO
smimonmTapHOIO iHOINIBTpalli€o, AereHepallielo M’ sI30BUX BOJIO-
KOH, iHTepcTUIliaTbHUM Gpibpo3om.

Knacudikania. Knacudikarii CC/I a1 giteii He icHye. B 1mo-
BCAK/JEHHIN KIJIIHIYHIHM TPaKTHUI[i BAKOPUCTOBYIOTh POO0YY KJIaCH-
dikarnito CCJI, sixa po3pobieHa A gopocaux (Ta6.7.1).
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Tabnuus 7.1. Knacudikauis CCL,

KniHiyHa .
dopma XapaKTepHi 03HaKm
OudbysHa - TeHepani3oBaHe YpPaeHHS LUKIpU KiHUIBOK, 06nmyus Ta
thopma Tyny6a npoTsiromM 1 poKy 3 NoyaTkKy 3aXBOPHOBAHHS; CUHAPOM
PeitHo (ofHOuYacHo abo micns YpaXeHHs WKIpw);
- PaHHiN po3BUTOK BicLiepanbHOT NaToNoril (IHTepCcTULiaNb-
He ypaXKeHHs NiereHb, ypaxeHHs LLIKT, miokapaa, HUpoK);
- 3HayHa pefyKuia Kaninspis HIrTboBoro noxa 3 copmy-
BaHHAIM aBacKyNAPHUX AiNSHOK (3a AaHUMK KaminsipocKonii
HIrTbOBOrO JI0XA);

- BWSIBIEHHS aHTUTIN 0 Tonoisomepasu-1 (Scl-70).
NimiToBaHa - TpWBanui nepiof i30/1lb0OBaHOr0 CUHAPOMY PeitHo;
¢hopma - YpaXXeHHs LWKipyu, 0OMexeHe LiIISHKOK 06nnyys, KUCTe i

cron;

- PO3BWTOK JIereHeBOI TiNepTeH3ii, YpaXeHHSi TPaBHOrO

TPaKTy, TeneaHriekTasii, kanbumHo3, CREST-cuHgpom (C -
KanbLuHo3, R — cuHgpom PeiiHo, E — e3odarit, S — cknepo-
naktunig, T — TeneaHriekTasii)

- pOS3ILMPEHHS KaninsipiB HIrTbOBOro JioXa 6e3 BUpaXeHnX

aBaCKYNAPHUX JiNsHOK;

- BUSIBJIEHHS QHTULLEHTPOMEpPHUX aHTuTIN (ALJA)
lMepexpecHa - CnosyyeHHs 03HaK CCJl i iHWMMKM CUCTEMHUMU 3aXBOPHO-
thopma BaHHAMM CMOJYYHOI TKaHUHK (OepMaTo/noNiMio3nT, paBMato-

TOHWIA apTPUT, CUCTEMHUIA YepPBOHUIA BOBYAK Ta iH.): CCLl-CYB,
CCL-PA, CCO-OM/TIM,.
tOBeHinbHa - nmoyaTok xBopobu Ao 16 pokis;
cknepogep- - YPaXeHHS LKIpYU HepifKO 3@ BOFHMILEBUM abo NiHINHUM
Mist Tunom (remichopma);

- CXWNbHICTb 10 YTBOPEHHA KOHTPAKTYpP, MOXNMBI aHOManii
PO3BUTKY KIHLIBOK.

BicuepanbHa

- BifICYTHICTb YLLiNbHEHHSI LWKIpWK;

copma - CUHApOM PeliHo;
- 03Haku nereHeBoro ¢hibpo3y, rocTpoi cKeponepMmiyHol
HUPKMK, ypaxkeHHs cepus i LLKT;
- BUSIBJIEHHSI aHTUHyKNeapHux aHTuTin (Scl-70, aHTuUeH-
TPOMEPHI aHTUTINA).
IHpyKoBaHa - noluMpeHe, yacTilwe AndysHe, ypaxeHHs WKipyu (iHaypa-
CKrepofep- |uis), iHOAI B MOEAHAHHI 3 CYUHHO NATOJNOrIE, L0 PO3BUBA-
mis €TbCS NiCNS BNAMBY XIMIYHUX Ta iHWKMX (paKTOPIB 30BHILUHBOIO
cepefoBULA.
Mpeckne- - KJiHIYHO i30/1bOBaHMIi CMHAPOM PellHo B NoefHaHHI 3 Ka-
ponepmis ninApoCcKoniYHMMM 3MiHaMK Ta/abo iMyHONOTYHUMM NOPYLLEH-

HAMM, XapakTepHumun ana CCLL
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Knacuodikartiis CC/l 3a BapiaHTaMHu Iepeobiry:

- Tocmpuiil (3n0akicHuil), weudkonpoepecyrouutil (reHepa-
nizoBaHui ¢ibpo3): aAndysHuit Gibpo3 mkipu, Gibpo3 sereHeBoi
TKaHWHU, CyIUHHA [1aTOJIOriA (CKIepoJepMiuHa HUpKa) y Hepii 2
POKMU BiJl TOYaTKy 3aXBOPIOBAHHS, BUCOKA JIeTAJIbHICTh (CydacHa
aZleKBaTHa Teparlif 3Ha4YHO IOJIIIIYE IPOTHO3).

- ITideocmpuil, nomipHo npoepecytouuil: XapakTepHi IPOSBU
ayTOIMyHHOTO 3alaJbHOTO Mpotecy (IILTbHUM HAOPSAK IIKipH, ap-
TPUT, MiO3UT), MOKJIMBi O3HAKU Ooverlap-CHHApOMY.

- XpoHiuHuil, no8inbHO npoezpecyrouull: epeBakae CyAnHHA
MIATOJIOTIA — B ZIeOIOTi 3aXBOPIOBAHHSA TPUBAIUN CUHAPOM PeitHO
3 IOCTYIIOBUM PO3BUTKOM ITOMipHUX IIKipHUX 3MiH (JiMiTOBaHa
¢dbopma), IOCTYIIOBUI PO3BUTOK O3HAK CYUHHUX ilIeMiYHUX PO3-
JaziB, BicuepanbHoi narosorii opranis KT, Hupok, cepus, je-
reHb.

[IpoTHO3 MiATOCTPOTrO i XpOHIYHOTO BapiaHTiB mepebiry CC/,
OLTBII CIPUATIUBUM, TOPIBHIHO 3 TOCTPUM BapiaHTOM.

Knacudikania CC/] 3a ctagismu:

I (nouamkoea): xapakTepusyeTbcsa 1-3 mokasmisaiiamu (CUH-
apoM PeifHo, cyrmo60BUI CHHAPOM, IILUTBHUM HAaOPSIK OKPEMHUX
JUISHOK IIKipY, iIHKOJIY — OKpeMi BiCLIepUTH);

II (2eHepanizogara): BioOpaXkae CUCTEMHUH, MTOTiCUHAPOM-
HUM XapakTep Ipoliecy: iHAyparllis mKipu, KOHTPAaKTypH, MOJiBic-
liepajibHa MaToJIOTif;

IIT (mepMmiHanbHa): pO3BUBAETHCA HEJOCTATHICTh OZHOTO a0
JIeKUIbKOX )KUTTEBO BAXKJIMBUX OPraHiB, 3a/[ydeHUX /[0 TaTOJIOTi4-
HOTO mpotiecy (JiereHi, cepiie, HUPKH).

Knacudikania CC/] 3a akTUBHICTIO IIpoIiecy:

I — MiHiManbHa, CIOCTEPIraeThCA MPU XPOHIYHOMY Ta MiJro-
cTpoMy mepebiry XxBopobu B pasi foCATHEHHA epeKTy Bif JiKy-
BaHHA;

IT — nomipHa, criocTepiraeTbcsi MpU migrocTpomy abo 3aro-
CTPEHHi XpOHIYHOT0 Nepebiry 3aXBOpPIOBaHH;

Il - sucoka, BIAaCTUBA TOCTPOMY i migrocrtpomy mnepebiry
IOBEHUIBPHOI CUCTEMHOI CKJIEpPOZepMii.

IMpuknaz ¢popMyarOBaHHS KJIiHIYHOTO AiarHo3y. OBeHiIb-
Ha CHCTeMHa CKyiepoZiepMmis, andysHa ¢popma, rocTpuii mepeobir, 11
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crazia. AktuBHicTb III. HlinpHMN HAOPAK/iHAYpaLid WKipy (TyTy-
6a Ta BepxHiX KiHIiBOK). CuHzapoM PeiiHo II cTyneHs. YpakeHH:
cTpaBoxozy (TiMOTOHIA), MOYATKOBUHN iHTEPCTUIiaTbHUN GiOpo3
JIeTeHb.

Kniniyni cumnromu 3axBoproBantd. FOCC/] Ha BiAMiHY Biz
CKJIepOZIepMii y IOPOC/IUX Ma€ P/ KITIHIYHUX 0COOIUBOCTEH. Y i-
Tell mepeBa)kaloTh BOTHUILEBI ypaxkeHHA WIKipu. YacTo ix mossi
nepeziye IOBrOTPUBAJIMI CTEPTHUI ab0 MOMiPHO BUPA’KEHUH CHH-
npom PeriHo. Cyrsio060BUI CHHAPOM BUSIBJSAETHCA OLIBII YacTo i
CYIIPOBO/XKYETHCSA ITOCTYIIOBUM PO3BUTKOM CTiMKUX KOHTPAKTYP
Ta ypakeHb M’s3iB 1 CyXOXKWJIKIB.

BicuepasibHa cuMmITOMaTUKA OiZHA, B OCHOBHOMY IIPOSIB-
J€Thcsl QYHKI[IOHAJIBHUMU 3MiHAMU OPraHiB i cucTeM. 3aXBO-
PIOBaHHS Ma€ NepeBaXKHO XPOHIYHUM Mepebir 3 momipHOIO abo
MaJIOBHMPa3HOI0 aKTHBHICTIO ayTOIMyHHOI'O IPOIeCy, MOXJINBaA
cTiliKa peMicid IpOTATOM JeKiIbKOX POKiB 6e3 mporpecyBaHH:
IpoLecy.

Cundpom Peiino — HaW6Ib1I paHHii i TUIoBHMiA poss FOCC,
XapaKTepU3YEThCS NEPIOANYHUM CIIa3MOM PiOHUX apTepil Mmasb-
ITiB i KUCTEN PYK, MaIbIliB HIl' Ta CTOII. 3 MIPOrpecyBaHHAM II1aTO-
JIOTIYHOT'O CTaHy CIIa3M CyZIMH PO3IOBCIOIKYEThCS Ha MiZb0PiAas,
KiHYMK HOCa, ByXa, I'yOH, A3UK. XBOPi CKap:KaThCsAd Ha BiYyBaTTs
MIOXOJIOZIJAaHHA, OHIMIiHHA JaHUX JAUIAHOK, CyTTEBE 3HIDKEHHA UyT-
JIUBOCTI.

Ba3zocnacmuuHuil kpu3 BUHHWKAE ab0 MOCWIIOETHCS i
BILIMBOM XOJIOZY Ta €MOLIiifHOT'O CTpecCy, TPOsABJIAI0YUCH IIOCTiI0B-
HOIO 3MiHOO KOJIbOPY IIKipH: CITOYATKY MOOLIIHHSA, TOTIM IiaHO03 i
no4yepBOHiHHA. [liciiA 3aBeplIeHHs clla3My IIKipa CTa€ YepBOHOO
abo poXkeBoOIO, i 3’IBJsAEThCA Oib. Bazocmasm MoXke TPHUBATH Bif
KUIBKOX XBWIMH JI0 KUIBKOX TOZMH. MOXIMBa BicljepasibHa JIOKa-
Jli3allisg CHHAPOMY, KOJIHU ITOoAiOHi 10 cuHApOoMY PeiiHo 3MiHU BinOy-
BAIOTHCA B CyAUHAX ITPAKTUYHO BCiX OpraHiB.

YpasxcenHs wikipu € KJTaCUYHUM KJIIHIYHUM ITIPOSBOM 3aXBO-
PIOBaHHS, CIIOCTEPITa€ThCS MakKe Yy BCiX MAIliEHTIB i TPOXOJUTH
TPM cTaZii pO3BUTKY — I[UIBHOTO HAOPSAKY, iHAyparii Ta aTpodii.
MoskiuBa OyZb-sKa JIOKajisallia JaHUuX ypaykeHb: Ha KiHI[iBKax,
06yyi, Tymy6i, CITHUIAX.
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Ilepwa cmadia nop’s13aHa i3 3amajeHHAM ycepeAnHi UIKipH,
IpOSABIAEThCA ii HAOpAKOM. B AiNAHKAX ypaskeHHS KHUCTel, 0co-
6IMBO MaJIBIiB, ClIOCTEPIiraeThes iX MOTOBLIEHHS Ta 301IbIIEHHS.
IITkipa cTae HaNpyXeHOI0, 6/IMCKY4Y0I0, He 30UPAETHCA B CKIA/KY,
HabyBae BOCKOBOTO KOJIbOPY, IIPY HATUCKYyBaHHI He 3a/IUIIAETh-
cs cmigy (HesIMKOBUI HaOPSIK), XBOPUM MOJKE BiYyBaTH CBEpPOiK,
6i1b, CITOCTEpIra€ThCs BUMIAAIHHSA MPUAATKIB MKipu. [Ipy XpoHid-
HOMY Iepebiry 14 cTazis Moxxe OyTH JOBrOTPUBAJION.

Y dpyeiilt nponoHzoeaiil ¢i6po3Hiil cmadii — BigOyBa€eTbCsa
MOCTYyIOBe 3aTBep/iHHA (iHAypallifd) IIKipU MajblliB, SKe MOXe
CYTIPOBO/KYBATHCh BUPa3KaMHU Ta PyOIAMHU Ha iX KiHUMKax. B mo-
JlaTbIIIOMY PO3BHBAIOThHCSA 3ATMHA/IbHI KOHTPAKTYPH, CKIEPOAAKTHU-
JIisI, aKpOCKJIEpPO3, OCTeOJi3 i yKOpoUueHHs najibliB. [Ipu ypaxkeH-
Hi JUIAHOK IOKipU Tylyba CIOCTepiraeThcs 3MiHa 3abapBieHHS
IIKipH, YepryBaHHs JAUIAHOK TillepHirMeHTalii Ta AemirMeHTarlii
(«cuHApPOM OpYyAHOI MIKipU»), 3'ABIAIOTHCS TeJ€aHTiOeKTasii — cy-
JVIHHI 3ipOYKY Ha WIKipi rpyzeH, mwi. [Ipy XpoHiuHOMY mepebiry
Y XBOPHX IIOCTYTIOBO PO3BUBAETHCA aTpodif MIKipH, ii CTOHIIIEHHSA
Ta HaTATHEHHA. BigMmivaerbesa croHmenHs ry6 i Hoca. Jlepopma-
1[i1 HOCa HaraZly€ «IITallMHUH 13500, 3'IBIAIOTHCA KUCETOTIOAIOHI
3MOPIIKY HaBKOJIO POTa, PO3BUBAETHCA MiKPOCTOMisA (AaHOMAaTIbHO
MasieHbKUU poT). CKJIepo3 i MOTOBIIeHHSA UIKiPH, CLIOTBOPIOETHCS
061muus1, GopMyeThCsI HOro MacKomoZibHicTh. Ha rosioBi y AiisaH-
KaXx yIIbHeHHA WIKipy aTpodyoThCA IOTOBI 3371031, BUHUKAIOTh
BOT'HUIIIA aJIOTIellii.

IIpu TpuBasoMy repebiry xBopobu Moxxe 3ycTpidaTucs Mmifi-
IIKIpHUM 1 BHYTPIIIHBOIIKIPHUN KaJbIIUHO3 — BiZIKJIaZleHHS KaJjlb-
L[i0 Y BUIVIAZ{ BY3/IMKiB (KaJbLIMHATIB) MiAIIKIPHO B MiCLISIX PO3-
TMHAJbHUX IIOBEPXOHb MiK(}alaHTroBUX, JIKTbOBUX, KOJTIHHUX
CyII06iB, 1Mo X0y ¢aciliii Ta CyXOXKUIb.

OcmanHa ma pidkicHa cmadisn ypaxxkeHH: 1mKipu pu CC/J
BKJIIOYA€E TIpOleC NOM SIKIIeHHA IMIKipH, KOJIU NMOBEPXHEeBi IIapu
IIKiPU MOXXYTh 3 9aCOM PO3M SIKITYBaTHUCh, aye Gpibpo3Hi miAmIKip-

3aJjie’XHO Bifl CTyIleHs PO3IMOBCIOMKEHOCTI ypaskeHb LIKipU
BUJUIAIOTE JliMimosany, obmexcery (ypakeHHs LIKipU OOIHIYsA
Ta KUcTed pyk) i dugdysnHy ¢gopmu CCJl (mporiec po3mOBCIOMKY-
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€TBbCSA Ha TY/IyO, CIIHUIT, HYDKHI KiHITIBKH).

YpakeHHsA CIIU30BUX OOOJIOHOK (XPOHIYHHUI KOHIOHKTHBIT,
aTpodiyHUI PUHIT, CTOMATHUT) y AiTel 3yCTPiYaeThCs PigKo.

Cyanob6o080-kicmkogo-m’sazosuil cunopom — tipu CCJ] cro-
CTepiraeTbcsA y HaCTYIIHUX BapiaHTax:

- ToJsiapTpaJrii;

- CKJIEpOJEPMIUHH IOMiapTPUT i3 MepeBakaHHAM (ibPO3-
HO-IHZAypaTUBHUX 3MiH;

- TOJiapTpHUT i3 pO3BUTKOM KOHTPAKTYP.

[Ipu ypanceHHi cyeno6ie, BHACIIIOK JIOKAJTBHOTO YIILIbHEH-
HA IIKipH, CYXOXXWIKIB B HaBKOJIOCYTJIOOOBUX JALISHKAX, CIIOCTeE-
piraeTbcA majbIaTOpHA KpeliTalisd, pO3BUBAIOTbCA 3TUHAJIbHI
KOHTPAKTypHU. [IpuIlyxJiicTh, HiZIBUILIEHHA TeMIIEpaTypu ILIKipH
Ha/| CyrIiobaMu, CHHOBIITH Y XBOPUX BiZicyTHi. [IpuCyTHICTh TaKuX
CUMIITOMIiB MOXXE CBi[UUTU IIPO HasABHiCTb cuHApoMy [llapma —
3MilllaHe 3aXBOPIOBAHHA CIOJIYYHOI TKAHWHMU, fKE IIPOSBIIAETHCSA
noeaHanHaMm CC/l 3 CUB, peBmaToigHuM apTpyuToM, JM.

YpakeHHA M'SI3iB y ZiTell MPOABIAETHCA MOMipHUM ¢iGpo-
30M, aTpodi€ro Ta HE3HAYHOIO CJIAOKICTIO B AUIAHKAX IJIEYOBOTO
i Ta30BOI0 IOSCIB, a TaKOXK B AUCTAJIbHUX BiZiIaX KiHIIIBOK, IO
MIOEAHYETHCA 3 KOHTPAKTypaMU Ta 3MEHILIEeHHAM PYXJIMBOi aKTUB-
HOCTi XBOPUX.

OzHuM 3 IoIMpeHUX KIiHIiYHUX poaBiB CC/l y aiteli € ypa-
aceHHs IIIKT. HatiyacTiime BOHU MPOSABIAIOTHCA e30dareajsbHO0
nvchyHKITiEl0, 3MiHAMYA MOTOPUKH Ta MPOXiZIHOCTI TOHKOI i TOB-
CTO1 KUIIIKH, TiIlTIOTOHI€I0 TOBCTOI'O KUIIEYHUKA. Y XBOPUX IIPU I'O-
PU30HTAIbHOMY IIOJIOXKEHHI BHACIIZIOK TIIOTOHII CTPaBOXOZY CIIO-
cTepiraeTbcsi ractpoe3odarasbHuil pediIroKC 3 MOTPAIUITHHIM
BMICTy IIUIYHKa 0 CTPaBoXxoJy. BUHMKae nofpa3HeHHs CIN30BO1
00OOJIOHKHM CTPaBOXOZAY, MOXYTb 3'IBJIATUCH €po3ii Ta BUPAa3KH,
€ pU3uK acmipatii. [TalieHTy BiYyBaloTh MeYito, JUCKOMPOPT Y
BEPXHIX AIAHKAX *KUBOTA.

®ibpo3yBaHHsA [MTAIKO1 MyCKY/IaTyPU CTPABOXOAY CIIPHSE YTBO-
PEHHIO CTPUKTYP, 3BY)KEHHA B HIDKHIM TPETHHI Ta PO3LUIMPEHHA Y
BEPXHIX BiZiIlIaX CTPaBOXOZY, Y XBOPUX YTPYAHIOETHCA KOBTAHHA
i IpoXOo/KeHHs Ki, 0COOIMBO TBEPZAOi. YpaKeHHs TOBCTOI KUIIIKU
CIIpUSE TIOPYLIEHHIO aKTY AedeKarlii, BUHUKHEHHIO 3aKpeTTiB.
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Taxki 3minu 3 60ky IIKT y marienTiB 3 CC/l mos’sa3aHi 3 HasAB-
HICTIO ypaKeHHA CyZUH, illleMil i TOIKOKeHHA iHHepBallii M’A30-
BOi TKQHWHU B Pi3HUX BiJIiIax CTPaBOXOAY Ta KUIIIEYHUKA.

YpascenHns nezeHd y iTeN 3i CKIEPOAEPMI€I0 3yCTPIUAETHCS
3 MEHIIOIO YaCTOTO0, HiXK ¥ ZIOPOCIUX. 3a3BUYail Ha MOYaTKOBIN
crazii CC/l y XBOpUX CIOCTepiraroThCsl He3HAYHI KJIiHIYHI IPOABU
ypaKeHHs JiereHb abo iX IMOBHA BiZICyTHiCTb. I[IpoTe, pu mpoBe-
JeHHi criporpadii BUABIAOTHCA QYHKIIOHAIbHI MOPYyIIEHHA 3i
3HIKEHHSIM JKUTTEBOI EMHOCTI Ta 3aJIUIIIKOBOTO 00’€MY JIeTe€Hb.

[Ipu xpoHiuHOMY abo migrocrpomy mepebiry 3axBOprOBaH-
HA CHUMIITOMHU YPa)KE€HHs JIeTeHb ITOCTYIIOBO 30iLTbIIYIOTHCA. Y
XBOPUX 3’IBJIAETHCA MEePiOAUYHUN CyXUM Kalllesab, 3aJUlIKa IpPU
¢$i3YHOMY HaBaHTaKEHHI Ta iHKOJIU Y CIIOKOi, TIOCUTFOETHCA 3a-
rajibHa CIabKiCTb.

I[Ipu mpoBezieHHi peHTreHOrpadii opraHiB rpyAHOI KIITHUHU
BUABJISIIOTBCSI O3HAKU «MAaTOBOTO CKJIa», IepebyZoBU JiereHeBOi
TKaHWHU Bi/] JIETKOI ciT4acTOCTi 10 AMDY3HOTO CITIYATOTO ITHEBMO-
¢$ibpo3y, abo 6a3aIbHOTO KiCTOIOAIGHOTO THEBMOCKJIEPO3Y 3 PO3-
BUTKOM BiKapHOi eM¢izeMu.

3a ganumu Y3/l — Bi3yasi3yroThCA MOTOBIEHHS IJIEBPU.

OCHOBHUM METOZIOM JiarHOCTHUKU JiereHeBUX IposABiB CC/J,
B OCTaHHil yac, BBaxkaeTbcsa KT jsiereHb BUCOKOI pO3/LIbHOI 371aT-
HOCTI.

Jlo ocobnmuBocTelt mHeBMOGiObpo3y npu CC/l BiZHOCATH BU-
COKUM pU3UK AyKe LIIBUAKOTO PO3BUTKY JiereHeBOl rilnepTeHsii,
MIOB’AA3aHUM 3 Ypa)KeHHAM CyZIJUHHOTO pycJjia JIereHb i Iporpecyio-
YUM YpaXeHHAM iHTePCTHULIIO.

I[Ipu roctpoMy TsKKOMY Iepebiry audysHoi popmu 3axBo-
PIOBaHHA MOXXJIMBUM PO3BUTOK IEPBUHHOI aJIbBEOJIAPHOI Tinep-
TeH3ii, 1o € HalYaCTIIo MPUYNHO0 JleTanbHocTi mpu CC/I.

[Ipy XpOHIYHOMY Ta MiATOCTPOMY IIPOJIOHTOBAHOMY TIepebi-
Iy XBOpo6u Gibpo3Hi 3MiHU B JIeT€HAX TPU3BO/SATE 10 BTOPUHHOI
JlereHeBol rirepTeHsii.

CruiepoziepMiuHe ypaxceHHs cepus o6ymoBiieHe Gpibpo-cKite-
POTUYHUMU 3MiHAMU CEPIIEBOTO M’s13Y, Gi6PO3HUMU ypaXKeHHAMU
KOpOHApHUX apTepil, epukapAy Ta eHzokapzy. KiiHiyHO 3aiy-
YeHHs B TATOJIOTIYHUI IIPOIIEC CepIid BiIOYBAEThCA AyKe MiACTYTI-
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HO, HalyacTillle MPOSBISETHCSA TaXiKap/i€lo, ITOTaHoIO ITePeHOCH-
MiCTIO 10 Gpi3MIHOr0 HaBaHTAKEHHS, IIBU/IKOI0 BTOMJIFOBAHICTIO,
MOSBOIO 3a/IMIIKK Ta HAOPsKiB. BilbII 4acTo BUMMAKKU yYpakeHH:
cepus BizmivaroTbesa npu AudysHind popmi CCLl, MOKYTh CIIOCTe-
piraTrcs HaBiTh Y ZliTell paHHBOTO BiKY.

Ha EKTI" Bu3HavyaroThCA TaxiapUTMif, BHyTPiIIHbOIIUTYHOYKO-
Bi Ta Mpe/icepAHO-IITYHOYKOBI OJI0Ka/[M, eKCTPACUCTOTIA.

ExokapziorpadiyHo BUABIAIOTE 3MiHU CKOPOT/IMBOI 3Z[aTHO-
CTi Miokapza, 3H:keHHA OB, po3LIpeHHs IOPOXKHUH IILTYHOUKIB
Ta BTOPMHHA HEeJOCTATHICTh KJanaHiB. [Ipu ypaskeHHi KopoHap-
HUX CYZIH MOXXJIMBI €TTi30I1 CTEHOKaP/Iii, 0COOIUBO IIijl YaC BUKO-
HaHHA Qi3MIHMX HABaHTAXKEHb.

KT gomomarae oniHuTH MOpdoJiorito Ta GpyHKIIit0 cepIid, Bi-
3yasizyBatu ¢ibpos nepukapaa i Butit, MPT cepiis npu3HaYa€eTh-
s 3 MeTOIo OIiHKM (pibpo3y Ta AiacTOTIYHOI HEZOCTATHOCTI.

YpaxkeHHs ceplid IIpU CKJIepOAepMii € OCHOBHOIO BicIiepasib-
HOIO 03HAKOIO i 'OJIOBHOIO IIPUYMHOIO PallTOBOI CMEPTi MpHU 1t
MaTOJIOT1].

YpaxkeHHs1 HUPOK y nauieHTiB 3 CC/l CIpUYMHEHO CKJIEPO-
TUYHUM ypaKeHHAM cyauH. CyanHHUN ¢i6po3 y HUPKaX MIBUAKO
IIPU3BOAUTH 10 MOIIKO/KEHHA KJIyOOUKIB i MOPYyIIeHHS KIy0od-
KoBOi ¢inbrparii. CkiepogepmiuHa HedpoIaTig MPOSBIAETHCA
IIpOTeiHypi€lo, remMarypi€lo, MiABUILIEHHAM piBHA KpeaTHHIiHY,
3HMKEHHSAM IIBUAKOCTI KJIyOOUYKOBOiI GimbTpallii, apTepiaJibHOIO
rinepTeHs3i€lo Ta MOXJINBOIO HUPKOBOIO HeZocTaTHicTIO. [IIBHAKO
mporpecyrunii AudysHuil roMepynoHeppUT BKA3ye HA CUCTEM-
HUUA mBUAKONporpecyrounit nepebir CCJ/l Ta 3HAYHO MOTipIIye
HOro IIporHo3.

Ypaxcennsa nepeoeoi cucmemu y xsopux Ha CC/] mposBns-
€TbCA Y BUIVIAZI NOJTiHelponariii. LleHTpasbHa HepBoBa cUCTEMa
y ZiTel ypa)kaeThbCsA PiIko, B OKPEeMHUX BUIIQIKaX MOXKJIMBA MTOSBA
03HAaK MeHiHroeHuedariTy.

YpaxceHHA eHOOKPUHHOI CHCTEMHU MOXYTb IPOSBJIATUCH
3MEHIEHHAM QYHKIIiI IUTOBUAHOI 321031 (TUpeoiauT Xaurmmo-
TO), 3aTPUMKOIO Ta IMOPYILIEHHAM CTaTeBOT'O PO3BUTKY JiTel.

I3 3azanvHux cumnmomie y xBopux Ha CC/l cmocrepira-
IOThCSI CXYAHEHHS, 0COOJIMBO B CTaZil reHepasisallii mpoiiecy,
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acTeHisallis, IICMXoeMollifiHa jabiIbHICTh Ta IiZBUILEHA CTOM-
JIFOBaHICTb.

OcTaHHIMU JecATUPIYYAMU HayKOBIli OIIMCYIOTh CKJIepOoJep-
Mil0 TEpMiHOM «CHCTEMHHUI CKIepo3» (3a kiacudikariero MKX-
11, xox 4A42), 10 € ayTOIMyHHUM 3aXBOPIOBAHHAM CIIOJIYYHOI
TKaHWHU HEBiJOMOI'0 IOXO/pKeHHA. lle 3aXxBOpIOBaHHA XapakTe-
pPU3Y€EThCA HAZMIPHUM BiJKJIaleHHAM KOJIareHy B IIKipi Ta 6ara-
ThOX BHYTPIIIHIX OpraHax, BUpakeHHUMHU ¢ibpomnporidepaTus-
HUMU 3MiHAMU B MiKpPOIIMPKY/IATOPHOMY PYCJi Ta YUCI€HHUMU
MOPYLIEHHAMU I'yMOPaJIbHOTO i KJIITUHHOI'O IMYyHITETY.

3a BU3HAYeHHAM EBPOIENCHKOr0 aJbgHCY acollialliii pes-
marosioriB (EULAR) Ta AMepuKaHChKOT'O KOJIEMKY PEBMATOJIOTIB
(ACR), cucmemHuil ckniepo3 — 1ie CKJIaJiHe i TeTeporeHHe 3aXBO-
PIOBaHHA, 1[0 BapilO€ 3a KJIiHIYHUMH BHAMH BiJj 0OMeKeHOro
ypaskeHHA mIKipu (0OMeXeHUH CUCTEMHME CKIepo3) 10 GpopM 3
MIOIIMPEHUM CKJIEPO30M LIKIPU Ta TAKKUM, 9aCTO [IPOrpecyrodruM
yPaKEHHAM BHYTPIIIHIX opraHiB (Audy3HUI CUCTEMHHH CKJIe-
po3), a iHozi i 3 panToBO O/IMCKaBUYHUM ItepebiroM (QyrbMiHAHT-
HUI CUCTEMHUU CKJIEPO3).

CucTeMHUU CKJIepO3 Y ZiTel, KU PO3BUBAETHCA 10 16 po-
KiB (kog 4A42.0), Mae cBOi OCOOIMBOCTI: ypaKeHHA BHYTPILlIHiX
OpraHiB 3yCTpidaeThCsA pijlle, IPOTe apTPUT i MiO3UT BUHUKAIOTh
YacrTillle, HiXX Y I0OPOCTIHUX.

[Hmoro $popmMoro CKIepozepMii y ZiTell € okamizoBaHa, siKa
IpeZicTaBjeHa TUTbKU YpaKeHHAMU ILIKIpU i MOXXe BUHUKATH Y
KUIBKOX BapiaHTax.

Hatii6inbin yactoio dopmoro yokarizoBanoi CC/l y aiTelt €
Mopdest 3 HACTYITHUMU KJIiHIYHUMU GopMaMu: JiHiliHa, reHepa-
JIi30BaHa Ta MaHCKJIEPOTHUYHA.

Mopdges (MKX-XI, EB61) — e ¢popma 3aXBOPIOBaHHsA, NPU
SAKil Ha 0OMeXXeHUX JUITHKaX Tila, 3a3BUYall Ha Ty/yOi, 3'aBJs-
IOThCSI 3aTBEP/iIi BOCKOBI OJIAIIKY, 9acTO 3 GioIeTOBOIO OOJIAMIB-
KOI0. 3aJIe)XKHO BiJj po3TallyBaHHs OJIAIIOK, Y IMalliEHTa MOXYTb
3MEHIITYBaTUCA OJATKH IIKipH, TaKi AK BOJOCAHI oiKyIu, mo-
TOBI Ta caJyIbHi 3aJ103U.

Mopdess mae ABa pi3HOBHAU — MOBEPXHEBY i IHOOKY. I1o-
BepxHeBa $popMa € HAWMOUIMPEHINOn (HOPMOI0 JIOKATi30BaHOI
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CKJIEpOZiepMil y ZIOPOCIUX, TOJi AK y ZiiTed BOHA 3yCTPida€ThCS
nuire y 30% Bunazxis. [nmnboka ¢popma mopdei miarHoCTyeTHCA
3HAYHO piAmre, y MeHII HiXK 5% Bumagkis. Lla ¢popma moke OyTu
6e3 BUAMMUX 3MiH TOBEPXHEBUX CTPYKTYP IIKIPH i XapaKTepu3y-
€THCS YPaXKeHHAM IIUOIINX IIApiB CIOMYYHOI TKAHUHMU, a caMe —
HiANIKipHOI )KMPOBOI KJIITKOBUHU, dacIiii, M’A3iB.

Jliniiina gpopma mopgpei (EB61.1) — yparkeHHA Haragye cMy-
I'y TIOTOBIIEHOI IMIKipH, fKa 3a3BUYail JTOKaIi3yeTbCA Ha BEPXHil
a60 HIDKHIN KiHIIBII.

Pi3HOBH0M JTiHiITHOI dopMU € CKIepoAepMis 32 THUIIOM «en
coup de sabre» («yzap ma6eto») (mmdp EB61.1), npu skiit ypa-
JKEeHHS 3’BJITIOTHCA Ha CKaJIbIIi i HaragymThb 3a GOPMOI0 ITaberb-
Hi mpamu. CTaHOM, CHOpPiZIHEHUM i3 THUIIOM «en coup de sabre»,
€ mporpecytoua atpodisa obauyus (cuHapom Ilappi-Pombepra),
KOJI Ma€ MicIle TIepBUHHA TpaHchopMallis 3aTy4eHUX B [aTOJIO-
riYHUI Ipollec MiANIKipHOI KIITKOBUHU M’AI3iB i KiCTOK 3 OZHOTO
60Ky rosioBu. JlJana ¢popMa 4acTo CyIpOBOKYETHCS MOSIBOIO BOT'-
HUIIEBOI aJIoTellii, CyIyTHIMU MaTOJOTiYHUMU 3MiHAMH 3 OOKY
IIEHTPaJIbHOI HEPBOBOI cucTeMU (CKapry Ha rOJIOBHUMN OLIb, CHH-
KOITa/IbHi CTaHU), ypaXKeHHSIMU OpraHiB 30Dy, 3y0iB, IIIeJelr.

T'enepanizosaxa ggopma mopei (mdpp EB61.Y) — BapiaHT,
KOJIM ypakKeHHsI OXOIUTIOIOTH /leKiibKa YacTUH Tila (IpuHalMHi
Bl aHATOMIYHI AUIAHKM) 1 € HabaraTto OUIBIIMMU Ta OUIBILI AU-
¢y3HuMU. XapaKTepU3yeTbCs HAsABHICTIO 4 a60 Oiymble BOTHMUIILL
po3mMipoM 6inbie 3 cM B AgiameTpi. Boruuiia yacto po3TamoBy-
IOThCA CUMETPUYHO, ajle MOXKYTh 3JIMBAaTUCA B OLIbINI yTBOpEH-
HA. [Ipy bOMY OJIALIKY MOXKYTh IlepeOyBaTH Ha Pi3HUX CTAAiAX
PO3BUTKY IIATOJIOTIYHOTO IIPOIiecy — Bif rinepeMii 3 mirmeHTari-
€10 10 aTpodii.

ITancknepomuuHa ckiepodepmis — iyKe pifikicHa, ane Hal-
Ba’kya ¢popMa JIOKaIi30BaHOi cKiepozepMmii. BoHa xapakTepusy-
€THCS MOMKUPEHUM yPaXKEHHAM yciX MapiB mIKipy Tyay6a, KiHIli-
BOK, OOJINYYs i FOJIOBY, 3aJTMINAIOYY IHTAKTHUMU JIUIIE KiHYUKU
NasblliB PyK i HIT. BiCYyTHICT ypaskKeHHS BHYTPIIIHIX OpraHiB J0-
IIoMarae BiZIpisHUTH [TaHCKJIEPOTUYHY CKJIEPOJEepMilo BiJ] cUCTEM-
Hoi. ] popma 3a3BuUail 3ycTpivaeTbes y AiTeld, Ma€e CTIHKUHN J0
Tepariii mepe6ir i MBUAKO MPOTrpecye.
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JliarHocTHKa CcKJIepozepMii 6a3yeTbcsi HAa BpaxXyBaHHI KJli-
HIYHUX CHMIITOMIB, pe3y/bTaTiB J1abopaTOPHOTO Ta iHCTPYMEH-
TaJIbHOI'O OOCTEXEeHHSI TAalli€HTIB.

/o eenuxux kniniuHux kpumepiie CCJI 3a FCR (1980) BigHe-
CEeHO IPOKCHMMAJIbHY CKJIEPOZEpMilo, CUMeTpUYHe IOTOBIIEHHSA
Ta iHAypalilo WKipyh NaabliB i MWKipU IPOKCUMAaJIbHIIIe IT'sICKO-
BO-(aIaHTOBUX i IUTIOCHEBO-(aTaHTOBUX CYTJIO0IB.

/Jlo manux kpumepiig — CKJIePOJAKTUIIiI0, OCTEOJIi3 KiHUMKIB
nasbliiiB, ¢pibpo3 6azaabHUX BiZALTIB JlereHb. [Ipy HAsABHOCTI O7I-
HOT'O BEJIMKOT0, a0 IBOX MaJIUX KPUTEPiiB MOKHA TIOCTABUTH [i-
ar"o3 CC/I.

JlabopamopHa diazHocmuka. 3MiHU B pe3y/IbTaTax 3a2alb-
H020 QHANi3y Kposl € HecllenUGiYHUMHU, 10 MOXKYTh CBITIUTH ITPO
CHUCTeMHUU 3allaJIbHUI IIpoliec B OpraHi3Mi: HagBHICTh I'iOXpPOM-
HOI aHeMii, He3HAYHUI ab0 MOMIpHUI TPOMOOILIUTO3, ITiBUIIEH-
Hs [IIOE y 6isbIoCcTi BUITaIKiB He3HAaYHe, ab0 MMOMipHe i He € Map-
KepPOM aKTUBHOCTI.

Y yacTuHU AiTel TpU 6I0XIMIUHOMY AHANI3I KPOBi BUABJIS-
I0Thb Trineprpoteinemito (>85 r/m), rimepramMmMmarioOyTiHEMiO
(>23%), migsummenns piBasa CPB (>5 Hr/in).

3azanvHuil anani3 ceui Bizobpaxae PyHKI[IOHATBPHUN CTaH
HUPOK. Tak, Ipu iX ypakeHHi CIIOCTepiraeTbcs remMarypis, Ipo-
TeiHypis, BUPa3HiCTh AKUX KOPEJIIOE i3 CTYIIeHeM ypaKeHHS LIUX
OpraHiB.

BakyivBe JiarHOCTUYHE 3HAYeHHA IIpU CKJIepozepMii Mae
iMyHONI021UHe 00CNI0NCeHHS KPOBI Ta BUABJIEHHS CKIepocienndiy-
HUX ayTOAHTUTLI. Y TalieHTiB 3 Audy3HOI0 GOPMOIO CKIEPOAEp-
Mii Ta TocTpUM epe6iroM XBOpoOH 4acTo BUABIAIOTHCS aHTUTLIA
no Ttomoizomepasu (aHTU-Scl-70). AHTHIEHTPOMEDPHiI aHTUTiIA
(ACA) 6inbi XapaKTepHi I Talli€eHTIB 3 00MeXeH0I0 GOPMOIO
ckiepogepMii. Aututina go PHK-nnonimepasu IlI, sk mpaBuio, 3Ha-
XOJATh y XBOPUX 3 Andy3Hoto popmoro CC/l Ta 3amimmanumu Gpop-
MaMU 3aXBOPIOBaHHA (overlap-cuHAPOM).

[Tpu iMyHOJIOTIYHUX AOCTIIPKEHHAX JOCUTh YacTO Y IiTel BU-
3Ha4yaloThCA aHTUHYKJIeapHi aHTUTLIa (ANA).

P® i anTudocdoninigui anturina (ADPA) B KpoBi mpucyTHi
3HAYHO pifIle i BU3HAYAIOTHCA y MallieHTiB 3 koMbiHatlieio CC/l 3
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cunzipomoM lllerpena abo peBMaToizHUM apTpyuToM. KoHIleHTpa-
i [IK migBuimytoTbes Mmaike y 1/3 giteit 3 OCC/I mepeBaykHO HA
PaHHIX CTaZliAX XBOPOOH.

BUAB/IEHHA CKJIEpOAepMOCIeNGiYHUX ayTOAHTUTLI JI0 Pi3-
HUX aHTUTEHIB I03BOJISIE€ HE TiJIbKU BCTAaHOBJIEHHIO AiarHo3y CC/I,
aJie i BU3BHaYeHHA IPOTHO3Y 1100 3aIyYeHHA BHYTPIIIHIX OpraHiB
J10 TIaToJIoTiYHOTO mpoiiecy (Tab. 7.2).

Tabnuug 7.2. AyToaHTuTina B cupoBaTL,i Kposi npu CCLL

OpieHTOBHa KniHiyHi .
AHTUMreH 0 L 3anyyeHHs opraHis
yacToTa, % acoujauii
Scl-70 (to- 10-40 dcSSc ®ibpo3 nereHb, i3051b0-
noisomepa- BaHa JiereHeBa rinep-
3a-1) TeH3is (BiporigHa)
LleHTpomep 15-40 IcSSc JlereHeBa rinepTeHsisi,
3aXBOPHOBaHHSA CTpa-
BOXOAY
PHK- 4-25 dcSSc Hupku, wKipa, 3noskicHi
noniMepasa YTBOPHOBAHHS
I}
U3 RNP 1-5 dcSSc JlereHeBa rinepTeHa3is,
(chibpunna- M'3u
PyH)
PM-Scl 3-6 overlap, amiware  |M'asu
UT RNP 5-35 IcSSc, HerpoigHa paca, | M'a3u
overlap 3 nonimiosntom
Th/To 1-7 IcSSc JlereHeBa rinepTeH3is,
¢hibpo3 nereHb, xBopobu
TOHKOT KULUKK
Anti-U11/ 1-5 lcSSc Ta dcSSc $ibpo3 nerexb
u12
Anti-Ku 1-3 overlap M'a3u, cyrnobwm, overlap
3 CUCTEMHUM YEPBOHUM
BOBYaKOM

Jljis OIIIHKM CTyIeHsl ypaXkKeHb BHYTPIITHIX OPTaHiB MPOBO-
JATb IHCmpyMmeHmManwHi 0ocioncenHs ( Tab.7.3).
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Tabnuus 7.3 [HCTpyMeHTanbHI JOCAIAXEHHS BHYTPILIHIX opraHis npu CCL

JocnigxysaHui .
opraH Bup ypaxeHHs IlocnipxeHHs

CTpaBoxig linoToHis, pechntokce- Enpockonis, peHTreHorpadis,
e3odhariT, CTPUKTYpK MaHoMmeTpis, pH-MeTpis

LLinyHok HM3M-inaykoBaHa Bupa3- | CuuHTirpadpis, eHgockonis
Ka, nape3

ToHKui linoTonis, HN3M-iHgyko- |OrnsgoBa peHTreHorpadis,

KULLEYHMK BaHa Bupa3sKa, aucbios PEeHTreH-KOHTpacTHe Aochi-

IDKEHHS, AnXanbHUii BOJHe-
BUW TeCT

ToBcTuii linoToHis, nceBao- OrnsigoBa peHTreHorpadis,

KULLEYHMK [UBepTUKYNK, nceBfoob- | ipirorpadis
CTPYKList

AHopekTanbHuit | YpaxxeHHs cpiHKTepy MaHomeTpis

Bigain

NereHi [HTepcTULianbHuil ibpo3, | PeHTreHorpadis, cniporpa-
nereHeBa rinepTeHsis chis,, cuunTirpadpis, KT

Cepue ApuTmii, BorHuwesuit ci- | EKI, xontepiBcbke MOHITOpY-
6po3, pucyHkuis Miokap- | BaHHs EKT, Exo-KI, peHTreHo-
[a, nepukapauT rpacis

Hupku CknepofepMiuHuii HUpKo- | [lo6oBe MOHITOpyBaHHS AT,
BUI KpU3 y3[

3HavyHy AiarHOCTUYHY iHpOpMaliliHiCTh, HABiITh Ha PaHHIX
craziax FOCCJI, mae mopgonoziune 0ocnidnceHHs OGiONMTaTIB IIKi-
pu. Xapaktepuumu i1 FOCC/] € BUsB/IEeHHS B 6iomTarax SBUII
3amaJabHOI MOHOHYKJIeapHOi iHiIbTpallii, HalOLIbII BUpakeHOoi
B IMTMOOKMX IIapax JepMU Ta HABKOJIO CyZUH, TPU3BOAUTH 10 TI0-
JIJTBIIIOTO PO3BUTKY Gibpo3y Ta ckiepo3y AepMu, aTpodii emizep-
MiCy Ta I0JAaTKiB IIKipH, a TakoXX ¢ibpo3y i obmiTeparii cyauH Ma-
JIOTO ZliaMeTpy.

Kaninapockonis 3Ha4HO CIpUA€ PaHHbOMY /iarHOCTYBaHHIO
CKJIepoZiepMii, BUABJIAIOUM MATOJIOTIYHI 3MiHU KaNiIAPiB HIr'ThO-
BOTO JIO}KA y BUIVIAZ] iX pPO3IIMPEHHs Ta 3BUTOCTI, a TAKOXX KPaeBoil
penykii (BiCYyTHICTb KPOBOTOKY, «aBaCKy/IApHi» o). Ha paH-
HIiX CTa/ifX XBOpOOU IepeBaka€ PO3IIHUPEHHS AiaMeTpy CYAWH,
TOZI K Ha MI3HIIINUX CTaZifAX BiZiOyBa€eThCs iX PeAyKIlis i BUHUK-
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HeHHs 6e3CyZIJUHHUX ITOJIiB.

Jl71s1 OIiHKM IIBUKOCTI KPOBOOOITY B apTepifix i BeHaX, CTaHy
CTIHOK Cy/ZIMH, CTYIIEHIO iX CTeHO3y Ha PaHHiX CTaZifX XBOPOOH,
TaKOX BUKOPUCTOBYETHCA 0onsiepozpadisi CyOUH Pi3HUX OpraHiB
Ta JJITHOK Tija.

Y pekomeHgariax 3 giarHoctuku CCJl y ziTel nepeabavyeHo
MOJKJIMBICTh BUKOPHUCTAHHA KJIIHIYHUX KPUTEPiiB, po3pobIeHnx
ZUtA fopocux nauieHTiB 3 CC/l, ocKIbKY KJIiHIYHI TPOABU i Map-
Kepy XBOPOOM 3a/IMIIAIOTHCSA OJHAKOBUMU HE3aJIEXXHO BiJ| BiKO-
BUX OCOOJIMBOCTEN.

Jiaruo3 CC/] y ZOpOCINX BCTAHOBJIOETHCSA MPU OaJIbHOMY
HiZ[paxyHKy MaKCUMaJbHO YyTIMBUX Ta CllelUiyHUX KPUTEPIiB,
ki 6ynu cpopmoBani ACR ta EULAR Hanpukinmi 20 i mogaTtky 21
THUCSYOJIITTS, OHOBJIEHi Ta ony6stikoBaHi y 2013 porii i HaBezeHi B
Tabnuui 7.4.

Ta6nuusa 7.4. [liarHocTuuHi kputepii CC (ACR/EULAR, 2013)

N2 Kputepii banu KomeHTap
1 | YiinbHeHHS Ta NOTOBLLEHHS LLKipK 060X 9 | HasBHicTb LbOrO
PYK, LLO TArHETbCA MPOKCUMAJbHO A0 N'ACT- KpuTepito gocTar-
Ho-tbanaHroBux cyrnobis HbO /11 BCTAHOB-
NEHHA fiarHosy
2 |MoToBLIEHHS (HAaBpPSK) WKipK nanbLiB 2 | y sunagxax, komm
3 | Cknepopaktunisi (gucTtanbHilwe n'actHo-ba- | 4 | cnocTepiraioTbes
naHrosux cyrno6is, ane NPoKcUMMarnbHiLle obuasa cMMnTO-
MPOKCUManbHUX MiXcanaHroBuX cyrnobie) MW, NPY MifpaxyH-
4 | TToLWKOLKEHHS KiHYMKIB NanbLyiB: Ky BpaxoByoTb
- BUpasKu 2 J'IVILI.I% MaKCumMaib-
- py6qy||(y| 3 HWUKU pe3ynbTaTt
5 | TeneaHriekTasii 2
6 | KaninapockoniyHi 3miHu 2
7 |NereHeBa apTepianbHa rinepTeH3ia Ta/abo 2
iHTepcTULianbHa xBopoba NereHb
8 | deHoMeH PeiiHo 3
9 | AyToaHTUTING, AIKi XapaKTepHi A CUCTEMHOI
cKnepogepmir:
- aHTUUeHTpoMepHi (anti-CENP-B, -A, -C, or-D) | 3
- AT pgo Tonoizomepasu | (anti-Scl-70) 3
- AT o PHK-nonimepasw Il (anti-RNAP 1l) 3
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3arasibHa 6asbHA OLIHKA BU3HAYAETHCA IUITXOM CyMU OastiB
B KOXXHill KaTeropii kputepiiB. Y marieHTiB i3 KixbKicTio 6amiB 9 i
BUIIle BCTAaHOBIIOETHCA AiarHo3 CC/I.

3 ypaxyBaHHIM 0COOJIMBOCTEN Tepebiry ckiepogepMii y Ai-
Telt 10 16 pokiB, €BporeiichbKa Jiira 1Mo mpobsiemMaM peBMaTUu3My
(EULAR), €BporeiicbKe CIiBTOBAPUCTBO JUTIYNX PEBMATOJIOTIB
(Pediatric Rheumatology European Society) Ta AMepuKaHCbKa
kosierii peBMmaTtosioriB (ACR) y 2007 potii 3aTBepAWIn AiarHOC-
TUYHI KpUTepii A1 FOBEHILIBHOI CUCTEMHOI CKJIePOJepMii.

A. Bequkuii KpUTepiil: MpOKCUMaJbHUMN CKJIepo3/iHfypa-
1Iisl: CMMEeTPUYHE MOTOBIIIEHHA, HATAT Ta iHAypallis IIKipu.

Bb. Mauii kpurepii:

1. IlTkipa — cKJIepOJaKTUIIifA;

2. Ilepudepitini cyIuHU: CUHAPOM PeliHO, TeJleaHTioeKTasii,
AMOYKOIIOAIOHI pyOIli Ta BUTOHUYEHHS M'SIKUX TKAaHWH KiHYHMKiB
[ajbliiB, KKUCTeH i/abo cToI;

3. TactpoinTecTnHaNbHI: Aucdaria abo racrpoe3odareasns-
HOpeQJIIOKCHA XBOPO0a;

4. Cep1ieBi: apuTMmii Ta cepiieBa HeZIOCTATHICTh;

5. HupkoBi: HUpKOBa Kpu3a, apTepiajbHa rinepTeHsis;

6. luxanbHa cucteMa: Gpibpo3 mepeBakHO B Oa3a/JIbHUX Bil-
Ziax 060X JiereHb, 0 BUABJISETHCS IIPYU CTAaHJAPTHINA PEHTIeHO-
rpadii TpyHOI KJIITKY; 3HWKeHHs Audy3iliHOI 31aTHOCTI JIereHb
Ta PO3BUTOK JIET€HEBO1 apTepialbHOI TiepTeHsii;

7. HeBposoriyHi: Helipomnaris;

8. OnopHO-pyXOBOI0 amapary: TeHZ0BariHiTH, apTpUT, Mio-
3UT;

9. Cepouoriuni: AHA, CC/I-cesleKTUBHI aHTUTIIa (QaHTHUIIEH-
TpoMmipHi, aHTu-Tomoizomepasu-1 (Scl-70), auTu-pibpimtapis,
antu-PM-Scl, antu-PHK-nmonrimepaswu I, II Ta III);

3a HaABHOCTI 1 BesmKoro abo He MeHIIe 2 MaJuX KPUTEPiiB
MOXKIuBUi giaraos IOCC/.

O1iHKa aKTUBHOCTI ab0 TKKOCTI epebiry XBopobu y AiTeit
€ CKJIaZIHMM 3aBJaHHAM. [l BU3HAYEeHHS iHAEKCYy TAKKOCTI CKJIe-
poZiepMii 6yB po3pobiieHul 6araTOBUMipHUI TTOKa3HUK CTYIIEHS
TsoKKocTi (J4S) (La Torre E, Martini G., 2012).

BaraTo zopocaux Nali€eHTiB IPOABAAIOTE MepIli CUMITOMU
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CC/I 111e B IUTUHCTBI, ajie 1Ii CMMIITOMMU 4acTo 3a/IUIIal0ThCI Hei-
arHOCTOBAHUMM i HEeZIOOI[IHEHMMU, OCKLJIbKY ITOBHA KJIiHiYHa Kap-
THHA MOXKe PO3BUHYTHCS 3HAYHO ITi3Hime. /Ijis CBOe9acHOT'O BU-
SBJIEHHA CUCTEMHOI ckjaepozaepwMii, opranisaiiii EULAR, EUSTAR
(EULAR Scleroderma Trials and Research) ta FESCA (Federation
of European Scleroderma Associations) 3ampononysamu y 2010
PpOIIi crieliabHUM anroputMm (puc. 7.1).

XBopi 3 AMoBipHKMM giarHo3om B
o : CHCTEMHOrO CKNepo3y MaKTh:
1-h kpok: "
- theHomeH PefHo;
[ nigospa na CCA I ~ HabpsK KMCTE/CKNePOAAKTUNII;
~ NOIUTHBHWA AHA,
. J
4 N
2.1 KDOK: Ornag nayienTa pesmaronorom:
i ar:::;. — Kaninapockonis;
— BMABNEHHA Scl-70, ALLA.

\ S

l

/ AKwo noauTHeHa xo4ya 6 ogHa \
03HaKa, BCTAHOBNHETHLCA AlarHos

\

Axwo HeraTHBHHWIA

paHHbLOI cknepoaepmii.
MprasavawTecs o0BCTEMEHHA:
4 AncbepenLansHmit -KT I‘D)F,FIHOII' K.I"I'I.ﬂ"IHH; .
piarnos; = (yHKUioHaNLHI nerexesi TecTu,
— MaHOMETpiA CTPaBoXoay;

Ornag iHWwKM
cneuianicrom

:

Naronorii Hemae — CNOCTepPeXeHHA ] Navonorii € — BuBip nikyBaHHa

L\— Exo-KI. _/)

\ L

#

.

Puc. 7.1. Anroputm AiarHOCTUKN paHHbOT CKIlepogepMil
(3a Matucci-Cerinic M. et all., 2009)

Audepennianpauii giarHo3 FOCC/l nmpoBoAUTHCA B MEPITY
yepry 3 iHIIKMMU 3aXBOPIOBAHHAMMU CKJIEPOJEPMIiUHOI I'pyny, IpU
SKUX CIIOCTEPIraeThCs CKJIEPOTO/iOHe ypaKeHHS IIKipH, BiZICyT-
Hill cuHApOM PeliHO Ta ypakeHH: BHYTpillHix opraHiB (Tab. 7.5).
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Tabnuus 7.5. [ucbepeHuianbHuit giarHos CCL

meTaboniamy: nopdi-
pisi, heHiNKeTOHypin,
aMinoifos, fiabetnuHa
nceBAOCKNEpOAepMis,
cKnepoMikceema.

JopaTkoB.i
Hoiic;no— 36ir PisHuus BiarHOCTUYHI
MeToAM
Iudpys- | YwinbHeHHs wKipwm. YpaxKeHHs WwKipyu 3a JlabopaTopHi
HWiA PO3BUTOK 3rHaNbHUX | TUMOM «anefbCUHOBOI | jaHi (€03MHO-
€03UHO- | KOHTPAKTYp. Kipku». 06n1yusa Ta inis).
hinbHui nanblii KUCTEN iH-
thacuiit TaKTHi. Eo3uHodinis.
YpaxeHHS BHYTPILLHIX
OpraHiB He XapaKTepHe.
Cknepe- |BigMiyaeTbcsa po3Bu- | BigcyTHicTb dheHOMEHY | IMyHONOTiYHMI
JemMa TOK BUpPaXeHOT iHay- | PelHo, iIMyHOMOriYHOI | aHani3 KpoBi,
Bywke | pauii 06nuyus, wwi, aKTUBHOCTI, ypaxkeHHs | KT, peHTreHo-
MyI€YOBOro noscy. BHYTPILLHIX OpraHis.. rpacpisi, ®r/C.
Jlokanb- | YpaxxeHHs! LKipy. BigcyTHicTb heHOMeHY | IMyHONOriYHNNA
Ha cKJe- PeliHo, iMyHonoriyHoi | aHani3 kposi, KT
poaep- aKTUBHOCTI, 03HaK TPYAHOI KIITKH,
Mis YPaXKeHHS BHYTPILHIX | JOCIAKEHHS
Oprasis. o3[, orfc.
Mynb- | PeTponepuToHeanbHui, | BigcyTHICTb cheHOMeHY | IMyHOnOriYHMIA
TMo- | iHTpanepuTOHeanbHUin | PeiiHo, TUMOBOTO LLUKIp- | aHani3 KPoBi.
KanbHW | i MepgiacTUHANbHUIA HOTO CUHAPOMY, IMYHO-
ibpo3 | ibpo3, Borumia ci- | NOriYHOT aKTUBHOCTI.
Opo3y B NiereHsx, Wm-
TOBUHIN 3an03i. Pigki
thopmun — KOHTpaKTypu
[llontoiTpeHa, Kenoig.
MapaHe- | ®ibpo3 nepuapTuky- | BigcyTHICTb ypaxkeHHs | IMyHOMOriYHMIA
obnac- | NAPHUX TKaHWH, KOHTP- | WKipy, heHOoMeHy Peit- | aHani3 KpoBi,
TUYHa aKTypm. HO, 03HaK YpaXeHHs KT, peHTreHo-
cKne- BHYTPILLHIX OpraHiB. rpacpis, ®raC.
ponaep-
Mis
Mceeao- |MoTOBLLEHHS LWKipW. O3Haku, XapaKTepHi IMyHOROriYHMI
cKJiepo- ISl BPOZKeHMX abo aHani3 Kposi,
nepmist HabyTux nopyLeHb Gioncist WwKipw.
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JlikyBanua. OcHOBHUMU TpuHIUIamu JikyBaHHA KOCC/l B
Mixxaapozaux pekomenzanisx (EULAR i PRES) BusHaveHi paH-
Hill TOYaTOK aZleKBaTHOI Teparlil AK IIpU CUCTEeMHil, Tak i Joka-
JizoBaHill popmax 3axBOPIOBAHHS, ii iHAUBIZAYaTbHICTh Ta KOMII-
JIEKCHICTB.

MerTa JylikyBaHHS — CIIOBUIbHEHHS MIPOTpPECYBaHHs, CTAOLTi-
3allig Ta perpec NaToJOTiYHOro Ipollecy, AOCATHEeHHA KJIiHiYHOI
peMmicii Ta/ab0 MiHIMa/JbHOI aKTUBHOCTI 3aXBOPIOBAHHS.

JIikyBaHHA € JOBTOTPUBAJIMM i MOX€ TPUBATHU BCE JKUTTA.
Po3nmounHamTh MOro Iifi 4yac BCTAaHOBJIEHHA /iarHO3y B YMOBax
CIielfiajli3oBaHOro CTallioHapy Ta OILIiHKU CTaHy XBOPOTO JOCBiJ-
YeHOI0 MYJIbTUVCLIUIUTIHAPHOIO Ta MKV CLIUIUTIHAPHOIO KOMaH-
nor0 daxiBIiB, AKi MalOTh JOCBi/J B Teparlii Ta KOHTPOJIIO niepebiry
CCZ.

Il JOCATHEHHA Liiel JIKyBaHHA HeOOXiZJHO BCTAHOBH-
TH KOHTAKT MiX JiikapeM, 6aTbKaMM Ta JUTHUHOIO; 3a0e3MeYnuTr
MIOBHY ZIOBipy Ta pO3yMiHHSA 3 OOKy MallieHTa i Horo pifHUX 1mo40
KOHTPOJIIO 3aXBOPIOBAHHA, OLIHKU CTaHy JUTUHU Ta MOHITOPUH-
ry ebeKTUBHOCTiI Teparii. BakjimBo 0GroBOpuTH HEOOXiAHICTH
3MiH abo 3amiHUM (3a MOKa3aHHAMH) (apMaKOJOTIYHUX IIpera-
patiB ab0 iHIIKX JIIKyBaJIbHUX 3aXO/iB, a TAKOX AOIUIBHICTD J10-
TPUMAaHHA PEKOMEH/AIN 100 CIIOCO0Y JKUTTS, XapuyyBaHHA Ta
colliai3aliii XBoporo.

[lepmioto nosulji€ro B JiKyBaHHI CUCTEMHOI Ta JIOKaJli30Ba-
HOi ¢popm FOCC/] € paHHE MpU3HAYEHHSA MPOTU3ANAIBHUX i 6a-
3UCHUX XBOPOOOMOAMIKYIOUNX IPOTHPEBMAaTUIHUX IIpENapaTiB
(DMARD). ITokazam# /0 iX TpHU3HAYeHHs € HAsIBHICTh BUCOKOI 3a-
MaJbHOI Ta iMyHOJIOTiYHOI aKTUBHOCTI XBOPOOH, IPOr'PECYIOYOTO
Mudy3HOTO ypaKeHHs IIKipH, MiO3UTY, apTPUTY, YPaKeHHs cep-
1151, HUPOK, Gi6PO3yI0U0ro ajibBeOJIiTY.

I'KC tipu rocTpoMy mepebiry XxBopobu Ta BHUCOKiH 3amasb-
Hilf aKTUBHOCTI IPU3HAYAIOTHCSA [TEPOPAJbHO ab0 BHYTPIIIHBO-
BEHHO.

[Tpu nepopanpHOMy mpuiiomi I'KC npusHauaioTh y [03i
1-2 Mr/xr/moby (MakcMMasIbHO ZOMycTHMa zo3a 60 Mr 3a mpes-
Hi30JI0HOM) NIPOTATOM 2-4 THXKHi 3 TOAA/IbIINM IIOCTYIIOBUM 3HU-
»KEHHAM ZI000BOi 1034 10 TIOBHOI BiIMiHU IIPOTATOM 4-X MiCAIIiB.
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[TynbcoBe BHYTpIilIHbOBEHHE BBE/IEHHA METWIIIPEIHI30/I0HY
B Z03i 20-30 Mr/Kr Macu Tija, MaKCUMaJbHO AOMyCTHUMA Z[03a -
1 1, Mmoxke OyTH ITpU3HAYEHe 3a Pi3HUMU CXeMaMU: IyJIbC-Teparis
1 BBeZieHHA MPOTATOM 3 MOC/IiJOBHUX AHIB 1 pa3 Ha MicAllb, BChO-
ro 3 micsri (pazom 9 in’ekiriii) abo 1 BBeZieHHs 1 pa3 Ha TKAEHb
npoTsAroM 12 TkHIB (pazom 12 iH'eKIriit).

[Ipy mOMipHI¥ aKTUBHOCTI 3aXBOPIOBAHHA, NiAATOCTPOMY
mepebiry Ta mnporpecyrodomy AudysHoMy ypaxkeHHi mmikipu 'KC
MIPHU3HAYaIOTh ITEPOPaIbHO B IIOYATKOBIM 1031 0,5 Mr/Kr/m00y (He
MEHIIIe, Hi’K Ha MiCAIlb) 3 ITOCTYIIOBUM 3HUKEHHIM ZI000BOi 103U
MIPOTATOM JIEKITBKOX MiCAIIiB 3aJIEKHO Bifl CTAaHY XBOPOTO.

OzpHOYaCcHO 3i CTapTOM CUCTEMHOI IMTFOKOKOPTHUKOIHOI Tepa-
Mii TpHU3HaYalTh METOTPEKcaT abo iHIIWI aJbTePHATUBHUIN XBO-
poboMoaNbiKyIOUH TPOTHPEBMATUYHUI ITpemnapar.

Memompexcam Tnpu3HadaoTh B f03i 10-15 Mr Ha THXAEHb
MPOTATOM TEPIHIUX 3-X MICAIiB, B MOJAJBIIIOMY MOXXJIHUBA KOPEK-
1is 03U. 3a OCTaHHIMU peKOMeH/aIliAMU MeTOTpeKcaT IIpU3Ha-
YaloTh B 031 1 MI'/KI' MacH Tijia Ha THXKIEHb, ajie He OuIbIie 25 MT.
OpHouacHo 4epe3 1 106y (24 roguHM) Mic/sA MPUHOMY METOTPEK-
caTy peKOMeHAYeThcsa mpuiioM dostieBoi kuciotu (5-10 mr).

YV pasi pedppakTepHUX 0 Teparii METOTpaKCaTOM BUITAJIKIB,
abo ToraHiii MepeHOCHMOCTi HOro IpemnapariB s JiKyBaHHSI
TsoKkuX popm FOCC/] moxxyTh OyTH 3acTocoBaHi iHmri DMARD.

Luknogocamio sk B MOHOTeparrii, Tak i B kom6iHaii 3 T'KC
MPU3HAYAIOTh AJI JIIKYBaHHA TsOKKOi, AudysHoi dopmu CCJ 3i
IIBUKOIIPOTPECYIOUYMM ITepebiroM iHTEpCTHUIIaTbHOTO YpaXKEHHS
JieTeHb Ta HUPOK: IIPU3HAYAIOTh K BHYTPIlITHbOBEHHO KPaIlleJbHO
B Z103i 15 Mr/Kr 1 pa3 Ha MicAlb npoTiaroM 6-12 micAllis, moTiM 1
pa3 Ha 2-3 MicsIli, abo 1moAeHHO per os 1Mo 1-2 Mr/Kr Ha 100y, Tak
1y BUIJIAZ] ITyJIbC-TEpartil.

AsamionpuH — Moke OyTH pEKOMEHIOBaHUH IIPU HAasIBHOCTI
IHTepCTUIiaJIbHOT'O YPaXKeHH: JiereHb B CHOJYYeHHI 3 HU3bKUMU
no3amu I'KC sik Ha 1MoYaTKy Teparii, Tak i mica Kypcy UKiIodoc-
damizy.

LuxknocnopiH B 103i 2-3 Mr/100y PeKOMEHAYETHCS TIPH JIiKY-
BaHHI IIBUAKOTO MPOTPECYIOYOT0 iHTEPCTUIIATBHOTO YpaKeHHA
JIeTeHb IIPU CUCTEMHIN CKJIepOZepMii.
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Mikogenonamy mogemun — BUKOPUCTOBYIOTh SIK aJIbTep-
HaTUBY LUKI0docaMify mpu iHTepCTULIAMBHIN XBOPOOi JIeTeHb,
ypakeHHi HUPOK, BiH MEeHII TOKCUIHWM. Mo)Ke TpU3HAYaTUCS K
MiTpUMYyO4a Tepalid Ipy aJbBeoJiTax, Hicjd MyabC-Tepartii -
ki1odochamigom. JliTam BikoM Biz 2 0 18 pokiB pekoMeHZOBaHA
n03a ctaHoBUTH 600 Mr/m? mepopasibHO ABidUi Ha 00y (MaKCH-
MaJibHa 060Ba 7103a 2 T).

Kancynmm crig mpusHavatu Juiie maiieHTaM 3 IUIONero I10-
BepxHi Tisa He MeHmie 1,25 M. TlallieHTaM 3 IUIONIEl0 MMOBEPXHi
Tina Big 1,25 70 1,5 M MokHa mpusHa4daTu 403y 750 mr aBigi
Ha 700y (3arasbHa mo60Ba Z03a — 1,5 r). [amieHTaM 3 IUIOIIEI0
MOBEPXHi Tina Oinbire 1,5 M Karcyau MikobeHomaTy MODETHITY
MO)XHa MpU3HaYaTH y Z03i 1 r aBivi Ha 700y (3arasbHa A060Ba
Josa—2T1).

AminoxiHoNIHOBI Npenapamu (Jenariy, TUIAaKBEH1T) MOXYTb
BKJTIOYATHCS B KOMIUIEKCHY Tepallilo MpU XPOHIYHOMY Iepebiry
CC/] Ta MiHiMaJIbHI¥ aKTUBHOCTI XBOPOOH.

HII3II B cTaHAApPTHUX 033X 3aCTOCOBYIOTH ITPU M’1I30BO-CYyT-
JIOOOBOMY CHHZPOMi 3 BUPAKEHUM OOJIbOBUM CHHAPOMOM:

- rukIodeHak HaTpiro B 1060Bi# 7031 2-3 MT/KT po3/iiieHO Ha
3 mputiomu;

- i6yripodeH — B 1031 20-30 Mr /KT po3/iieHo Ha 3-4 IpuiioMu
(ue 6inbIne 40 mr/Kr/n00y);

- MeJIoOKcUKaM — 1 pa3 Ha 100y y 103i 7,5 Mr (MOXHA ITpU3Ha-
YyaTu JIUIIe JiTAM cTapiie 12 poKiB);

- HaIIpOKCeH — B 7103i 10 MI'/KT po3ziseHo Haa 2-3 npuiioMu
(miTsM cTapiire 2 POKiB).

AnmudibpuHo3Ha mepanis. BignoBigHO 10 MiXXHAPOAHUX
MIPOTOKOJIiB D-TIeHiIIMIaMiH HEMa€e ZI0CTaTHLOI J0Ka30BOi 6a3u Ta
He peKoMeHAyeThcA Ay JikyBaHHA KOCC/.

3 MeToro aHTH(}IOPO3HOI il MaIllieHTaM MOXKHA MpU3HAYaATH
Ma/IeKacosl y BUIVIAZI TablIeTOK SIK IMIPU XPOHIYHOMY, TaK i MiATo-
cTtpomy nepebiry xsopobu (10-30 mr Ha 7100y).

[Tpu XpoHiYHOMY ITepebiry 3aXBOpIOBaHHs MMO3UTUBHUU aH-
Tudi6po3HU epeKT MaTh GepMeHTATUBHI ITpenapaTy (J1izasa,
POHiZia3a, JIOHTiZa3a), AKi IMpU3HAYalOTh y BUIVIAI KYypCiB Mij-
MIKipHUX ab0 BHYTPIIITHbOM SI30BUX iH €KIIil, eleKTpodopedy abo
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JIiKyBaJIbHI aIuTiKallii Ha JUIAHKYA Ypa)KeHHA - KOHTPaKTyp Ta iHAY-
pPaTUBHO 3MiHEHUX TKAHUH.

JloHTiZasy BBOZATH BHYTPIIIHBOM'A30BO y zAo3i 1500-3000
MO xypcowm Bizx 5 fo 15 iH’eKIIii 3 iHTEepBaJIOM MiXX BBEJeHHAMU
Biz 3 mo 10 auiB. Jliku mpHU3HavaloTh AiTAM cTapiie 12 pokis, i 3a
HeOoOXiZIHOCTiI TIOBTOPIOIOTh Kypc depe3 2-3 MicAli. Y BUIMaAKax
IOCC/I, mo cynpoBOMKYETbCA TAKKUM XPOHIYHUM HPOJYKTUB-
HUM IIPOIIECOM Y CIOJNy4YHilM TKaHWHI, Mic/aA CTaHZAPTHOTO KypCy
PEeKOMEeHZYeTbCA TpUBaja HiATpuMYyloda Tepamifa 3 go3oio 3000
MO 3 inTepBasiom Mix iH’ekiiamu 10-14 aHiB. JIOHTiZa3y TaKoX
MOXXHa BHUKOPHCTOBYBAaTU JJIS1 MICLI€BOI'O JIIKyBaHHA: JJIA eJieK-
Tpodope3y PO3UMH IOTYIOTh Ha AUCTWIBOBAHIN BOZI, a /I iHTa-
nAanii — Ha 0,9% po34yrHi HaTPilo XJIOPHULY.

Il kopexuii nopyuweHs MIKPOUUPKYAAUIL TIPU BUPaKeHO-
My cuHZpoMmi PeifHo, jlereHeBiii rinepTeHsii, HUPKOBill apTepiaib-
Hil TrinepTeHsii 3aCTOCOBYIOTh Ba3OAWIATATOPHU, Je3arperaHty,
AHTUKOATy/IAHTU.

Jloza 6iokamopie kanvuiesux KAHANi8 BUSHAYAETHC iHM-
BiZlyaJbHO IIiJ; KOHTPOJIEM apTepiaJlbHOI'O TUCKY 3 ypaXyBaHHAM
BiKy i MacH Tijla JUTHUHU: IIpenapaToM IepIoi JiHii € Hipeaumin
(0,25-0,5 mr/kr 2 pa3u Ha eHb, 10-30 Mr/m06), TaKOXK IMPU3HA-
yaroTh amaogminiH (2,5-10 mr/no6), aunriasem (2,5-10 mr/zmo6)
Kypcamu abo mpoTsaroM poky. TpuBasicTs Teparii He MeHIe 6-12
MIiCAIIiB.

In2ibimopu aHziomeH3UH-nepemaeoprU020 @PepmeHny
— ATI® (xanTonpu, eHaJanpui, Ji3iHONpWI) Ipu3HadaoTh XBO-
PHUM 3i CKJIEpOZepMiYHOI0 HUPKOIO, BUPA:KEHOI0 Ba30KOHCTPUKILi-
€10 i apTepianbHOIO TinepTeH3ieto. [I03UTHBHA [id TpenaparTiB BU-
3HavaeThCA IIPU JIereHeBil rinepTeHsii, ceplieBili HeJOCTaTHOCTI,
MIOPYLIEHHAX MiKPOIIUPKY/IALLI:

- KanTronpun npusHayaroTh IOYMHAIOYN 3 HEBEJIWKUX /103
(0,1-0,2 mr/kr Ha m00y), mo6 3amobirT PO3BUTKY TillOTEH3ii
IiCJIA IepIINX IPUIOMIB ITpernapary, 3 HOCTYIIOBUM ITiIBUIIEHHAM
no3u fo ebpexktrBHoi (0,3-0,5 Mr/Kr Ha 7006Y).

- Enasanpus 3acTOCOBYIOTH B IOYaTKOBiH 103i 0,1 Mr/Kr Ha
700y 3a 1-2 mpuiiomu (He Gimbine 2,5 Mr/g00y) Ta MOCTYIIOBUM
36imbIeHHAM 10 epekTuBHOI (0,5 Mr/Kr/n00Y).
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- JlisiHompus npusHavawTh B 103i 0,08 Mr/Kr ofuH pas Ha
n00y.

AHmazonicmu peuenmopie anziomen3suHy II - 1o3apraH y
ZiTeli ctapiie 6 pokiB B 1060Bi# 1031 0,7-1,4 Mr/Kr (MaKCHUMaJIbHO
50-100 mr).

ITenmoxcudginin BHYTpPIlIHBOBEHHO KpameabHO B 703i 20
MT/piK KUTTA Ha 00y B 2 BBeZIeHHs, MPOTAroM 12-14 aHiB, 3 me-
pexozoM Ha nepopaibHui npuiiom (0,1-0,3 r/7100y 3a 2 npuiio-
Mu). TpuBasicTs puiiomy npenapary 6-12 mic.

IH2i6imop azpezauii mpomboyumie (AUIipHUIaMOJ) BUKO-
PUCTOBYETHCA SIK aHTHUATPEraHT, aHTiOIPOTEKTOP, Ba30JUIATATOD
MiOTpOIHOI Zii, iMyHOMOZyAATOp. [Ipr3HavaoTe B [j03i 5 MI'/KI
MacH Tina B 2-3 npuiioMu. TpUBaslicTh JiKyBaHHA 10 12 MicALiB.

IIpenapamu npocmaznanduxie (aJmpocTaZil, Ba3alpo-
cTaH) € 3acobamMu BUOOPY IPU IPOr'PECYIOUOMY PO3IIOBCIOKEHO-
My CUHZPOMi PelHO i TAXKKUX CyZIJUHHUX YPa)KeHHAX 3 ileMiqyHu-
MU HeKpo3zaMu. PekoMeHZyeTbcsA NOBIbHe (mpoTarom 120-360
XB.) BHyTpillIHbOBEHHE BBeJIeHHA Ipenaparty B 703i 20-40 MKT Ha
100y, sIKa BBOAUTBCA i3 pO3paxyHKy 6 HI'/KT Ha roguny, 10-15 mep-
¢y3iit Ha Kypc.

Inonpocm BUKOPUCTOBYIOTB JJIA JIIKyBaHHs JIer€HeBOi rirnep-
TeH3il, KpUTHUYHOI illeMii KiHIIBOK, BaXXKKUX CyJUHHUX ypPaKeHb
i3 BUpa3KOBO-HEKPOTUYHHUMHU 3MiHAMU Ha LIKipi, IpU CUHAPOMi
PeiiHO y BUIaIKaX HEAOCTAaTHBOI ePeKTHBHOCTI iHIIUX JiKap-
chbKMX 3acobiB. [IpenapaT y BUIVIAZI BHYTPIlTHbOBEHHUX iHQY3iH
3aCTOCOBY€ETBCA TUIBKUA B YMOBaX pPeTEJbHOI'O MOHITOPUHIOBOI'O
CIIOCTEPEXEHHA B clielliali3oBaHUX BiIiIEHHAX AUTIYUX CTAIlio-
HapiB 3i WBUAKICTIO BBeAeHHA 0,5-2 HI' /KT 3a XB., TPUBAJIICTD Kyp-
Cy ZJ1s XBOPUX 3 CUHZpoMoM PeifHo — 3-5 fHiB.

Bo3enmaH — BazoAwiaTaTop, 110 HeCeJIeKTUBHO OJIOKye eH-
JIOTeTiHOBI penieniTopu TUIly A Ta B. Ilpenapar 3mMeHIIye CUCTeM-
HUI Ta JIeTeHeBUH OIIip Ta 30LIbIye ceplieBUil BUKUZ 6e3 3MiHU
YCC. 3acTocoByeTbCs IIPU BTOPUHHIN JiereHeBill TrinepTeH3ii Ha
TIi cKyIepozepMil (IIpM YMOBi BiZICYyTHOCTi 3HAUHUX iHTepCTULliaslb-
HUX ypa)keHb TKaHWHMU JiereHb). [Ipu Maci Tina gutuau 10-20 Kr
cTapToBa Zio3a cTaHOBUTH 31,25 Mr/z006y (3a 1 mpuiiom), miaTpu-
Mytoua — 62,5 mr/n00y (po3zineHi Ha 2 npuiiomu). [Tpu mMaci Tina
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20-40 xr crapToBa Z|03a CTaHOBUTH 62,5 Mr/m00y (po3aineHi Ha
2 mpuiiomn), migTpumMytoda — 125 mr/zxo6y (3a 2 npuiiomu). Ipu
Maci Tina 6inbmre 40 Kr MprU3HAYAIOTh CTAHZAAPTHI 103U, PEKOMEH-
ZIOBaHi I AOPOCIHX. Y ZIiTeH 3i CKIepo/iepMi€lo i BUpa3KOBUMU
ypaKeHHSIMH KiHI[iBOK HE BUBYEHO 3aCTOCYBaHHs O03eHTaHa, I10-
PiBHAHO 3 IOPOCJIMMH, Y IKUX BUKOPUCTAHHA 003eHTaHa IPU3BO-
JIAJIO 10 3HMYKEHHSA YaCTOTH MTOSIBU HOBUX BUPA3KOBUX ypaXKeHb.

IIpu ypanceHHi mpaeHozo mpakmy (MENTUIHUNA e30¢ariT,
racTpuT, AyOZeHiT) mallieHTaM NIPU3Ha4yaloTh aHTalUu/M, aHTaro-
HIiCTH TicTaMiHOBUX H,-perenTopis, METOKJIONPaMi/i, OMENpa3oil.

[Ipu pO3BUTKY CUMITOMAaTUYHUX MOTOPHUX YpakeHb CTpa-
BOXO/Iy Ta KUIIeYHUKY (gucdaris, ractpoe3odaraabHuii pediiekc,
MICEB00OCTPYKILis) MPHU3HAYAIOTH IMPOKIHETUKH.

[Ipu rocTpomMy, MBHAKO Iporpecyrouomy mepebiry CCJ] 3
ypa)KeHHAM HUPOK Tepallisl MO€JHY€EThCA 3 eKCTPaKOPIOPaIbHU-
MU METOJaMHU e TOKCUKAIIii.

Y BUIaKaxX Ba¥KKOT0, IIBUAKO Mporpecyrdoro abo pedpax-
TEpHOTrO Iepebiry CKJIepoJepMii pO3MIAAAEThCI MOMXIUBICTh
3aCTOCYBaHHA OiOJIOTIYHUX IperapariB, TAKUX SIK PUTYKCUMAO
(anTu-CD20) abo Tomwrisymab (aHTH-IL-6). He3Barkatoum Ha
HEeJIOCTAaTHI 0Ka3u iX epeKTUBHOCTI B MeAiaTPUYHIN MMOMYJIALi,
BOHU JIOBEJIU CBOIO epeKTUBHICTH i BiTHOCHY O€3MeYHICTh MPH Ji-
KyBaHHA naiieHTiB 3 CC/.

[Tpu sokamnizoBaHiyi CJ/l y giTeii, MoBepxXHEeBUX i MaJOBOI-
HUIeBUX $popmax, IMOKA3aHO Micuese JIIKYB8AHHS 3 AIUTiKallielo
20-30% po3uuHy AUMEKCULY, Ma3eH, 1110 MiCTATh relmapuH, KOp-
TUKOCTEPOi Y, TPOKCEPYTHH, XOHAPOITHH CyabdaT, iHZOMeTal[uH
abo odirmHaNTPHUX Ma3el (remapuH, aKTOBETiH, XOHPOKCHI, Me-
TWIypaIwI, KOHTPAKTyOeKC).

KoHnTpakTybekc nmpurHiuye nposridepariro Ta pict ¢pibpobrac-
TiB, 3aCTOCOBYEThCA 2-3 pa3u Ha JeHb MIPOTATOM MiCAISA MUIAXOM
BTHPAHHA B ypaxKeHi AUIAHKY Kipu. Masp Mazekacoa HaHOCATD
2-3 pa3u Ha 00y, BTUPAIOYX B YPaKeHi AUIAHKY MIKipU MPOTATOM
3-6 MicA1liB, BOHA IPUTHiUy€e CUHTE3 KoJareHy Ta iHIIWX KOMIIO-
HEHTIB CIIOJIyYHOI TKAaHUHMU.

I[Tamierram 3 CC/I Ta JI0KaIbHOMO ii GOPMOIO 3 ypaxyBaHHAM
aKTUBHOCTi XBOPOOU Ta CTaHy AUTHUHU MIPU3HAYAIOTh KOMILUIEKCH

168



Po3zpgin 7. lOBeHinbHa cuCTEMHA CKEPOAEPMIs

¢izioTepaneBTUYHUX BIIPaB, MacaxKy, riipokiHe3oTeparii. [Toka-
3aHi caHallisl BOTHUII XPOHiYHOi iHeKii, iHAUBiAyampHi TpymoBi
3aHATTA 3 IICUX0JIOTOM Ta ICUXOTePaIleBTOM.

B nepiod kainiuHoi pemicii mariieHTaM IPU3HAYAIOTH IPSA3BO-
Bi arutikariii, 6ajpHeOTepario, rinepbapuyHy OKCHUTeHaIlilo, ca-
HaTOPHO-KyPOPTHE JIIKyBaHHA 3 BKJIIOYEHHAM CipKOBOZHEBUX Ta
BYIVIEKMCJIMX BaH.

B sKkocTi Tepamii cynipoBoy peKOMeHZyIOThb IIpUiioM Ipemna-
partiB BiTaMiHy D, omera-3 nojyliHeHaCU4eHUX >KUPHUX KUCJIOT.

ITporuo3 IOCC/] mpu paHHBOMY NOYATKY i aZleKBaTHOMY JIi-
KyBaHHI /JI KUTTA MO3UTUBHUN. PU3MK HeCIpUATIUBOIO IIPO-
THO3Y iCHY€E y BUIa/IKaX TSOKKOI Andy3HOi GopMU 3aXBOPIOBAHHS,
3 PO3BUTKOM IIIBUIKO ITpOrpecyodoro ¢pibposy jereHs, JereHeBoi
rinepreHsii.

[Tpu obmexeHint popmi FOCC/], sixa 6imbIn yacTo 3ycrpiva-
€TbCA Y ZIiTEN, MOXKYTh CIIOCTEPIraTUCh acCMMeTpia KiHIIiBOK, BiJl-
CTaBaHHA y 3pOCTi, Maci Tiia.

IMpodinakTuka. [IpoBOANTHCA aKTUBHA BTOPHUHHA IPOdi-
JIaKTUKa 3aroCTpeHb i TeHeparii3allii CKJepoZiepMidYHOTO IIPOIIECy.
[TpodinakTuyHi INemIeHHA BUKJIIOYAIOThCA. Ha meprmomy porri
3aXBOPIOBAHHA OI[iHKY CTaHY IAlli€EHTIB Ta MOHITOPHUHT Tepebiry
XBOPOOU MIPOBOZSATH KOXKHI TPU MICAIl, B TIOAQIBIIOMY ABa pa3u
Ha piK.

3a mokasaMM XBOPi rOCHiTani3yrTbCA A OLIHKU IX CTaHYy,
IIPOrHO3Y 3aXBOPIOBAHHSA Ta KOPEKIIii IiKyBaHHS.

TECTOBI 3ABJAHHA

1. TaTOrHOMOHIYHOI 03HAKOK CKIIepoaepMil €:
A. «MeTennk» Ha 0BNn44I, CynpaopOITanbHI HabPAKK, rinepe-
MISt LLKIDM HABKOSIO OYelt;
B. 3MiHa WKIip1 nanbLiB, NAeCHO-danaHroBmx | nakocHe-
BO-CPaNaHroByx CyrnobiB: MOTOBLLEHHS, HATAT Ta IHAypaUis;
B. «MeTennk» Ha 00nm44i, BUCOKa TeMnepaTypa, CyrnoboBui
CYHOPOM;
[ CynpaopbiTansHl HabpAKK, FINEPEMIA LLKIPY HABKOMO O4el,
pi3Ka M'A30Ba CabKICTh;
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. decbopmalist cyrno0iB, X NpUnyxnicTe, apTpanri.

OCHOBHUMM  nabopaTOpPHUMKU  KpuTepiaMu  andysHoi
CUCTEMHOI CKNlepoaepMil €:

A. T1poTerypIg, remaTypIs;

b. JlelikounTos, nprckopeHHs LLIOE, TpombounTos,

B. BuasnerHsa aytoaHTuTIn Scl-70, AHA, PHK-nonivepasm Il;
[ AHEMIR, NenKoneHIsa, rinepTpoMooUMTO3, NiasMLLeHHS LLIOE,
BMICTY CPB;

. TIOMIpHWI NenkoumuTos, TPOMOOLMTO3, NO3UTUBHMA PO,
AHA TecT, nigsumLeHHs ACJIO.

O4HMM 3 104aTKOBUX KPUTEPIIB CUCTEMHOI CKI1epOAepPMIi €:
A. CKNeponaxkT g,

b. HedoponaTis;

B. MigBMLeHa M'a30Ba 30y4/IMBICTb;

[ NapaoplbiTanbHWin HAabpPaK 3 TenioTPOMHOK EPUTEMOO
BEPXHBLOI MOBIKM;

L. TTNaMnCTO-pOoXEBUI BUCKN.

[MpoBigHMM paHHIM CUMIMTOMOM NiMITOBaHOI CK/lepogepmil
€:

A.«MeTenuky» Ha 0044, BUCOKA TemMnepaTypa;

b. CvHapoM PeiHo,

B. [Nanyns03HO-epnuTeMaTO3HNN BUCKM HA LLKIPI, AONOHHI | Mi-
LOLUBEHHI KarinapuTu;

[. Anonevuis:

M. Monimianrir

LBnako nporpecytoye ypaxKeHHsi niereHb 3 pPO3BUTKOM
apTepianibHOI rinepTeHsii € OgGHNUM 3 KpUTEPIIB AiarHOCTUKM
O[HOrO 3 repepaxoBaHUX HMXKYe 3aXBOPHOBaHb:

A TOCTPOI PEBMATUYHOT JIMXOMaHKW,

b. PeakTnBHUIM apTpuT;

B. CnCTEMHOIo YepBOHOIO BOBYAKa;

[ KOBEHINBHOrO IQIoNaTUHHOro apTpuUTy,

L. CucTeMHol cknepogepmi.
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MNpun AKUX 3 NnepepaxoBaHUX 3axXBOPHOBaHb PO3BUBAIOTbCS
3rMHaNbHI KOHTPAKTypu CyrnobiB BHACcNigoK YLlifIbHEHHSA
LUKipW Ta CYXOXXWNKiB 6€3 30BHiLLHiX 03HaK iX 3anaseHHs:
A. KOBEHINBHWI 10I0NaTUYHWIA aPTPUT;

b. CnCTEMHNA YEPBOHWI BOBHAK,;

B. HOBeHIfbHa CUCTEMHA CKNEPOAEPMIS,

[ PeakTVBHUIM apTpuT,

. lepMaToMIO3MT.

Y nikyBaHHi IOCC[L, (audy3HOro CMCTEMHOIO CKIEPO3Y)
OCHOBHe 3Ha4YeHHA Mae:

A. TpeaHI30N0H Y BUCOKMNX [O3aX;

b. lNpedHI30M0H B cepeHixX 403aX;

B. AHTMPEBMATWYHI MPOTN3anaslbHI HECTEPOIOHI MpenapaTy;
[ [nasmadopes;

. LinknocnopnH.,

BkaxiTb AAKi BHYTPILIHI opraHu ypaxkatotbeca npu KOCCU;:
A Cepue.

b. JlereHi.

B.  LLUNYHKOBO-KNLIKOBUM TPAKT.

[ Hupkn,

. Ycl nepepaxoBaHi.

06epiTb kKomMnoHeHTH CREST-cuHapomy npu IOCCA;:

A, KanbLmMHO3 + CUHOPOM PEenHO + eKxiMO31 + CrneHomMmera-
nIa + TeneaHriekTasll

b. KanbunHO3 + cHOPOM PErHOo + epnutema + conapuT + Te-
NeaHriekTasir

B. KOHTpaKTypu + CMHOPOM PeltHO + e30ariT + CrieHome-
rania + TeneaxriekTasil

[ KanbUMHO3 + cUHOPOM PeiiHO + e30ariT + cknepoaax-
TUNIA + TeneaHriekTasll.

L. KOHTpaKkTypy + CMHOPOM PerHO + eputema + Cknepogak-
TUNIA + TeneaHriekTasir
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10. YpaxeHHs nereHb npu IOCC/LL xapakTepnsyeTbcsi po3BUT-
KOM:
A. TTHEBMOHIT
B. lNHeBMOIOpO3Y
B. ABcuecy
[ TTHEBMOTOPOKCA
Il ATenexkTazis

ETAJIOHU BIAMOBIEMN:
1 23] 4]5
E | B|A| B | 4| B

(o))

>
=
-
ol
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CucTeMHIi BacKynitu y giteu

CucTeMHi BacKy/liTH — lLie 3arajbHUI TepMiH JJid pi3HOMa-
HITHUX i TeTepOreHHUX PO3JaZiB, Ipyla THKKUX 3aXBOPIOBAHb,
[ IKUX XapaKTepHi 3amajieHHs Ta HeKpo3 CTiHOK CYAWH Pi3HOTO
Kasibpy 3 yTBOPEHHAM TPOMOiB, BTOPUHHOIO OKJIFO3i€I0 Ta MOPY-
II€HHAM KPOBOTOKY 3 HeZJOCTaTHIM KPOBOIIOCTAYaHHAM Ta ileMi-
€10 Pi3HUX OpPTraHiB i TKAaHUH.

[MommpeHicTs BackymiTiB Bifg 10 go 53 Bunagkis Ha 100 000
ZiTel BikoM 10 17 pokiB. B ocTaHHi AecATUIITTA HaMiTWUIach YiT-
Ka TEeH/IEHIlis [0 30iMbIIeHHS IMOKA3HUKIB PO3IOBCIOKEHOCTI
CHCTEMHUX BACKYJITIB cepesl IOPOCAUX Ta B AWUTAYIN MOMy/ALil
HaceJIeHHsS, TOMY Y AOCTi)KeHHI MeZliaTpUYHOIO BacKyJIiTy OyI10
JIOCATHYTO Psi/i TIOMITHUX YCIIiXiB, BKJIIOYAIOYU PO3POOKY KpHUTe-
piiB kiacudikarii Ta iHCTpyMeHTH /I OLIiHKY ITepebiry 3aXBopio-
BaHHA 3 METOI0 BUKOPDHUCTAaHHA Cy4aCHUX CTpaTeriil JliKyBaHHA.
Kpurepii kiacudikailii BacKysiTy BeJIMKUX CyJAWH i BaCKYJITiB,
MOB’AA3aHUX 3 AHTUHEUTPODIIBPHMMM LUTOIUIa3MAaTUYHUMU aH-
tutitamu (ANCA) HaBezieHi B myOsmiKallisix AMepHUKaHCbKOTO KO-
Jgemxy peBMaTosorii (ACR) Ta €BpoIeiichbKOro ajabsHCY peBMa-
TosoriyHux acornianiii (EULAR) Ta BK/IIOYaloTh CydacHi MeTOAU
ZIOCTiKeHHA Ta iaTHOCTUKY CUCTEMHUX BACKYJIiTiB y ZiTel.

ETiosiorisg crcTeMHUX BacKyJiTiB HeBiZjoma. BcraHoBieHO,
IO CIPUAIOTH 3allaJIbHOMY YpaKeHHIO CyZAWH Pi3Hi iHdekuii, Xi-
MiuyHi pakTopu, pazialiiiHe ONMpOMiHeHHA, HasABHICTb TillepyyT-
JINBOCTI 10 OKpPEMMUX JIiKapChbKUX MpenapartiB (IpOTUBipyCHI Ipe-
mapaTH, aHTUOIOTHUKH).

ITaTorene3. B ocHOBI IIaTOJIOTIYHOTO MpOLECY JieXKaThb KJIi-
THUHHI a00 r'yMopasibHi iMyHHi peakiiii, meBHy poJib Bilirpa€e reHe-
TUYHA CXWIbHICTb Ta OCOOJMBOCTI iIMyHHOI BiIOBiZi iHAUBIZYY-
Ma Ha OKpeMi aHTUTeHU. BHAC/TIOK BIUIMBY Ha CYAUHHY CTiHKY
iMyHHUX Ta HEIMyHHUX arpeCUBHUX YNHHUKIB B OpraHi3mi Big0y-
Ba€eThCA aKTUBAIlifA KJIITUHHOT'O iIMYHITETY, CHUHTE3 IIpo3alaabHUX
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LIMTOKIHIB, ayTOQHTUTLI, MOJIEKY/ aAresii, 1[0 CyIIPOBOKY€EThCA
YPaXeHHAM eH/IOTeJIiI0 i pPO3BUTKOM 3alajeHHA CyAH.

IMyHOJIOTiYHI MeXaHi3MU IOIIKOAKEHHs CYAWHHOI CTiHKU
IIPYU BACKYJ/IiTaxX BKJIIOYAIOTh HACTYIIHI MeXaHi3Mu:

- BiKyTaZieHHs B cyanHHIM cTinmi LIK (HaaxomkeHHs iX 3 Kpo-
Bi ab0 YyTBOPEHHS B CTiHIIi);

- CUHTE3 aHTUTLI 0 UTOoILIa3Mu HelTpodiniB (AHLIA — aH-
TUHENUTPODLTbHI IUTO30IbHI AaHTHUTLNIA);

- monrkopKytounil BIvtuB AHITA Ha eHioTeTiaibHi KIiTUHY;

- CUHTEe3 aHTHUTLI 0 eHZOTEeil0 Ta iHIUX eJIeMeHTIB CyANH-
HOI CTiHKU;

- PO3BUTOK IMTOTOKCUYHUX aJepPriuHuX peakIliii;

- ebeKTH Aii MUTOTOKCUYHUX T-TiMpOIUTIB;

- PO3BUTOK peaklliii yIIOBUIbHEHOT'O TUILY 3 YTBOPEHHAM I'pa-
HYJIbOM Y CTiHKaX CyZMH i IepUBaCKyIAPHUX TKAaHUHAX;

- ebekTu aii mutokiniB (IL-1, ®HII-a Ta iHmI.).

BuZiAI0Th BaCKYJIiTH CYAUH BEJIUKOTO, CEPEIHBOT0 Ta MaJio-
r'o KaJiopy, B TATOJIOTIYHUH IPOIIEC BKIIOYAIOTHCA i BEHU.

AcomitioBani 3 yrBopeHHAM i BizkiaageHHaM LIK y crinkax
cyavH (BY3JIMKOBUM TepiaprepiiT, xBopoba KaBacaki) Ta moB’s-
3aHi 3 aHTUHEUTPODUIPHUMHU LIUTOIUIA3MAaTUYHUMU aHTUTLIAMU
(AHIIA) cucTeMHi BacKyJIiTHA CyAWH CEPEAHBOIO TA MAJIOTO Kai-
O6py (rpaHyneMaTo3HHWH MOJiapTepiiT, MIKpPOCKOMYHMUH Tosiap-
TepiiT, eo3nHODLTPHUI TpaHy/eMarTo3 3 IMoJiapTepiiToM) BifHO-
CATBHCSA ZI0 OCOOIUBO TAKKHUX KUTTEBO3ArPO3/IUBUX ayTOIMyHHUX
3aXBOPIOBaHb, SKi 3a/IMIIAIOTHCA OJHIEI0 3 BAXKJIUBUX MPOOIEM
peBMaToJIOrii.

KniniyHi 03HaKu cUCTEMHUX BACKYJIITiB BKIIOYAlOTh HasAB-
HICTh Y XBOPHUX JIMXOMAaHKU HESCHOTO I'eHe3y; ypakeHb IIKipu
(nmerexii, exkxiM03H, IMypILypa, ciTyare JiBe/o, MiAIIKIpHI By3/IUKH,
HEKPOTUYHi 3MiHU); IPOABU illIeMiYHUX MOJIOPTaHHUX ypa:KeHb
(JiereHb, ceplid, HUPOK, TOIIO); ABUIA ITOJiHEBPUTY.

JlaGopaTopHi 3MiHM, fIKi XapaKTepHi /JIA 1i€i IPyny 3aXBO-
pIOBaHb BKJIIOUAIOTh O3HAKU CHCTEMHOIO 3amajeHH:A (aHeMid,
miaBuieHHs [IIOE, netikoruTos, TpoMmboiuto3, CPB, 1IIK) Ta ce-
4OBUU cHHZPOM (IIpOTeiHypis, reMarypis, JeHKOUUTYPif, IIiH-
Apypis).
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[Tpu ycix cUCTEMHMX BacKy/iTax Ha peHimzeHozpamax je-
reHb BU3HAYaIOThCA TOCWIEHHS CYAUHHOIO MaJllOHKa, IepHBa-
CKy/IsIpHA i BorHuIIeBa iHOLIbTpallis. Aje oKpeMi HO30JIOTiuHi
bopMH BaCKyIIiTiB, K TPaBWIO, MalOTh CBOi KJIiHIYHi 0COOGIUBOCTI
mepebiry Ta mporHoasy.

Knacudikauia. B mnemiaTpuyHili MPaKTUIN JOIIBHO KO-
pucTyBaTHCh Kiacudikalliero BackyumiTiB y aiteir (2012 revised
International Chapel Hill Consensus Conference Nomenclature of
Vasculitides.) HaBegeHo0 B Tabuii 8.1.

Tabnuus 8.1. Knacudikauis Backynitie y giteit

Kanibp ypaxxeHux cyauH Ho3zornoris
BackyniT nepeBaxHo |- ApTepiiT Takascy

BEJIMKUX CYAWH
BackyniTu nepeBaxxHo | - By3nukoBuii noniapTepiiT y gitei

cepefHix CyauH - LLkipsiHuin noniapTepiit
- XBopoba KaBacaku
BackyniTv nepeBaxHo | [paHynemaTosHi:

IPiOHUX cyauH - [paHynbomato3 BereHepa;
- Backynit Yepaxa-Crtpoc;
HerpaHynematosHi:
- MikpockoniyHuit noniaHriiT;
- Mypnypa LLennsiina-leHoxa;
- 13071b0BaHUIA LWIKiPSHWIA NENKOKNACTUYHUIA
BaCKYyIT,
- [iNoKOMNNEMEHTEMIYHNIA YPTUKAPHUIA BACKYNIT
[HWi BacKyniTH - XBopoba bexuerta;
- BTopuHHi iHcbekiliHi BackyniT (rematut-B
acoLliioBaHuii By3NUKOBMI NoMiapTepiiT,
BACKYJITH, L0 BUHUKAKOTb Ha TNi NpuioMy
NiKapcbKMX NpenapartiB npu NyxXnuHax)
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Cnu3oBo-LWKipHUA NiMcOHOAYNAPHUIA CUHLAPOM
(cungpom KaBacaki)
KOO MKX-10 M 30.3

Cim30BO-LIKipHUN JTiMPOHOAYISIPHUI CHUHAPOM (CHUH-
ApoM Kasacaki, CK) - cucTeMHe 3aXBOPIOBaHHA 3 TOCTPUM Ilepe-
6irom, sike XapaKTepU3YETHCS JMXOMAHKOIO, 3MiHAMU CITM30BUX
000JIOHOK, LIKipH, JiMGATUYHUX BY3JTiB 00yMOBJIIEHE PO3BUTKOM
JECTPYKTUBHO-TIPOTipepaTUBHOTO BACKYJITY 3 ypaKEHHAM Ce-
peZHiX i ApiOGHUX apTepili, B TOMY YKCJIi KOPOHAPHUX, Bicllepasb-
HUX apTepili 3 pO3BUTKOM aHEeBPU3M.

Enizemiosiorigs. CK Bce yacrille BU3HAETHCSA CEPHO3HOIO
Mpo6JIEMOIO ¥ BChOMY CBITi, 3aliMarO4u OIHE 3 TEPIINX MiCIlb Ce-
peZl BacKYJIiTiB y ZiTel Ta BXOAAYHU /10 I ATIPKYA HAUOLIBII TIOIIH-
PEHUX IPUYVH JINXOMaHKU HEBiZJOMOI'O MOXOMKEHHA Y AUTAIOMY
Bini. 3ycTpiyaeThbca y IpeACTaBHUKIB BCiX pac i BIKOBUX I'PYIL, OA-
HakK 4JacTille — B a3iaTChbKuX JepkaBax. 80% XBOpUX Ha CUHAPOM
KaBacaki MaroTh BiK MeHIIIe 5 POKiB.

3axXBOPIOBAHICTh 3MIHIOETHCA 3aJIEXKHO Bif reorpadidyHOro
posmozity. HaliBuIa yacToTa MOLUIMPEHOCTI PeECTPYETheA y Amno-
Hii (315 Bumazkie Ha 100 000 ziTeir). be3 afleKBaTHOTO JIiKyBaHHSA
JIeTaJIBHICTD fAocArae 1%. 3a oCcTaHHE JeCATUPIYYA YacToTa BU-
HUKHEHHs xBopo6u KaBacaki B YkpaiHi 36inbmmnacs. 3a JaHUMU
CremanoBcbkoro 10.C. Ta cmiBasT. (2018) B YkpaiHi yacToTa oB-
HOTO BapiaHTy cuHApoMy KaBacaki 6ysa 56 %, HEIMOBHOTO - 44
%. YacToTa ypakeHb KOPOHApHUX CyAWH cTaHOBWIa 33 % i Oyna
HaNBUILIOIO Y ZIiTel TepIIoro poKy KUTTA - 83 %.

[TpocTexxyeTbcs ce30HHICTh 3axBopioBaHOCTi CK npu neBHiit
BiZIMiHHOCTI 110 KpaiHam: B fIOHII MK 3aXBOPIOBAHOCTi PEECTPY-
IOTh B CiuHi 31 3HAYHUM 3HU:KEHHAM BIITKY, B CIIIA — B3uUMKYy i
PaHHBOIO BECHOIO.

Etiosnoria CK 3anumiaetbcs HeBizomoro. Ce30HHI BUMTAJKU Ta
eMiIeMivHi CcrIasiaxyl BKa3yIoTh Ha MOXXIMBUH iHeKIiHHMHA GpaKTop
y PO3BUTKY XBOpOOH. € MPUMYILEeHH, 0 6aKTepiasbHi MiKpoopra-
Hi3MM, TaKi K CTapi/IOKOKH Ta CTPENITOKOKH, MOXKYTb OyTH TpUTe-
paMu BacKyJIiTy 3 YpaXeHHAM eHZOTeJsIil0 KOpOHapHUX Cy[lUH, aje
’KOZIHI KOHKPeTHI Bipycu abo 6akTepii He Oyu izeHTHdiKOBaHi K
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IPUYMHU 3aXBOpIOBaHHs. [lepesiada XBOpOOH Bifi JUTUHU JI0 IUTH-
HU He Oysa 3adikcoBaHa, i reHeTUIHUH HaKTOP He JOBEJEHU.

IMaTorene3 CK moB’i3aHUil 3 ayTOIMyHHUMH MeXaHi3Mamuy,
110 MiTBepAKyeThCA HasaABHICTIO LIIK B ypaskeHMX TKaHMHAX Ta po3-
BUTKOM JIeCTPYKTHUBHO-IIPOTiHEepaTUBHOTO BAaCKYJITy. BiAmosizs
Ha TOKCHH a00 iHQEKIIMHMI areHT BKII0Ya€ aKTUBaIIifo T-KIiTHUH,
MOHOITUTIB i Makpodaris, fIKi BUAUIAIOTH ITpO3alaibHi ITUTOKIHU. B
rocTpiii ¢pasi HUTOKIHOBA CTUMYJIALLIS TPU3BOAUTS ZI0 TIpostibepartii
B-KJIiTHH 1 iHAYKy€e eHAoTeNialbHi KIITUHU 10 €KCIIPecii aHTUTeHiB
TOJIOBHOI'O KOMIUIEKCy rictocymicHocTi II knacy. Ingykuia ICAM-1,
UI-1, ®HO-a i I®H-y npu3BOAUTE 0 IPUTOKY 3allaJbHUX KJIITHH,
SIKi TIOTEHIIiIOIOTh MTOIIKOKEHHS APIOHUX i cepeiHiX apTepit.

IMaTomopddonoria. B ocHoBi CK J1eXKUTh CUCTEMHUN BacKy-
JIT 3 TIepeBAXHUM YPaOKEHHAM apTepili cepeHbOro Ta MaJioro
Ka/Ti6py 3 MOXKJIMBUM PO3BUTKOM iX aHEBPHU3M.

B dopmyBaHHi BacKymiTy BUALIAIOTE 4 cTazii. Ha mepmriii cta-
Zii B mepIi 2 TUKHI 3aXBOPIOBAHHA 3alla/IbHi 3MiHU BUHUKAIOTh Y
MiKpocyZuHax (apTepioiu, Kaniiapu, BeHynu). [ToTiM natosoriy-
HUM IIpoliec MOUIMPIOEThCA Ha IHTUMY, aZIBEHTHILIIO i TepUBacKy-
JIIpHI TIpOCTOpU apTepilt ApibHOrO i Bemmkoro kaniopy. Crocre-
piraroTbcst HaOpSAK i iHPiLMIBTpaLia CTiHOK cyAnH HelTpoditamu i
nimouuramu. B apyrik crazii (3-4-uil THXK/EHD) 3MEHIIYETHCS
iHTEHCUBHICTb 3amajieHHA B PiOHUX apTepifix i BeHaX i pO3BUBa-
€TBHCST OTIOCEPEIKOBUH MMAHBACKYJIIT apTepiil cepeIHbOro Kaxiopy
(B mep1ry yepry KOpoHapHUX) 3 pOPMyBaHHAM iX aHEBPU3M, CTe-
HO3iB i IpHCTiHKOBOTrO Tpom603y. B III crazii (5-7-uii THXK/AEHD)
MOPQOIOTiuHi 3MiHU XapaKTePU3YIOThCA YTBOPEHHAM I'PAHY/IbOM
B apTepisfx cepesHbOro Kamiopy. Yepes 7-8 txkHiB (IV cTazis) Bix
II0YaTKy 3aXBOPIOBAHHS, 3allajIeHHA B apTepifAX cepeZHbOro KaJli-
Opy NPU3BOAUTB /IO iX aHEBPU3MATUIHOTO PO3UIUPEHHA ab0 CTe-
HO3Y, TOTOBIIEHHA iHTUMHU CYZUHU i TPOMOO3Y MO0 IIPOCBITY.

Ha cexuii aHeBpr3MU B KOpDOHAPHUX apTePifiX BUABIAIOTHCSA
B 90% xBopux. MO)X/IMBa iX JIOKasIi3allif B KJIyDOBUX apTepisix, ap-
Tepisix OpHKi Ta HUPOK.

[TaTosoTriuHi 3MiHU 31 CTOPOHM BHYTPIIlIHiX OpraHiB HecIenu-
¢iuni. Hepigko Biz3HAYaroThCSA O3HAKU MiOKApAUTY, MEHIHTITY i
JiMbaHroiTy.
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Kniniyuna kaptmHa CK xapakTepusyeTbcs 3a3BUYail ro-
CTPUM TIOYATKOM i IMKJIYHICTIO Tepebiry. XapakTepHUMU € Ha-
CTYIIHI KJIiHIYHI IPOABU:

- JIuxoMaHKa: TeMIepaTrypa Tila HiABULIyeTbcA A0 38,5-
40°C ta TpuBae Ginblie 5 HIB; He 3HWKYETHCS IIPU 3aCTOCYBaHHI
aHTHUOIOTHKIB; 32 BiZICYyTHOCTI aZIeKBaTHOTO JIIKYBaHHS IIPOJOBXKY-
€ThCA He MEeHIIe 5 JHiB, ajie MOXXe TPUBaTu A0 3-4 THXKHIB, a B
OKpEeMMX BUIIaJIKaX — OBIIE.

- KoH’toHKTHBIT ab0 CcKjIepuT: 3a3BU4Yail ABOOIYHUIA Ta
HeeKCyZaTUBHUM;

- YpaxkeHH C/IM30BUX 000JI0HOK POTOBOI IOPOKHUHU: /IU-
dy3Ha rinmepeMis CIM30BOI 000JIOHKY TTOPOXKHUHU POTA i TIOTKU;
«MaJIMHOBUM SI3UK», XEHIIT; IOYEPBOHIHHSA, CyXiCTh, TPIIlIMHU I'y0;

- [lIxipHi 3MHU Ha KiHIiBKaX: iHTEHCUBHA epUTEMA /I0JIOHD
i mizoNIBY; aHTiOHEBPOTUYHI HAOPSIKU KUCTEW Ta CTOI, OOJIiCHI,
0OMe>KeHHsI PyXiB MaJIbI[iB KUCTEH i CTOI; JIYIIeHHS PYK Ta CTOII B
nepioz oxyKaHHA;

- Bucun: BUHUKaE NPOTATOM S JHiB; JIOKATi3yeTbCs HA TYIy-
0i, KiHIIiBKaX i B TAXOBUX JIUITHKAX; 3'SIBJIAETHCS MPOTATOM TIEPIINX
KUTbKOX [THIB TIiCJIS TOYATKY JIMXOMaHKH (rocTpa rapsiukoBa ¢asa),
noiMOpGHUH, BapifoeThCA Bifl MAKY/IAPHOTO 0 MaKy/IOMAITY/IbO3-
HOro abo Mop6iuTiGopMHOTO, OZIHAK BiH HiKOIU He OyBa€ BE3UKY-
JSIpHUM. 3a3BUYal IOYMHAETHCSA HA TYIyOi Ta MOIIHUPIOETHCS MIPO-
TATOM HaCTYIIHUX KUTBKOX /IHIB, 3aJIy4al04yy KiHIIiBKY, IPOMEXXVHY.

- YpaxxeHH# JiMpaTUIYHUX By3J1iB: OJHOOIYHE, PiZIKO — ABO-
6iuHe; TOCTpUM MUHHUM JiMdazZeHiT (JacTille oAWH): B Iepe-
JHBOMY IIUMHOMY TPUKYTHUKY; PO3Mip JIiMbOBY3IiB - Ginbiie 1,5
CM B ZliaMeTpi; mpoTikae 6e3 HarHOEHH, 6e3 rinepemii MKipu.

- Inmi nposBu rocrporo nepiogy CK: aprpairii, aprputu
3 YPaXeHHAM /JpiOHUX i BEJIMKUX CYIVIOOiB TPUBAJIICTIO 10 2-3
TwkHIB (50%); ypaxkeHHs IIIKT — giapes, 6;toBoTa, 60JIi B XKU-
BOTi, TOCTPUH JKUBIT; renaToMerasis, }KOBTAHUIIA, MTaHKPeaTHT,
301TBIIEHHS )KOBYHOT'O MiXypa; ypaKeHHs CEYOBUBIIHOI CUCTEMU
— cTepuIbHA Miypis; ypakeHHd [THC — acennTUIHMWI MEHIHTIT, T1a-
pe3 JINIBOBOT'O HEPBY, CyOAypaJbHUM BUIIT, MO3KOBi iHOapKTH;
HeMpOoCeHCOpHA IIyXOTa; iHII MPOSABU: HAOPSK S€YOK, JIeTeHeBi
iHGinbTpaTH, IIEBPATbHUM BUIIIT, FeMO(paroUuTapHUi CUHAPOM.

178



Po3pin 8. CuctemHi Backynitu y giteit

[Moganpinuii mepebir XBOpoOU XapaKTEPU3YEThCA THUM, IO Ha
2-3 TxzeHb po3BUTKY CK 3HHMKA€ KOH'IOHKTHUBIT, I3UK CTA€ «Ma-
JINTHOBUM», «BifiiBiTae» BUcUIl. Ha 4-My TH:KHi yTBOPIOEThCA IIEPU-
HII'ThOBE IUIaCTUHYACTeE JyIeHHs 3 IOMUPEHHAM Ha Majblli, iHOA1
— Ha BCIO KUCTb ab0 CTOILy, JIyIeHHSA B TaXOBUX AUIAHKaX. 3 6 1o 10
TIKZeHb nepebiry CK KIiHIYHI CHMITOMU ITPOXOAATH, HOPMaJTi3y-
IOThCS JTAOOPATOPHI MOKA3HUKH i TOCTYIIOBO HACTAE Oy KaHHS.

MosxnuBuii po3BuTok peruausiB CK, mo po3BuBaeTbea y 3%
AiTedt mpoTsroMm 1-ro poky micis ge6roTy XBopobu i criocTepira-
€ThCA Y ZIiTel y Bili 0 3 POKIB i y MaIli€eHTIB 3 KapAWHAJIbHUMU
IposBaMu Npu 1-My emizozi.

BaxxysimBoto kJiHiuHO0 03Hako1o CK € ypa)keHHs ceplieBo-Cy-
JIMHHOI CUCTEMU 3 PO3BUTKOM KOPOHAPUTY, BaJIbBYIITY, ANCHYHK-
1Iii miZIKJIaaHHOTO aapary, TepuKapAuTy, MiOKapAUT.

Koponapur npu CK po3BUBa€eThCA 3 IEpIINX JHIB 3aXBOPIO-
BaHHA 1 NIPOABJAETHCA MMOTOBIIEHHAM CTIHOK KOPDOHAapHUX apTe-
pil, iX po3MINpeHHAM, piflle - 3ByKeHHAM, HEPiBHOMipHUM ITIPO-
CBiTOM, 3MiHaMU IEpUBACKYJIAPHOTO JIOXKA.

KoponapHi anespusmu yTBOPIOIOThCA B Hepio Bixg 10-ro aHA
710 4 T>KHIB, Y TIOOAWHOKWX BUIAAKaX - BiZl 7-TO AHA 0 6 TUXKHIB
miciis 1e610Ty XBOpo6u. MoKy Th 6yTH pi3HOTO po3Mipy (BHYTpiLI-
Hill fiameTp <5 MM (zapi6Hi), 5-8 MM (cepenHi), > 8 MM (TiraHT-
cbki)) Ta ¢popmu (MIITKOBHZIHI, BEpeTEHOMOAIOHI). IHKOMU CIIO-
CTepiraroThCs BUIIAZAKU KOPOHAPUTY Ta PO3LINPEHHA KOPOHAPHUX
apTepiii 6e3 aHeBpU3M.

BapianTu AMHaMik¥u cTaHy KOPOHApPHUX CyAVH:

- perpec aHeBpHU3M;

- crabinbHi po3Mipu KOPOHAPHUX AHEBPU3M;

- 30imblIIeHHST aHEeBPU3M i TOSIBAa HOBUX aHEBPU3M;

- PO3pUB aHEBPU3M KOPOHAPHUX CYyZAUH;

- KOpOHapHUU TPOMOO3;

- PO3BUTOK KOPOHAPHOI'O CTEHO3Y i OKJIF03ii.

JiarHoctuka CK nepes6adae BUKOpUCTAHHSA 1abOPaTOPHUX
Ta iHCTPYMEeHTaJIbHUX MEeTO/iB JOCTiI)KeHb.

JIabopaTOpHi METOAN AOCTiKEHHS:

Kniniunuil anania kposi — TEWKOITATO3, aHEMIsI, ITi/IBUITIEHHS
IIIOE, Tpom6ouuTo3 10 1000x10° /1. HU3bKe YKC/I0O TPOMOOITUTIB
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B IIepuIi Hi XBOPOOM BBaKA€ThCS GAKTOPOM PU3UKY PO3BUTKY
KOPOHapHUX aHEeBPHU3M.

BioximiuHuil aHani3 Kposi — MiIBUIIEHHA CHPOBATKOBOT'O PiB-
HA TpaHcamiHa3 (MeHbIne HiX y 40% xBopux), CPB, 6inipy6iny — y
10% xBOpUX.

KniniuHuil anania ceui — He3HAYHA NMPOTEIHYPid, MiKporema-
Typifl, cTepwibHa Iiypia y 1/3 XBOpux.

ZocnidnceHHs Nik8OPY — MOHOHYKJIEAPHUH IJIEOLIUTO3 3 HOP-
MaJILHUM BMiCTOM OijIKa Ta IVIFOKO3U IPU MEHiHTiaJIbHOMY CHH-
ZpOMI.

ZlocnionceHHs CUHOBIANbHOT pIOUHU — HEUTPODLTBHUM JIEUKO-
nuTo3 — Big 50 7o 300 Tuc. kiaiTud Ha 1MMmS.

IncrpymeHTanbHi MeToau gocaimkeHHda: EKT, ExoKI', yepes-
cTpaBoxizHa exokapziorpadisa, KT, MPT, kaTeTepu3sariis cepud i
aHriorpadisi KOpOHapHUX CyZAUH.

Ha EKI' B roctpiii ¢a3i CK cmocrepiratoTbcsi Taki 3MiHU:
36inbIIeHHs iHTepBaty PR, 3HMKEHHS BOJIBTaXXy KOMILIEKCY QRS,
crutoreHHs 3yous T i 3minu cermenTa ST. IimeMiuHi 3MiHU 3a3BU-
yaii BUHUKAIOTb ITi3Hillle, B MiArOCTpill ¢pasi, BHACTIJOK TPOMOO3y
aHeBpH3M KOPOHapHUX apTepiii.

ITpu ExoKI' mocrmifxeHHi MOXXHa Bi3yaslisyBaTH HaCTYIIHE:
HafABHICTh PiJUHU B IIOPOXHVHI IlepuKapza, aHeBpU3MU, IIOTOB-
IIeHHA CTiHOK KOPOHApHUX apTepili, HepiBHiI KOHTYPH, ajie TPOM-
603 KOpOHAapHUX apTepiil crocrepiraerbes pigme. [Tpu TpoM603i
KOPOHApHUX apTepili MOXXHA MOMITHUTH MOPYUIEHHA MOOAIbHOI
Ta JIOKQJIbHOI CUCTOJIIYHOI QYHKIIi IUTYHOUYKIB cepis yepes imre-
Mil0 MiOKapza, a TaKOXK 3HIDKEHHS HAacoCHOi QyHKIIi cepis Ta
IHIINX TapaMeTpiB reMoANUHaMIKH, 10 MOXe IIPU3BEeCTU J0 PO3-
BUTKy CH.

Kpurepii aiarHocTuku. BignosigHo 0 pekomeHaaniin Ame-
PUKaHCbKOI KapziosoriyHoi acormriarii (2017) maiarao3 CK rpyHTY-
€ThCS Ha HAsABHOCTI IMXOMAaHKH Oi/bIlle 5 HIB i He MeHIle, HiXK 4
i3 5 OCHOBHMX KJIiHIYHUX CUMIITOMIB:

- [BOOIYHUI HeeKCyJaTUBHUN KOH IOHKTHUBIT, CKJIEPUT;

- 3MiHa cIM30BOI 000JI0OHKH ITOPOXKHUHU poTa i I'y6 (Timepe-
Mifl Ty0 i pOTOIVIOTKY, «MaJIMHOBUH /TIOJTYyHUYHU» SI3UK 3 BUpPa-
’KEHUMH COCOYKaMU abo TPIiluHU I'y0);
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- 3MiHU JUCTaJbHUX BifZIIIB KiHI[IBOK: HAaOPSK, TIOYEPBO-
HiHHA, JTyIeHH;

- mosiMopoHUIA BUCHIT,

- IwuitHa TiMdaaeHomaTis.

SIKII0 IpU iHCTPYMEHTAJIbHUX JOCTiIKeHHAX BUABJIEHO ypa-
JKeHHS KOPOHAapHUX apTepil, ZjIs MOCTaHOBKU /iarHO3y Z0CTaT-
HBO 3 O3HAK.

Omnwucani kiiHiuHI mposABu CK [03BOJIAIOTH MMOCTAaBUTHU Jia-
IHO3 Yy TUTIOBUX BUIIAZIKaX BXKe Ha 3-8-11 leHb xBopoobu. I1i3H: Aia-
THOCTHKA B ZIeAKUX JiTel ToB’A13aHa 3 TUM, 1[0 INXOMaHKa i cuMII-
toMmu CK noezHy0ThCA 3 iHIIMMU TposgBaMu. Hanpukiayg, y cepii
crioctepexkeHb 3a CK GitoBaHHA BU3Havanocs y 44% XBOpUX, [i-
apesi — y 26%, 6oii B xkuBOTi — y 18%, kamens —y 28%, pUHIT — y
19%, aprpaunrii — y 15%. OauH abo 6iiblle MTYHKOBO-KUITKOBUX
CHH/IPOMiB 3apeecTpoBaHO Mailke y 61% XBOpHX, a pecripaTopHi
cumnToMu — y 35%, y 0,16% — MioKkapAuT.

BinbIricTs giTedt 3 CK MpoxoAaTh miArocTpy ¢pasy TpUBAJIICTIO
11-30 gniB, Ko MOXKYTh 36epiraTucs 30y/IUBICTb i IMXOMaHKa,
XO4a iHIIIi KJIiHiYHi CHMIITOMU IIOCTYIIOBO 3HUKAIOTh, 4 BUCHUII i Ti-
nepeMis IIKipyd 3MiHIOIOTHCA JylleHHAM. [IpoTAroM HaCTyITHOI'O
MICAIA JUTHHA OAYKY€E NPU HOpMastizaliil OLThIIOCTi KIIiHIYHUX
napaMeTpiB, 3a BUHATKOM 3allaJbHUX 3MiH Cy[VH, fAKi MOXYTb
CTaTU MPUYHNHOI0 GOPMyBaHHS aHEBPU3M y MaliOyTHbOMY.

OpHiero 3 MpobJieM HaAIMHOCTI iaTHOCTUKH € MTOCTYTIOBICTh
npoaBiB CK. PaHHI cUMIITOMM, Taki K BHCUII, YaCTO He ITOMida-
I0TbCSI 6aTbKaMM abo JTiKapsAMU, TOZAI AK HAWOUIbII XapaKTepHa
O3HAaKa — JIyIeHHs IIKipy — 3’SIBJIAETHCS JIUIIE B ITiZITOCTPil cTazii,
KOJIK B:XK€ MOXXYThb PO3BUHYTHCA CepleBi ycknagHeHHA. CyZAuHHI
3MiHM y XBOPUX HE OOMEXYIOTHCS JIUIIEe KOPOHAPHUMU apTepis-
MU: Y TOCTPOMY IepioZi BOHM BKJIIOYAIOTh MTEPUBACKYIIT ab0 Ba-
CKYJIIT KaIliIapiB, apTepios i BeHy/, a TaKOoX 3amnajeHHA iHTUMU
CepeZiHiX i BeJIMKUX apTepiil. Y MiArocTpoMy Iepiofi CrocTepi-
raloThCs PO3LIMPEHHA apTepiii, aHEBPU3MU, TPOMOU, CTEHO3 Ce-
PeZHiX apTepiii, MaHBACKYJIT i HAOPAK CyAUHHUX CTiHOK. Hazmasri
3amajbHi Ipolecy B CyAUHaX 3MEHIIYIOThCSA, MaJli pO3IIHPEHHA
MOXYTb 3HUKHYTH, ajie YaCTHHA aHEeBPU3M 3a/IMIIA€ThCA, 110 MiJ-
BUIIYE PU3UK TPOMOO3y i iHbapkTy Miokapza.
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CK (HemnmoBHHIA)

OfHielo 3 aKTyalbHUX MPOOJIEM ChOTOAHI € ZIiarHOCTHKA Ta
CBO€YacHe JIiKyBaHHA aTUIOBOro Ta HenoBHoro CK. BusapieHHA
HeroBHOTO CK 3aiimae 6inbine vacy, 1o 3aTpUMYye IIOYaTOK aZleK-
BaTHOTO JIIKyBaHHS i MOKe IPU3BECTH /10 CEPHO3HUX CEPIIEBO-CY-
JVHHUX yckiaZHeHb. HemoBHuit CK xapakTepusyeTbcs TUM, IO
y AUTVHY 3 INXOMAaHKOIO [IOHA/, 5 JHIB JiarHOCTYIOTh MEHIIE 40-
TUPbOX «KJIACUYHUX» KPUTEPiiB XBOPOOH, AKi He MOSICHIOIOTHCSA
IHIIMMU TPUYMHAMH, Y TIOEAHAHHI 3 BUPAKEHUMHU JIJaO0paTOPHU-
MU O3HaKaMH 3amnayuieHHs. Lli 1iTh MaroTh BULIUY PU3UK PO3BUTKY
KOpOHApHUX aHeBpU3M (710 40% BUMIAKIB) MTOPIBHAHO 3 TAIli€H-
TaMmu 3 NoBHUM CK.

Cy4acHUU aaropyuTM BefleHHA JiTeil 3 HenoBHUM CK mepez-
6advae, 10 TIPU HASIBHOCTI Y JUTUHU JUXOMaHKHU OiIbIe 5 AHIB i
IIOHaMMeHIIle IBOX OCHOBHUX KJIiHiYHMX KpuTepiiB CK, a Takox
iHIIMX CUMIITOMIB, 1[0 He cyrepevyaTh CK, mpoBoaAThCA abopa-
tTopHi gocnimkerHa (IIIOE, CPB). fkmio xapakTepHi JjabopaTop-
Hi 3MiHU BiZICyTHi, AUTVHI IPOBOZAATH IIOBTOPHI AOCTIKeHHA 3a
YMOBH 30epeXeHHs IMXOMaHKH.

EKCyZaTUBHUM KOH'IOHKTUBIT, GapuHriT, Oy/IbO3HA Ta Be3U-
KyJIIpHA BHCUIIKA, a TaKOXX TeHepasli3oBaHa JiMdaZeHomaTisa €
CHMIITOMaMH, fIKi He BifnoBifaioTh Kputepiaim CK i BUMararoTh
pO3IIAAY aTbTePHATUBHUX AiarHO3iB.

Axmo kiHivHI nposasBu He cynepevyaTs CK i piBerb CPE =3
mr/i, a llIOE =40 MmM/Toz, cj1ifi MpoaHaisyBaTH iHIIIi 1abopaTop-
Hi TIOKa3HUKU (piBeHb CUPOBATKOBOTO aJbOyMiHy, TpaHCaMiHa3,
3araJibHUM aHasli3 KpoBi, cevi) Ta Z04aTKOBi 1ab0paTOpHi KpuTe-
pii: netikouuTos > 15x10°%/11, y cedi — neikonuty > 10 B 1ot 30py.
Ao 1i abopaTopHi 3MiHU xapakTepHi A1 CK, IpOBOAUTHCA
ExoKI, a jikyBaHHA IOYMHAETHCA O OTPUMAHHA pe3y/bTaTiB
ExoKT. ¥ pasi BiacyTHOCTi 3MiH y 1ab0paTOPHUX MTOKAa3HUKAX, JIi-
KyBaHHs IPU3HAYAETHCA JIMIIEe IIPY HAaABHOCTI XapaKTepHUX 3MiH
Ha ExoKT.

OCKiIbKY Y ZIiTell paHHBOT'O BiKy 4aCcTO 3yCTpida€eThCsl HEeIOB-
HUM HAGip KJIHIYHUX CHMIITOMIB i y HUX HAWBUIIWI PU3UK ceplie-
BO-CYIMHHUX yCKJIaZTHEHb, TTAllieHTaM J10 6 MiCAIIiB 3 TUXOMaHKO0
6inbie 5-7 AHIB HEOOXiJHO IPOBECTH JTabOpaTOPHE 0OCTEKEHHS.
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[Tpy BUsABJIEHHI O3HaK CHCTEMHOIO 3alajeHH:, CJiZi BUKOHATU
Exo KI" HaBiTh IpM BiZICYTHOCTI iHIIKX KJIiHIYHMX 03HaK CK.
JdudepennianbHa giarHoctuka CK mpezacrapieHa B Tabu-

i 8.2.

Tabnuua 8.2. [lncpepeHuianbHui giarHo3 cuigpomMy Kaacaki

Ho3ono-
ris

CX0oXiCTb

BigMiHHiCTb

JopaTtkoBi
JliarHOCTUYHI
MeToU

Ckapna-
TUHA

JluxomaHka, Bucun,
YyepBOHa LUKipa B

cKnajKax naxs, nik-
TiB i Maxy, NyLeHHs,
«MaJIMHOBUIA» A3UK

TpuBanicTb NIMXOMaHKM
He OinbLe 3-6 gHIB, yep-
BOHMIA BUCUMN LLIOPCTKMI
Ha JOTUK, IK HaX[auyHUiA
nanip, 6niga ginsHka
HaBKOJO pOTa, LBUAKE
3HWKEHHS TemnepaTypu
y BIANOBIAb Ha 3aCTOCY-
BaHHSA aHTMOIOTMKIB

Bu3HaueHHs
ACJ10

Kip

JluxomaHka, Bucun
Yy BUTASIAi MIOCKMX
YepBOHMX MASIM,
KOH'FOHKTMBIT

Cyxuii KaLuenb, HeXMTb,
HasBHICTb NnaM dinato-
Ba-Konnika, Temnepary-
pa 3HWKyeTbCs nicns 5
[JHA BUCKNIB, BUCUN 3'5IB-
NsIeTbes Ha 06MMyYi, 3a
BYXaMu, NOTiM MOLUIKPHO-
€TbCS [LOHU3Y Ha rpyam
Ta CMUWHY i, HapeLwTi, Ha
HOTW, NiC/sl 3HUKHEHHS!
BUCUMY CNOCTEPIrakoThes
nirMeHTaLis, NyLeHHs
(BuCiBKOBE) HiKOMM He
CrocTepiracTbcsa Ha K1c-
TAX i Ha cTONax

BusHaueHHs aH-
TUTIN B0 Bipycy
Kopy

KpacHyxa

Bucun, 36inblueHHs
nimcaTMYHKX BY3NiB

Temnepatypa pigko
MiBULLYETHCS BULLE
37,4°C, nimchapeHonaris
3a3BUYail CUMETPUYHA,
3ayyaroTbCs NOTUIIMYHI
niMcpaTnyHi By3/M.

BusHayeHHs
aHTUTIN 10
Bipycy KOpeBoi
KpacHyxu
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3akiHyeHHs Tabn. 8.2.

TUYHUX BY3NiB, 6iNlb
B obnacTi cyrnobis

Ho30510- _ o Aopatkosi
ris Cx0XicTb BigMiHHiCTb [JliarHOCTUYHI
MeToaM
[Hbek- | JluxomaHka, wo NimcpageHonarisi 3a- KniHiuHuii
LLiHWA TpuBae 1-3 Tux., 3BMYall CUMETPUYHA, aHanis Kposi,
MOHO- 3HayHe 36iNblUeHHSA | cnneHoMeranis. YacTiwe | BU3HaYeHHS
HYKNeo3 | WHitHUX NiMcpaTUy- | XBOPIHOTb AiTU CTapLUO- | aHTUTIN A0 Bi-
HUX BY3NiB, BUCKN ro Biky. JlabopaTopHi pycy E6wTeiiH —
03HaKW — BUABJNEHHSA Bapp, NUP-gi-
aTMMOBUX MOHOHYKJlea- | arHOCTUKa
piB i aHTUTIN fo Bipycy | Bipycy E6wwTeNH
EGwTenH — bapp - bapp B cnuHi,
ceyi, cupoBaTLi
Mpun A Temnepatypa Buie | TpuBanicTb NIMXOMaHKM | BU3HayeHHs aH-
399C, kaTapanbHi He Ginblie 5 fHIB, He By- | TUTIN Ao Bipycy,
MposiBK, MOXJIUBO Bae NyLeHHs; B aHanisi | MLP-piarHoc-
—KopenopibHi BUCU- | KpPOBi HeMae xapakTep- | TUKa Bipycy
NaHHA Hux anst CK Tpombouu-
To3y, LLIOE
ApeHoBi- | JuxomaHka, 3MiHM | KOH'FOHKTUBIT ekcya- | BU3HaueHHs aH-
pyc CNn30B0i 000MTOHKM | TUBHMIA, NiMcpasieHo- TUTIN [0 Bipycy,
NMOPOXHUHU POTa, natis, 3a3Buyaii cume- | MLP-giarHoc-
KOH'FOHKTMBIT, JliM- | TPUYHA TUKa Bipycy
¢hapeHonartis
Cunppom | Bucun, rinepemis, EposuBHi enemeHTH
CriBeHco- | cnnM30B0oi 060IOHKM | Ha CNIU30BI 060/0H-
Ha-[I)KOH- | MOPOXHWUHM poTai | Li MOPOXHWUHM poTa i
COHa KOH'HOHKTUB KOH'HOHKTUB
BipycHuii | JluxomaHKa, KniHiuHi | He xapakTepHi BUCOKui | BioximiuHmin
MioKap- |iiHCTpyMeHTanbHi | piBeHb i CTIMKICTb IUXO- | aHasi3 KpoBi,
auT 03HaKu MioKapauTy | MaHku. Ha Bigminy Big | ExoKI, EKT
CK moxe 6yTu nigBuLe-
HO BMICT MioKapgiasb-
HUX EH3MMIB
Cuctem- | Temnepatypa go He xapakTepHi nywieHHs, | KniHiyHui aHa-
Huit toBe- | 39-40°C TpuBani- «ManuHOBUIM A3UK» Ha ni3 kposi, ExoKT,
HINIbHUIA | CTHO [0 [eKiNbKOX | 2-3 TWXHI Big noyaTtky | Y3[] cyrnobis
peBMa- | TUXHIB, BUCHM Ha XBOpoOW. BiacyTHICTb
TOIAHWA | BUCOTI IMXOMAHKK, | KOPOHApHUTY.
apTput | 30iblUeHHs niMda-

184




Po3pin 8. CuctemHi Backynitu y giteit

JlixyBanHsa. EtioTpornHa Teparis He po3pobsieHa B 3B’3KY 3
HEBU3HAYEHOIO eTiOJIOTi€l0 3aXxBOpIOBaHHA. JloBeZieHo, 1o JIiKY-
BaHHSA aHTUOIOTMKaMU HeeeKTUBHE.

JlixyBanHa CK B roctpoMy nepioZii € maTOHEreTUYHUM, Mae
HecnenubiYHUN XapaKTep Ta CIPAMOBaHe Ha YCyHEHHS 3ara-
JIEHHS, MOZYJIAIiI0 iMyHHOI BiZITIOBiZli Ta MPUTHIiYeHHA aKTUBallii
TPOMOOIIUTIB I TIOTIepe/P>KeHHs yTBOPEHHSA aHEBPU3M KOPOHap-
HUX aprepiil. [lonepeanTy yTBOPEHHA aHEBPH3M /J03BOJIAE JIUIIIE
BUKOPUCTAHHS BHYTPIIIHBOBEHHOTO JIFOACHKOTO iMYHOITIOOYIIiHY
(BBJIII), a momepeAUTH TPOMOOTHYHI YCKIaJIHEHHS — IIPU3HAYEH-
HA alleTWICATIIAIOBOI KUCIOTH.

Ha mouaTky JlikyBaHHA IlepeBara HaJaeTbCAd BHYTPIIIHBO-
BEHHOMY BBEZIEHHIO JIFOACHKOT'O iMyHOIJIOOY/IiHY B 031 2 T/KT 3i
mBuzKicTio 5-30 mu1/r. BBJIII' fonoMarae 3HU3UTU TeMIlepaTypy
IpOTAroM 48-72 roAuH Ta 3MEHIIye PU3UK PO3BUTKY aHOMaJliii
KOPOHApHUX apTepiu.

AnleTHICcaminIoBy KMCJIOTY B TocTpy ¢pady CK mpusHavaioTh
B 1103i 30-100 Mr/Kr/zoby posnofiieHy Ha 4 MPUMOMHU O HOP-
MaJi3allii TemiiepaTypu Tiia Ta e 48 roa. Kosu mpuiiom BUCO-
KUX 03 3aKiHYEHO IpemnapaTr NpH3HA4YalOThb B HU3BKUX [03axX
(3-5 mr/kr/mo6y), o BIUIMBA€E Ha 3MEHIIIEHHS PU3UKY PO3BUTKY
aHeBpU3M KOpOHapHOi apTepii 3 4% g0 20%. Tpusasicts Teparmii
MOXe CKJIaZaTu 6-8 TIKHIB JOKM He 3HUKHYTb O3HaKU KOPOHap-
HUX 3MiH.

[lepcucTeHIis TMXoMaHKU Mo)Ke Bka3yBaTu Ha CK, 110 pe-
3ucTeHTHUl 70 BBJII. B TakoMy BUIaZKy, ITOKa3aHO IpU3Ha-
YeHHsA Teparlii Jpyroi JiiHii, Aka IOBUHHA IIPOBOJWUTUCH IIifl, CIIO-
CTepeKeHHAM JUTAYOro KapZiopeBMaToJiora B CIielliali3oBaHUX
crarioHapax: nmoBTopHe BBeZieHHd BBJIIT, I'KC, goliIbHICT IPU-
3HAYeHHs fKUX Ta J030Bi peXXUMH MOTPebyIoTh NepCcoHipiKoBa-
HOTO TIiZIXOAY.

[1pu pesucreHTHOMY TIepebiry CK pekoMeHyeThCsT BUKOPH-
CTaHHA IMpelapariB 3 IUTOCTAaTUYHOO Aieto (1ukiodochamin) ta
MOHOKJIOHQJIBHUX aHTUTLT 0 GaKTOpPy HEKPO3y IMyXJIHH-atbda
(Tndikcumab).

XipypriuHi Meroau JiKyBaHHS. 3a IIOKa3aHHAMHU: KO-
pOHapHe NIYHTYBAaHHSA; TpPAHCKyTaHHA KOpPOHAapHa OaJoHHA
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aHTIOIUIAaCTWKA; IMIUIAHTAlliA CTEHTYy; pOTallioHHa aOJIsIis;
TpaHCIOMiHaTbHA (eHZOBACKY/IAPHA) peBacKyaapusallia (BHY-
TPIIIHBOKOPOHAPHA TPOMOOJIITUYHA Tepaltif).

ITporuo3s B AUTAYOMY Billi YyacTillle CIpUATIUBUM. BinblIicTh
MALiEHTIB OAYXKYIOTh 0 6-10 TkHA. BUCOKMIT PU3SUK PO3BUTKY
aHEeBPU3M BiI3HAYa€ThCA y XBOPUX Z0 1 POKy, y HiUIiTKiB, IIpU
HennoBHOMY CK, HecBoe4acCHOMY BCTaHOBJIEHHI /iarHO3Y, BiJCyT-
HocCTi JlikyBaHH:A BBJIII' abo mpu mi3HbOMY HOro Ipu3HaveHHi (Iti-
3uime 10-ro fHA 3axBopioBaHH:A). JleTanbHicTh ipu CK ckiazae
0,1-0,5%. ITik neTanbHUX BUMIAAKIB ITpUIIaZia€ Ha mepio Biz 15 10
45 [HIB BiZi TIOYaTKy 3aXBOPIOBAHHS.

Crparudikania o BiIHOCHOMY pU3HKY imeMii Miokapga 3a-
JIEXXUTD BiJl CTaZlii 3aXBOPIOBAHHA Ta 3MiH KOPOHAapHUX apTepii.
[Tpu HaABHOCTI eKTas3ili KOpOHAapHUX apTepii peKOMeHAYeEThCS
MIOXKUTTEBE CIIOCTEPEXEHHSA KOXHi 2 POKU.

By3nukoBui noniapTepiit
IOBeHiNnbHUK NoniapTepiiT

ByssmmkoBuii mosiaprepiit (BIT) — e popma Backymity, sika
MO)Xe BUHUKATH Y ABOX pi3HUX popMax: mKipHa ¢popma BIT (3a-
MaJIeHHA OXOIUIIOE TOJIOBHUM YMHOM CYZAWHMU IMIKipH) i cUCTeMHa
dopma BII (3amaseHHS OXOIUTIOE BCE PYCJIO MAaUX i CEpemHix
apTepiii). B 060x Bumagkax 3amajeHHs OXOIUTIOE CepeaHi i iHozi
MaJti apTepii, [0 MPU3BOAUTH 10 0OMEeXXeHHS KPOBOTOKY ZI0 OpTa-
HiB i TKQHWH, AKi MOCTA4YaloTh IIi apTepii MKipH, cyrIobiB, HUPOK,
IITYHKOBO-KUIITKOBOT'O TPAKTY, CEPIIA, JIeTreHb TOIIIO.

Kog MKX-10: M.30.0

Enigemiosorisa. [Tpo6sema B OIiHII 3arajbHOI MOIIMPEHO-
cti BIl BUHMKae BHaCTigoK KOMOiHaIlil (aKTOpPiB, BKIIOYAIOYH
BiZICYyTHICTP CHPOBATKOBUX MapKepiB, HEOJHOPITHUX KPUTEPIiB
kracudikallii Ta pisSHOMaHITHUX CXWIBHUX TeHETUYHUX GaKTOPiB
i dbakTOpiB cepenoBuIa. B 1aHMif Yac KJIaCUYHUHN By3JTUKOBUH T10-
JiapTepiiT BKpaM piKiCHUM, YyacTille 3yCcTpidyaeThCs IOBEHITbHUN
noniaprepiit (FOII), Axuii Bifpi3HAETbCA BUPa)KeHUM Tillepeprid-
HUM KOMITOHEHTOM 3 MOXXJIUBUM (GpOPMYBaHHAM BOTHUII HEKPO-
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3iB IIKipH i CIM30BUX OOOJIOHOK, a TAKOXK TAaHT'PEHU AUCTAIbHUX
BiZZITiB KiHIIIBOK. 3aXBOPIOBAHHA 3yCTPIiUa€ThCA Y BCiX Iepiogax
OUTUHCTBA, azne IOIT yacTinle moyrMHaeThbCA y Billi 0 7 POKIB i y
JiBYATOK.

ETtionoria BIl 3a3Buyaii xapakTepHU3yeTbCsA CerMeHTapHUM,
HEKPOTUYHUM i TPAaHCMYpaJIbHUM 3allaJIeHHAM, IIepeBasKHO 3aJIy-
YJalo4M apTepii MaJoro Ta cepeHbOTO Kaxibpy, Xo4a TEOPETUIHO,
MOXXYTh OyTH YyTJIUBUMH apTepii Oyab-AKOTO po3Mipy. XBopoba
HaifyacTillle Bpakae BicllepasibHi Ta M’30Bi apTepii, BKJII0OYarouun
ix rinku. [Tpu kracuyHomy BII y GinbIIOCTI XBOPUX BUSBISAETHCS
inpikyBanua Bipycom rematuty B. IIpu FOII moyaTok 3axBOpIO-
BaHHA i1 MOro 3arocTpeHHs CIIiBIaZaloTh 3 PecilipaTOpHOIO Bipy-
cHOIO iHdeKIli€lo, 6aKkTepiaabHOIO iHbEKIliED, piglne — 3 Meau-
KaMEeHTO3HOIO UM BaKIMHAJbHOIO IIPOBOKali€lo. JloBeseHa poJib
CIIaIKOBOI BPa3/JIMBOCTi CyJUHHOI CUCTEMHU Ta CXWIbHICTb IO PEB-
MaTUYHUX 3aXBOPIOBAHb — HEPIIKO Y HAUOIMIKYUX POAMYIB € Pi3-
Hi CyZIVIHHi, peBMaTU4Hi Ta aJepriuHi 3aXBOPIOBaHHA.

ITaTorenes. Y po3BuTky BII OCHOBHY poJib IparOThb iMyHO-
KOMILJIEKCHI IIPOIlecy 3 aKTHBAalli€l0 KOMIUIEMEHTY i HaKOIIU4eH-
HAM JIEWKOUMTIB B 30HI ¢ikcamii iMyHHUX KOMIUIEKCIB. IMyHO-
KOMIUIEKCHE 3arTajieHHsI PO3BUBAETHCA B CTiHII APiOHUX i cepesHix
aprepiii. HacmigkoM 1bOTO € JeCTPYKTHUBHO-TIpOJidepaTUBHUN
BACKYJIIT, epopmallif CyUHHOTO pycja, YIOBUTbHEHHA KPOBOO-
6iry, peosIoriuHi Ta reMOKOAryJALiiHi MOpyIIeHHs, TPOMOO3 IIPo-
CBIiTy CyJVH, TKAaHUHHA illeMif.

IMaromopdoutoria. /g BII xapakTepHO ypaKeHHA apTepiit
M’1I30BOT'0 TUILY 3 PO3BUTKOM HEKPOTHU3YI04YOTr'0 TIaHBACKYIiTy. Ha-
CJTiZIKAMHY TSDKKOT'O TTAHBACKYJIITY MOXKYTh OyTH iH)apKTH, KPOBO-
BWINBH, pyOIi. [TOITKOKEHHS CyJUHHOI CTiHKU MPU3BOAUTH /0
3MiH PEOJIOTiYHUX BJIACTUBOCTEN KPOBI, ITI0, B CBOIO YEPTY, Beje
[I0 arperailii epUTPOLUTIB i TPOMOOUMTIB, rimepKoaryJsLlii, pos-
BUTKY TpoM6003iB. OfHi€er0 3 BigMiHHMX puc BI1 mOpiBHAHO 3 iHIIH-
MU BaCKyJIiTaMH € BiICyTHICTb rpaHy/IboM. Lle 3axBOploBaHHA Ta-
KOXX XapaKTepU3yeETbCA OJHOYACHUM iCHYBaHHAM pi3HUX CTaZiil
CYZVIHHOTO 3allaJIeHHS.

KniniyHa kapTuHa. 3araabHi KIiHiYHI posaBu BII Bktoda-
IOTh: INXOMAHKY, BTOMY, IIposABU GpeHOMeHy PeitHo, Oilb y IpyZAsX,
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BTpATy alleTUTY, BiIYyTTsA OHIMiIHHA ab0 IMOKOJTIOBAHHSA B PyKax/
HOTax; MiZIBUILIEHHA apTepiaJlbHOI'O THUCKY, 3aJUIIKa, MEPEeXUB-
HUU BUCHII, ITKipHi By3JIMKH 200 BUPa3KH, MOIiTiM$poafeHonaTifd,
i3ompoBaHe abo TeHepasli3oBaHe HEKPOTUYHE YPAXKEHHS KUIIIeY-
HUKa.

IOBeninbHUMIT BapiaHT BII xapaKkTepu3yeThCs OOIAMU B CyT-
nobax, M’s13ax, rinepecresiero, HaABHICTIO BY3JIUKIB, MyPIypPH, Ci-
TYACTOTO JIiBeZO, JOKAJIbHUMU HaOpsKaMU, TPOMOAHTIiTUIHUM
CHUHZIPOMOM: BOTHHMINA HEKPO3y IIKipH Ta CIM30BUX OOOJIOHOK,
HarnaonoAi6Hi 60, B9y TTa MediHHA Ta PO3MUPAHHA B 061acTi
BEJINKUX CyIVIOOiB Ta [UCTaIbHUX BiJIiIiB KiHI[IBOK, CyXa raHIpe-
Ha KiHIeBUX QasiaHT, KIMHOMIOAIOHUIM HEKPO3 SI3UKA; ITHEBMOHIT,
reraToMerastis; BaCKy/JIiT KODOHApDHUX apTepil.

JiarHocTtuka. Ha jxasb, HeMae )KOZHOro 1abopaToOpHOTo JI0-
CJTiKeHHs, siKe 6 MaJto creludivyHiCTh /11 BUCTABIEHHS 1iarHO3Y
BII.

Cepen y1abopaTOpPHUX AOCTIMKEHb BUAUISIOTH ITOCIB KPOBI
Ta cedi, 00 BUKIIOUUTU iHQEKIIiI0, IK IPUYHHY JIUXOMAHKH Ta
IHITMX CUMIITOMIB, aHaJi3yIOTh 3arajJbHUU aHasi3 KpPOBi, Heclle-
nudiuni Tectu 3ananenns (IIIOE, CPB), A0CTiKyIOTh TOKa3HUKHU
dyHKITIOHAIBHOI aKTUBHOCTI HUPOK Ta mediHku. Cepes iHCTpPY-
MEHTQJIbHUX [IOCTi/)KEHb BUKOPHUCTOBYIOTh peHTreHorpagdito,
yJIBTPa3BYKOBE JOCTIPKEHHS, aHTiorpaMy Ta MarHiTHO-pe3OHaH-
cHy aHTiorpadito, o6 AOCTIIUTHA yparkeHi CyANHU.

SIKIIO 3aMIIaeThCsI HEBU3HAYEHICTh ZiarHo3y, Oiorcia ypa-
’KeHOI cynHY ab0 TKAaHWHU 3a3BUYAM MiATBEP/IKYE AiarHo3.

Kpurepii aiarHoctuku. Knacudikauiiai kputepii BIT y zi-
Tei:

0608’s3k08i kpumepii (K miHimym 1):

- HekpoTu3syrouwnii BacKyiT Api6bHUX (ab0) cepeaHix apTepii,
BisyasizoBaHu# npu 6iormcii;

- AHeBpU3MHM ab0 OKKJIIO3ii 10 ;JaHUM aHriorpadii.

Jlodamkoei kpumepii (ak MiHiMym 2 i3 nepepaxo8aHux
Kpumepiis):

- O3HaKu ab0 CHMIITOMU, IO ZO3BOJIAIOTH MPUITYCTUTU PO3-
BUTOK BACKYJIITiB B iHIITMX OpraHax Ta cucTeMax (TpaBHOI, cepiie-
BO-CYZINHHOI, INXaJIbHOI, IIeHTPaJbHOI HEPBOBOI CCTEMMA).
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- mIKipHi 3MiHU (ciT4acTe yiBez0, 6OIIOYiCTD MiANIKIDHUX BY3-
JIUKIB IIpY NaJbllallii, iHIIi CyZANHHI IOPYyLIEeHHs);

- miasrii abo 6oJticHiCTh M’s13iB ITPU MasIbIIALIii;

- MiZBUIIIeHHA apTepiaJbHOr0 TUCKY B IOPiBHAHHI 3 HOPMOIO,
BCTaHOBJIEHOI Il AUTAYOTO BiKY;

- MOHO- ab0 ToJTiHepoaTif;

- HaABHICTh IATOJIOTIYHUX 3MiH y cedi Ta (ab60) mopyIIeH-
HA QYHKIIi HUPOK (3HIKeHHA KJIyO04YKoBOi dinbrpamnii 1o 50%
i HMWX4Ye NOPiBHAHO 3 HOPMOIO, BCTAHOBJIEHOIO [JIA AUTAYOTO
BiKY);

- 6ib y si€uKax abo ix 60JII0YiCTh IPY MaJIbIIALIi.

Y BumlaZiKy panToBOTO Mi/IBUIIEHHA apTepiaJbHOTO TUCKY Y
JUTHHM, JiarHocTuka BII 4acTo mMpoBOAWUTBCA METOJOM BHUKJIIO-
YeHHs, MMOCTYIOBO BiIKMJAIOYM MOMKJIUBICTb (HEOXPOMOIUTOMU
Ta CTEHO3y HUPKOBUX apTepilt. [TopsAz 3 iHITMMY AiarHOCTUMHUMU
MeToZlaMHU TIpU AudePEHITiaTbHIl AiarHOCTUII MOXKeE JOTIOMOTTH

aoprorpadis.
JudepeHnianbHuii AiarHo3. /ludepeHIliaabHa AiarHOCTUKA
BII nmpeacrapieHa B Tabuuiri 8.3.

Tabnuusa 8.3. udpepeHuianbHa giarHocTvka BI

3axBo- | CxoxicTb e, . JopatkoBi fia-
; BifMiHHiCTb cumMnTOMIB :

PHOBaHHS | CUMNTOMIB FHOCTUYHI MeTOaM

Cencuc | JluxomMaHka, | He BoaeTbcs BUSBUTH NepBUHHE | BUSHayeHHs npo-
npocpy3HUin | THilHE BOTHULLE, BUPaXeHUi KanbLUTOHIHY,
niT, Nenko- | 60NbOBUI CUHAPOM, MOCIB KPOBi | NOCIB KPOBI.
UMTO3, NifJ- | CTEPUSIbHUI, MPOKANbLUTOHIHO-

BULLEHHSA BUI TECT Bij]'€MHUI, aHTMBIOTU-
LLIOE. K1 HeeheKTUBHI.

OIA Cyrno6osi | [ins Bl He xapakTepHuit noniap- | Y3/, peHTreHono-
TaM'AI30Bi | TePIiT 3 eKCyAaTUBHUMM 3MiHa- | FiYHe [OCHIAKEH-
6oni, Bucun, | Mu i gechopmadieto cyrnobis, Wwo | Ha cyrnobis.
neiikounTo3 | Bnactmea tOIA; nigLwkipHi By3-
nepude- JINKM PO3TaLIOBYHOTLCSA N0 XOAY
puyHoT CY[IUH, a Npu peBMaToIHOMY
KpoBi, apTpuTi — B finsHUi cyrnobis.
nifBuLLEeHe
LLIOE.
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3akiHyeHHs Tabn. 8.3

3axBo- CXO)KiCT? BiMiHHICTb CHMNTOMiB ,[lo,u,aTKc_)Bi JDia-

PHOBaHHS | CUMNTOMIB FHOCTUYHI MeToaU

toam Cyrno6osui |Ha Bigminy Big HOOM npu B He | [locnigXeHHs
Ta M'I30BUN | HACTINIbKW BUPAXeHUI CUHAPOM | KpoBi Ha K&K,
6inb, Wkip- | m'a3oBoi cnabocTi, niego i pi- | JIAL aminasy,
HWIA BUCUN | IIHKM HEKPO3Y LIKIpU JIoKani3y- | TpaHcaMiHasM.

H0TbCA Ha UCTalbHUX Bigdinax
KiHL|iBOK, He CNOCTepiraeTbes
nepuopbiTanbHa ninoea epute-
Ma.

CYB Cyrno6oui | Y xBopux 3 BI1 — guctanbHa Anani3 kposi (npu
Ta M'I30BUI | FaHrpeHa, rinepneikouuTos. B - neiikouuTo3,
6inb, WKip- |Ha BigMiHy Big CYB gns Bl1He | a He neiikoneHis),
HWIA BUCUN | XapaKTepHi eHA0KapAUT, nosiice- | iIMyHONOTiYHe A0-

po3uT i HechpOTUYHUIA CUHLPOM, | CRIAXKEHHS KPOBI

yacTilue 3ycTpivyaeTbcs Aepeso- | (npw Bl He BU3Ha-

nofibHe, a He ciTyacTe niBefo. | yaroTbesa LE-kni-
TUHW, 3HWKEHHS]
3aranbHol remo-
NITUYHOT aKTUB-
HOCTI, NiABULLLEHNI
TUTp AH®).

Knacudgikauis BII 3a nepe6izom:

- TOCTpHIi: KOPOTKHUI MOYAaTKOBUM Iepios, Oypx/nBa reHe-
paJtizallisi CyIUHHUX ypaKeHb;

- MiATOCTPUM: IOYATOK IOCTYIIOBHUM, O3HAKW aKTHUBHOCTI
3aXBOPIOBaHHA 30€epiraloThCs IPOTAroM 1-2 pOKiB;

- XpOHiIYHMH (pelUAMBYIOYMIi): YepryBaHHSA 3aroCTPeHb
Ta peMiciil.

JlixyBauH#. KiitoyoBi pekoMeH/1allii 10710 JTiKyBaJIbHOI TaKTH-
KU 3aJIe)KaTh Bif TSOKKOCTI iepebiry BIT Ta #oro crazii. PekomeHga-
11ii ACR Big 2021 p. 3 caMOro IOYaTKy MPOMOHYIOTh KOMOIHOBaHUH
MiZXiZl, peKOMeH/YIoUr TO€AHAHHA a3aTioNpHHy (IlepopajbHO B
7031 2-3 Mr/Kr/zfeHb) abo MeToTpekcaty (TllepeBaykKHO MiJIIKipHO
B 103i 15 Mmr/m?/Tikzenb) 3 'KC. [TouaTkoBe JliKyBaHHS peKOMeH-
AIYETbCSA TTOYMHATHU 3 03U 1 MI'/KT'/ZleHb eKBiBaJeHTOI 10 Ipe/Hi-
30510Hy (MakcumyM 60 mr/zeHb). [Ipu TsSKKOMY repe6iry XBopobu
— BUCOKOZ1030Ba abo mysbc-Tepamnis 'KC 3 nukiodochamizom.
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[Tpu mo3uTHBHIM AMHaMII Tic/ia pa3u iHAYKIii MOXKHA PO3II0-
yaTy $a3y HiATPUMKHU 3 METOIO 3ar0biraHHA penuguBy. [1amieHTu,
AKi OTPUMYBaJIU JiKyBaHHA IHUKI0PpochaMiZioM 3 IIOBHOKO peMi-
ciero, MOXXyTb OyTH IepeBe/ieHi Ha a3aTioNpUH ab0 MeTOTpeKcaT
mpoTsaroMm 12-18 micsriB. 3acTocyBaHHsA IuKI0dpochamizy Moxe
3MEHIIUTU INIFIOKOKOPTUKOIAHY TOKCUYHICTh IUIAXOM 3MEHIIeHHSA
KYMYJATUBHOIL /103U CTepoiZiB. TakoXX peKOMeHJYeThCA 3aCTOCy-
BaHHs 11azamodopesy B kombiHailii I'KC 3 rukiaodochamizom.

Jia iHgykuii pemicii y naieHTiB 3 BIeplle BUABJIEHUM aK-
TUBHUM, HeTDHKKUM BII sikyBanHa 'KC noefHyOTh 3 azaTionpu-
HOM abo MeToTpekcaToM. PekomeHzariii ACR cXBaJwI BUKOPH-
CTaHHA CTEPOiZiB i iMyHOGiomOriYHMX penapariB mpotu ®HII-a
(etaneprienT, iHdIikcMab abo azaxiMmymao).

[Ipy gocArHeHHi pemicili iMyHOCyIlpecHBHa Teparis MOXe
Oyty mpunuHeHa micas 18 wicamiB. OnTUManbHA TPUBATICTh
I'KC-tepamii mpu BII (Hanpuksiaz, mocnabieHHs Ha 6 MicA1LliB a6o
Oinbiie 6 MicAIiB) HE BCTaHOBJIEHA, i, TAKUM YMHOM, TPUBAJICTh
Tepamii MOBUHHA BCTAHOBJIIOBATHUCA BiJIIOBIAHO 0 KJIIHIYHOTO
CTaHy MallieHTa.

Ocobaiusocmi niKy8aHHA Kaacu4Hozo BII:

- XBOPUM 3 KJIJACUYHUM ITepe6iroM 3axBoproBaHHA TPU3Hava-
I0Th IIPEIHI30JI0H B 1031 1 MI'/KTI Macu Tijia Ha 00y MpoTATroM 4-6
THUK.; IIOTIM — IIOCTYIIOBE 3HIXEHHS 03U 0 HiATpuMytouoi (0,2-
0,3 MI'/Kr), TPUBAJICTh IPUNHOMY iHAVBIyalbHa;

- nukiopocdhamig B 1000BiH 7031 2-3 MI'/KI' MacH Tijla 1[0-
JIEHHO ab0 MPOTATOM POKY, IOTIM B Z103i 15 MI'/KT OZIHOKPAaTHO B
2-3 micarri (6-12 Mica1iB aXk 0 TOBHOIO BiIMiHU).

Ocob6uBOCTi JIiKyBaHHA IOBEeHIbHOTO BIT:

- TIPeJHI30JI0H B /1031 He MeHIIe 1-2 Mr/Kr mpoTaroM 45-
60 AHiB; TOTIM — MOCTYTIOBE 3HWKEHHSA 03U 0 MATPUMYIOYOi
(0,2-0,3 Mr/Kr/mo06y) IpOTATOM AEKLTHKOX POKIB;

- Ipu HeeeKTHUBHOCTI BKa3aHOI Teparlii BUKOPUCTOBYIOTh
pUTyKCiMab B 103i 375 Mr/M MOBEpXHi Tijla BHYTPIlTHbOBEHHO;

- IpenapaTy IMpocTamiaZivHiB (aampocTaZui) BBOAATH B 2
npuiiomMu, 060Ba Z103a CKIaae 6 Hr /KT MacH Tila B roguHy. [Ipe-
mapar BBOZAATH TUIbKU Yepe3 iHdy3oMmar, 3i IBUAKICTIO He MeHIIe
50-75 mi/rofuHa, He MeHIIe 2 roAuH. TpUBaJIiCTh Teparii cka-
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Zae 14 fHiB, OTIM 03y ITpenapary 3HWKYIOTh 0 3 HI'/KI Ha TOZAU-
Hy [IPOTATOM 3 [IHiB, ITiCJI 4OT'0 IPOBOJUTHCA BiZIMiHA ITpenapary.
st 3amo6iraHHsa po3BUTKY HebakaHMX sBUL (pi3Ke 3HIKEHHS
AT, ekcTpacucToisi, Taxi-, 6pagukapzis) BBeJEHHs IpernapaTy
HeoOXigHO 3aiticHIOBaTH MiZi KOHTposeM EKI' (MOHiTOpYBaHH);

- HU3bKOMOJIEKYIApHI renapuau: 100-300 MO/kr macu Tina
Ha 7100y, MiAIIKipHO;

- TiCJIA 3aBepIIeHHA Tepalil HU3bKOMOJIEKY/JIAPDHUMU relma-
pUHAMH 3 METOK NPOITAKTUKU TPOMOOTUYHUX YCKJIAZHEHDb
malieHTaM IPU3HAYaTh AHTUKOATY/ITHTY HEIIPsAMOi Aii — Bapda-
puH. [lo3y nmpemnapaTy KOHTPOJIOIOTh 3a piBHeM MHB (pekoMeH-
noBaHui piBeHb MHB ckiazae 2,0-3,0).

ITporHo3. PesynbraTom BIT Moke OyTy BifHOCHaA abo TIOBHA
peMmicis TepmiHoM Biz 4 10 10 pokiB i 6ibIe; 10-piyHe BUKUBaH-
HA xBopux 3 I0I1 HabmkaeTbes 1o 100%. Binbin HeCTpUATIUBUN
IIPOTHO3 — IIpHU kJ1acuyHoMy BII, acorilfioBaHoMy 3 BipycoM rermna-
TUTY B, 1110 IpOTiKae 3 CUHAPOMOM apTepiajbHOI rinepTeHsii. [To-
PAZ i3 TPUBAJIOIO PEMICi€l0 B TAXKKUX BUITaZKaX MOXKJINBA CMepTh.
[TpruyrHaMy cMepTi YacTillle ClIoCTepiraeThCs MEePUTOHIT, KPOBO-
BIWIWB B F'OJIOBHUM MO30K ab0 HOT0o HAOpSK 3 CHHAPOMOM BKJIH-
HEHHA, pifllie — XpOHiYHAa HUPKOBA HEJOCTAaTHICTbh.

Hecneuudiunmi aopToaprepiit

Hecnenudiunuii aoproaprepiitr (HAA), xBopoba Takascy
— JIeCTPYKTUBHO-TIPOAYKTUBHUN CErMEHTAapHUU aOpTHUT i cyba-
OpTaJIbHUM TMaHapTepiiT, AKUN XapaKTepU3YETbCA YTBOPEHHAM
apTepiasbHOI OKJIIO3ii, 110 KJIIHIYHO MPOABIAETHCA ilIEMiYHUMU
po3JyiafiaM¥, CUHZPOMOM acCUMeTPil i BiZICyTHOCTI ITyJIbCY.

Kopa 3a MKX-10: M.31.4.

Enigemiosorisa. HAA 3ycTpidaeTbcs y BCix kpaiHax CBITy, ajie
yacrTillle — B KpaiHax Asii. HacToTa 3aXBOPIOBAHOCTI CKJIaJa€ Bif
1,2 g0 6,3 BunazkiB Ha 1 MJIH. HaceJleHHA. XBOPilOTh MepeBax-
HO >XKiHKH y Bimi Big 11 g0 30 pokiB. Enizemiooriuni oco61uBOCTi
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HAA B guTa49oMy Billi /10 TelepiltHbOr'0 Yacy BUBUYEHi HeJOCTaT-
HbO. B OLIBIIOCTI criocTepekeHb MepIi CUMIITOMU XBOPOOH IIPO-
ABIAIOTHCA B 8-12 POKiB, ajle TOYaTOK XBOPOOH MOXKJTUBUH i B I0-
HIKiTbHOMY Billi. CIiBBiZIHOIIIEHHS MiXK XJIOIMTYUKAMU i ZliBUaTKaMU
3 HAA y Bili cTapiie 7 poKiB CXOXe 3 CTaTEBUM CIIiBBiZ[HOIIIEH-
HAM y gopociux (1:7,5 - 9), a B 6ibIn paHHbOMY Billi ZliBYaTKa Ta
XJIOITYUKY XBOPilOTh OflHaKoBO vacTo (1:1,5).

ETIOJIOT'IA I TIATOT'EHE3

ETiosioria 3axBoproBaHHsA He BcTaHoBieHa. Cepesl MOXKIIH-
BUX IIPUYMH OOTOBOPIOIOTH POJb iHeKuii (30Kpema, TybepKy-
JIbO3Y), BipyCiB, MeAMKaMeHTO3HOI Ta CUPOBATKOBOI HellepeHO-
cUMOCTi. € BiZIOMOCTi IIPO T€HEeTHU4YHYy CXUIBbHICTh 0 HAA, mo
UTIOCTPYETHCSI PO3BUTKOM XBOPOOH Y OZHO AHIEBUX OJIM3HIOKIB Ta
3B’s13KkoM 3 HLA anTurenamu: Bw52, Dw12, DR2, DQw (B s1oH-
CBHKIil TTOITYJIATII).

ITaTorenes. OcHOBHe 3Ha4eHHS B PO3BUTKY HAA HaleXuTb
ayTOIMyHHUM MeXaHizMaM. B marosioriuHuii mpoiiec 3aay4aioTb
vasa vasorum, MeZia i aABEHTHUIIi aOPTU i BEIWKUX KPOBOHO-
CHUX CYAWIH y LUIAHLI iX YCTA YU MPOKCHMMAaJbHUX BiAzAutiB. [Ipu
MiKPOCKOIIIYHOMY ZOCTi/PKEHHI BUABJAIOTh MYKOifHe HaOyxaH-
HA, ¢iOpUHOIZHMI HeKpo3, iHOLIBTpAaTUBHO-TIPOTidepaTUBHY
KJIITUHHY peakKIilo i CKJIep03 CTiHOK ypaKeHUX BiAZUTIB CyAUHHOI
CHCTEMU 3 XapaKTepPHOI0 KapTUHOIO CerMEHTapHOTI'O JeCTPYKTUB-
HOTO, /JeCTPYKTHUBHO-IIpoJidepaTUBHOrO i ¢i6POILIAaCTUYHOTO
[IaHAOPTUTY Ta MaHapTepiiTy. JleCTpyKIisa eacTUIHOIO KapKacy
MOJKe TIPU3BECTH 10 GOpMyBaHHA aHEBPU3M, & TPOMOOBACKYJTIT i
nedbopMallist TPOCBITY CyZIMH — 0 apTepiaJbHOI OKJI03il, 10 KJTi-
HIYHO IIPOAIBIAETHCA IIEeMIiYHUMHU PO3JaZlaMU i CHHAPOMOM acu-
MeTpii ab0 BiCyTHICTb IyJIbCY.

IMaTomopdotoria. B ricrosorivHoMy BiZIHOIIEHH] HeCITEIIH-
¢biuHMI aopToapTepiiT mpeAcTaBisie cOO0I0 MaHAPTEPIIT 3 3aNab-
HOIO iHOiNbTpaliero ogHOAAepHUMU i (iHKOJU) TiraHTChKUMH
KJIITUHaMU. B CcTiHKaX CyZuH BUABJIAIOTHCA iIMyHHI ZeNI03uTU. Bu-
PaXeHUMH € TpoJtideparltisi KJIiTUH BHYTPIillTHbO1 OOOJIOHKHU apTe-
pili, pibpo3yBaHHsA, pyOIFOBAaHHSA Ta BAaCKY/IAPU3aLlisd CepeAUHHOI
000JIOHKH, a TAKOX JieTeHepallid i pO3pUB eJIaCTUIHOI MEMOPaHHU.
PesynbraT mporecy — CKJIepo3yBaHHA CyZAUH. YacTo ypakaloThCA
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vasa vasorum. Ha ¢oHi 3amaseHHs B CTiHKax CyJUH HEPiIKO BUSIB-
JIAIOTHCSA aTePOCKJIEPOTHUYHI 3MiHM Ha Pi3HUX CTaZifAX.

Knacudikanis. BiamosizHo 10 xapakTepy gedpopmariit Buzi-
JITIOTh CTEHOTUYHUM, ZebopMytounii abo moegHaHUM (TTo€qHaH-
HsI aHEBPU3M i cTeHO3y) BapiaHTu HAA. 3anexHo BiJ JoKasti3arii
yPaXKeHHS PO3Pi3HAIOTH 4 TUIIU HecllellndigHOTO a0pTOaPTEPIiTy
(Tab. 8.4.).

Tabnuusa 8.4. Tunu HAA 3a nokanisadlieto ypaxeHHs

Tun JlokanizaLis

1-n | lyra aopTu i apTepii, Lo BifX0AATb Bif, Hel

2-n | Hu3xigHuii, yepeBHWUIA Bigainn aopTH, YepeBHa, HUPKOBA, CTErHOBMN
BifAINM a0pTH, iH.

3-it | 3MmilwaHuii BapiaHT (PO3MOBCHOAXKEHE YPAXKEHHS CYAMH AiNAHKN [yru
Ta iHWKX BigAiNniB aopTh)

4- | YpaXKeHHSi nereHeBUX apTepiid, WO NoefHyeTbCs 3 Oyab-aKum i3 3
IHLUKX TUNIB

Kiiniuna kapTuaa. Oco6inBoCTi KIiHiYHOTO Iepebiry HAA
3aJeXXuTh Bifi ¢pa3u 3axBOproBaHHA. 30KpeMa, rocrpa ¢asa, 1o
TPUBAE BiJ, IEKUIBKOX THXKHIB /10 IEKUTbKOX MICALIB, XapaKTepHu-
3yeTbcs CyOGeOPHIbHOI TeMITepaTypolo Tila abo MOSBOIO ¢e-
OPUWIbHUX «CBIYOK»; 60JIEM Y M's13aX, IO MOCHIIOETHCS MPHU Piznd-
HOMY HaBaHTaK€HHi, BY3JIyBaTOI0 €PUTEMOIO YU Tr'eMOparisiMu
Ha 1Kipi, mizBuiieHaaMm IIOE xo 50-70 mMm/roz. XpoHiuHa ¢asa
XapaKTepU3YEThCA TUMU K KIIHIYHUMU IIPOSIBAMU Ta HASIBHICTIO
eI1i30/IiB 3ar0CTPEHb.

KJiHiyHI cMHApPOMM 3ajIeXXHO Bif Jokanisaliii HAA npejcras-
JieHi B Tabumni 8.5.

Tabnuus 8.5. Jlokanizauis HAA | KNiHiYHI cuHgpomu

Jlokanisatisi nato-
NOriYHOro Npouecy
MigkntounyHi, nne- | CUHAPOM NepeMixXHOT KyNbraBoCTi, CHHAPOM acUMeTpil
YOBI, CTErHOBI, Nig- | ab0 BiACYTHOCTI My/bCy, NaTONONiYHI CYAMHHI LWYMM,
KOJiHHI apTepil 6inb B KiHLiBKaX NP1 HaBaHTaXXeHHI 3 BiguyTTsM BTOM-
NEHOCTI | OHIMIHHA nanbLiB, 6iNib Y CNKWHI

KniHiuHi cuHgpomu
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3aKiHyeHHsa Tabn. 8.5

Jlokanisallis nato-
JIOTIYHOTO NpoLiecy
CoHHi apTepii FonoBHwii 6inb, NOripLIEHHS 30pY, PETMHONATISI, 03HaKU
MOpYLIEHHSI MO3KOBOI0 KPOBOOGIrY, CYAUHHMIA LUYM Ha g
COHHUMM apTepisiMU, HENPUTOMHICTb

JlereHeBi apTepii | JlereHeBa rinepTeHsis

HupkoBi apTepii HupkoBa rinepTeHsis

YepeBHa, Me3eHTe- | biflb B XUBOTI, 6/1t0BaHHS, fiapesi

pianbHa apTepii

KniHiyHi cuHgpomm

YceknaanenHa. HAA moxxe IPpU3BOAUTH 10 PO3BUTKY iHCY/Ib-
Ty, iHGapKTy MioKap/a, XpOHiYHOI HUPKOBOI HeZocTaTHOCTI, CH,
poslIapyBaHHA aHeBPU3MU aOPTH.

JiarHocTtuka. Ilepexbayae aHasi3 pe3ysabTariB jabopaTop-
HUX Ta iIHCTPyMEeHTaJIbHUX METO/iB JOC/i/PKEHb.

JlabopamopHi memoou 00Cai0NCeHHSA:

- KininiyHu# aHasi3 KpoBi — moMmipHa aHeMis, HeUTpodimbHUN
JnerkoinTo3s, 36iabimedHs IIIOE (40-70 MM/T).

- IMyHOJTOTiYHIMY aHaJTi3 KPOBi — B TOCTPili ¢hasi: miABUIIIEHHA
cupoBaTKoBoro piBHA CPB, MO3UTHUBHUI pe3y/nbTaT TeCTy Ha aH-
TtUTiNa 0 Kapzioaimiay (AKJD).

- Kiriniynuit aHasi3 cedi — TpaH3UTOPHA IIPOTEIHYPif.

- BioximiyHU aHasi3 KPOBi — MiZIBUILIEHHS BMiCTY a30TUCTUX
IIUIaKiB Ta piBHA KaJlito cupoBaTKU KpoBi npu XHH.

[HCTpyMeHTabHI MeTOAY JOCTiIKeHH:

- ¥3-gomneporpadis 3 AymIeKCHUM CKaHyBaHHAM CYAWH JJIA
ZiarHOCTUKHU YPaXXeHHSA CTiHOK BUCXiTHOTO BiIILTy aOPTU, YePEB-
HOI Q0pTU, HUPKOBUX i iHIINX apTepili;

- Y3/l HupoK;

- KT, mynerucmipansia KT (MCKT), aoprorpadis: BUSBIIA-
IOThCA 3MeHIIIeHHS JliaMeTpy ITPOCBITY YpaXkKeHOi JAUISTHKYU aopTH,
HepiBHOMipHe IMOTOBIIeHHS CTiHKH, BiTHOCHA HEe/JOCTAaTHICTh aop-
TaJIBHOI'0 KJIallaHy, 3MiHU HUPKOBOI apTepii, po3MipiB HUPOK.

Kpurepii giarnoctuku. /liarno3 HAA y AUTUHCTBI I'PYHTYETh-
¢ Ha KJIHIYHUX KPUTEPiAX, aHTiorpadiyHUX aHOMaTifX i MiATBEp-
/PKYETBCA pe3y/bTaTaMy JJabopaTOpHUX A0CTiKeHb. TaKUM YHHOM
IIpoliec BCTAHOBJIEHHA JliarHO3y BUMarae BHUCOKOT'O PiBHA IIpode-
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CilfHMX KOMIIETEHTOCTEHN, OCKUTbKY 1moyaTok HAA yacTo Mmoxe OyTu
MIPUXOBAHUM, XapaKTepPU3yBaTUCA HeclleIniYHUMU CUMITOMAaMU,
o iMiTytoTh 6araro 3amaJbHUX CTAHIB, KJIiHIYHA KApPTHHA 3HAYHO
BapiloeThCA Yepe3 Pi3Hy JIOKasli3allilo Ta CTYIiHb 3aTy4eHUX CYVH,

a caMe 3aXBOPIOBAHHA 3yCTPIYAETHCA JOCUTD PiZIKO.

Knacudikanitini kpurtepii ACR / EULAR (2022) xBopobu
Takasicy psz KJIiHIYHUX KpUTepiiB i KpuTepiiB Bidyasmizauii (Tab.

8.6.).
Tabnuusa 8.6. Kputepii knacudikauii ACR/EULAR
Ans apTepiiTy Takascy (2022)

KpuTepii

OuiHKa

XiHoua cTaTb

f—

CteHokapgis abo iLemiyHui cepueBui 6inb

Kynbra,icTb

[eMaToOMM CYAMHHOTO XapaKTepy

3HUXeHHs1 a00 BiCYTHICTb NYNbCY HA BEPXHIX KiHLBKAX

AHoManis CoOHHOT apTepil

PisHuLs cucToniyHoro apTepianbHOro TUCKY Ha pykax = 20 Mm pT

OfHa TepuTopis apTepianbHOro ypaXeHHs

[1Bi TepuTOpIi apTepiaNbHOro ypaXXeHHs!

Tpw i 6inbLue TepuUTOPIl apTePianbHOro ypaxeHHs!

CvMeTpHYHe ypaXkeHHs NapHuUX apTepiii

—WIN(==INNINININ

YpaXXeHHs YepeBHOI a0PTU 3 YPaXKEHHSAM HUPOK ab0 Me3EHTEPIH

w

MpumiTka. 3a HasiBHOCTI 5 6aniB i 6inblue, y NalieHTa BCTaHOBHETbCS HAA,

Knacuoikanitini kpurepii EULAR/PRINTO/PRES g1 HAA 'y
aiteii (2010) npezacrasieHi B Tabmuili 8.7. HasBHicTb 4 i Ginblie

KpUTEPIiiB I0CTAaTHHO /11 BCTAHOBJIEHHS JIiarHO3Yy.

Tabnuusa 8.7. KnacudikauiitHi kputepii HAA y piTeii

Kputepin YTOYHEHHs!
CvHapom BifcyTHOCTi | AcumeTpisi nynbey i AT (6inbLue Hix Ha 10 Mm
nynbcy PT.CT.) Ha KiHLiBKaX, BiACYTHICTb Nynbcy Ha 1 abo 2

npoMeHeBMX abo iHLLKX apTepisx

[HCTpyMeHTanbHe JNecopmaLis — cTeHO3M, aHEBPU3MM JYTH,
MigTBEpAXKEHHS HW3XiHOT Ta YepeBHOT aopTy Ta (abo) AiNsAHKK
naTonoril aopTu i rupna abo npokcUManbHKX BifiniB apTepii, Lo
BEJIMKUX apTepiit BIIXOATb Bi[] He.
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3aKiHyeHHs Tabn. 8.7

KpuTepii YTOYHEHHs
MaTonoriuHi cynuHHI Ipy6i Wymwm, L0 BU3HAYAKOTLCA NPK aycKynbTaLii
LyMu Ha[, COHHUMM, NMiJKNFOUNYHUMM, CTETHOBUMM

apTepisiMu, YepEBHOK a0pTOHD

CuHApoM nepeMixHOi | AcuMeTpuyHi 6oni Ta CTOMNIOBAHICTb Y ANUCTaNbHUX
KyNbraBocTi M'S13aX Hir, L0 BAHUKAKTb NPU HaBaHTaXeHHi
CuHpapoM apTepianbHOi | PO3BUTOK CTIliKOro MigBuLLeHHs AT npoTarom
rinepTeHsii XBopo6u

MipBuwweHHsa LLIOE Crinke nigsuuieHHs LLIOE Ginbuu, HixX 3a 30 MM/ro,
npoTsarom 3 micauis

Axmusenicmb HAA ciig oIiHIOBAaTUM Ha OCHOBI KJIIHIYHUX
CUMIITOMIB, TOKa3HUKIB rocTpoi pas3u 3amajbHOTO IIPOIIECy Ta pe-
3y/IbTaTIiB Bi3yasisalii. 3allpolIOHOBaHe BHM3HAYEHHA aKTHBHOCTI
HAA B pexomenzanisx EULAR 2018 BkiIioyae BU3HAUEHHS illle-
MiYHUX YCKJIaZHEHb 3 OOKY CEPIIEBO-CYyIMHHOI CHCTEMU TIOB’sI3aHi
3 AiactonivHo AuchyHKIieo JIIII, mocTiiHO MiABUINEHI MapKepHu
3anasneHHs (mic/sg BUKIIOUEHHS iHIIUX TPUYUH).

PenugvB o3Hayae NMOBEpPHEHHA aKTHMBHOCTI 3aXBOPIOBaHHA
micssA peMicii: KIiHIYHI O3HAKM illleMii, aKTUBHEe 3amnajeHHs aop-
TH, 110 IPU3BOAUTB IO TIPOTPECYIOYOI AUIaTarlii aopTu abo BeIn-
KUX CyZINH, CTEHO3y ab0 po3iIapyBaHHS.

Pedpakrepruiit HAA o3Haya€ HEMOXJIUBICTh B IIPOIIEC] TPU-
3HAYEHOTO JIiIKyBaHHA BUKJIUKATU PeMicito, He3Ba)Kalouu Ha BU-
KOPUCTAaHHA CTaH/[apTHOI Tepartii.

Pewmicisi o3Ha4ae BiZICYTHICTh yCiX KJIiHIYHMX O3HAK i CUMII-
TOMiB, MTOB’s13aHUX 3 aKTUBHUM HAA (Hopmamnizariito IIIOE, CPBE).
Crilika peMicis BiITHOCUTBCS /10 peMicii TpOTATOM IfoHaiMeHIIe 6
MICALIB 3 JOCATHEHHAM HalHmk4oi go3u I'KC.

JlJIsT OLiHKU CTyTNEeHIO YIIKOMKeHHS BHYTPIIIHIX OpTaHiB
pekoMeHzoBaHO mnpusHadeHHA MPT Ta BU3HAauYeHHA CTYIIEHIO,
TSOKKOCTI CTEHO3Y Cy[WH, iIIeMiYHUX MPOSBIB Ta AUCHYHKITIT Op-
raHiB.

JAudepenniiina giaraoctuka HAA nipeacraBieHa B Tabu-
i 8.8.
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Ta6nuus 8.8. [iudbepeHuinHuii giarHos HAA

3axso- . L .
DIOBaHHS CxoxicTb BigMiHHiCTb JonaTkoBi MeToam
loctpa | 3miHu cep- | Mpu P, Ha BigMiHy Big, ExoKT,
peBMa- | LUeBO-cyauH- | HAA BigMivatoTbes cyrnobo- | Y3/ cyrnobis
TUYHa HOI CUCTEMM, | BUIA CHHPOM, EHA0KApANT
nuxo- moxsmea CH | (BanbByniT). CH po3BuBaeThbCs
MaHKa NpV NOBTOPHMX aTaKax Ha Thi

Baau cepLs abo eHROKapAUTY
lemopa- |lemopariy- | FemopariuHuit Bucun npu HAA | lonneporpadisi
FiYHWI | HWIA BUCUN, | pO3TALLOBYETHCS HECUMETPUY-
BacKyniT | abgoMiHanb- | HO, MOEAHYETHCA 3 NOAIMOP-
Hil cHApPOM | DHUMK eneMeHTaMK, Kapfio-
BACKY/IAAPHUMU CUMITOMaMM;
0iNb B XXMBOTI pO3BMBAETHCA
He B nepLui Hi 3aXBOPOBaHHSI,
a yepes Kifibka MicsiLiB
Byanu- |Jluxomanka |BI1 He BnacTuBi acumeTpis | [lynnekcHe ckaHy-
KOBWI | HESICHOTO abo BifCYTHICTb NyNbCy Ta | BaHHA CYAUH ONsl bi-
noniap- | reHesy, 6inb y | apTepianbHoro TUcky, CH. Y | arHOCTMKM ypaXeHHs
TepiiT KiHLiBKaxX XxBopux Ha HAA He cnocTe- | BUCXiGHOTO Biggisy
piratoTbCsl BY3NWKK, NiBeA0, | aopTy, YepeBHOI aop-
HEKPO3M LUKIpU Ta CIM30BUX | TU, HUPKOBOI apTepil
0060J10HOK, NONIHEBPUT. — ExoKT, aopTorpadis
tOIA, AopTut Mpu nepeniyeHnx 3axeo- Y30, cyrnobis. [y-
CepoHe- PHOBaHHSIX Mae MicLie cyr- MnyeKCHe CKaHyBaHHS
raTuBHI no60BMIn CMHAPOM, 3ananbHi | CYAMH fNA fiarHoc-
CMOHAN- 3MiHU MOLUMPIOOTHCS JIMLLE | TUKM YpaXKeHHs!
no- ap- Ha NPOKCUMasnbHWIA BifAin | BUCXiZHOrO Bigainy
TpUTH, Jyru aopTu aopTH, YepeBHOI aop-
xBopoba TH, HUPKOBOT apTepii
bexuera - ExoKI, aoptorpacis
Bpopxe- | Acumetpis [insi BpoaXXeHol CyAUHHOT AopTorpadisi
Hama- |nynbcyiAT, |naTonorii He xapaKTepHi
TONOTisSi | BUSIBNIEHHS1 | TpMBaJia IMXOMaHKa, binb y
mari- pechopmauii | M's3ax i cyrnobax, BUCUNaH-
CTpanb- |aopTu iii rinok | HA, noripLueHHs 3opy, 6inib y
HUX 3a oromMo- | XMBOTI. BpoaxeHa gedhop-
CYAWH | TOH IHCTPY- | MaLis aopTH 3a3BUYal Ki-
MEHTaNIbHUX | HIYHO 6e3CMMNTOMHA.
meToj1iB
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JlikyBaHHs. PekomeHzallii mozo jikyBaHHsa HAA ekcTparmo-
JIbOBAHI 3 JOCTiIKeHb [ JOPOCIUX, OCKUIBKU JOKa3u BUCOKOI'O
PiBHS, BKJIIOYAIOUU PaH/OMi30BaHi KOHTPOJIbOBAHI JOCi>KEHHS,
HEZIOCTYIIHI AJI CIIpSAMYyBaHHA JiKyBaHHA HAA y iuTayoMy Billi.

Il XBOpUX 3 aKTUBHUM, BaXXKUM HAA Ta XUTTEBO Hebes-
IIeYHUMU CTaHAMMU JIiIKyBaHHs PO3IOYNHAETHCA 3 BUCOKUX 103 ITe-
popanbHux I'KC abo mynbcoBuM BBeZieHHAM ['KC a1 oCATHEHHS
IIBUZKOTO KOHTPOJIIO HaJ, 3aXBOPIOBAHHAM 3 HACTYIIHUM 3HU-
*keHHAM 703U 'KC, 106 YHUKHYTH TPUBAJIOT0 IPUHOMY BUCOKUX
[l03 JIiIKyBaHHA Ta 3HIKEHHA TOKCUYHOCTi. HeMae mokasiB Toro,
mo I'KC ipu BHyTPillTHbOBEHHOMY ITyJTbCOBOMY BBEZIEHH] € OLThII
eeKTUBHUMU, HiXX BUCOKI /]03U IEPOPATIbHUX CTEPOiAiB. Y giTel
BHYTpIIlTHbOBEHHE ITy/ibcoBe BBeZieHHA I'KC 3 mozaibIinM IoeH-
HUM I03YBaHHIM OLTbII HU3bKUMHU /[03aMU CTEPOI/iB MOXe MaTH
nepeBary s IoKpalleHHs KOMIUIA€HCY Ta MOTEeHI[iIHHOrO 3MeH-
IIIEHHs TOOIYHUX e(DEKTIB.

Jna nauienTiB 3 HAA B cTazii pemicii mpu nputiomi I'KC Tpu-
BasticTIO Ginblie 6-12 MicAIiB peKOMEHJJ0OBAaHO ITOCTYIIOBE 3HU-
JKeHHA [I03M, ajie ONTHMaJlbHa TPUBAaJiCTh 3acTtocyBaHHA ['KC
npu HAA uesBizoma. ITpuitom 'KC MoxxHa Tpo0BKYBaTHU JIOBIIIE,
AKIIO XBOpoOa He KOHTPOIIOETHCA HAIEKHUM YMHOM ab0 4acTo
peluJyByeE.

TpaaumiitHo nukodocdamiz; 3acCTOCOBYBaBCA Y AiTeH i3 1M0-
MUPeHNMU ab0 HeOe3MeYHWMHU /[JI JKUTTA 3aXBOPIOBAHHAMH,
TOZi K MPU3HAYEHHIO METOTPEKCATY, a3aTiONMPUHY i MOPETHII Mi-
KodeHOosIaTy, BiZa0Th lepeBary B MEHII Ba)KKUX BUITA/IKaX.

OcTaHHIM YacoM y ZiTell aKTUBHO BUKOPUCTOBYIOTb 6ioJjIo-
TiYHi areHTH, HaZlal0uy IepeBary Haz ukaopochamizom (iHTi-
6iropu ®HII-q, iHri6iTOpU iHTEpIeHKUHY-6 (TOoUMUIIZyMab), iHTi-
6iTopu JAK).

s manieHTiB 3 HAA npu 6e3cMMITOMHOMY IIPOrPecyBaHHi
paHillle BUABIEHOTO YpakeHHA CYAVH, fAKi MiATBEPAXKeHI MeToa-
MM Bi3yasizailii, 6e3 03HaK 3amnajeHHs, PEKOMEH/YETHCS MPOIOB-
»KeHHS iIMyHOCYTIpeCHBHOI Tepartii 6e3 ii eckasariii/3minu. CyauH-
Hi ypa’keHHs MOXYTb IIPOTPECYBATH Yepe3 HU3KY (HaKTOPiB, AKi
He ITOB’s13aHi 3 aKTUBHUM 3aXBOPIOBAaHHAM, Hanpukiaz ¢pi6bposy-
BaHHA CyZUH y BiAnoBigb Ha edekTHBHE JiKyBaHHA. Yepes zed-

199



Po3pin 8. CuctemHi Backynitu y giteit

KHUH 4Yac y TaKuX MAaI[ieHTiB MoxXe GOpMyBaTUCh KOJIaTepaTbHUN
KPOBOOOIT.

Jlia manieHTiB 3 akTUBHUM HAA 3 KpUTUYHUM ypasKeHHAM
KpaHiaJbHUX a00 BepTeOp0oOa3wIAPHUX CYAWH AOIUIBHO 10/JaBaTH
aHTHarperaHTHy Tepalrlio, 1[0 JO3BOJIAE€ 3HU3UTU PU3UK ilIeMii.

B 2ocmpy ¢pazy HAA noka3aHo npusHaueHHs:

- Ipe/IHI30JIOHY B /1031 HE MeHIe 1 Mr/KI MacH Tija Ha Zo0y
npoTtaroM 45-60 AHiB 3 TOCTYTIOBUM 3HMKEHHAM [[03U 0 MiATPU-
MyI040i, TPUBAJICTh IPUHOMY — IeKiIbKa POKiB,;

- MeTOTpeKcaTy B Z03i He MeHIle 10 Mr/m? nmoBepxHi Tina 1
pas B TWXK/EHB;

- aHTHAarperaHTiB (meHToKcUiNiH, Aimipizamonr).

Teparia xponiunoi pazu HAA nepezbayae 3acToCyBaHHS:

- aHTHarperanTiB (meHTOKCcU}iIiH, AiTipUAaMOI);

- CUMIITOMaTHU4He JiKyBaHHS.

Kuiniynawmii /nabopatopHuii MoHiTOpUHT. [TanienTam 3 HAA
B CTa/ii KJIiHIYHOI peMicii peKOMeHI0BaHO JOBIOCTPOKOBUH KJTiHI4-
HUM MOHITOPUHT. [IepioZinYHICTh MOHITOPUHTY 3aJ€XUTh BiJ pi3-
HUX GAKTOPIB, B TOMY YHCITi TPUBAJICTb peMicii, MiCIIsT ypayKeHH,
PHU3MK [IPOrpecyBaHHA 3aXBOPIOBAHHS, PEKUM iMYHOCYIIPEeCUBHOI
Teparii maifieHTa Ta 3aTHICTh i UMOBIPHICTb TOT'O, IO TAIiEHT J]0-
CTOBipPHO ITOBiZIOMJISIE TTPO HOBi O3HAKK 200 CUMIITOMU.

B crazii kiIiHiYHOI peMicii 3 MiABUIEHHAM piBHA MapKepiB
3amajieHHs PEeKOMEH/IOBAHO JMCIIAHCEpHE CIIOCTepeXeHH:A Oe3
IIOCWIEHHA iIMyHOCYIIpECUBHOI Teparii, ToMy IO MiZABUILIEeHHA
piBHA MapkepiB 3amajeHHA Moxke OyTu HecnenudivHUM. B 1ux
BHUIIaJKaX OLIBII YacTO PO3IIAAAIOThCA KJIiHiIYHI Ta/abo peHTre-
HorpadivHi OIiHKY akTUBHOCTI HAA.

B AKocTi iHCTpyMEHTy OLIHKM akTUBHOCTI HAA 3amicTh Ka-
TeTepHOI aHTiorpadii pekoMeHZIOBaHO BUKOPUCTOBYBATH HeiHBa-
3uBHY Bisyaui3anito (KT-anriorpadis, MP-anriorpadis, abo IIET
KT), ockinbku I1Ii MeToAM Bidyasizallii JaroTh iHGOpMaIliio 11010
3amasieHHsA CyJWHHOI CTiHKY, TOZI K aHTiorpadis BU3HAYAE JIHIIEe
MpoCBiT cyauH. KateTepHy aHriorpadito MoXHa BUKOPUCTOBYBa-
TH /11 TOYHOT'O BU3HAYEHHS LIeHTPaJIbHOI'O apTepialbHOrO TUCKY
B paMKaXx IUIaHyBaHHA XipypriyHOTO BTPy4YaHHs ab0 AKINO HEiH-
Ba3WBHI METO/IM HeE JJal0Th I0OCTAaTHLOI iHGOpMaIlii.
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g nanienTiB 3 HAA pekoMeHZI0BaHO peryysapHO IUIaHyBa-
TH HeiHBa3UBHiI MEeTOAM Bi3yasi3arlii Ha J0AaTOK 0 PYTUHHOI KJIi-
HiYHOI o1iHKH. PerynsapHe ob6cTexxeHHs mpu HAA 103BOTUTE BYac-
HO BCTAHOBUTH CyZIMHHI 3MiHU, HAaBiTh B BUIMTaIKaX, KOJIU XBOpoba
BBAXKAETHCS KIIHIYHO HeaKTUBHOK. ONTUMaSbHUM iHTepBasI
MiXK Bi3yasti3arilHUMU JOCTIPKEHHIMY TOYHO HE BCTAaHOBJIEHUN
(kokHi 3—6 MicAIiB abo goBIIE). [HTEPBaT MOXKe OYTH KOPOTIINM
Ha paHHiX CTaZisX mepebiry XBopobu Ta AOBIIUM IIPU BCTaHOBJIE-
HOMY /liarHo3i B cTafii peMicii.

[Tamientam 3 HAA B cTazii KJIiHIYHOI peMicii, ajie 3 03HaKaMu
3alajJieHHs y HOBUX CyZMHax (HalpuKJIaJ, HOBUM CTeHO3 abo 1o-
TOBIIEHHS CTiHKU CY[IWHU), PEKOMEHZYEThCA iMyHOCYIIpeCUBHA
Tepanif. [Ipo 3pocTaHHA aKTUBHOCTI 3aXBOpIOBaHHA Ipu MP-aH-
riorpadii abo KT-anriorpadii cBiguuth cyAMHHUI HaOPAK, TOCH-
JIEHHSI KOHTPACTY, 301LIbIIIEHHs TOBIIUHY CTiHOK, 1[0 MOXKE IIPH-
3BECTU [I0 TIOIIKO/KEHHSA MPOCBiTy 3 yacoM. OgHaK aHOMAaJbHi
3HaXiJIKM B CyAIMHAX CTiHKH, ileHTH(diKOBaHi 3a JOIIOMOTOIO Bi3y-
asizarlii, He 000B’I3KOBO € crlelUGIiYHUMMU /IS 3aTla/IeHHS CYyUH,
10 MoTpebye OLiHKY pe3yJ/IbTaTiB Bisyastisallii y paziosora.

Xipypriune BTpy4aHHA. [[1s1 OyAb-KOTO MAlliEHTa OIepa-
THBHE BTPY4YaHH: Ha cyAnHax rnpu HAA, Buz i TepMiHU BTPy4YaHHA
Mae OyTH CITbHUM PillleHHSIM MiXK CyZJUHHUM Xipyprom i peBMa-
TOJIOTOM.

Y marlieHTiB 3i CTIMKUMU KIayAWKAaIliIMU HWKHIX KiHITIBOK
— OOJTICHUMM CIla3MaMH B CTETHOBUX a00 JIUTKOBUX M’sI3aX ITiC/IA
IIEBHUX 3aHATH (X01b0a, MiAHOM II0 cXiflax) 6e3 o3HaK aKTHUBHO-
r'o 3aXBOPIOBAHHA, XipypriyHe BTpy4YaHHS HEe peKOMEHAY€EThCA. B
TaKUX Malli€EHTiB XapaKTepPHUM € PO3BUTOK KoJIaTepalbHOT'O KPO-
BOOOITY, IKU MUHA€E CTEHO3 CYAWH KiHI[IBOK i, TAKMM YMHOM, Xi-
pypriuHe BTpy4YaHHs MOKe He 3HaZl0OUTHUCS.

Jia nanieHTis i3 HAA nipu nocuieHHi CMMIITOMIB illleMii KiH-
I[iBKM/OPraHiB IiJi 4ac OTPMMaHHA iMyHOCYIIPECHUBHOI Teparrii
IepeBary Mae eckasalis iMyHOCyIIpeCUBHOI Teparlil HaJ, Xipyprid-
HUM BTPY4YaHHAM.

Jnsa narienTiB 3 HAA Ta peHOBaCKy/IAPHOIO TillepTeH3ielo 3i
CTEHO30M HHPKOBOI apTepii IMpuU3HA4YalOTh aHTUTiINepPTEeH3UBHi
Ipenaparu Ta iMyHOCyIIpecuBHa Teparid. XipypriuHe BTpy4aHHA
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MOXXe OyTH 3aCTOCOBaHe INPU TillepTOHii, pedpaKTepHOi 10 Me-
JUYIHUX 32c00iB, ab0 Ipu noripiieHHi GyHKIlil HUPOK.

Takox MeZUKaMeHTO3Ha Tepallifl Mae mepeBary Haj Xipyp-
riYHUM BTPy4YaHHAM Y MAalli€HTiB 3i CTEHO30M KpaHiollepBiKasb-
HUX CyZIUH 0e3 KJIiHIYHUX CHMIITOMIB.

[Tpu mporpecyBaHHi CUMIITOMIB ilieMii KiHIIiBKM/OpraHiB Xi-
pypriuHe BTpy4YaHHSA MOXKe OyTH BiZiKJIaZieHe 0 JiKBiZalii cumi-
TOMiB aKTUBHOI'O 3aXBOPIOBAHHA. XipypriuHe BTpy4YaHHS IIiJ] 4ac
aKTUBHOTO 3aXBOPIOBAaHHA IPOBOAUTHCS, AKILO y Ialli€HTA € Bipo-
TiHICTh PO3BUTKY HebOe3MeYHUX cTaHiB (iHCY/IbT, BTpaTa JKUTTE3-
JIATHOCTI KiHIIBKY abo imemis miokapga). O6’eM onepaTUBHOTO
JIIKyBaHHA BKJIIOYAE: IIPOTe3yBaHHsA, IIYHTYBaHHA, eHJapTepeK-
TOMilO.

ITporHo3 B 1iijtoMy CripuATIUBUN. Binbill cepiio3HU IPOTHO3
y ZiTeli paHHBOTO BiKY 3 PO3MOBCIO/PKEHNM Ypa)KeHHAM aOpTH i ii
T'UIOK i XpOHIYHUM pelUJUBYIOYNM Tiepebirom xBopobu. CMepT-
HicTb MiHiMasbHa. [IpUYMHOIO CMepTi B TAXKKUX BUIIaZKaX MO-
’KyTb OyTH HEIOCTAaTHICTh KPOBOOOITY, PO3PHB aHEBPU3MHU aOPTH,
KPOBOBWIMB B T'OJIOBHMM MO30K, XpOHiYHAa HUPKOBAa HeZOCTAT-
HICTbB.

CucTeMHi BacKyniTu, acoL,inoBaHi 3 aHTU-
HeUTPOoPINbHUMU LUTOMIA3MAaTUYHUMMN AHTUTINAMU

Fpanynemarto3 BereHepa

I'panynemartos Berenepa (I'B), (rpaHysieMaTO3HUM MOJiaHTi-
iT, XBOpoba BereHnepa) — Bakke KUTTEBO3arpo3JMBe ayTOiMyHHE
3aXBOPIOBAHHA, 110 XapaKTepPU3YETbCA PO3BUTKOM CHCTEMHOTO,
acoIliioBaHOTO 3 AHTUHEUTPOODLIPHUMHU IIUTOIUIa3MaTUYHUMU
a"Tutinamu (AHIJA) HEKpOTUYHOTO BacCKYJITYy CyAUH CEpPelHbO-
ro Ta ApibHOrO Kaymibpy Ta HEKPOTU3YIOUOT'O TPaHyJIEMAaTO3HOI'O
3arayieHH:A JUXaIbHUX IUIAXIB i HEKPOTU3YI0YOT0 ITIoMepylIoHed-
PHUTY 3 MOXJIMBUM 3JIy4eHHSAM /IO TaTOJIOTIYHOIO Mpoliecy iHIINUX
OpraHiB i cUCTeM.
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Briepiire xBopo6a omucaHa K caMOCTiliHa HO30I0TiyHa $op-
Ma Dpigpixom Berenepom y 1936 poiii, 3aBAAkM 4OMy Ha3BaHa
1ioro iMeHeM.

Koz 3a MKX-10: M 31.3; MKX-11: 4A44.A,

Enigemiosiorisa. TouHux AaHuX Npo nomupeHicTs I'B HeMae.
Y mopocinx BoHa ctaHOBUTH 1-3 Bunazku Ha 100 000 HaceneHHA.
3axBOPIOBaHICTh KoMUBa€eTheA Bif 3 o 12 Bunazkis Ha 1 000 000.
B eBponelchKii momysislii XBopoba BUABJISAETHCS YaCTiIlle y YOJIO-
BiKiB y CIliBCTaBJIeHHi YOMOBiKU-KiHKY (1,5:1). YacTilie XBOpitoTh
JIIOZU, SIKI HAPOJW/INCh B Cepe/lHiX Ta MiBHIYHUX MIUPOTAaX.

Cepez giteit I'B 3ycTpiuaerbesa piako — 0,1-0,3 Bumazky Ha
100 000 muTsadoro HacesneHHs. IIpoTe, 3’ABIAIOTBCA AaHi NPO
30iTbIIeHHS MO0 YaCTOTH B AUTAYIN HOMYJISAIii. 3aXBOPIOBAHICTh
ZliTeH 3a JaHUMU KaHaAChKUX BueHUX 3 2000 poKy MiZIBUIIIMIIACH
Z10 6,39 BumnazkiB Ha 1 MJIH. HaceJleHHd 3a PiK.

ETtionoria I'B HeBizoMa. [1eBHy eTioOTiuHy poJIb BiZlirpaioTh
indexuiiHi arentu: xsmamizii, Helicobacter pilori, nuTomeraso-
Bipyc, Bipycu remarutiB B i C, Emmrretin bapp BipycHa iHdekIis.
BusHauaeTbca acolialiifi 3axBOpIoBaHHA 3 IapBoBipycoMm B 19 i
3osotucTuM cradimokokom (Staphylococcus aureus).

TpurepHy pojb MOXYTb BiZlirpaBaTy rilepyyTIuBICTD [0 aH-
TUOIOTHKIB, MPOTUTYOEPKYIbO3HUX, IIPOTUBIPYCHUX MpEIapariB,
cynbdaHiIaMiziiB, 0COOJIMBO PU ZOBrOTPUBATIOMY iX IIPUOMI, Ta
iIMOCHHKpAa3ia 0 CUPOBATOK i BAKLIWH.

HenpsamMum migTBepAKeHHAM eTioNoriYHOi posti iHpeKIiHHIX
areHTiB € YyacTe BUHUKHEHHA ab0 3aroCTPeHHs 3aXBOPIOBAHHA B
OCiHHBO-BEeCHSHI Iepiofu POKY, mmiciisa nepeHecenux ['PBI, a Takox
YTBOPEHHsSI T'PAHY/IbOM, fIK BiZjoOpakeHHS iHAYKOBAaHUX iHpeK-
iero T-KJIITUHHUX peaklIiiii opraHisMy. He BUKJItOUaeThCA IeBHA
POJIb HAABHOCTI CKJIaZIHOI B3a€MO/ii MiJK BILTMBOM Pi3HUX paKToO-
PiB HaBKOJIMIIHBOTO CepeIOBUINA Ta CIIaZKOBOIO CXWIBHICTIO IO
aKTHBAallii ayTOIMyHHHUX peaklIiiii Ta 3amnajbHUX IIPOIIEeCiB B opra-
Hi3Mi.

IMTaTorenes. [IpoBizHy posnb B atoreHe3i I'B Ha TenepinrHii
Jac BiBOAATh aHTUHEUTPOPLIBHUM IUTOIUIA3MATUIHUM aHTHUTI-
nam (AHITA), siki B akTHBHi# ¢azi xBopobu BUABIAIOTE ¥ 80-90%
MAIli€EHTIB, a iX TUTPU 3HAYHO 3POCTAIOTh NIPU peliu1Bax 3aXBO-
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proBaHHA. B skocTi anTurena AHIJA BucTymae ¢pepMeHT CepHUHO-
Ba mpoteiHasa 3 (ITP3-AHIIA), kWil 3HaXOAUTbCA B a3ypodiib-
HUX rpaHynax HeiTpooiniB. Cepes edexriB [TP3-AHIIA npucyTHA
CIIPOMOJKHICTb aKTHBaIlii HEUTPOPiNiB 3 yTBOPEHHAM aKTHUBHHUX
$bOpM KHCHIO, CEKpellielo elacTa3y Ta MpoTeiHasu 3, M0 CIpUse
YPaXeHHIO CyZIMHHUX CTIHOK Ta TKAHWH B OPraHi3Mi XBOpUX.

[TaTorenetnuHy posb npu ['B TakoxX BiZirparoTh cucTema
KoMILUIeMeHTy Ta yrBopeHH: LIIK. AuTUTiNA 0 TpoTeinasu-3 (AIT3-
UAHILI) 3B’a3ytoTbCsl 3 UM (GEPMEHTOM, [0 HUX IPUEAHYETHCS
KOMIUIEMeHT i yTBoprotoThbesa LK, AKi ypakaroTh KIITUHU eHZAOTe-
JIiO Ta CIPUAIOTH 3allaIbHOMY IIpOoliecy B CyZMHAaX i M03acyZAUHHUX
TKaHWHax. [Ipu ypaskeHHi HUPOK y XBOPUX BUABJAIOTh aHTUTLIA
J0 iHImoro ¢pepMeHTy a3ypodiIbHUX rpaHy/1 HEUTPodiIiB — Mieso-
repokcyziasu (MITO-AHIIA), i aHTHTIIA iHAYKYIOTh PO3BUTOK He-
KPOTHYHOTO IJIOMEPYJIOHEDPUTY Ta FeMOPariyHOro KaIiIAPUTY.

IMaromopdotoria. /g I'B xapakTepHUM € TaHApTePiiT ce-
peZHiX Ta ApiOHUX apTepiii MiKPOLMPKY/IAPHOTO Pyc/a y BUITIALL
MYKOigHOi fe3opraHizalii crosydHoi TKaHUHH, GiOpUHOIZHOTO
HEKPO3Y CTiHOK CYZWH 3 HAaCTYITHUM CKJIEPO30M, CTEHO3yBaHHAM
Ta YTBOPEHHAM aHEBPU3MAaTUYHUX PO3LIMPEHb. YPaKeHH CyJUH
HOCATb CUCTEMHUU XapaKTep, /10 [TaTOJIOTiYHOTO Mpoliecy 3ayda-
IOTbCS HE TUIBKU cepeZiHi Ta Api6GHi apTepii ajne i BeHU ycix Kauri-
opiB.

Y crinkax ApiOHUX apTepiil Ta BEH, B OTOUYIOUHX iX TKAHUHAX
bopMyIOThCA 3anabHi IPAHYJIBOMH 3 MOMIMOPPHUM CKJIAZIOM Ta
6e3nOpAAHUM PO3TalTyBaHHAM KJITHH. Ha movaTKy maTosioriyHo-
T'O MPOIIECY TPAHYIbOMHU CKJIAZAIOTHCSA 3 IiM(OIIUTIB, TiCTIONUTIB,
HeUTpodiniB, e03MHODITIB, B IOAAIBIIIOMY ITPU TPUBAJIOMY IIPOIIe-
ci B rpaHy/ibOMax MpeBasooTh Gibpo6IacTy Ta IUIA3MOITUTH.

fBuia rpaHys€MaTO3HOTO 3anajeHHA Ta HEKPOTUYIHOI'O Ba-
CKYJIITY CIIOCTEPIraloThCs B CIM30BUX 0OOJOHKAX BEPXHIX ANXaAJTb-
HUX LIUIAXIB, JOAATKOBUX I1a3yXaX HOCA, HOCOIVIOTKH, B TKAHUHAX
OpOHXIB i JIereHb.

Y HUpKax rpaHyJIbOMHU cliocTepiratoTbcsa pifko. Ha mouaTky
3aXBOPIOBaHHSA 3’ABJIAIOTHCSA O3HAKY BOTHUIIEBOTO YU AUPY3HOTO
iHTpaKamiIAPHOTO IVIOMEPYJIOHEDPUTY, B ITOJATBIIIOMY €KCTpaKa-
MUIAPHOTO HEKPOTUYHOTO ITIOMePYIOHeDPHUTY.
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Knacudikanisa I'B. 3anmponoHoBaHa Acollialfi€lo peBMaToJIO-
riB Ykpaiau (2004):

I. Kniniko-moponoziuHa xapakmepucmuxa ypaiceHs:

- JlezeHi: iHOLIBTpPAaTUBHE YpaXKEHHS JIET€Hb 3 PO3BHUTKOM
JIMXaJIbHOI HeZIOCTATHOCTI, iHpapKTH JiereHb, IJIEBPUTH, abcIiecH,
JilereHeBi KpoBOTeui, 6GPOHX000CTPYKTUBHUM CUHAPOM;

- 8epXHI OUXANbHI WJSIXU: PUHITH, CUHYCHUTH, BUPa3KOBO-
HEKPOTHUYHE YPa’KeHHS CJIM30BOi OOOJOHKU IVIOTKH, TOPTaHi,
Tpaxei, BUPa3KOBUU CTOMATUT, XEWJIIT, HEKPOTUYHE YpaKeHHS
MUTJATUKIB;

- wkipa ma m’a3u: mosiMopdHa eK3aHTeMa, reMopariyHi
Ta MAaly/JbO3Hi BUCUIIKYU, BUPA3KOBO-HEKPOTWYHI 3MiHM IIKipH,
BY3JIMKU, MiOTIaTis 3 pO3BUTKOM aTpodii;

- CcepeaHii 06JiTePYIOUYUH OTHUT, TaOipUHTHUT;

- HEKPOTHU3YIOUHU CKJIEPUT, KOH IOHKTHUBIT, KEPATUT;

- cepue: KODOHapuT i3 PO3BUTKOM imeMii MiOKapzy,
MIePUKAPANT, MiOKap/IUT, EHJ0KapAUT, OpMyBaHH Ba/| KJIallaHiB;

- cyesnobu: apTpUTH, apTpaJrii;

- ceuo8a cucmema: reMOpariYHUN IUCTUT, HedpoIaTis;

- IIIKT: rocTpuii abo XpOHIYHUN TTAHKPEaTUT, BUPA3KOBO-
HEKPOTUYHi 3MiHU [Te4iHKU, KPOBOTEi;

II. Tlepe6ie: ToCTpUiA, MATOCTPUMA, XPOHIYHUM;

III. Cmynins akmueHocmi: 0 — aKTUBHICTh BifCyTHs; I — Mi-
HiManbHa; Il — momipHa; III — Bucoka.

Kiiniuna kaptuHa. [ToyaTok XBOpoOU MOKe OyTH TOCTPUM
(3 PO3BUTKOM KJIIHIYHOI CUMIITOMATHKH TIPOTATOM JAEKiTbKOX
TKHIB) ab0 mepBUHHO-XpoHiYHUM (Tab. 8.9.).

BusHavaloTh HACTYIIHI CTaZii pO3BUTKY I'PaHyJIeMaTO3HOT'O
MOJTiaHTIiTYy:

I — ToKasibHE YpaykeHHS BEPXHIiX AWXATbHUX IUIAXIB, Cepe-
HBOTO ByXa, OYel;

IT — nereHeBa (ypakeHHs JieTreHb 3 IPOSIBAMU BUPA3KOBO-He-
KPOTHUYHOTI'O 3alajieHHs);

III — renepaiizanii mpouecy 3 ypaskeHHAM, HUPOK/IHIINUX
BHYTPIILIIHIX OpraHis;

IV — HUpKOBa Ta/ab0 JiereHeBO-ceplieBa HeZJOCTaTHICTD, TEP-
MiHaJIBHUM CTaH.
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Tabnuus 8.9. KniHiuHi nposisu B

JlokanizaLis
npouecy

KniHiyHi cumnTomMu

YpaxeHHs Hoca

CTilika puHOpesi, THINHO-KPOB'SIHUCTI BUINIEHHS i3 HOCA,
HOCOBI KpPOBOTEYi, YTPYAHEHHs AMXaHHs, KOPUYHEBOrO
KONbOPY CYXi KipKu B MOPOXHWHI HOCA, MOTIPLUEHHST HIOXY
[0 aHocMil, nepdopallisi HOCOBOT NepeTUHKU, HOPMYBaH-
HA «CiANoBMAHOI» fechopmMalii Hoca

opraHa ciyxy

Cunycu CWHYCHT 3 pEHTreHONOrYHUMM 03HAKaMM PYNHYBaHHS Ki-
(nasyxu) Hoca CTOK, 30KpeMa CTIHOK BEPXHbOLLLEJIENHOT Nasyxu
YpaxeHHs 3HWXEHHS CRYXy BHACMiJOK FpaHyNemMaTo3HOro 3anasneH-

HAl CepefHbOr0 BYXa, MOXIMBE PYIHYBaHHS CKPOHEBUX
KICTOK, B TOMY umMchli cockonoi6HOro BiipocTKa, 3 po3-
BUTKOM NPUINYXYBaTOCTi, 3HWKEHHS CIyXy BHacnifoK 06-
niTepytoyoro i ocudpikyroyoro nabipuHTUTY

MopoxHuHa poTa

linepnnacTUYHWIA TIHFIBIT, BUPa3KM 13UKa | MOPOXHUHM
poTa, PiAAKO - MOLIKOAXEHHS NifHEBIHHS

OpraH 30py

KOH'HOHKTUBIT, CKNEpuT (4acTO HEKPOTUYHMWN), enicke-
puUT, nepepHiii yBeiT, 006CTPYKLiA Ha30MaKpPUMaNbHOMO
TPaKTy; rpaHynemato3 op6iT (NceBfoTYMOp) NposBAs-
€TbCs ek30(hTanbMoOM, 0OMEXEHHAM PYXIMBOCTI OYHOIO
AHa, KepaTUTOM, HabpSIKOM KOH'FOHKTUBMW OYHOTO s6yKa
i HabpsIKOM AMCKY 30pOBOr0 HepBa, 3aKiHYyHUMCb WOro
aTpodieto i cninoToro

3anyyeHHs
MOTKM, FOpTaHi
Ta Tpaxel

Binb B ropni, OXpUnnicTb roaocy, CTPULOPO3HE AUXaHHS,
cyOrnoTKoBuiA CTEHO3

JlereHi

Kawwenb, iHkonu HapgcafHui, 6inb B rpyaHIA KNITLI, 3a8MUL-
Ka, KpOBOXapKaHHA. Y AesKMX XBOPUX 3MiHU B JIEreHsX
BUABNIAKOTHCS TiNIbKU NpU peHTreHorpadii rpyaHol KIITKM.
MoxnuBe npuefHaHHs Audpy3HOro anbBeoniTy 3 Ma-
CUBHOK JIEreHEBOK) KPOBOTEYOH). YpaxKeHHsi OpoHxion
npuU3BOAUTb 0 MOPYLUEHHS BPOHXiaNbHOI NPOXIZHOCTI
BTOPUHHOI GpoHXianbHOT acTMK. BbpoHxianbHa ob6CcTpyK-
Lis roNIoBHMX BPOHXIB MOXe OYTU MPUUYMHOIO aTeneKTasa
cerMeHTy abo YacTKM JiereHi.
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3akKiHyeHHs Tabn. 8.9.

JNokanisauis
npouecy

KniHiYHi cumnToMM

Cepue

MepuKapauT, MiOKapauT, eHaoKapanT. PigKo ypaXeHHs
MiTpanbHoro abo TPUCTYNKOBOro KnanaHa 3 hopMyBaH-
HAM Bagu. [py KopoHapuTi po3BUBaETLCS 6oNbOBMI abo
6e360nboBuMi iHhapKT Miokapaa. Moxnneo hopMyBaHHSA
rpaHyNboMM y NPOBIAHIl cUCTEMI cepLs 3 PO3BUTKOM NO-
pylLeHb puTMY cepu (MOBHa aTPiOBEHTPUKYNsipHa BloKa-
113, NapoKcu3MarbHa Taxikapfis, MUroTiHHs nepeacepb,
CynpaBeHTPUKYNAPHAA TaxiapuTMmis)

LLInyHKoBO-
KULLKOBUI TPaKT

Pigko Backynit MeseHTepianbHUX CYAWH, MOXJMBI iH-
thapkTy cenesiHku (3a3BMyYait BU3HAYAOTbCA NPU CEKLLiN-
HOMY [OC/Ii)KEHHI). YTBOPEHHsI FpaHy/ibOMU B ClU30Biif
000NOHL WAYHKA MOXe iMITyBaTM MyXiMHY. YpaXeHHs
MiLWAYHKOBOI 3an03u NposBASETbCS rocTpum abo xpo-
HIYHUM NaAHKPeaTUTOM. lLIEMIYHNI EHTEPUT 3 MOXJIMBUM
PO3BUTKOM LUJTYHKOBO- KMULIKOBOT KpoBOTeYi, nepdopauii
CTIHKM KULUIKM.

Hupku

rmomepynoHedpuT (BackKymiT CyAMH Masoro Kaniopy Hu-
pok). Mpw Gioncii HUPOK iHOfi BUSHAYAETLCSA BACKYIIT CY-
JVMH cepeiHboro Kaniopy

YpaKeHHs WKipu

Bknitoyae nmypnypy, WO NanbnyeTbesl, BUPA3KMU, manynu,
BE3UKY/H

Cyrnobu Mirpytoui apTpanrii abo noniapTput (BeNMKMX Ta ApiOGHUX
cyrno6is) 6e3 po3BUTKY CTiliKol fedhopmalii cyrnobis

MepudbepnyHa MepucepnyHi MOHOHEBPUTH (L0 MAIOTb 3MilLaHMIA CeH-

HEpPBOBA CUCTEMA | COPHUIA | MOTOPHUIA XapaKTep)

LleHTpanbHa YpaxaeTbcs pigko. CnocTepiraeTbes KniHika XpOHiYHOro

HEpBOBa cucTtema

MeHIHTiTy. MoxuBwii iHTpaLepebpanbHuii abo cybapax-
HOIfaNnbHUIA KPOBOBUIIUB

Jle6IOT 3aXBOPIOBAHHS YaCTO IIOYNHAETHCSA 3 YPAXKEHHS BEPX-
HiX UXaTbHUX IIUIAXIB, IKE TIPOTATOM 3HAYHOI'O Yacy MOXKe OyTH
€IMHUM IIPOSIBOM XBOPOOW IpM HAABHOCTI 3arajbHO 3allajib-
HUX CUMIITOMIB (JIMXOMaHKa, CXyAHEHHs, CJIaOKiCTh, MiZIBUIIEHA
BTOMJIIOBaHICTh, 36imbuIeHHA [IIOE).

[oripieHHs c1yxy abo Horo BTpaTta CBi[YUTD PO ypaKeHHsI
y TIAIliEHTIB CepeHbOTO ByXa, HAsBHICTh CEPO3HOT'0 OTUTY. ['paHy-
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JIEMATO3 CEPEIHBOTO ByXa MOXKe CIPUYMHATH Gi3nIHUH THCK Ha VII
mapy 4eperHUX HEPBiB, 1[0 po3TramoByesbesa 6ina VIII mapu. Ypa-
’KEHHs BHYTPILTHBOT'O ByXa TAaKOXK MOXKE aCOI{IFOBATHCh 3 BECTUOY-
JsipHOIO AucdyHKI€o (A3BiH Y ByXax, HyZ[0Ta, TOJIOBOKPYKIHHS).

[Tpu ypakeHHi opraHa 30py CIIOCTEePiraloTbCs IOYEPBOHIHHA
CKJIEP, CBITIIOOOA3Hb, Oib B 04Yax. 3 MPOTpPeCcyBaHHSAM XBOPOOHU
PO3BUBAETHCA HEKPOTUUHUM CKJIEPUT, AKUN MOKe IIPU3BECTU /10
XPOHIYHUX BUPA30K CKJIEPU Ta BTPaTH 30py.

Y okpeMuXx Talli€eHTIB CIIOCTEPIraloThbCA O3HAKHU IMiACKIa-
KOBOI'O JIADUHIITY 3 rpaHyJIeMaTO3HUM 3alajeHHAM TrOpTaHi Ta
Tpaxei, 10 BIOJAJBIIOMY MOXKe IIPU3BECTH JO iX CTEHO3y Ta Io-
cTpoi acdikcii.

Y 3Ha4YHOI KiIBKOCTI NAIi€HTIB IEPIIOI0 KJIiHIYHOIO 03HAKOIO
MOJKe OyTH ypakeHH JIeTeHb, IIPU LIbOMY Y OKPEMHX XBOPHUX BOHO
Mae 6e3CUMIITOMHUM TIepebir i BUSBJISIETHCA JTUIIIE IIPU PEHTTEeHO-
rpadii rpyaHOi KIIiTHHU.

3MiHU 3 60Ky HUPOK BUABJIAIOTHCSA HA MOMEHT ITOCTAaHOBKU
AiarHo3dy mpubsn3Ho y 20% XBOpUX, B mogasbmiomy — o 80%.
[TopsAz 3 ce40BUM CUH/POMOM Y MAaIliEHTIB 3pOCTAOTh a30TEMiuHi
MMOKA3HUKU Ta 3HIKYEThCS KIyOouKoBa GibTpallis 3a KJIipeHCcoOM
€HZIOTeHHOT'O KpeaTHuHiHy. /luHaMika 3poCcTaHHA HUPKOBOI HeZlo-
CTATHOCTI pi3Ha: NMPU MIBUIKOIPOIPECYIOYOMY ITIOMEPYIOHED-
pUTi BOHA CTaHOBUTH Bif 4-8 TIkHIB 0 1,5-2 pokiB. Y okpeMux
xBopux HedpomnaTiss Mae 6iTbII ZOOPOSAKICHUI 1epeOir i MposBIIs-
€THCSI IOBIUU Yac JIMIIe MPOTEiHypi€lo Ta reMaTypieto. Aprepiab-
Ha rinepTeH3is He XapaKTepHa /Jis1 XBOpobu BereHepa.

Ha mowaTky XBOpoOHU y ZiTell 4acTO CIIOCTepiraroThCs ap-
TpaJrii, iHKoM ABUINA MOTiapTpuUry 6e3 CTiHKuX AedpopMariiii.
[Ipu 3ananeHHi pasaHTOBUX apTepili MOXKYTb PO3BUBATHUCA ille-
Mifl Ta TaHTpeHa NaJIbIiB.

YpaxkeHHs IIKipU Y XBOPUX MPOABJAIOTHCA reMOpariyHuMu
Ta Namy/JbO3HUMU BUCUIIKAMHU; BUPA3KOBO-HEKPOTUYHUMU 3Mi-
HaMM IIKipX HWDKHIX i BEPXHIX KiHIiBOK.

Jiarnocruka. /liaruo3 I'B rpyHTyeTbcA Ha HAABHOCTI Xapak-
TEpHOI KJIiHIYHOI TpiaZiyi: BUPa3KOBO-HEKPOTHUYHI 3MiHU Y BEPXHiX
JVXQJIbHUX NUIAXaX, Tpaxei Ta OpOHXaX, ypaXKeHHA JieTeHb, ypa-
YKeHHS HUPOK.
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BpaxoByloTbcs pe3y/ibTaTH J1aboOpaTOPHOTO OOCTEXKEeHHS
(Ta6. 8.10.), mani pentrenorpadii, KT, MPT i ricTosoriuHoro zo-
CITiPKeHHA O6ionTaTiB ypakeHUX OpraHiB (JiereHb, HUPOK abo [i-
JITHOK CJIN30BO1 000JIOHKYM Ha30(hapHUHreaabHOI 30HH).

Tabnuusa 8.10. MokasHuku nabopaTopHux TecTie npu B

JocnifkeHHs TunoBi pe3ynbtaTi
PosropHyTuii | - aHeMisi HOpPMOXPOMHa, HOpMOLMTApPHA; NPK aNbBEONSIPHIN
KNiHIYHUI KpOBOTEUi MOX/IMBA FOCTPa TAXKA aHeMis,
aHani3 KpoBi | - NeMKoLMTO3 Bifj IerKOro [0 MOMIpHOro, 3a3BuYan
He 6inble 18x10%/n — 20x10%/n
- TPOMBOLUTO3 Bijj MOMIPHOIO [0 Pi3KO BUPAXEHOTO (Kilb-
KicTb TpoMbouuTiB Big 400x10°/n, 3pigka o 1000x10°%/n)
Enektponitn | linepkaniemis y BUnafKy BUpaXKeHoi AUCYHKLiT HUPOK
MeyiHKoBI YpaxKeHHsl neviHKKM He XapakTepHe anis B, ane npu i
npobu 3aly4YeHHi B NaTONONYHKIA NpoLiec 30ibLIyeTbCS BMICT
acnapTatamiHoTpaHcdepasm i anaHiHamiHoTpaHcdepasu
y CUpOBaTLi KpOBI
PosropHyTuii |- remaTypisi (Big nerkor o BUpaXeHoi)
KNiHIYHUI - @PUTPOLMTAPHI LUNIHAPK
aHanis ceui - NpoTeiHypis
LLIOE/CPB 3HauHe 36inblUeHHs B rocTpiii ¢hasi, rapHa kopensuis
3 aKTUBHICTHO MpoLeca
AHTUHyKneapHi | HeraTueHi
aHTuTINA
Po MosuTtueHui y 40-50% XBOpUX
PisHi C3, C4 PiBHI KOMNIEMeHTa KONIMBAOTLCA Bif HOPManbHUX 40
KomniemeHTy | 36inblennx npu I'B, Ha BigMmiHy Big CUB, kpiornobyniHemii
i iH. 3aXBOPHOBaHb, NPU SIKMX IMYHHI KOMMJIEKCH, FParoThb
6inbLU BaX/IMBY poJib
AHLJA Mo3utusHuit y 60-90% xBopux npu 'B.
AHTUTINA fo npoTeiHasn 3 3HaxoaaTb Y 90% XBOpuUX
3 ypaXKeHHsIM AnXanbHUX WIAXIB, HUPOK i TiNbKK y 70%
XBOpKX 6e3 ypaXKeHHs! HUPOK
AHTUTINA 10 BusiBnatoTbCs NuLLe Yy OKpeMUX nauieHTis i3 I'B
rnomMepynsipHor
6a3anbHoi
meMOpaHu
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IHCTpyMeHTanbHi MeTOAM JOCi/keHHA. PenmezeHozpa-
@i opeanie epyoHoi knimuHu. PEHTTeHOJIOTiYHO BU3HAYAIOThCS
MHOXXUHHI OilaTepasbHO PO3TAlllOBaHi BOTHUIIEBI TiHi, BY3JTUKH
Ta iHQIIBTPaTH, AKI CXWIBHI [0 JECTPYKLii 3 YTBOPEHHAM TOH-
KOCTiHHUX ITOPOXKHUH, 30ibIeHi TiMbOBY3/H, O3HAKH aTeJeKTa-
3iB, HAsIBHICTb €KCYZATUBHOTO TUIEBPUTY.

Binbim iHGOPMATHUBHOIO /I OIIHKUA CTYIIeHS ypaKEeHHS
6ponxo-nereHeBoi cucreMu € KT BHCOKOPO3IOAUIBHOI 3ZIaTHOCTI
Ta MPT. B jilereHsiX BUABJSAIOTHCA MHOXKUHHI IBOCTOPOHHBO PO3-
TalIOBaHi BY3JMKH, HecrelndiyHi mapeHxiMaTo3Hi iHinbTpaTy,
MOPOXXHUHU po3mnajy, iHPapKTH, AUIAHKU MepUOPOHXiaIBbHOTO
3alajieHHs, IVIeBPaJbHOI'0 BUNIOTY. MOXXJIMBUM € BUABJIEHHA CTe-
HO3Yy T'OpPTaHi, OKpEMHUX ALITHOK Tpaxei, OpOHXIB; TOTOBIIEHHS Mi-
’KaJbBEOJIAPHUX NePeTUHOK, O3HAKU Ypa)keHHA IepudepruyHux
BiZZiTiB lereHeBUX apTepild.

Hocnidncenus @dyHxuii 308HiWIHbO20 duxaHHAa (crmiporpa-
¢ida, mynbcokcuMeTpist). Ilpu npoBegeHHi criporpadii maixke y
50% XBOpUX BUABIAIOTHCA MOPYIIEHHS GYHKIlI OpOHXO-JIereHe-
BOi cuCTeMU 33 OOCTPYKTUBHUM TUIIOM Ta Y 30-40% — 32 pecTpyK-
TUBHUM. CTyIiHb MOPYIIEHHSA ra3000MiHy B OpraHi3mi OI[iHIOIOTh
3a J0TIOMOTOIO0 ITY/IbCOKCUMETPIii.

Tl'icmonoziuHe sugueHHs 6ionmamis. Y jereHeBil TKaHUHI
BUABJIAIOTh O3HAKU 'PaHy/IeMaTO3HOI'O 3alajleHHd i BaCKyJIiTy. Y
CIN30Bil 00OJIOHIII BEPXHIX AMXAJbHUX IUIAXIB — O3HAKH I'PaHy-
JIEeMaTO3HOI'O 3alajJeHHA Ta HeKpo3y; ABUIA BACKYIITY MOXYTb
He IIPOABJIATUCA. bioNTaTu HUPOK MiZITBEPAKYIOTh PO3BUTOK He-
KPOTHU3YIOUOT'0 INIOMEePYIOHEDPUTY.

JudepeHiiiinuii giarHo3. HaBegenwuii B Tabsuii 8.11.

Ta6bnuusa 8.11. [ucbepeHuianbHa giarHoctuka B

Ho3onoris BiiMiHHI 03HaKK

MikpockoniyHui Hemae pyiHyBaHHS TKQHWUH BEPXHIX AUXanbHUX

noniaHriitT LNAIXIB | iereHb, BifCYTHI rpaHyboMM

Cunppom Yapaxa- | B aHamHe3i HasiBHa aneprisi, xapakTepHa eo3uHodinis,

Ctpocca BiJJCYTHi rpaHyibOMM

CYB HasiBHICTb aHTUHYKNEapHUX aHTUTIN, aHTUTIN 40
gsocnipanbHoi IHK i S_-aHTureHy

CuHppom Y XBOpMX BU3HAyalOTbCA aHTUTINA 40 BasanbHUX

lyanacyepa mem6paH
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Jiaruo3 I'B 6a3yeTbcd Ha BUKOPHUCTAHHI KIacudikamiitHuX
KpUTEpIiiB JiarHOCTUKH, AKi Oyau po3pobisieHi AMEpPUKaHCHKOIO
Koseriero Pesmarouioris (AKP) (Ta6. 8.12.).

Tabnuus 8.12. Kputepii giarHoctuku 'B AKP (1990)

1. 3ananeHHsl HOCOBOI i POTOBOI MOPOXXHUHK

Possutok GonicHux abo 6e360nicHUX BUpa30K MOPOXHMHM POTA, THiliHI abo
KPOB'SIHUCTI BUAIIEHHSA 3 HOCA.

2. MaTonoriyHi 3MiHN Ha peHTreHorpaMi JiereHb

HasiBHiCTb BY3nuKiB, (hikcoBaHMX iH(iNbTpaTiB abo MOPOXHUH po3nagy.

3. 3miHa ceyoBoro ocafy

Mikporemartypis (>5 epuTpoumTis B nosi 30py) abo epuTpoLUTapHi LUNiHAPYU
4. [paHyneMaTo3He 3anaseHHs npu Gioncii

licTonoriyHi 3MiHW Y BUrNSAi rpaHyieMaTo3HOro 3anasieHHs B MeXax CYJUHHOT
CTiHKU apTepii abo B nepuBackynsipHii, abo ekcTpaBa3abHiii 06nacTi (apTepin
abo apTepion)

HeobxigHa KinbKicTb KpuTepiis: 2

Yytnusictb: 88,2%, cneundivHictb: 92%

CrienudiyHUM JiarHOCTUYHUM MapKepoM I'B € BUABIeHHA B
CHPOBATIIi KPOBi aHTUHEUTPOPLIbHUX IIUTOIIA3MATUYHUX aHTHU-
TiT, a came ix ¢ppakiii (MAHIIA), AKi pearyroTs i3 mpoTeiHasoro 3.
YyTIUBIiCTh LIBOTO TECTY 3aJIEXKHO BiZl aKTUBHOCTI XBOpoOM Ta ii
crazii craHoBUTH 0 90%, a crierudivHicTh — 98%.

IMpuknaz ¢popmyarOBaHHS AiarHO3y. I'B, rocTputi nepeoir,
aktuBHicTb I, crazis III, ypakeHHA BepxHiX AUXaJbHUX ILIAXIB
(cunycutn), nerendb (iHOiNMBTpAlis, AuxanbHa HeAOCTATHICTH II-
I1I), HupoK (rmoMepynroHeDPUT, TPOTEiIHYPisi, reMaTypis).

JlikyBaHHA. MeToro nikyBaHH:A ['B € iHAyKIlifA, ZOCATHEHHSA Ta
MiATPUMKa peMicii Briepiiie iarHOCTOBAaHOTO ab0 MEPCUCTYIOUYOT0
I'B, MeTOZI0M IpU3HAYeHHS aTOTeHETUYHO OOIPYHTOBAHOI Ipo-
TU3alaJlbHOI Ta IMyHOCYTIPECUBHOI Tepartii:

- I'KC - nipeziHi300H y 71031 1 Mr/Kr 00y Ha 1-2 MicA1li 3 o-
JIAJTBIINIM TIOCTYIIOBUM 3MeHIIEHHAM Z060BO1 103U 10 MiATPUMY-
I040i Ta BiZIMiHOIO ii IPU JOCATHEHHI CTiMKOi peMicii.

- [[umocmamuxu (tuxnodpochamig abo azaTiONpHH) OAHO-
yacHo 3 'KC y roctpomy nepiozii XBopoou.

Luknodpochamis - y mo3i 1-2 Mr/kr go6y (He Ginbiie 60
MT') IPOTATOM POKY, TIOTIM IIiJi KOHTPOJEM CTaHy AWUTUHU Ta Jia-
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60paTOpHUX MOKA3HUKIB IMOCTYIIOBO, IO 12,5 MI' KOXKeH MiCAIlb,
3MEHIIYIOTh ZI03y IIpernapary.

A3zaTiolpvH Ha MepIIoOMy THKHI — 25 MT Ha 106y, TIpu 106piii
IEPEHOCUMOCTI 03y MiZIBUILYIOTh 10 2 MTI'/KT/Z00Y.

Y BUIaZIKax BUCOKOTO CTYIIeHA aKTUBHOCTI I'B mpu3HavaeTs-
Cs MyJIbC-TEPAIis NMPeAHi30JI0HOM Ta HHUKJI0PochaHOM 3a CTaH-
ZIApTHOIO MeTOAMKOI0. B ocTaHHI poKu 3HaYHe Miclle B JIiKyBaHHI
Pi3HMX HO30JIOTiYHUX (GOPM BaCKYJIITiB 3aliMarOTh I'e€HHO-iH)Ke-
HepHi biosorivyni mpenapatu (I'IBIT).

3rigHo pexomeHzanii 2021 poky AmepukaHcbkoi Koserii
PeBmarosioriB Ta ®onzy BackysitiB (VF) 3amicTh nukiopochami-
Zly IpY BIIEPIIIe iarHOCTOBAaHOMY IIPOTPECYI0YOMY ab0 MEPCUCTY-
I0YOMY JKUTTEBO3arpoxytodomy I'B, abo mpu ypaskeHHi y XBOpHUX
’KUTTEBOBAXKJIMBUX OPraHiB 3aMicTh IUKI0P0ochaHy PeKOMEHIO-
BaHO IPU3HAYATHU PUTYKCUMAaO: AiTaAM B z03i 375 mr/m? 1 pa3 Ha
TIKJEHB IPOTATOM Micsts (4 pa3u) abo B 103i 575 mr/m? (turoia
moBepxHi Tia <1,5 m2) yu 750 mr/m? (rwioma = 1,5 m?) He 6inblie
1000 mMr 3a B/B BBeZIeHHA 3 iIHTEPBAJIOM 2 THXKHi.

Y BUIaZIKy IPOTPeCyI0Yoro nepebiry xBopobu 6e3 ypakeHHs
KATTEBO BAXXJIMBHUX OPraHiB Ta 3arpO3U KUTTIO JUTUHU PEKOMEH-
ZIOBAHO MIpHU3HAYaTU METOTpeKcaT (BHYTPILIHBO YU MiZIIKIPHO Z0
25 mr/TwxzaeHs), kpaie B koMbiHarii 3 'KC. Taka kombiHarris
Ma€ TepeBary Iepe/ 3aCTOCyBaHHAM KOoMOiHallii a3aTiomipruHy 3
I'KC abo mikodeHomaTy modetmry 3 I'KC.

[Tpu focArHeHHi pewMicii, MiATpUMYIOUy Tepallilo Y XBOPUX 3
YPa)KeHHAM >KUTTEBOBAKJIMBUX OpraHiB Kpallle IPOAOBXYBaTH
putykcumabom (B Z03i 250 mr/m? 1 pa3 Ha 6 MicAIliB), HiXK Me-
TOTPEKCAaTOM YU a3aTiOIPHUHOM.

ITamieHTaMm, IKi OTPUMYIOTh PUTYKCHUMA0 MpH riloraMmarsio-
oyninemii (IgG <3 /1) Ta pelUAVBYIOYMX iHOEKITIAX PEKOMEHIO-
BaHO IIPU3HAYEHHS BHYTPIlIHbOBEHHOTO iMyHOIVIOOY TiHY.

Y Bunazkax I'B peppakropHoro go jikyBanus I'KC, iiurocra-
TUKaM¥, PUTYKCUMAaOOM ZI0ZaTKOBO MPU3HAYAIOTh BHYTPIIIHBO-
BEHHUH iMyHOTJIOOYJTiH.

3a rokas3aMu B KOMIUIEKCHOMY JliKyBaHHi ['B BUKOpHCTOBY-
I0Th!

- aHTUKOATYJITHTU: TenapuH B 03i 150-300 O/l /xr/z#o0y miz-
IIKipHO, 4 BBEZIeHHA I1iJ] KOHTPOJIEM [TIOKa3HUKIB KoaryJorpamuy;
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- aHTHUAarperaHTH: IeHTOKCUPITiH, AiMipuAaMoI, TIKJIOTiAMH
(3 14 pokiB) 1iJ KOHTPOJIEM ITOKA3HUKIB KOAryJorpaMu, KiTbKO-
CTi TPOMOOITUTIB.

JlikyBaHHA 00’€MHUX YTBOpeHb (IICEBAOTYMOp OpbiTH) Ta
HiICTYIKOBOTO Ta/abo eHJ0OpPOHXiaTbHOTO CTEHO3y MPOBOJATH
Ha/lalouM IepeBary iMyHOCYIIPDECUBHil Teparii Ta y cmiBmpari 3i
crerfiajictaMu — OTOJJADUHTOJIOTaMU ab0 IMyJIbMOHOJIOTaMH, SIKi
MaloTh JOCBIT y JIikyBaHHi ['B.

B mepiozi pemicii marjieHTaM 3 TepMiHAJIbHOIO CTaZli€l0 XPO-
HiYHO1 XBOPOOU HUPOK MOXKe OyTH PO3IVIAHYTE MUTAHHSA PO TPaH-
CIUIaHTallil0 HUpKU. Ha TemepiurHili yac BBa)KaeTbCsA, 110 PU3UK
BiITOPTHEHHA TPAHCIUIAHTAHTY y TaKWX XBOPHUX BUIIeE, HiK IpU
{HIIMX 3aXBOPIOBAHHAX, ajie OCOOJIMBY yBary y TaKMX XBOPHUX Ha-
JIal0Th iX MOHITOPUHTY IIOZI0 TONepeKeHHA PeliUANBY BACKYJITY.

IMporuo3s npu I'B He 30BCiM CIpUATIUBUMN. Y BUNAAKaX ITi3-
HbOI [iarHOCTHMKU 3aXBOPIOBAHH{A, HEaZ[eKBaTHOI'O JiKyBaHHA
Maiike 80% XBOpPUX MalOTh HECIIPUATIUBUM MPOTHO3 MPOTATOM
nepuoro poky. [IporHos 3Ha4yHO NOKPAIMBCA IiC/IA BBEJeHHA B
IpaKTHUKY JikyBaHHA koMmbiHamii I'KC ta nukmodocdany i 3acro-
cyBanHss I'IBIT (puTykcumab).

BaxMBMMU B MOKpAllleHHI [IPOrHO3Y € paHHA AiarHOCTHUKA
Ta CBOEYACHO po3IoYyaTa arpecMBHAa Teparllid 3TiZJHO aKTUBHOCTI,
KJIIHIYHUX 0COOIMBOCTEH, epebiry Ta crazii XxBopobu, HasBHOCTI
i CTyIleHA ypaskeHHs KUTTEBOBAXXJINBUX OPTaHiB i cCUCTEM.

MikpocKoniYHUIA NoNiaHriiT

Mikpockoniyauii nomianriit (MITA) — 1le HEKpPOTU3yIOUUI
BaCKYJIT ApiOHUX cyauH (KamiisapiB, BeHys, apTepion) 6e3 abo 3
MiHiMaJbHOIO KiTbKICTIO IMyHHUX J€TI03UTiB, Y KIiHIUHiN KapTHUHI
SKOTO MEPEBAYKAIOTH SIBUIIA HEKPOTU3YIOUOTO IIOMepy/IoHepU-
Ty iJIereHeBi KaliIapUuTH.

Briepiire xBopo6a 6ysia BilokpeMIeHa Bifl KJIACUIHOTO BY3JIU-
KOBOTO TlepuapTepuity v 1948 poiii, konu Davon i3 crriBaBTOpamMu
il Yac pO3TUHY BUABWIU BUIAJKU HEKPOTUYHOTO IVIOMepyJo-
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HedpUTy, IPU AKUX OY/IM BiACYTHI ypaKeHHA CYAUH CEPEIHBOTO
Kanbpy, apTepiaibHi aHEBPU3MU Ta iHGAPKTU HUPOK.

Y 1994 porii pe3ynabTaToM KOHCEHCYCHOI KoHQpepeHIii Ya-
nen-Xisut (CHCI) craso 4diTke BU3HAaYeHHS OCHOBHOI Pi3HULI MiX
MITA, AK BacKyJIiTOM B apTepioyiax, BeHyJax abo Kaliiipax Ta
kiaacruyHuM BII, 19 AKOTO XapakTepHe NepeBa)KaHHA ypaKeHb
CYZIUH CepeHbOTO Kasiopy.

Enizemiosiorisa. 3axBoproBaHict Ha MIIA crarnoButh 0,36
BunazkiB Ha 100 000 HacenmeHHs Ha pik. CepeZ mopocaux MITA
ZiarHocTytoTb ¥ 10 pa3iB uactinite, Hixk BI1 iy 2 pa3u yacrilile, HixK
I'B. 3aXBOpPIOBaHICTh Y AiTEH HEBiZjoMa, YacTillle XBOPiIOTh 0COOH
YOJIOBIYOi CTAaTI.

ETtiosnoria. [TpuunHu MITA HeBigoMi, TeHETUYHA CXWIbHICTh
He ZloBeZleHa.

IIaToreHes. BaxxyjiMBy poJib B MaToreHesi 3aXBOPIOBaHHSA Ha-
JJAl0Th AaHTUHEUTPODUIBHUM IIUTOIUIa3MAaTUYHUM aHTUTLIaM. J[o
70% xBopux Ha MIITA € AHIIA-TO3UTUBHUMU.

IMaTomopd¢onoria. Mopdosnoriuaumu ocobmuBocTamu MITA
€: HEKPOTHU3YIOUMH BaCKyJIT APiOHMX cyauH (Kaniiapis, apTepion
i BeHyJ1), IKUU Ma€ pO3MOBCIO/KEHUM XapaKTep; BiZICyTHICTb rpa-
HY/IbOM, BOTHHII] po3nay TkanuH, LITK abo aHTUTII 10 6a3aibHOI
MeMOpaHH; ZOMiHyIOYa MPUCYTHICTh HEUTPODLTIB B 3aNIaIbHOMY
in¢ginprpari. Halibinbln xapaKTepHi MaTOJIOTIUYHI 3MiHM BUSIBJIS-
I0ThCA Y HUPKaX, LIKipi Ta JiereHAX. B HUpKax Iie ABuUIla cerMeH-
TApHOTO HEKPOTHU3YIOUOrO IJIOMepPyIoHepPUTY, IKUHN MOESHYETh-
¢S 3 eKCTpaKalIIpHOIO IpoJidepalliero emiTenialbHUX KITHH i
$bopMyBaHHAM ITiBMIiCAIIIB.

Knacudikania MITA. 3anpornoHoBaHa Acollialli€elo peBMaTo-
soriB Ykpainu (2004) i HaBezsieHa B Tabsuti 8.13.

Ta6nuusa 8.13. KniniuHa knacudikatiis MIMA

Mepebir FocTpuit
MigrocTpuii
XPOHIYHWMIA
CTyniHb aKTUBHOCTI BigcyTHs (0)
MiimanbHa (1)
MomipHa (I1)
Bucoka (Il
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3aKiHyeHHsa Tabn. 8.13

KniHiko-mopdhonoriyHa xapakTepucTuKa ypaxeHb
Hupku ®oKanbHUi, cerMeHTapHUI, HEKPOTU3YHUMI
eKcTpakaninsapHuit rnomepynoHedpuT, M'aka
apTepianbHa rinepreHsis

KicTkoBO-M'si30Ba Aptpanrii, mianrii, apTput

cucTeMa

Lkipa Mypnypa, Be3uKyno-nanynbo3Huii BUCKn,
BUPA3KOBO-HEKPOTUYHI 3MiHM

JuxanbHa cuctema ATpochiuHNit HEKPOTU3YHOUUIA PUHIT, CUHYCUT,

NereHeBi KaninsipuTu, HEKPOTU3YHOYUIA aNbBEONIT 3
remoparisimu, nnespuT

MepuchepuyHa HepeoBa | lMoniHenponarTis

cuctema

Kniniuna kaptusa. I[Ipu MIIA croctepiraerbcsi KOpOTKUN
MIPOJPOMAbHUM TIEepioZ 3 TepeBaKHO HeclneludiyHUMU CKap-
raMy TPHUIONOAIOHOrO CUHApPOMY. B mozanbiiomMy, B IOYaTKO-
Bilf cTazii XBOpoOU 3'ABJISAIOTHCA YPOKEHHSA BEPXHIX AMXATbHUX
NUIAXiB (PUHIT, TATOJIOTiA MTPUJATKOBUX Ma3yx HOCA, CepeIHbOT0
ByXa), BUHUKAIOTh TUIIOBI ypaKeHHA HIKipu. B po3ropHyTiii cTa-
Zlii OCHOBHUMU € Ypa)KeHHSI HUPOK i JiereHb. K/iHIYHO ypa)keHHs
HUPOK HaMyacTillle MPOSABISAIOTHCA IIBUAKOIPOrPECYIOYMM IJIO-
MepyIoHeGPUTOM 3 HEGPOTUIHUM CHUHAPOMOM, Pifllle — TLTbKHU
CeY0BUM CUHZpOMOM. JlereHi ypaxkatoTbes y 12-30% xBopux. Kiti-
HiYHi MPOSABU: KallleJb, OUTh Y TPYAHIN KT, KPOBOXapKaHHS,
MOJKJIMBA JleTeHeBa KPOBOTeYa.

JiarHocTHKa.

JlabopamopHi docnidnceHHs. B 3arajibHOMY aHasli3i KpoBi
BUSBJIAIOTh HEUTPOOIIBHUN JieliKouTo3, miaBuineny IIOE, mo-
MipHY TilTOXpOMHY aHeMito. XapakTepHuM i MIIA e migBuiiieH-
Hsa kKoHIeHTpauii CPb, y 40-50% BumnazkiB BuABisaioTb PO. ITiz-
TBEpP/KYETbCA /liarHO3 BU3HAUYEeHHAM MepuHykiaeapHux AHIIA,
SIKi pearyoTh 3 MieJlollepoKcH/1a3ot0. B aHamisi ceui — mikporema-
TyPpis, IpOTeiHypif.

TI'icmonoziuni docnionceHHs. Jisi iaTHOCTUKU BUKOPHCTO-
BYIOTb OiONTaTH IMIKipW, HUPOK, JIeTe€Hb. Y MIKipi BUABJIAIOTH 03-
HaKU JIEUKOIIUTO-KJIACTUIHOTO BACKYJIITY; Y HUPKAX — KaiIsApUT
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KJIyOOUKiB, cCerMEHTapHUI HEKPOTU3ytounii HedpuT, Akuii y 80-
90% TOeAHYETHCA 3 EKCTPAKAIISIPHOIO MpoJtideparliiero emireri-
aJBbHUX KJIITHUH i OpMyBaHHAM MiBMicALIB. B OKpeMUX BUIIafKaxX
BUABJISIIOTh TyOy/IOIHTEPCTUI[iaTbHUN HePUT. B sereHsax Bu3Ha-
YalOTbCA CENTaNbHI KAaNUIAPUTU 3 HEUTPOdimbHOIO iHINBTpalli-
€10, PiIKO — HEKPOTU3YIOUUI albBEOTIT.

IncmpymeHmanwvHi 0ocnionceHHs. TIpy peHTTeHOJIOTiYHOMY
JIOCTi/)KeHH] BUABJISIIOTh TPAH3UTOPHI JiereHeBi iHQinbTpaTy 6e3

po3mnazy. O3HaKu aJbBEOJITY.
JudepeHiiiinuii giarHo3. HaBezenuii B Tabmuili 8.14.

Ta6nuusa 8.14. ucbepeHuiiiva piarHoctuka MIMA

KniHiyHa paHynemato3s MMA CUHAPOMOM
03HaKa BereHepa Yapra-Ctpocc
YpaxeHHs | [lMepcopauisi Ho- | YpaxeHHs BigCyTHI AneprivyHuit
ByXa, HOCa, |COBOI MepPeTUHKHM, |abo nerki PUHIT, NOJIiHO3
ropna nedopmaltis Hoca, HoCa,
HeipoceHCopHa KOHAYKTMBHA
ab0 KOHAYKTUB- TYroByXiCTb
Ha TYroByXiCTb,
nifB'A3KoBUM
CTEHO3
YpaxeHHa | CknepuT, IHoAi cknepuT, [Hoai cknepuT,
oyei enicknepur, enicknepuT, yBeiT enicKnepuT, yBeiT
yBEIT, opbiTanbHa
MnceBoNyXIuHa
YpaxeHHst | Bysnuku, iHdinb- | AnbBeonsipHi AcTma, nerki
nereHb TpaTu abo NopoX- | KpoBoTeui iHiNbTpaTH,
HUHW, aNbBEOJISIPHI anbBeoNspHi
KpOBOTEYi KpoBOTEeYi
YpaxeHHs | CermeHTapHui HekpoTusytounii CermeHTapHumn
HUPOK HEKPOTU3YHOUNIA rNoOMepynoHehpuT 3 | HEKPOTU3YHOUMI
rnomepynoHedpuT, | eKCTpaKaninspHoH rnomepynoHed-
iHofi rpaHyneMa- | nponicepauieto enite- | put
TO3Hi 3MiHU nianbHUX KNITUH | hop-
MYBaHHAM MiBMICAL,iB
YpaxeHHs | IHofi ypaxeHHs YpaxeHHs BuHukarotb | CH
cepus KnanaHiB pifKo
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3aKiHyeHHsa Tabn. 8.14

Kniniyna paHynemaTo3 MMA CUHIPOMOM
03HaKa BereHepa Yapra-Ctpocc
YpaxeHHs | Heitponartis Heiiponatisi 3ymoBne- |Heliponaris
HEpBOBOI | 3yMOBNEHa Ha BackyniToM (58%) | 3ymoBneHa Ba-
cuctemu | BackynitoM (10%) CKyniTOM (68%)
lcTonoriv- |Jleikountoknac- | JleiikouuToknacTuy- | IHcinbTpayis
Hi 3MiHN TUYHWIA BacKYNIT, | HWA BacKyniT, TKaHWH
HEKpOTU3yLoue BiJICYTHICTb eo3uHodinamu,
rpaHynemMaTosHe |rpaHyneMaTo3HOro BaCKyJiT,
3ananeHHs 3anaseHHs rPaHynboMm
HasBHicTb | 80-90% 70% 50%
AHLA
AHUA po: |MpoteiHasm 3> Mienonepokcupaasu > | Mienonepokcu-
Mienonepokcuaasm | npoTeiHasu 3 Jasu > npoTeiHa-
3m3
EoauHodi- |IHopi, nerka Hemae 3aBxau
nist

[Tpu MIIA Ha BigMiHy Bif BI1 mpakTUYHO He MOMKOMXKYIOTh-
Cs1 CyIUHU CepeHbOro Kariopy, He GOPMYIOThCS aHeBPU3MU. Jjisd
KJIiHIYHOTO TIepebiry He XapaKTEepHUM TPUBAIUM i30bOBAHUMN
IIPO/POMAabHUM Iepio/;, HaBIaKU y XBOPHX LIBUJAKO IPUEHY-
IOThCA 3MiHU 3a/[iTHUX B TIATOJIOTiYHUM MIPOIlec OPraHiB i cucTeM.
Po3BUBA€THCA KIIIHIYHO IIBUAKO MPOrPEeCcyloYrMid HEKPOTUYHUM
rIoMepylIoHePUT, AKUH NMOEAHYETHCA 3 eKCTPAKAIILIIPHOIO IIPO-
sidepariiero emiTemiaibHUX KIITUH i GOpMyBaHHAM ITiBMIiCSIliB.
Takoxx mpu BI1 yacTirie Ha T/1i TpUBaIOro MPOAPOMAaIbHOTO ITepio-
Zly PO3BUBAIOTHCS YpaKeHHs CyIyI00iB, meprudepruyHOi i IeHTpaTb-
HOI HEPBOBOI CHCTEMH, CIIOCTEPIraroThbCsA iHGAPKTU BHYTPIlTHIX
OpraHiB, Ma€ MicCIle CEYOBUM CUHAPOM, PYHKIIisT HUPOK IOPYIITY-
€TbCA HE3HAUHO.

Y cuposarni kposi npu MIIA npucythi AHIIA g0 Mmienorne-
poKcHa3u ane xapakTepHi 4 BIl BifkmazeHHA iIMyHHUX KOMII-
JIEKCIB Y CTiHKaxX ypaXeHUX CyJIUH BiZICyTHi.

JiarHocTuuHi kpuTepii MITA BK/IIO9aIOTh:

- IuXoMaHKy, He3y>KaHH:A, CXyZAHEeHHS;

- ApTpUT, MiaJrii;
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- HasBHicTb slereHeBuX iHQiMBTpaTiB (YCKIaZHEHI KpOBOTE-
4ero);

- [lIBuAKOTIPOTpECY 0Nl TTIOMePYIOHEeDPHUT;

- lIkipHi posiBU (HEKPOTU3YIOUUH BACKYJIT APiOHUX CyZUH);

- HNO-cumrIiToMm;

- MoHo- abo noJtiHeponaris;

- HaanicTs AHIIA, 1m0 pearyoTs i3 Mie€I0IepoKCUAa3o0lo0.

IMpuknaz ¢opmyaroBaHHA AiarHO3y: MiKpOCKOYHUH 1T0-
siaHriit, migroctpuii nepeobir, akTUBHICTH Il 3 ypakeHHAM IIKipH
(Be3uKy/0-0y/TbO3HUI BUCHIT), YPaXKeHH HUPOK (TIioMepyioHed-
pUT), ToiapTpaJrii, Mmiasrii.

JlikyBaHHs. MeToto Teparrii MITA € iHAyKIlis, JOCATHEHHS Ta
MiATPUMKA peMicii, 3ano0biraHHA ypakeHHIO *KUTTEBOBAKIUBUX
OpraHiB, 3HWXEHHS PU3UKY peliU/BY.

3rizHo 3 cyvyacHuMu pekoMmenzariamu (ACR/UF-2021) ans
iHzyK1ii pemicii mporpecyrodoro abo nepcuctyrodoro MITA 3 xKuT-
TEBO3ArPOXKYIOUUM KJIiHIYHUM ITepe6irom abo 3 ypaKeHHIM KUT-
TEBOBAXXJIMBUX OpraHiB xBopuM pa3om 3 I'KC (mepopasnbHO abo y
BUIVIAZI ITyJIbC-TEpallii) llepeBary HaZ,aloTh IpU3HAYEHHIO PUTYK-
cuMaba, 3amicTh mukIodocdaHa.

Y Bumnagkax MITA 6e3 3arpo3u I XKUTTS JUTUHU Ta 6e3 ypa-
YKeHHS KUTTEBOBAXJINBUX OPraHiB iHAYKIIO peMicil TOYMHAITh
3 mpusHauyeHHs Teparii 'KC B moesHaHHI 3 MeTOTpekcaToM (per
os abo miAmKipHO), ab60 a3aTiompuHOM 4 MikodeHomaTa Mode-
TUJIOM.

[Ipu pedpakTepHOMY [0 PUTYKCUMabOy abo 1ukiodochaHy
MIIA pexkoMeHZyeTbCs IPU3HAYEHHA JOBEHHOT'O BBEAEHHA iMy-
HOIVIOOYITiHY.

Y mauieHTiB 3 BUCOKHMM PU3UKOM PO3BUTKY TepMiHalIbHOI
HUPKOBOI HEZOCTaTHOCTI /0 KOMIUIEKCHOTO JIIKyBaHHA [JOAAIOTh
wra3madepes, mimpornutodepes, imyHocopOIIito.

IIporHo3 y xBopux Ha MITA 3yMOBIeHUH ITepEBAYKHO TSDKKi-
CTIO ypa)keHHA HUPOK. 3HAYHO pijille IPUYNHOIO JIeTaJIbHUX BU-
MaJKiB € JIeTeHeBi KpoBOTeYi Ta iHGEeKUiiHi ycKIaJHEeHHS.
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Cungpom YHappxxa-Ctpocca

Cunzgpom Yapmxka-Ctpocca (CHC), (anepriyHuii rpaHy-
JleMaTo3 i aHTiiT, rinmepeo3nHodiTbHA acTMa 3 BaCKYJiTOM, €0-
3UHOQUIBHUM T'paHyJeMaTO3HUM BaCKYJIT) — TpaHy/JeMaTO3He
eo3ruHOdiIbHE 3aIaeHHs i3 3aTy4eHHAM JUXaTbHUX IUIAXIB i He-
KPOTHU3YIOUMH BACKYJIIT CYyIUH MaJIOTo Ta CEPeHbOTO Kalmiopy, AKi
9acTo TOEAHYIOTHCSA 3 OPOHXiaTbHOIO aCTMOIO Ta e03UHOPLTIETO.

Koz za MKX-10: M 30.1

OsHaku 3axBoploBaHHs Oyiau ommcaHi B 1951 pori Jacob
Churg Ta Lotte Straucc i 3 Toro yacy BOHO Ha3WBa€ThCA iXHIM iMe-
HeM — cuHzApoM Yapra-Ctpocca abo B iHIIKM TpaHcKpumiii Yep-
mxa-Ctpocca. CUC nopsiz 3 B Ta MIIA, BifHOCUTBCA [0 HEKPO-
TU3YIOUUX BACKYJIITIB, 1[0 ACOIIOIOTHCA 3 aHTUHEUTPOPLITbHUMM
LIUTOIUIa3MaTUYHUMU aHTUTLIaMu (AHIIA).

Enigemioiorida. IlJopiuna 3axBoproBaHicTh Ha CHC cknazae
Biz 0,5 10 6,8 BUMNaKiB Ha OAWH MiJIbIAOH Hace/JleHHs; a PO3IOB-
cromkeHicTs — Big 10,7 go 13 BunaakiB Ha 1 MUTBHOH HaceJleHH.
Y nmitetr CUC 3ycTpivaeTbes PifIko, YacTillle PeECTPYEThCS Yy Billi
cTaplie 7 poKiB, OCTOBIpHUX PO3OIXKHOCTEH 3a CTATTIO HE BUAB-
JIEHO.

Etionorig. He BuaBiIeHO 3B’A3Ky 3aXBOPIOBAaHHA 3 iHeEK-
1Ii€ro, 30KkpeMa 3 BipycoM remaTtuty B (sax mpu BII). BigmiueHo,
mo CHC B okpeMUX BHUIIaJKax CIIOCTepiraBcs Micjs BaKI[WHALI],
MIPOBe/IEHHS TilmoceHcubini3allii, 3acTocyBaHHSA MaKpOJIiZliB, Mpe-
mapariB i JiKyBaHHS OpOHXiaJbHOI aCTMU — aHTATOHICTIB JIeH-
KOTPi€HOBUX pelleNTOPiB Ta oMastizymaly — ImpernapaTy Ha OCHOBI
MOHOKJIOHAJIbHUX aHTUTLI, 1[0 HalIpaBJIeHi MPOTH iMyHOIIOOY/Ti-
Ha E. [IpoTe, HassBHOCTi TPUYMHHO-HACIIZIKOBOTO 3B’I3Ky 3aXBO-
PIOBAHHA 3 Zli€l0 3a3Ha4eHUX GpaKTOPiB HE BCTAHOBJIEHO.

CnazkoBa cxwibHicTb o CHC He onrcaHa. OfiHaK y TeHeTHY-
HUX JOCTIKeHHAX [T0Ka3aHO y4yacThb PAAY CIPUATIMBUX CIIAJKO-
BUX GaKTOPiB, 30KpeMa, TaIlvIOTUILy iHTepJselkiHy-10 — U110.2,
110 acCOIlifOEThCA 3 MiZBUIIEHOI0 ekcrpecieto 1J1-10; anenbHUX Ba-
pianTiB HLA-DRB1*04 i HLA-DRB1*07 i rena HLA-DRBA4, ski ya-
CcTillle BU3HAYAIOTHCA Yy MarlieHTiB i3 CUC, HiXK Y 30pOBUX 0Ci0; i,
MOXXJIMBO, oiMopdizmy CD226 Gly307Ser.
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ITaTorene3. B ayroimyHHuii nponec mpu CUC 3anydeHi
eo3nHOdinu, TiMGOIIUTH Ta eHAOTeNmiaNbHi KIITUHU. JloMiHye
Thz-TI/IH iMyHHOI BiITIOBIiZi 3 rinmepnpoAyKIli€o TUTOKIHIB Pi3HUX
BU/IiB 3allaJIbHUX IMTOKIiHIB: IL-3, 4, 5, 6, 10, 13, ®HII-q, rpany-
JIOIIUTapPHO-MaKpodaraabHOrO KOJOHIECTUMYJIOIYOro ¢$GakKTo-
pa, XeMOKiHYy.

BaxMBYy poJib B ITaTOTeHe3i BiZirpaloTh aHTUTLIA 0 JIi30C0-
MaJIbHUX (pepMeHTiB HeUTpodiniB, aHTUHEUTPODIIBbHI IUTOILIA3-
MaTuyHi antutia (AHLIA) go mienonepokcuzaasu. B oci6 i3 CHC
TuTpu TAHIIA KOpesoIoTh 3 TSXKKICTIO 3aXBOPIOBAHHSA: 3HIKEHHSA
BiZlo6pakae epeKTUBHICTb iIMyHOCYTIPECHUBHOI Tepallii, 110 IIPOBO-
AUTbCA, 1, HAaBIaKu, 3pocTaHHA TUTPiB MAHIIA po3miazaeTses Ak
03HaKa 3aroCcTpeHHs 3aXBOPIOBAHHS.

IMaTtomopd¢onoria. CUC 3aliMae IpOMiXKHe Miclle MK He-
KPOTHU3YIOUMM Ta rpaHyJIeMaTO3HUM BacKyriToM. B 6iomraTi Je-
TeHb, IIKipH, ceplid, nepudpepuIHUX HEPBIB BUABIAIOTh O3HAKU
HEKPOTHU3YIOUOI'0 Ta IPaHy/IeMaTO3HOI'O CeTMEHTapHOI'0 BacKYyJli-
Ty Cy[WH IIepeBakHO JIpiOHOrO, iHOZI cepeiHBOTO Kamibpy, BEH i
BEHYJI, T03aCyANHHI €03MHOQUIBbHI rPaHyTbOMU Ta iHGLIBTPALLit0
TKaHUH e03UHO(iIaMu.

Kiriniuna kapTuHa. XapakTepHi 0COOIMBOCTI KJIiHIYHOI Kap-
THUHU HaBeJeHo B Tabsuii 8.15.

Tabnuusa 8.15. KniHiko MopchonoriyHa xapakTepucTuka ypaxeHb npu CHC

YpaxKeHHsl AuxanbHoi AnepriyHui puHIT, acTMa, nereHeBi iHQINbTPaTU
cucTemm
LUKT FacTpuT, eHTepuT, NnepcopaLlist KULLEYHMKY,

MEPUTOHIT, KULIKOBA HEMPOXIAHICTD,
BUPa3KOBUI KONIT

CepueBo-cyjuHHa MopyLueHHs pUTMY, NPOBILHOCTI, KApAUT,

cucrema nepuKapauT, iHhapKT MiokapAa, eHAo0KapauT,
apTepianbHa rinepteHsis, CH

Lkipa lMypnypa, eputemMa, By3JIMKK1, KPOMUB'SIHKA,

niBef10, BUPa3KOBO-HEKPOTUYHI 3MiHM
MepucdepnyHa HepBOBa HeWponaris
cucTeMa

LlenTpanbHa HepBoBa EHuedbanonarisi, iHcynbT
cuctema

220



Po3pin 8. CuctemHi Backynitu y giteit

3aKiHyeHHsa Tabn. 8.15

Hupku BorHuweBnit HechpuT, HEKPOTU3YHOUMIA
rnomepynoHechpuT

KicTkoBO-M'si30Ba ApTponaris, noniapTpuT, NONIMiO3MT,

cuctema mionaris

[TpoapoManbHUM TEpioJ; MOXKe TpHUBaTHU OaraTo poKiB i xa-
paKTepU3y€eThCA Pi3HUMU ajJepTiyHUMU IIpOsSBaMU: ajlepTiuHUuMN
PHHIT, 1TOJTi03, 6poHXiajbHa acTMa, AKi 3a3BUYall Ba’KKO KOHTPO-
JIIOIOTBCA.

Y apyriti ¢pasi (eo3nHOPIIBPHUX iHGILIBTPATIB) BUHUKAE €0-
3uHOodiniA B mepudeprudHill KpoBi Ta eo3uHOdiIbHA iHPLIBTpaAIif
TKaHWH y Pi3HUX opraHax, Bkiatodatouu jereHi ta IIIKT (eo3uHo-
¢dinbHA THEBMOHIA, cuHApoM Jleddiiepa, eo3nHODITEHUN racTpo-
€HTEepUT).

Tpeta dasza xBopobU (CHCTEMHHUN BaCKYJIIT) XapaKTepH3Y-
€THCS YaCTUMH Ta BAKKO IPOTIiKAIOUMMU HarajaMu OpOHXiasb-
HOI aCTMH, TIOSIBOIO O3HAK CUCTEMHOTO BACKYJIITY.

Y TunoBux BUNAaJKaX B aHaMHe3i 3aXBOPIOBAaHHA Bij3Haya-
€Tbcs OpoHXialbHa acTMa, allepTiYHUM PUHIT, IKUI 4aCcTO YCKIIa -
HIOETBCS MOJIITO3HUMHU PO3POCTAaHHSIMM CJTM30BOi 000JIOHKH HOCA,
MIpUEAHAHHAM CUHYCHUTIB, Ta HAsIBHICTIO CKapT Ha yTpyAHEHe -
XaHHSA, Kallesb i 3aIUIIKY.

MoxksiMBa TosiBa MOPYIIEeHb YyTIUBOCTI Ta OOMEXEHHsS py-
XiB, IIT0 acOllili0BaHO 3 PO3BUTKOM ITOJIIHEBPUTY i TAKUX CKapr, K
C/1abKiCTh, BKJIIOYAIOUU «CTOITY, IO 3BUCAE», OHIMIHHSA KiHITIBOK
Ta iHIIe.

Cepes iHIITUX CUMIITOMIB Y XBOPHX Bi[3HAa4al0Th BTOMY, OilTb
y cymnobax, MiaJrii, a TaKoXk BULIEHHS 3 Hoca abo 3aKjIaZIeHiCTh
HocCa.

YpakeHHA HUPOK He € YacTUM KJIiHIiYHUM cumitomoM CHC.
3HAYHO YacTillle y XBOPUX BUABJAIOTHCA YpaKEHHS CeplieBO-Cy-
JVHHOI cucteMu (MiOKapZAWUT, MOPYIIEHHA PUTMY, apTepiajbHa
rifepTeH3is, peCTPUKTUBHA i AWaTalliliHa Kap/ioMionaris, KOH-
CTPUKTUBHUU MTePUKAPAUT).

Knacudikania. Kininiuay knacudikariro CHC HaBeseHO B Ta-
O 8.16.
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Tabnuus 8.16. KniniyHa knacudikauis CYC

3a nepebirom: 3a cTapiero po3BUTKY: 3a cTyneHeM aKTUBHOCTI:
- rocTpuiA; | (npogpomanbHa) 0 (BigcyTHS)
-XPOHIYHMAA. I (po3ropHyTa) | (MiHiManbHa)
Il (TepmiHanbHa) Il (nomipHa)
Il (Bucoka)

JiarHocTuka. Ilepenbavyae aHasi3 pe3y/abTaTiB JlabopaTop-
HUX Ta iHCTPYMeHTaJIbHUX MEeTO/iB JIOCTiIXKeHb.

JlabopamopHi  docnidnceHHs. XapaKTepHOI Jjaboparop-
HoIo 0o3Hakoi CYUC e eo3uHodinid, BMiCT €03UHOPINIB y KPOBi
>1,5x10%/1 ipu miZipaxXyHKy JeUKOIUTIB. B aKTUBHY CTa/it0 XBO-
pobU CIIOCTEPIraroThCs JIEUKOIIMTO3, HOPMOXPOMHA aHEMIf, TIPU-
ckopeHa IIIOE, 36inbmenHsa smicty CPB. /lo HecrieruivyHUX 3MiH
BiZIHOCATB: Mi/IBUIIEHHSA 3aTaJIbHOTO PiBHA iMyHOIIOOYIiHY E; ri-
mepraMarsioOyriHeMit0; HagBHiCTb PO B HU3bKUX TUTpPax.

Ba)xIMBUM 711 BCTAHOBJIEHHS /iarHO3y € BU3HauYeHHs TAH-
LIA, fAKi pearyioTh 3 Mi€JOTIEPOKCHA3010, 1Ieil BUZ, aHTUHEUTpPO-
OUTbHUX TUTOIDIA3MATUYHUX AHTHUTLT BUABIAIOTHCI § 50-70%
XBOpHUX, B ToM 4ac sk MAHIIA so mpoTeiHa3u-3 (xapakTepHUX JJIs
xBopobOu Berenepa) — e y 10%.

Mopdgonoziuni docnidnceHHs. JlJig yTOYHEHHA AiarHO3y Ipo-
BOZATH Oioricito mKipu, sereHb. TUIIOBUM € HasIBHICTb B GiomTa-
Tax HEKPOTU3YIOUUX TPAHYJIbOM, BACKYJIITy APiOHUX i cepepHix
apTepili i BeH, e03uHOQIbHOI THEBMOHIi. YacTillle MpoBOAUTHCA
6iomcisa cim30Boi 0OOJOHKY BEPXHIX AWXaJTbHUX IUIAXIiB i TpaH-
copoHxianmbHa Oiomcia. BakimBe 3HAUYEeHHSA Ma€ JOCTiMKEHHS
OPOHX0ATBBEOJIIPHOTO JIABAXKY i IJIEBPAIBHOTO €KCYZATy, B SKUX
3HAXO/ATh BEJUKY KUIBKICTh €03MHOQTIB. B 6iomrarax HUPOK
CIIOCTepiraeThCcs BOTHUINEBUM (oKaIbHO-CerMeHTapHUMN IJIoMe-
pyoHEeDPHUT.

IncmpymenmanwHi docnioncenHs. PenmeeHnozpadisn opzaHie
2pyOHOi KaimKuU: Ha peHTreHorpaMax BUABJIAIOTHCA TPAH3UTOPHI
iHGinbTpaTH y cepeHil Ta HIDKHIN YaCTUHAX JIETeHb, iHOZi 3011b-
n1eHi 1iMpoBY3/U cepeloCTiHHA, 03HAKU I1eBpUTY. KT niezeHs fae
3MOTY BUABUTH NlepudepryHi MapeHXiMaTo3Hi iHpiNbTpaTH, CX0-
Ki 3 peHOMEHOM «MaTOBOI'O CKJIa», TOTOBIEHHSA CTiHOK OPOHXIB,
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ix Artararito, 6pOHXOEKTa3u, 3MiHU CyJUH JiereHb (PO3IINpPEeHHS
3 FOCTPO-KiHIIEBUMH 3aKiHUYEHHAMU).

dynxuioHanvHi docnidnceHHss. Cnipomempist TO3BOJSE BU-
SABUTU 3HI)KEHHS 3arajJibHOi €MHOCTi JiereHb Ta (HOPCOBAHOTO
JKUTTEBOT'O 00’eMy JieTeHb. 3a JOTIOMOT0I0 NYAbCOKCUMempii BH-
ABJIAIOTH MOPYIIEHHA Ta3000MiHY Yy CIOKOIO Ta MpH (i3MIHOMY
HaBaHTa)XEHHI.

Ha EKT 3HaxozATb NOPYLIEHHA PUTMY Ceplid, O3HaKU MeTa-
60TiYHUX 3MiH y MiOKapZi, MOpYIIeHHs TPOBiIHOCTI.

[Namientn 3 CYUYC BXOZATH [0 TPyIHU BHCOKOTO PHU3UKY
TPOMOEeMOOTIYHUX YCKJIaZIHEHb, TOMY 3a IIOKa3aMHU MPOBOJSATH
pomrieporpadiro cyauH HIWKHIX KiHIiBOK, KT, anriorpadiro se-
reHb.

Exokapdiozpadhin 103BOJIsIE BUABUTH TPOMOU Y TTOPOKHU-
HaX Ceplis, OL[IHIOBATH CKOPOTINBY GYHKIIiO MiOKapZa, CTaH KJIa-
IIaHHOT'O anapary cepli.

Jiarno3 CUC rpyHTyeTbCcA Ha HAABHOCTI Y XBOPOI'O AiarHOC-
TUYHUX KpUTepiiB, AKi po3pobieHi AMmepukaHcbkoro Koseriero
peBmarosoriB (AKP) (Ta6. 8.17.).

Tabnuua 8.17. [iarHocTuuHi kputepii CHC (AKP, 1990)

1. | YTpynHeHHs auxaHHs, acTMa abo audpysHi cyxi Xpunu nig yac BURMXY
2. |EosuHodinis >10% npu nigpaxyHKy nenkouuTiB

3. | Aneprisi B aHaMHe3i; ce30HHa (anepriyHui puHiT), XapyoBa, KOHTaKTHa
anepris

4. |MoHo- abo noniHeiiponartia. Po3BUTOK MOHOHelponaTii, MHOXWUHHOT
MOHOHeMponaTii abo noniHedponaTil (MopyLUEHHS MO TUNY «PYKaBUYOK
i LUKapNeToK»)

5. | JlereHeBi iH(hinbTpaTH 3apeecTPoBaHi Ha peHTreHorpami (He NOCTiiHi,
Mirpytodi abo TpaH3UTOPHI)

6. | MaTonoris HaBKONOHOCOBMX Na3yx. focTpa abo XxpoHiuHa 6inb B AiNsHLi
HaBKOJIOHOCOBUX CMHYCIB ab0 TX 3aTEMHEHHSI Ha PEHTTeHOrPaMi.

7. |EkcTpaBasanbHO po3TalloBaHi eo3uHodinu. MikponpenapaT, sikuii
BKJIIOYAE apTepito, apTepiony abo BeHyny LEMOHCTPYE CKYMUYEHHS
€031HO(INIB B HABKONOCYANHHUX 30HAX.

HasBHICTb y XBOpOro 4 KpuTepiiB [03BONISIE NOCTaBUTKM AiarHo3 CHC
(yyTnmBicTb 85%, cneuudiyHicTb 99%).
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IMpuknag d¢opmymoBaHusa fgiarHo3y. CuHapom Yap-
ra-Ctpocca, XpoHiuHMI Iepebir, MpogpoMasbHa CTazisd, aKTUB-
HicTs Il CT., asepriyHuii puHiT, TOTIHO3HUI CUHYCUT, OpOHXiasbHA
acTMa cepeZiHboi BaxkkocTi, /IH 11, yparkeHHs mKipu (epurema).

JlikyBanHa. Metoto Tepamii CHC € AOoCATHEHHA KIiHiKO-
JabopaTopHOi pewmicii, monepemKeHHs ypaXkeHb JKUTTEBO-BaXK-
JIUBUX OpraHiB, HiITPUMKA peMicii, IOKpallleHHA AKOCTi KUTTA
MeTOZ,0M IpH3HaYeHHA IPOTHU3allaabHOI Ta IMyHOCYIIPECUBHOI
Teparii.

JlikyBanHs xBoporo Ha CUC moBHMHHO OyTH KOMIUIEKCHUM
Ta iHAWBiAyanbHUM. [TiAXia g0 JiKyBaHHS DPi3HUMN, 3aJeXKHO Bif
HagABHOCTIi abo BizcyTHOCTI y xBoporo AHIIA B cupoBaTIli KpOBi,
0cob6MBOCTEN KJIiHIYHOTO Mepebiry Ta HassBHOCTI ypakKeHb KUT-
TEBO-BAXKJIMBUX OPTaHiB.

g inpykuii pemicii y Bunagkax AHIIA HeraTuBHOIO Bapi-
anty CHC npusHauatotbesa ['KC y Buriazi MoHoTeparmii (1 Mr/kr/
o6y, He Ginbie 60 Mr), yepe3 3-4 TWKHI NTPU MMO3UTUBHIN JUHA-
MiIli 032 IOCTYTIOBO 3HWKYEThCA Ao migTpuMytoyoi (0,15-0,2 mr/
Kr/n00y). Bigmina I'KC Mo)xivBa He paHilile, Hixk yepe3 1 pik 1mic-
JIl TOYATKY JiKyBaHHsA, ajle iHKOJIY IPUHOM IIPOJOBXKYIOTh J10 3-5
POKiB IIpM ITO3UTHBHOMY BapiaHTi LIBUAKOIIPOIPECYIOYOro ypa-
YKeHHs OpraHiB.

[Tpu nAHIIA no3utuBHOMY BapianTi CHC Ta mBUAKOIpOrpe-
CYIOUOMY ypakeHHi opraHib 3acTocoBytoTb ['KC 3 nuTocTaTuka-
MU (tuxinodocdhamin). Iuknobocdhamig Moxe OyTH TpU3HAYEHO
per os, abo y BUIVIAZI Iysbc-Tepartii. [lic/ia AocATHeHHA peMicii
03y nukiodochamigy MOCTYIIOBO 3HKYIOTh. [lif yac JikyBaH-
HA OOOB’SI3KOBUI KOHTPOJIb PiBHS JIEUKOIUTIB y neprudepuyHin
KPOBIi, AKUI noBUHEH OyTu He MeHIe 3-3,5x10°/71, HelTpodiniB
-1-1,5x10°/11.

I[1py BUAKOIIPOI'PECYIOUOMY TSKKOMY Iepebiry 3 mopyiieH-
HAM QYHKIIl XKUTTEBOBAKJIMBUX OPTaHiB XBOPOMY IMPOBOJATH
7-10 npoueayp mwiasmadopesy y MOeAHAHHI 3 ITy/IbC-TepaITi€lo Me-
TWITIPEAHI30JI0HOM i ITuKI0dpochamizom.

[Tpu gocATHEHHi peMicii TepexoAATh Ha MiATPUMYBAJIbHY Te-
parito I'KC Ta azaTionmpyHOM IIPOTATOM He MeHIIe 24 MiCAIIiB ITic-
Ji TOCATHEHHS peMicii.
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[Tpu pedpakrepHomy AHILIA-acouilfioBaHOMY BapiaHTi mpu-
3HavatoTh 'KC pasom 3 putrykcumabom abo I'KC 3 modeTwn mi-
KpOEeHO/IaToOM.

[Tpu nAHIJA-acouiioBanomy BapianTi CHUC 6e3 mBUAKOIIPO-
I'PeCylo4oro HeppUTY i TSXKKOTO YpaKeHHs JiereHb IPU3HAYaloTh
I'KC 3 MeTOTpeKcaToM 0 OTPUMAaHHA peMicii, IPOTATOM 2-5 pPOKiB
B AAKOCTI HiZATPUMyBaJIbHOI Teparlii.

ITporuo3 npu CYC 6inbin cipus™uBui, HiXK pu I'B. Mox-
JIUBa CIOHTaHHA peMiciad. OCHOBHOIO IPUYMWHOIO JIeTaIbHUX BU-
majKiB € ypakeHHs cepus (iHdapkT miokapza, CH).

TECTOBI 3ABAHHA

1. Lo He xapakTepHo ansa BN ?
A. CyaunHHa HedponaTia
b. KopoHapuT, cuctemMaTuyHe nigBuLLeHHs AT
B. JlereHeBnin Backynit
[ YpaxeHHst opraHis LLKT
. KICTKOBO-M'A30BMI CUHOPOM

2. Axkuin cneundiyHUn MapKep B CMpOBaTLi KpOBi BUSIBNSIETb-
canpunB?
A. AHTUHYKNEapH aHTUTING
B. AHTMDOCHONINIAHI AHTUTINA
B. AHTVMHENTPOMINBHI UATONNA3MAaTVYHI aHTUTING
[ AHTUPMOOCOMANbHI aHTUTING
N AHTW-Jo-T aHT1TING

3. flka kNnacuyHa Tpiaga ypaeHHs OpraHiB i CMCTeM Xapak-
TepHa ana B?
A. LleHTpallbHa HEPBOBA CUCTEMA + LLITYHKOBO-KULLIKOBUM
TPAKT + HUPKM
b. JlereHi + HMPKK + cepLUeBO-CyVHHa CMCTEMa
B. KnanaHHwi anapat cepua + NeydiHka + BepxHi AnxassbHi
LLNSXN
[ BepxHi AnxansbHi WAAXM + NereHi + HUPKK
. H1pKu + neviHka + BepxHi AuxansHi LWAAxu
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4.

226

Mpyn AKOMY CUCTEMHOMY BaCKYNiTi CNOCTepiraeTbCca 6poH-
XianbHa actma?

A. Cungpom Hapra-CTpocca

b. ByannkoBui noniapTepit

B. [parynemaTos BereHepa

[ HecneumIiyHm aopToapTepiiT

. MIKDOCKONIYHWUI NOMIAHTIIT

[na AKOro CUCTEMHOrO BacCKyniTy XapaKTepHO HasBHICTb
CUHAPOMY acUMETPIT abo BiACYTHOCTI Nynbcy?

A TpaHynemaTtos BereHepa

B. MIKpOCKOMIYHWA NONIGHr T

B. HecneundivHnin aopToapTepiT

[ CNn30oBO-LKIPHWY NIMADOHOOYNAPHWIA CUHOPOM

L. ByanuKkoBuin noniapTepiim

KM npenapaTt BUOOPY 3aCTOCOBYETbCA HA MOYATKY NiKy-
BaHHA CNIM30BO-LLKIPHOro NiMOOHOAYNAPHOIO CUHAPOMY?
A MeToTpekeaT

b. AceTuncaniumMnoBa KMcaoTa

B. [TIHOKOKOPTUKOCTEPOIAN

[ I6ynpodheH

L. BHYTDILHBOBEHHN NFOACHKUM IMYHOTTODYIH

[na AKOro CUCTEMHOrO BacKyniTy xapakTepHa eo3uHopi-
nia?

A. MIKDOCKOMNIYHMIM NONIGHT T

b. CvHapom Hapra-CTtpocca

B. Byanukosui noniapTepiit

[ CNn3oBO-LKIPHWK NIMADOHOOYNAPHWIA CUHOPOM

L. HecneumdidHu aopToapTepiiT

[Mpn AKOMY CMCTEMHOMY BacKyniTi CMOCTepiraeTbCA CUH-
APOM NePEMIXKHOI KynbraBocCTi?

A. CNn30BO-LKIPHUM NIMADOHOOYNAPHWIA CUHOPDOM

b. [paHyemaTos BereHepa

B. MIKpOCKOMIYHNA NOMIaHTIIT



10.

Po3pin 8. CuctemHi Backynitu y giteit

[ HecneyniyHmi aopToapTepiiT
L. Cungpom Hapra-CTpocca

[na AKOro CUMCTEMHOro BacKynity npu natomop@onoriy-
HOMY AOCNIAXXEHHI nereHb XxapakTepHa HasiBHICTb €03NHO-
dinbHOT iHDINbTpauil?

A. HecrneummIyHmm aopToapTepiiT

b. CvHapom Hapra-CTtpocca

B. CIM30BO-LUKIDHWUIA IIMCDOHOAYISPHUM CUHOPOM

[ ByanmkoBuii nosliapTepit

. TparynemaTtos BereHepa

[na AKOro CMCTEMHOrO BaCKyNiTy XapaKTepHO ypaXKeHHs
KOpOHapHUX apTepin?

A. CNn30oBO-LLKIPHWM NIMADOHOOYNAPHMIA CUHOPOM

b. HecneundiuHmin aopToapTepiT

B. [paHynemaTos BereHepa

[ MIKPOCKOMIYHWIM NONIGHI T

L. BysnuKkosuii noniapTepiiT

ETAJIOHU BIAMOBIAEMN:

1 2 3 4 5 6

~
[e0]
O
—_
o

o1
-
a1
>

0L | B|r | A|lB|L

227



MNMepenik BUKOpUCTaHOI NiTepaTypm

1. A6atypos, O. €., Mapywko T. B. (Peg.). (2021). bionoriyHa Ta Tap-
reTHa xBopo6omoaudikytoya Tepanisi FoBEHINIbHOro ifionaTUYHOro apTpu-
Ty B AiTeN : HaBY.-MeToA. Noci6. — [Hinpo : Jlipa, 2021. — 118 c. : in., cxemuy,
Tabn.

2. AHTUNKiH, 10. T, OxoTHikoBa, 0. M., OwnsaHcbKa, 0. A., & OMenbyeH-
Ko, J1. I. (Peg.). (2019). Mpo6nemHi NUTaHHs AUTAYO0i peBMaTonoril. Kuis:
JNoroc. — 700 c.

3. benbcbka, 0. A, JTrogsik, T. A., Maukesu4, A. M., Myksiy, 0. M.,
& MeTpeHko, J1. Bb. (2017). XBopo6a KaBacaki: 0cO6AMBOCTI KJiHiYHOT
CUMMTOMATUKK Ta NlikyBaHHA. CydacHa negiaTpia. 2017.5(85):137-141; doi
10.15574/SP.2017.85.137

4. BepexHuit B.B., Mapywko T.B., Mapywko 0.B. (2013) KniHiyHa
peBMaTOoNOoria AUTAYOro BiKy: HaBYaNbHUM NOCIGHUK, — KWiB. — 266 C.

5. bepexHuii, B. B., & TapaHeHko, T. B. (2017). IOBeHinbHa cucteMHa
CKJIepoAepMisi: Mpo6ieMun AiarHOCTUKM Ta JlikyBaHHA (nekuis). CoBpe-
MeHHas neguatpus, (7), 21-28.

6. binoeon, O. M., KpaBuyH, IN. I, babagxaH, B. 1., KyaHeLoBa, J1. B.,
LiuraHeHko, A. 4., OnbxoBcbkuid, . B., ... & TutoBa, I 10. (2011). KniHiyHa
iMyHonoris Ta anepronorisi.- Xapkis: «[pud». — 550 c.

7. binsiBebka 10.B., OwnsaHcbka 0.A., LesyeHko H.C. (2021). I0BeHinb-
HWUIA CUCTEMHUI YepBOHMI BOBYaK. LLlo BapTo nam’ATaTn peBmatosory go-
pocnoi cny6u? YKpaiHCbKuiA peBMaTosoriYHmMiA XXypHan; 2(84):19-27.

8. boiiko, f. €. (2008). EBontouis nornagie Ha knacudikadito Ta Te-
panito FOBEHINbHOIO ifionaTUYHOro apTpuTy. YkpalHCbKui peBMaTosIoriy-
Huii xypHan, (1), 30-39.

9. boitko, . €. (2017). HomeHknaTtypa Ta knacudikadis toBeHiNb-
HOrO iZionaTUYHOro apTpuUTYy. YKpaiHCbKUI peBMaToN0rYHUI XypHarl, 67
(1), 52-55.

10. Boitko f.€. (2015). CucTteMa LMTOKIH-peLenToOp-aHTaroHiCcT y Me-
XaHi3aMax po3BWUTKY, MPOrHO3yBaHHI Ta JlikyBaHHi Pi3HUX BapiaHTIB toBe-
HiNlbHOrO peBMaToigHoro apTputy [TekcT] : aBToped. Auc. ... A-pa Meq.
Hayk : 14.03.08 / Hau. meg. yH-T iMm. O. O. boromonbugs. - Kuig, 2015.-44 c. :
puc., Tabn.

11. Boitko, 4. €. (2012). CyyacHe nikyBaHHS FOBEHINIbHOTO peBMaTo-
TAHOro apTpuTy: epa 6ionorivyHoi Tepanii. Autaunii nikap, (1-2), 14-24.

12. boiiko, 4. €. (2019). OBEHINbHWIA igionaTUYHKIA apTPUT: MOHO-
rpadis. /lbBiB: CaiT, 10-25.

13. bopuctiok, I., Disop, H., & PokyHb, [1. M. (2023). PeBMaT14YHa XBO-
po6a Ha T/1i XpOHIYHOro TOH3WAITY: BUKJIMKK CyYacHOCTi. [lepcnekTmBm Ta
iHHoBaUil Hayku, (11 (29)).

228



[Mepenik BUKopucTaHol niTepatypu

14.TocTpa peBMaThyHa IMXOMaHKa Ta XpoHiyHa peBMaTuyHa XBopo-
6a cepusi - 7 Poagin 6. PeBMaTnyHi xBopobu | Compendium. Compendium.
URL: https://compendium.com.ua/uk/tutorials-uk/vnutrishnya-
meditsina/6-rozdil-revmatychni-khvoroby/6-1-gostra-revmatichna-
lihomanka-ta-hronichna-revmatichna-hvoroba-sertsya/

15. xyc, M. B. (2015). Mpo6nema nepefadi XBOPOro Ha toOBEHINbHUN
peBMaToIgHUA apTpUT Bif AUTAYOro A0 AOPOCNOro peBmaronora. Ykpa-
THCbKMIA peBMaTosoriyHmi XypHan, (3), 35-39.

16. KoeaneHko, B.M. (Pen.). PeBMaTuuHi xBopo6u. Knacudikadlis,
CTaHAapTy AiarHoCTUKM Ta niikyBaHHA. — Kuis: MopioH. — 2021. — 400c.

17. KoaneHko, B. M., Hecykan, O. I, YepHiok, C. B., Koanok, A. C.,
& Kupuuenko, P. M. (2021). PekomeHaaLii BceykpaiHCbKOi acouiaLii Kap-
nionoriB yKpaiHu 3 [iarHOCTMKK Ta NiKyBaHHS MiOKapAnUTy. YKpaiHCbKui
peBmaTosoriyHmiA XxypHan, 3 (85), 1-17.

18. KoBaneHko, B. M., LLly6a, H. M., bBopTkeBuy, 0. I1., & binaecbka,
t0. B. (2010). CUCTEMHWMIA YepBOHMII BOBYAK: MAaTOreHeTUYHi 0CO6/IMBOCTI
KNiHIYHOT CMUMNTOMATUKM, CydacHa fiarHOCTUYHa | TepaneBTUYHa TaKTUKK
BeJleHHs1 XBOPUX. YKpaiHCbKui peBMaToioriqHuii xypHan, 1(39), 13-23.

19. KoBaneHko, B. M., LLly6a, H. M., BopoHoBa, T. [., ly6koea, A. I,
& Kpunoea, A. C. (2017). KniHiko-giarHoCTUYHe 3HaYeHHs! iMyHOJTOMiYHUX
TecTiB Npy peBMaTUYHUX XBopobax. — Kuie. — 105 c.

20. KoBaneHko, B. M., ly6a, H. M., Kasumupko, B. K., BopTkeBuy,
0. M., Oyékoea, A. T, CinaHTbeBa, T. C., ... & BopoHora, T. [I. (2013). Hauio-
HanbHUI NigpyYHUK 3 peBmaTonoril. Kuis: MopioH. — 687 c.

21. KpuseHko, B. I., ®egoposa, 0. ., HenpagkiHa, I. B., NaxomoBa,
C. M., KonecHuk, M. 10., KayaH, I. C., & bopogaBko, O. I. (2020). OcHoBHi
peBMaTU4YHI 3aXBOPIHOBaHHSA B MpaKTUUi NikapA 3arafabHOI MpakTUKU—
ciMenHOI MeguunHK. — 3anopixoka. — 149 c.

22. Kptouko, T.0., & AbaTypos, 0.€. (pea.). (2021). MegiaTpis: Haui-
OHanbHWW NiApy4YHUK. - Knis: BCB «MeauumHa».- 206 c.

23. lexxeHko I.0., Pe3Hivenko K0.I%, Mawkosa O.€., KomnaHieub B.M.
locnitanbHa negiatpis. AundepeHuiiHa giarHoCTMKa HanWbinbLw nowmupe-
HWX 3aXBOPIOBaHb CUCTEMM KPOBOOOGIry y aiTei. HeBigknagHa gonomora
MpW OCHOBHMX HEBIAKNaAHMX CcTaHax (HaBYasbHO-METOAMYHMIA MOCIBHUK
Ans ctypenTiB VI Kypcey, Ski HaBYatoTbes 3a haxoM «negiaTpisi»): Enektpo-
HHE HaBYaNbHO-MeToAMYHE BUAAHHSA.- 3anopixoks:, 2015.- 412 c.

24. MaipaHHuk, B. . (Peg.). (2018). MNponepeBTUYHa nepgiaTpis:
NigpPyYHNK AN CTyA. BULLMX HaBY. 3aknagis IVpiBHA akpeguT. - BiHHUUSA:
HoBa KHura.- 879 c.

25. MapyLuko, T. B. (2020). NlocTpa peBMaTUYHa IMXOMaHKa Ta Xpo-
HiYHa peBMaTW4yHa xBopoba cepus. 340poB's YkpaiHu, «Megiatpia»; 5
(56): 32-35.

26. MapyLuko, T. B. (2018). HeoHaTaslbHUi1 YepBOHUIA BOBYAK Y AiTEN.
300poB's Ykpainu, «Megiatpisi»; 3 (46):48.

229



[Mepenik BukopucTaHor nitepaTypu

27. Mapyluko, T. B. (2017). O6¢cTexeHHs AiTeit i3 naTonorieto cyrno-
6iB. 300poB'sa Ykpainu, «MegiaTpis»; 2 (41): 37-39.

28. MapyLuko, T. B. (2018). CUCTEeMHWIA YepBOHUIA BOBYaK Y AiTEN.
3popoB.’s YkpaiHu, «Megiatpisi»; 3 (46): 44-47.

29. MapyLuko, T. B. (2020). CucTeMHi BacKyniTv: NPUHLMAKW diarHoc-
TUKM Ta NiKyBaHHs. 340poB’a YkpaiHu, «Megiatpis»; 1 (52): 16-17.

30. Mapywko, T. B. (2020). CucTteMHi BackyniTu: NMpuUHLMNM Aia-
FHOCTMKM Ta NiKyBaHHSA (NPOAOBXEHHS). 340poB’st YKpaiHu, «[eaiaTpis»;
2 (53): 26-27.

31. Mapyuwko, T. B. (2019). lOBeHinbHUIA fepMaTOMio3uT. 300pOB's
Ykpainu, «Megiatpis»; 3 (50): 48-50.

32. Mapyuwko, T. B. (2019). lOBeHinbHa cucTeMHa ckiepofepMis.
3popo.'s Ykpainu, «MegiaTpiax; 1 (48): 42-44.

33. Mapyuwiko, T. B., nagenosa H.M. (2020). CucTeMHi BackyniTu:
MPUHLMNK AiarHOCTMKM Ta NiKyBaHHS (3aKiHYeHHs). 300poB's YKpaiHuy,
«MepiaTpisn»; 3 (54): 20-21.

34. Mapyluko, T.B., Mapyuwko 10.B. (2019). PeBmaTtosnorisi AUTAYOro
BiKy. HaBYanbHWIN Noci6HUK. KuiB-XmMenbHUUbKMIA: MNpuBaTHa ApyKapHs
@®OIM Ctopoxyk 0.B. — 256 c.

35. Mapyuwko, T.B., Mapywko, 10.B., Aptemenko, C.0., Ta cniBaB.
(2018). Kapgionorisi guTa4oro BiKy: HaBYasnbHWUI Noci6HMK. 3a T.B. Ma-
pyLlko Ta K0.B. Mapyuwiko (Peg.). Kuis-XmMenbHuLUbKKIA: [puBaTHa ApyKap-
Hs ®OIM Ctopoxyk 0.B. — 528 c.

36. Mapyuwko, T. B., & TapaHeHko, T. B. (2017). lOBeHinbHa cucTem-
Ha CKNepoAepMiIsa: ONTUMI3aLis fiarHOCTUKM Ta NiKyBaHHA Ha Cy4acHOMY
eTani. 36ipHMK HaykoBux rpawb cniBpobiTHukie HMATIO im. J1 LLynuka,
(28), 378-383.

37. Mapywko, 0. B., Tvwwak, T. B., lNicoubka, C. A, & Mapyw-
ko, T. B. (2020). KniHiyHe 06CTEXEHHS Ta CEMIOTUKA ypaXKeHb OPraHiB i
cucTteM y giteit (5-Te BuA., nepepobrieHe i gonoBHeHe). Kuis: $OIM CTopo-
xyk O.B.-206 c.

38. Mykeiu 0.M. (2021). IOBeHiNbHa cUCTEMHaA CK/epoaepMmis: Aia-
FHOCTMKA, NikyBaHHA, npodinakTuka. 3a0poB’'a YkpaiHu, «Megiatpisy; 1
(57): 30-32.

39. MykBiu O.M. (2021). lOBeHiNbHa cucTeMHa cKnepopepMis: Aia-
FHOCTWKa, NiKyBaHHSA, npodinakTuka (3akiHyeHHs). 300poB'A YKpaiHu,
«Mepjatpisx; 2 (58): 32-34.

40. HixxeHKoBCbKa, |. B., LUkpob6aHeub, I. ., ba6in, /1. M., bogHapyk,
H. M., Bonowuyk, H. I, TnywieHko, B. 0., ... & LLyHbKo, €. €. (2023). epxxaB-
HWUI hopMynap NikapcbKKx 3aco6iB. Bunyck n'aTHaguaTMM.

41. OwnsiHcbka 0.A,, WeeueHko H.C., binascbka 10.B. (2021). l0OBe-
HiNbHUIA gepMaToMiosuT. [po LWo BapTo Nam’aTaTv JOPOCIOMY peBMaTo-
nory? YKpaiHCbKMi1 peBMaTonoriyHuni xxypHan; 4(86):57-66.

230



[Mepenik BUKopucTaHol niTepatypu

42. Mupir J1.A,, IeaHoB O.0. (Pea.) (2014). Hedbponoria: HauioHanb-
HUIM NigpyYyHmK. — JoHeubk: Bugaeeuyb 3acnascbkuin 0.10., 2014, — 292 c.

43. Mpuctyna J1.H. (Pen). (2019). PeBMatonorisi: HaBYasbHWI NOCI6-
HUK. — Cymu: CyMcbkuin gepxaBHuii yHiBepcuteT, 2019. — 235 c.

44. Tpo 3aTBepIXXeHHS Ta BNPOBaAXXEHHS Me[UKO-TEXHOJOTMYHUX
OOKYMEHTIB 3i cTaHZapTM3alil MeguyHol 4ONOMOru Npu peBMaToigHoOMY
apTpuTi: Hakas MiHicTepcTBa oxopoHu 3a0poB’a Ykpaidu Big 11.04.2014
N9263. [JoctynHo 3: https://zakon.rada.gov.ua/rada/show/v0263282-
T4#Text

45. Piwko, M. B., Mpununko, J1. b., Keauk, A. B, & llasyp, 4. B. (2022).
[LiarHoCTU4YHI KpuTepii peBMaTUYHNX 3axBoptoBaHb. — Yxropog, - 39 c.

46. Tsxkka, 0. B. (Pepa.). (2018). MegiaTpia: niapy4YHUK Ans CTYAEHTIB
BULLMX HaBYasbHUX 3aknagis IV piBHSA akpeauTauii (5-Te BUA., BUNpasse-
He Ta flornoBHeHe). - BiHHuusa: HoBa Knura.- 1152 c.

47. ®ponosa, T. B, CteHkoBa, H. ®., TepelyeHkoBa, I. I., OcmaH, H. C.,
& BapuaH, I C. (2019). AHaTomo-tisionoriuyHi oco6anBoCTi, MeToamMKa
OOCNIAXEHHSA Ta CEMIOTMKA 3axBOPHOBaHb LUKIPU Ta KiCTKOBO-M'A30BOT
CUCTEMMU Yy AiTel: METOAMYHI BKa3iBKU. AN1s1 NiATOTOBKU A0 MPaAKTUYHUX
3aHATb AN1A CTyAEeHTIB 3 Kypcy MeanyHux dakynbTeTiB. - XapkiB: XHMY.
-44 c.

48. XimioH J1.B. & Knumyce 1.B. (2016) Monimop6iaHicTb y peBmMato-
norii. CyyacHa napaanrma BefleHHA XBOPUX CIMENHUM JlikapeM. 340poB's
Ykpaitun. TematnuyHnin Homep: Kapaionorisi. PeBmatonoris. Kapgioxipyp-
ris, 2(45), 59-61.

49. Yemepuc O.A. (2017). [iarHocTvka Ta NiKyBaHHS MOPYLUEHb
(hopMyBaHHA KyJblLIOBUX CYrno6iB y HOBOHApPOAYKEHUX Ta HEMOBNAT
[TekeT] : aBTOped. anc. kaHa. Men. Hayk : 14.01.09 / BiHHULbKKUIA HaLl.
Mej. YH-T. - BiHHuus, 2017. - 24 c. : puc., Tabn.

50. LLleBueHko H.C., binaBcbka 10.B., OwnsiHcbka O.A. (2022). OBe-
HinbHa cknepogepMist — MpobreMHi acnekTu. YKpaiHCbKWUIA peBMaToMoriy-
HUI XXypHan; 2(88):1-11.

51. Aeschlimann, F. A, Eng, S. W., Sheikh, S., Laxer, R. M., Hebert, D.,
Noone, D., ... & Yeung, R. S. (2017). Childhood Takayasu arteritis: disease
course and response to therapy. Arthritis Research & Therapy, 19, 1-10.

52. Akiyama, M., Kaneko, Y., & Takeuchi, T. (2021). Rituximab for the
treatment of eosinophilic granulomatosis with polyangiitis: a systematic
literature review. Autoimmunity Reviews, 20(2), 102737.

53. Alnabwani, D., Patel, P, Kata, P, Patel, V., Okere, A., & Cheriyath, P.
(2021). The epidemiology and clinical manifestations of Takayasu arteritis:
a descriptive study of case reports. Cureus, 13(9).

54. Andersson, H., Sem, M., Lund, M. B., Aalgkken, T. M., Giinther,
A., Walle-Hansen, R., ... & Molberg, @. (2015). Long-term experience
with rituximab in anti-synthetase syndrome-related interstitial lung
disease. Rheumatology, 54(8), 1420-1428.

231



[Mepenik BukopucTaHor nitepaTypu

55. Arcangeletti, M. C., D’Accolti, M., Maccari, C., Soffritti, I., Conto,
F. D., Chezzi, C., ... & Caselli, E. (2020). Impact of human cytomegalovirus
and human herpesvirus 6 infection on the expression of factors associated
with cell fibrosis and apoptosis: Clues for implication in systemic sclerosis
development. International journal of molecular sciences, 21(17), 6397.

56. Aringer, M., Dorner, T., Leuchten, N., & Johnson, S. R. (2016). Toward
new criteria for systemic lupus erythematosus—a standpoint. Lupus, 25(8),
805-811.

57. Azevedo, |, Rodrigues, C., & Oliveira, M. (2021). Linear scleroderma
en coup de sabre-a different clinical presentation. Acta Reumatologica
Portuguesa, 46(1), 72-76.

58. Bagri, N. K. (2021). Autoantibodies in Juvenile Dermatomyositis:
Need to Bridge the Bench and Bedside Gap. Indian Journal of
Pediatrics, 88(12), 1167-1168.

59. Berti, A., Cornec, D., & Dua, A. B. (2023). Treatment approaches to
granulomatosis with polyangiitis and microscopic polyangiitis. Rheumatic
Disease Clinics, 49(3), 545-561.

60. Bogmat, L. F, & Nikonova, V. V. (2019). Juvenile localized
scleroderma: clinical picture, diagnosis, therapeutic update (literature
review and own observations). CHILDS HEALTH, 14(4), 270-277.

61. Brook, I. (2017). Treatment challenges of group A beta-
hemolytic streptococcal pharyngo-tonsillitis. International Archives of
Otorhinolaryngology, 21, 286-296.

62. Burns, J. C. (2024). The etiologies of Kawasaki disease. The
Journal of Clinical Investigation, 134(5).

63. Burns, J. C., Roberts, S. C., Tremoulet, A. H., He, F,, Printz, B. F,,
Ashouri, N., ... & Yeh, S. (2021). Infliximab versus second intravenous
immunoglobulin for treatment of resistant Kawasaki disease in the USA
(KIDCARE): a randomised, multicentre comparative effectiveness trial. The
Lancet Child & Adolescent Health, 5(12), 852-861.

64. Cannon, L., & Wu, E. Y. (2021). Recent Advances in Pediatric
Vasculitis. Rheumatic diseases clinics of North America, 47(4), 781-796.
https://doi.org/10.1016/j.rdc.2021.07.007

65. Canzian, A., Venhoff, N., Urban, M. L., Sartorelli, S., Ruppert, A. M.,
Groh, M., Girszyn, N., Taillé, C., Maurier, F,, Cottin, V., de Moreuil, C., Germain,
V., Samson, M., Jachiet, M., Denis, L., Rieu, V., Smets, P, Pugnet, G., Deroux,
A., Durel, C. A,, ... French Vasculitis Study Group and the European EGPA
Study Group (2021). Use of Biologics to Treat Relapsing and/or Refractory
Eosinophilic Granulomatosis With Polyangiitis: Data From a European
Collaborative Study. Arthritis & rheumatology (Hoboken, N.J.), 73(3), 498-
503. https://doi.org/10.1002/art.41534

66. Carbonella, A., Mancano, G., Gremese, E., Alkuraya, F. S., Patel, N.,
Gurrieri, F., & Ferraccioli, G. (2017). An autosomal recessive DNASE1L3-

232



[Mepenik BUKopucTaHol niTepatypu

related autoimmune disease with unusual clinical presentation mimicking
systemic lupus erythematosus. Lupus, 26(7), 768-772.

67. Charles, P, Terrier, B., Perrodeau, E., Cohen, P, Faguer, S., Huart,
A., ... & Guillevin, L. (2018). Comparison of individually tailored versus
fixed-schedule rituximab regimen to maintain ANCA-associated vasculitis
remission: results of a multicentre, randomised controlled, phase Ill trial
(MAINRITSAN2). Annals of the rheumatic diseases, 77(8), 1143-1149.

68. Chung, S. A, Gorelik, M., Langford, C. A., Maz, M., Abril, A., Guyatt,
G., ... & Mustafa, R. A. (2021). 2021 American College of Rheumatology/
Vasculitis Foundation guideline for the management of polyarteritis
nodosa. Arthritis Care & Research, 73(8), 1061-1070.

69. Chung, S. A, Langford, C. A., Maz, M., Abril, A., Gorelik, M., Guyatt,
G., Archer, A. M., Conn, D. L., Full, K. A,, Grayson, P. C., Ibarra, M. F., Imundo,
L. F, Kim, S., Merkel, P. A,, Rhee, R. L., Seo, P, Stone, J. H., Sule, S., Sundel,
R. P, Vitobaldi, O. I., .. Mustafa, R. A. (2021). 2021 American College of
Rheumatology/Vasculitis Foundation Guideline for the Management of
Antineutrophil Cytoplasmic Antibody-Associated Vasculitis. Arthritis &
rheumatology (Hoboken, N.J.), 73(8), 1366—1383. https://doi.org/10.1002/
art.41773

70. Comarmond, C., Biard, L., Lambert, M., Mekinian, A., Ferfar, Y.,
Kahn, J. E., ... & Saadoun, D. (2017). Long-term outcomes and prognostic
factors of complications in Takayasu arteritis: a multicenter study of 318
patients. Circulation, 136(12), 1114-1122.

71. Comarmond, C., & Cacoub, P. (2014). Granulomatosis with
polyangiitis (Wegener): clinical aspects and treatment. Autoimmunity
reviews, 13(11), 1121-1125.

72. Crickx, E., Machelart, I., Lazaro, E., Kahn, J. E., Cohen-Aubart,
F., Martin, T., ... & French Vasculitis Study Group. (2016). Intravenous
immunoglobulin as an immunomodulating agent in antineutrophil
cytoplasmic antibody—associated vasculitides: a French nationwide study
of ninety-two patients. Arthritis & Rheumatology, 68(3), 702-712.

73. DCVAS Study Group. (2022). 2022 American College of
Rheumatology/European Alliance of Associations for Rheumatology
classification criteria for granulomatosis with polyangiitis. Arthritis and
Rheumatology, 74(3), 393-399.

74. De Graeff, N., Groot, N., Ozen, S., Eleftheriou, D., Avcin, T., Bader-
Meunier, B., ... & Beresford, M. W. (2019). European consensus-based
recommendations for the diagnosis and treatment of Kawasaki disease—
the SHARE initiative. Rheumatology, 58(4), 672-682.

75. Dejaco, C., Ramiro, S., Duftner, C., Besson, F. L, Bley, T. A,
Blockmans, D., ... & Schmidt, W. A. (2018). EULAR recommendations for the
use of imaging in large vessel vasculitis in clinical practice. Annals of the
rheumatic diseases, 77(5), 636-643.

233



[Mepenik BukopucTaHor nitepaTypu

76. Dieker, J., Tel, J., Pieterse, E., Thielen, A., Rother, N., Bakker, M., ...
& van der Vlag, J. (2016). Circulating apoptotic microparticles in systemic
lupus erythematosus patients drive the activation of dendritic cell subsets
and prime neutrophils for NETosis. Arthritis & rheumatology, 68(2), 462-472.

77. Durel, C. A, Hot, A,, Trefond, L., Aumaitre, O., Pugnet, G., Samson,
M., Abad, S., Belot, A., Blanchard-Delaunay, C., Cohen, P, Cohen-Aubard,
F., Cottin, V., Crestani, B., Moreuil, C., Durupt, S., Garzaro, M., Girszyn, N.,
Godeau, B., Hachulla, E., Jamilloux, Y., ... Terrier, B. (2019). Orbital mass in
ANCA-associated vasculitides: data on clinical, biological, radiological and
histological presentation, therapeutic management, and outcome from 59
patients. Rheumatology (Oxford, England), 58(9), 1565-1573. https://doi.
org/10.1093/rheumatology/kez071

78. Enders, F. B., Bader-Meunier, B., Baildam, E., Constantin, T,
Dolezalova, P, Feldman, B. M., .. & van Royen-Kerkhof, A. (2017).
Consensus-based recommendations for the management of juvenile
dermatomyositis. Annals of the rheumatic diseases, 76(2), 329-340.

79. Fanouriakis, A., Kostopoulou, M., Andersen, J., Aringer, M., Arnaud,
L., Bae, S. C., ... & Boumpas, D. T. (2024). EULAR recommendations for the
management of systemic lupus erythematosus: 2023 update. Annals of
the rheumatic diseases, 83(1), 15-29.

80. Foeldvari, I., Culpo, R., Sperotto, F.,, Anton, J., Avcin, T., Baildam, E,, ...
& Zulian, F. (2021). Consensus-based recommendations for the management
of juvenile systemic sclerosis. Rheumatology, 60(4), 1651-1658.

81. Ford, J. A,, Aleatany, Y., & Gewurz-Singer, O. (2022). Therapeutic
advances in eosinophilic granulomatosis with polyangiitis. Current Opinion
in Rheumatology, 34(3), 158-164.

82. Ganeshanandan, L. R., Brusch, A. M., Dyke, J. M., & McLean-Tooke,
A. P. (2020, June). Polyarteritis nodosa isolated to muscles-A case series
with areview of the literature. In Seminars in Arthritis and Rheumatism (Vol.
50, No. 3, pp. 503-508).

83. Giancane, G., Consolaro, A., Lanni, S., Davi, S., Schiappapietra,
B., & Ravelli A. (2016). Juvenile idiopathic arthritis: diagnosis and
treatment. Rheumatology and therapy, 3, 187-207.

84. Grayson, P. C.,, Ponte, C., Suppiah, R., Robson, J. C., Craven, A,
Judge, A, Khalid, S., Hutchings, A., Lugmani, R. A., Watts, R. A., Merkel, P. A,,
& DCVAS Study Group (2022). 2022 American College of Rheumatology/
European Alliance of Associations for Rheumatology Classification
Criteria for Eosinophilic Granulomatosis with Polyangiitis. Annals of
the rheumatic diseases, 81(3), 309-314. https://doi.org/10.1136/
annrheumdis-2021-221794

85. Grayson, P. C., Ponte, C., Suppiah, R., Robson, J. C., Gribbons, K.
B., Judge, A,, Craven, A,, Khalid, S., Hutchings, A., Danda, D., Lugmani, R. A,
Watts, R. A., Merkel, P. A., & DCVAS Study Group (2022). 2022 American
College of Rheumatology/EULAR classification criteria for Takayasu

234



[Mepenik BUKopucTaHol niTepatypu

arteritis. Annals of the rheumatic diseases, 81(12), 1654-1660. https://
doi.org/10.1136/ard-2022-223482

86. Gupta, H., Kaur, N., Saxena, A., Jagia, P, Kumar, S, Gupta, S. K., ... &
Ramakrishnan, S. (2021). Non-specific aortoarteritis (NSAA) in children: A
prospective observational study. BMJ Paediatrics Open, 5(1).

87. Guzman, J., Kerr, T,, Ward, L. M., Ma, J., Oen, K., Rosenberg, A. M.,
... & Tucker, L. B. (2017). Growth and weight gain in children with juvenile
idiopathic arthritis: results from the ReACCh-Out cohort. Pediatric
Rheumatology, 15, 1-11.

88. Hellmich, B., Agueda, A., Monti, S., Buttgereit, F., De Boysson,
H., Brouwer, E., ... & Lugmani, R. A. (2020). 2018 Update of the EULAR
recommendations for the management of large vessel vasculitis. Annals
of the rheumatic diseases, 79(1), 19-30.

89. Hoa, S. A. T,, & Hudson, M. (2017, February). Critical review of
the role of intravenous immunoglobulins in idiopathic inflammatory
myopathies. In Seminars in arthritis and rheumatism (Vol. 46, No. 4, pp.
488-508). WB Saunders.

90.Huang, H.Y.R., Wireko, A. A.,Miteu, G.D.,Khan, A.,Roy, S., Ferreira, T.,
... & Papadakis, M. (2024). Advancements and progress in juvenile idiopathic
arthritis: A Review of pathophysiology and treatment. Medicine, 103(13),
e37567.

91. Karadag, 0., Bolek, E. C., Ayan, G., Mohammad, A. J., Grayson, P.
C., Pagnoux, C., Martin-Nares, E., Monti, S., Abe, Y., Alberici, F., Alibaz-Oner,
F., Cuthbertson, D., Dagna, L., Direskeneli, H., Khalidi, N. A., Koening, C.,
Langford, C. A., McAlear, C. A,, Monach, P. A,, Moroni, L., ... GLOBAL-PAN
Collaborators (2024). Clinical Characteristics and Outcomes of Polyarteritis
Nodosa: An International Study. Arthritis & rheumatology (Hoboken, N.J.),
10.1002/art.42817.

92. Kowal-Bielecka, 0., Fransen, J., Avouac, J., Becker, M,
Kulak, A., Allanore, Y., ... & Miiller-Ladner, U. (2017). Update of EULAR
recommendations for the treatment of systemic sclerosis. Annals of the
rheumatic diseases, 76(8), 1327-1339.

93. Krasowska, D., Rudnicka, L. Danczak-Pazdrowska, A,
Chodorowska, G., Wozniacka, A., Lis-Swiety, A, ... & Wojas-Pelc, A.
(2019). Localized scleroderma (morphea). Diagnostic and therapeutic
recommendations of the Polish Dermatological Society. Dermatology
Review/Przeglad Dermatologiczny, 106(4), 333-353.

94. Krusche, M., Ruffer, N., Schneider, U., Meyer, M., Burmester,
G., & Kotter, 1. (2020). Tocilizumab treatment for polyarteritis
nodosa. Rheumatology, 59(10), e63-e65.

95. Kulik, E., Stuart, B.,, & Willcox, M. (2022). Predictors of
rheumatic fever in sore throat patients: a systematic review and meta-
analysis. Transactions of The Royal Society of Tropical Medicine and
Hygiene, 116(4), 286-297.

235



[Mepenik BukopucTaHor nitepaTypu

96. Lundberg, I. E., Tjarnlund, A., Bottai, M., Werth, V. P, Pilkington,
C., de Visser, M,, ... & Rider, L. G. (2017). EULAR/ACR classification criteria
for adult and juvenile idiopathic inflammatory myopathies and their major
subgroups. Annals of the rheumatic diseases, 76(12), 1955.

97. Masheyko, A. M. (2017). Analysis of the incidence of acute
pharyngitis and tonsillitis and their poststreptococcal complications in
children in Ukraine. Social pharmacy in health care, 3(1), 14-22.

98. Massias, J. S., Smith, E. M. D., Al-Abadi, E., Armon, K., Bailey,
K., Ciurtin, C., ... & Hedrich, C. M. (2020). Clinical and laboratory
characteristics in juvenile-onset systemic lupus erythematosus across age
groups. Lupus, 29(5), 474-481.

99. Maz, M., Chung, S. A, Abril, A,, Langford, C. A., Gorelik, M., Guyatt,
G., ... & Mustafa, R. A. (2021). 2021 American College of Rheumatology/
Vasculitis Foundation guideline for the management of giant cell arteritis
and Takayasu arteritis. Arthritis & Rheumatology, 73(8), 1349-1365.

100. Menditto, V. G., Rossetti, G., Olivari, D., Angeletti, A., Rocchi,
M., Gabrielli, A., & Pomponio, G. (2021). Rituximab for eosinophilic
granulomatosis with polyangiitis: a systematic review of observational
studies. Rheumatology, 60(4), 1640-1650.

101. Merkel, P. A, Niles, J. L., Mertz, L. E., Lehane, P. B, Pordeli, P,
Erblang, F, ... & Wallace, D. (2021). Long-Term Safety of Rituximab in
Granulomatosis With Polyangiitis and in Microscopic Polyangiitis. Arthritis
Care & Research, 73(9), 1372-1378.

102. Minoia, F, Davi, S., Horne, A., Demirkaya, E., Bovis, F, Li, C., ...
& Pediatric Rheumatology International Trials Organization, the Childhood
Arthritis and Rheumatology Research Alliance, the Pediatric Rheumatology
Collaborative Study

103. Group, and the Histiocyte Society. (2014). Clinical features,
treatment, and outcome of macrophage activation syndrome complicating
systemic juvenile idiopathic arthritis: a multinational, multicenter study of
362 patients. Arthritis & rheumatology, 66(11), 3160-31609.

104. Mutoh, T, Shirai, T, Fujii, H., Ishii, T., & Harigae, H. (2020).
Insufficient use of corticosteroids without immunosuppressants
results in higher relapse rates in Takayasu arteritis. The Journal of
rheumatology, 47(2), 255-263.

105.Nehar-Belaid, D.,Hong, S.,Marches, R.,Chen, G., Bolisetty, M., Baisch,
J., ... & Banchereay, J. F. (2020). Mapping systemic lupus erythematosus
heterogeneity at the single-cell level. Nature immunology, 21(9), 1094-1106.

106. Nie, L. Y, Wang, X. D., Zhang, T., & Xue, J. (2019). Cardiac
complications in systemic sclerosis: early diagnosis and treatment. Chinese
medical journal, 132(23), 2865-2871.

107.Owens AM, Plewa MC. Kawasaki Disease. [Updated 2023 Jun 26].
In: StatPearls [Internet]. Treasure Island (FL): StatPearls Publishing; 2024
Jan-. Available from: https://www.ncbi.nlm.nih.gov/books/NBK537163/

236



[Mepenik BUKopucTaHol niTepatypu

108. Ozen, S., Pistorio, A., lusan, S. M., Bakkaloglu, A., Herlin, T., Brik,
R., ... & Paediatric Rheumatology International Trials Organisation. (2010).
EULAR/PRINTO/PRES criteria for Henoch—-Schonlein purpura, childhood
polyarteritis nodosa, childhood Wegener granulomatosis and childhood
Takayasu arteritis: Ankara 2008. Part II: final classification criteria. Annals
of the rheumatic diseases, 69(5), 798-806.

109. Ozen, S., & Sag, E. (2020). Childhood vasculitis. Rheumatology,
59(Supplement_3), iii95-iii100.

110. Parums, D. V. (2024). Areview of IgA vasculitis (Henoch-Schonlein
purpura) past, present, and future. Medical Science Monitor: International
Medical Journal of Experimental and Clinical Research, 30, €943912-1.

111. Pereira, B. A. D. F, Belo, A. R., & Silva, N. A. D. (2017). Rheumatic
fever: update on the Jones criteria according to the American Heart
Association review-2015. Revista Brasileira de Reumatologia, 57, 364-368.

112. Pilkington C. (2016) Handbook of Systemic Autoimmune
Diseases. Chapter 10. Juvenile Dermatomyositis. Volume 11: 219-233.
doi.org/10.1016/B978-0-444-63596-9.00010-4

113. Popravko, Y., Siekierko, N., Kotusiewicz, W., Lewandowski, M.,
Zotnierek, M., Lubczyriska, Z., ... & Bienia, G. (2024). Kawasaki disease—
characteristics, diagnosis, and management. Pediatria Polska-Polish
Journal of Paediatrics, 99(1).

114. Puéchal, X., Pagnoux, C., Baron, G., Quémeneur, T., Néel, A,
Agard, C., ... & Meckenstock, R. (2017). Adding azathioprine to remission-
induction glucocorticoids for eosinophilic granulomatosis with polyangiitis
(Churg-Strauss), microscopic polyangiitis, or polyarteritis nodosa
without poor prognosis factors: a randomized, controlled trial. Arthritis &
Rheumatology, 69(11), 2175-2186.

115. Rahman, S., & Laila, K. (2024). Kawasaki Disease in Children:
A Brief Update. Journal of Bangladesh College of Physicians and
Surgeons, 42(1).

116. Ravelli, A., Minoia, F, Davi, S., Horne, A., Bovis, F., Pistorio, A., ...
& Zletni, M. (2016). 2016 classification criteria for macrophage activation
syndrome complicating systemic juvenile idiopathic arthritis: a European
League Against Rheumatism/American College of Rheumatology/
Paediatric Rheumatology International Trials Organisation collaborative
initiative. Arthritis & rheumatology, 68(3), 566-576.

117. Robson, J. C., Grayson, P. C., Ponte, C., Suppiah, R., Craven, A.,
Judge, A, ... & Liang, K. (2022). 2022 American College of Rheumatology/
European Alliance of Associations for Rheumatology classification criteria
for granulomatosis with polyangiitis. Arthritis & Rheumatology, 74(3), 393-
399.

118. Rosina, S., Consolaro, A., Pistorio, A., Rebollo-Giménez, A,
Bracaglia, C., Dolezalova, P, Guilaisne Bernard-Medina, A., Herlin, T,
Trachana, M., Vargova, V., Wouters, C., Carenini, L., Ruperto, N., Ravelli, A., &

237



[Mepenik BukopucTaHor nitepaTypu

Paediatric Rheumatology International Trials Organisation (PRINTO) (2024).
Defining criteria for disease activity states in juvenile dermatomyositis
based on the Juvenile Dermatomyositis Activity Index. RMD open, 10(1),
€003093. https://doi.org/10.1136/rmdopen-2023-003093

119. Rutka, K., Garkowski, A., Karaszewska, K., & tebkowska, U.
(2021). Imaging in diagnosis of systemic sclerosis. Journal of Clinical
Medicine, 10(2), 248.

120. Sagmeister, M. S., Grigorescu, M., & Schénermarck, U. (2019).
Kidney transplantation in ANCA-associated vasculitis. Journal of
nephrology, 32(6), 919-926.

121. Samson, M., Devilliers, H., Thietart, S., Charles, P, Pagnoux, C.,
Cohen, P, ... & Guillevin, L. (2023). Score to assess the probability of relapse
in granulomatosis with polyangiitis and microscopic polyangiitis. RMD
open, 9(1), e002953.

122. Schilirg, D., Silvagni, E., Cirib&, B., Fattorini, F, Maccarrone, V., Elefante,
E., ... & Tani, C. (2024). One year in review Systemic lupus erythematosus: one
year in review 2024. Clin Exp Rheumatol, 42, 583-592.

123. Schnabel, A, & Hedrich, C. M. (2019). Childhood
vasculitis. Frontiers in pediatrics, 6, 421.

124. Schnappauf, O., Sampaio Moura, N., Aksentijevich, |, Stoffels, M.,
Ombrello, A. K., Hoffmann, P, ... & Vasculitis Clinical Research Consortium.
(2021). Sequence-based screening of patients with idiopathic polyarteritis
nodosa, granulomatosis with polyangiitis, and microscopic polyangiitis for
deleterious genetic variants in ADA2. Arthritis & Rheumatology, 73(3), 512-
519.

125. Silvilairat, S., Sornwai, A. Sethasathien, S. Saengsin, K,
Makonkawkeyoon, K., Sittiwangkul, R., & Pongprot, Y. (2024). Outcome
following acute and recurrent rheumatic fever. Paediatrics and International
Child Health, 1-5.

126. Stanton M, Tiwari V. Polyarteritis Nodosa. [Updated 2023 Feb 22].
In: StatPearls [Internet]. Treasure Island (FL): StatPearls Publishing; 2024
Jan-. Available from: https://www.ncbi.nIm.nih.gov/books/NBK482157/

127. Suppiah, R., Robson, J. C., Grayson, P. C., Ponte, C., Craven, A,
Khalid, S., ... & Liang, K. (2022). 2022 American College of Rheumatology/
European Alliance of Associations for Rheumatology classification criteria
for microscopic polyangiitis. Arthritis & Rheumatology, 74(3), 400-406.

128. Tang, Y., Liy, Y., Du, Z., Wang, Z., & Pan, S. (2024). Prediction
of coronary artery lesions in children with Kawasaki syndrome based on
machine learning. BMC pediatrics, 24(1), 158.

129. Teixeira, V., Mohammad, A. J., Jones, R. B,, Smith, R., & Jayne,
D. (2019). Efficacy and safety of rituximab in the treatment of eosinophilic
granulomatosis with polyangiitis. RMD open, 5(1), e000905.

130. Terrier, B., Darbon, R., Durel, C. A., Hachulla, E., Karras, A., Maillard,
H., ... & Guillevin, L. (2020). French recommendations for the management

238



[Mepenik BUKopucTaHol niTepatypu

of systemic necrotizing vasculitides (polyarteritis nodosa and ANCA-
associated vasculitides). Orphanet journal of rare diseases, 15, 1-44.

131. Utsunomiya, A., Oyama, N., & Hasegawa, M. (2020). Potential
biomarkers in systemic sclerosis: a literature review and update. Journal of
clinical medicine, 9(11), 3388.

132. Walsh, M., Merkel, P. A., Peh, C. A., Szpirt, W. M., Puéchal, X.,
Fujimoto, S., ... & Jayne, D. R. (2020). Plasma exchange and glucocorticoids
in severe ANCA-associated vasculitis. New England Journal of
Medicine, 382(7), 622-631.

133. Woerner, A, von Scheven-Géte, A.,, Cimaz, R., & Hofer, M.
(2015). Complications of systemic juvenile idiopathic arthritis: risk
factors and management recommendations. Expert review of clinical
immunology, 11(5), 575-588.

134. Wolff, L., Horisberger, A., Moi, L., Karampetsou, M. P, & Comte,
D. (2023). Polyarteritis Nodosa: Old Disease, New Etiologies. International
Journal of Molecular Sciences, 24(23), 16668.

135. Wuy, Q., Chaplin, H., Ambrose, N., Sen, D., Leandro, M. J., Wing, C.,
... &loannou, Y. (2016). Juvenile arthritis disease activity score is a better
reflector of active disease than the disease activity score 28 in adults
with polyarticular juvenile idiopathic arthritis. Annals of the rheumatic
diseases, 75(3), 635-636.

136.Wuy,J.Q.,Lu, M. P, &Reed, A. M. (2020). Juvenile dermatomyositis:
advances in clinical presentation, myositis-specific antibodies and
treatment. World Journal of Pediatrics, 16, 31-43.

137. Zaripova, L. N., Midgley, A., Christmas, S. E., Beresford, M. W.,
Baildam, E. M., & Oldershaw, R. A. (2021). Juvenile idiopathic arthritis: from
aetiopathogenesis to therapeutic approaches. Pediatric Rheumatology, 19,
1-14.

138. Zulian, F. (2017). Scleroderma in children. Best Practice &
Research Clinical Rheumatology, 31(4), 576-595.

139. Zulian, F,, Culpo, R., Sperotto, F., Anton, J., Avcin, T., Baildam, E.
M., ... & Foeldvari, I. (2019). Consensus-based recommendations for the
management of juvenile localised scleroderma. Annals of the rheumatic
diseases, 78(8), 1019-1024.

140. Zulian, F., Dal Pozzolo, R., Meneghel, A., Castaldi, B., Marcolongo,
R., Caforio, A. L. P, & Martini, G. (2020). Rituximab for rapidly progressive
juvenile systemic sclerosis. Rheumatology, 59(12), 3793-3797.

239






