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Beryn. ['emomnituko-ypemiunuit cunapoM (I'YC) € ogHi€r0 3 BaXIMBUX MPUYUH
roctporo ypaxenHsa Hupok (I'HH) 1 xponiunoi xBopobu nHupok (XXH) y mitei.
['eMONITUKO-ypEMIUYHUNA CUHIIPOM — 3aXBOPIOBAHHS, SIKE BUHUKAE Y Pa3l NOLIKOHKEHHS
1 3aMaJIbHOTO MPOLECY B CyAMHAX HUPOK. HacnmigkoM Takoro moumkoJKEHHs € TpomMOO03
cynuH. PesynbratoM TpOMOOYTBOPEHHS € TMOPYLIEHHS HHUPKOBOi (iabTparlii, 10
nopy1rye QyHKIII0 HUPOK Ta IPU3BOAUTH 10 HUPKOBOI HepocTaTHOCTI. [IpubnuzHo 5%
miteit 3 T'YC momuparoth mig 4dac roctpoi a3y 3axBOPIOBAHHS, MPUYOMY paHHI
JIOCITIJIKEHHS TOB1IOMJISIIOTh PO PiBeHb cMEPTHOCTI 10 21%. bnusbko 25% Tux, XT0
nepexuB ['YC, MaroTh JOBrOCTPOKOBI yckiagaHeHHs 3 0oky Hupok [1]. TYC €
3aXBOPIOBAHHIM, BU3HAYAETHCS KIIIHIYHOIO TP1aJI0I0 MIKPOAHT10MAaTUYHOI T€MOJIITUYHOT
anemii, tpomOoruTonenii Ta 'HH, HanexxuTh 10 rpynu TPOMOOTHYHHUX MIKPOAHTI0MATIH
(TMA) [2].

KiiHiuHul nepedir reMOJITUKO-YPEMIYHOTO CHHIIPOMY MOYKE BapilOBaTUCA Bif
CYOKIJIIHIYHOTO JI0 3arpO3JIMBOT0 A1 KUTTSA. CrOCTEPEKEHHS MPOTATOM TPUBAJIOTO Yacy
BUSIBWIM OKpEMi MIATPYNH TE€MOJITUKO-YPEMIYHOTO CHHJIPOMY Ta BHSBUJIM KiJIbKa
eTioJioriii 3axBoproBaHHs. Homenknatypa pizaux tumniB ['YC pi3HUTBCS B JiTeparTypi.
JInst  y3roJKeHOCTI BUKOPUCTOBYETbCS Takui HaOip TepwmiHiB: TtunoBuid ['YC
BUKOPHUCTOBYETHCA AJISI OMUCY T€MOJITUKO-YPEMIYHOTO CHHIPOMY, OMOCEPETKOBAHOTO
Escherichia coli, mo mnpoaykye tokcun Illura (Stx); atunoBuit I'VC (al'VC)
BUKOPHUCTOBYETbCA JJII OIUCY TE€MOJITHUKO-YPEMIYHOTO CHHAPOMY, SKHH 3a3BUYail
OTMOCEPEIKOBYETHCS AHOMAJISIMU CHUCTEMHM KOMIUIEMEHTY a00 IHIIMMHU CHaJKOBUMHU
daktopamu; mHeBMOKOKOBHM ['YC € MmATUIIOM aTHIOBOTO TE€MOJIITHKO-YPEMIYHOTO
CHUHJIPOMY, OINOCEpPEAKOBAHOIO HEWpaMmiHila3010 3a HasBHOCTI 1H(pekIii Streptococcus
pneumoniae [3].
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['eMoOMTHKO-ypEeMIYHUN CUHAPOM Mae 0araTo CHIIBHUX O3HAK 3 TPOMOOTHUYHOIO
tpomOonuToneHiyHoto mypnyporo (TTII). OOunBa 3axBOpIOBaHHSA BKJIIOYAKOTH
MoJiopraHHy AUCHYHKIIIO BHACIIIOK TPOMOOTHYHOI MiKpoaHTionaTii 3 aKTUBHUM
reMo3oM 1 TpoMOoIruToneHier. Tpaauiiiina kinacudikaiis ONHCye TAali€HTIB 13
3aXBOPIOBAHHSIM HUPOK SK TaKUX, 10 MalOTh TEMOJITHKO-YPEMIYHUN CHHIPOM, a
namieHTiB 13 3axpoproBaHHsIM [ |[HC — sk Tux, xTo mae TTII. Onnak I'YC Moske BKITIOUaTH
cepio3Hi HeBpoJoriyHi mopymieHHs, a TTII Moxke BKIIOYaTH BaXXKy HUPKOBY
HeJOCTaTHICTh. TakoK y TMpoliec 3adydaroThCsl 1HIN OpraHu Ta cucreMu. Yu € 11e
HacnpaBz[i OKPEMHMH 3aXBOPIOBAHHAMH, 3ATTHIIACTHCS cripHuM. Jlesiki ABTOPH OTHCYIOTh
«reMomTHKo-ypeMquHH cuapoM—TTII» Ax enuHe 3axBOPIOBaHHA 3 p13HOMaH1THI/IM
CIIEKTPOM TIpOsiBiB. Y 0OaraThoX BHUMIAAKax sAK HePposorn, Tak 1 TeMaTOJIOTH
CHIBIIPAITIOIOTh y JIIKYBaHHI MAIlIEHTIB 13 UMM CKJIAJHAUMH 3aXBOoproBaHHsSMHU. barato
aBTOPIB pO3MIsAAIOTh akTUBHICTE OTka ADAMTSI3 B axocti akropa nudepenuiarnii
al'VC ta TTII. [1amienaTu 3 ay’ke HU3bKOI akTUBHICTIO ADAMTS1 3, sk mpaBuiio, MeHIIe
10%, BBaxkatotbcst xBopuMu Ha TTII, Toai sik OUIBIIT BUCOKI PiBHI AaKTUBHOCTI BKa3yIOTh
Ha mgiarHo3 ['YC [4]. 'Y C 3ycTpiyaeThes IepeBaXXHO Y MaJIEHbKUX JIITEH; OHAK M1TITKH
Ta JIOPOCIl HE € BUHATKOM. Y MaJCHBKHUX JITeH CIIOHTaHHE OJy>KaHHS € TMOIIUPEHUM
SABUIIEM. Y JOpOCIHX WMOBIPHICTh OAYXKaHHA HH3bKa, gkmo ['YC mnoeanyerbest 3
TSOKKOIO TinepTeHsiero. BinOyBaloThCcsl CE30HHI KOJMBAHHS, MPUYOMY ITIK BHUIIAJIKIB
MpuUIajae Ha JiTo Ta BoceHu. OOuIBI cTaTi 0HAKOBO cTpaxaaroTs Big ['YC [5].

[IporHo3 reMoNTHKO-YpEMIYHOTO CHHAPOMY HAacTynHui: locTpe ypakeHHsS
HUPOK 3anuinaetbes y 55—70% mariienTiB, ajie 85% BiAHOBIIOIOTH (DYHKIIII0 HUPOK 3a
JOMOMOrol miaTpuMytoyoi Tepamii. [Ipubmuzno y 15-20% naitell rinepToHis MOXe
pPO3BUHYTHCST 4Yepe3 3—5 poOKiB BiJ TMOYaTKy 3aXBOpIOBaHHSA. PeuuauB mnpu
aJIOTpaHCIUIAHTALlll HUPKU cTaHOBUTH 10% abo menire [3].

['HH tpanchopmyetses y XXH npudausno y 10% aiteit, mo nepenecnu I'YC Ta
y 30% mite#t, y sxkux ['YC He moB’si3aHuii 13 miapeero. XpoHidHa XBOpoOa HUPOK -
MOPYIICHHS (PYHKIIN HHUPOK, IO CIIOCTEPIra€ThCsl MPOTIATOM TPHOX 1 OUIBIINE MiCSIIIB,
BUHUKAE B PE3yJIbTATI TPOTPECY0U0i 3arudesni HepoHiB 1 CTPOM ITICJISi TOCTPOi HUPKOBOT
HEJ0CTaTHOCTI (y BUMAAKY TE€MOJITHKO-YPEMIYHOTO CHHAPOMY), 13 TPHUBAIICTIO
aHypUYHOTO TIEpioay TMOHAM 3 TIKHI, MBHIAKICTIO KiyOoukoBoi (inbTparii (ILIKD)
cranoBuTh < 60 Mi/xs/1,73 M? [6].

Mera po6oTu: BUCBITIUTH KIIHIYHUA BUMAJOK PO3BUTKY XPOHIUYHOI XBOPOOHU
HUPOK MICJISI TIEPEHECEHOTO 1/I10MAaTUYHOI0 FeMOJIITUKO-YPEMIYHOTO CHHAPOMY.

Onuc Bunaaky. [Tamienr, xmonuuk, 12 pokis. 31 clliB Matepi, BIepie y Billi 8-mu
MICAIIIB CTaH AUTUHU NMopymuBcs. Crocrepiranock ONIOBaHHS, TEMIlepaTypa, B’ sliCTh,
BiZiIMOBa Bij Dxki. JlaHUW CcTaH ITUTHUHM MAaTip TOB’s3aja 13 BUTOJIOBYBAHHSIM IUTHHU
MITYYHUMU CyMilIaMH. Y 3B 43Ky 3 UMM MaTH 3BEPHYJIACh 32 JOMOMOIOI0 JI0 palOHHOI
JKapHI, e AUTUHI OyJ0 3/11HCHEHO MPOMHUBAHHS LIUTYHKA Ta 3p00JieHa Kili3Ma. Y 3B’ 43Ky
3 MOTIPHICHHSIM CTaHy AWTHUHY JocTaBieHo kaperoro LIIMJ] B oGnacHy iikapHio y
BIJUTIJICHHST peaHimariii, e TpOBOIMIM JIe31HTOKCUKAIIIIHY Teparito, B pe3yJabTaTl K01
MOKpAIIEHHS! HE BIAMIYAJIOCh 1 OUTHHA Oyfa HampaBieHa y BIAIUJICHHS TOCTPOi
IHTOKCHKAIlil. Y BIIIJICHHI MUTHHA OTPUMYyBaja KOMIUIEKCHE JIKYBAaHHS 3 MPHUBOIY

156



rocTpoi HUPKOBOI HexocTaTHOCTI. Byna Bumucana nofoMmy y 3B’43KY 3 MOKpAILEHHSM
CTaHy 1 3aJIMIIKOBUMH MOPYIICHHAMH (PYHKIIIT HUPOK i HArIsiA Hedpoiora.

Y Bimi 1-ro poKy AWTHHA TMOCTYNMWJIa B OO0JacHy JIKapHIO 3 KHIIKOBOIO
HETMPOXITHICTIO, Y 3B’A3KYy 3 4yuM Oyia mpooriepoBaHa. Ilicis 1ogaTKOBUX JOCIIIKEHb
BHUCTaBJICHUH JI1arHO3 TEMOJIITUKO-YpeMIYHUI cuHapoM. Hanani KoxHI MiB pOKy JUTHHA
oOcTexxyBasiach B 001acHii ikapHi. TpuBamicTs nepedyBaHHs B CTalllOHAp1 BapioBajaach
Bim 1 mo 2-x micamiB. Y Billi 9 poKiB y AWTHHHU 3’ SIBUIUCH HAOPSKH, MMIABUIICHHS
aprepianbHOoTo THCKY 10 200/100 MM pt. cr. JluTuHY rocmitamizyBaiu A0 0OJacHOI
mikapHi. [1ig gac oOcTe)XeHHS J1arHOCTOBAaHUN €HAOKApAMT, Oyia MpoBeeHa Orepallis
Pocca 3 miactukoro MiTpajabHOro KiamaHa. B micisonepaiiiHoMy mepiofi BiaMidaBcs
npupicT azoTemii, oOMexeHHs aiype3y. [lamieHT mepeBeneHui y BIIAUIEHHS TOCTPOi
1HTOKCHKaIli 3 giarHo3oM: Cerncuc. CUHAPOM MOJIOPTaHHOT HEIOCTATHOCTI: JUXalbHa
HEJIOCTATHICTh 3 CT., cepLeBO-cyAnHHA HeaocTaTtHicTh Il cr. Ho3okomianbHa s1iBOOIYHA
HUKHBOJIOJIbOBA MHEBMOHIsA. J[BoOiuHMN  rigpoTopakc. JlereneBa rimepTeH3is.
[Topymennst cepueBoro putMmy. biokana mpaBoi Hixkku mnydka [ica. /lutunHa Oyna
BUIHMCAHA JI0JIOMY 3 MO3UTHUBHOIO JUHAMIKOIO 1 3aJIMIIKOBUMHU MOPYIICHHSIMH (YHKIIIT
HUPOK M1 HArJIs1 Hedposora.

Uepes pik maTu 3adikcyBajia y TUTUHU MIJABUIICHHS apTepiaJbHOTO THUCKY 10
170/100 mm pt.cT., micius yoro IIIMJI nocrasiena fo mikapHi, 1e, miciis gadbopaTopHUX
00CTeXeHb OYyJM BiIMIYEH1 a30TeMisl, TIEpKaIieMis, K1 BaXKKO ITi/11aBaTUCh KOPEKIIi.
[lepeBenenuil y BIOAUICHHS XPOHIYHOI 1HTOKCHKAIli 3 J1arHO30M XpOHIYHA XBOpoOa
HUPOK 5 cT. XpOHIYHMA TyOyJOIHTEpCTULIATIbHUIA HePpuT. XpOHIYHA HHUPKOBA
HEJ0CTaTHICTh 4 CT., TepMiHaNbHA. byna mpoBeaeHa omepauisa no (popmyBaHHI0O AB-
¢ictynu.

PilieHHAM KOHCHIIIyMY TICJsl IPOBENEHHS KI1HIKO-Ta0OpaTOPHUX OOCTEKEHb Ta
Ha OCHOBI JaHMX OO0’€KTUBHOIO CTaHy, JWTHHI TOKa3aHe JIKYBaHHA METOJIOM
TpaHCIUTaHTalli HUpkU. Yepe3 miBpoKy Oyla mMpoBeleHa omepaiis 3 TPUBOIY
TpaHCIUTAHTAIIl1 HUPKH B1J] HEPOAMHHOTO JIOHOPA.

BucHoBKH. ['eMOTITHKO-YpEMIYHUN CUHAPOM € BaKKUM 3aXBOPIOBAHHSM, 110 MA€
CEpHO3H1 BiAjalieHl MOJIIOPTaHHI YCKIAAHEHHS, SIKI MOXXYTh BHMAaraTd PEHO3aMiCHOL
tepamii. [lamientu, sxi nepereciu ['YC, moBuHHI iepeOyBaTH il PETEIHHUM HATJISIIOM
IOPOTATOM KUIBKOX JIECATUIIITH, OCOOIMBO MTPU HEOOX1THOCTI Alai3y. PerymspHi Ta yacti
orjisiau aiTe, o nepeneciu I'YC, HeoOX1IH1 1J1sI CBOEYACHOTO BUSIBJICHHS PaHHIX O3HAK
nopyueHHs: GyHKIII HUPOK Ta MPU3HAYECHHS BIJIOBIIHUX TEPANIEBTUYHUX 3aXO/IIB.
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I'eneTnuHo 3amporpamMoBaHa CHCTEMa BHBEJCHHS KCEHOOIOTHKIB POOHTH
YHIKQIbHUMH  aJamnTalliiiHi  MOMKJIMBOCTI KOXXHOI  JIIOJAMHHM, i CTIMKICTh J0O
MONIKO/KYBaTbHUX (DaKTOPIB HABKOJMUIIHBOIO CepeoBUIla. SKIO MopyiieHa podoTa
TeHIB Tepuioi Ta Apyroi (asum AeTokcukauii, TO BIAOYBA€TbCS CHUHTE3 E€H3UMIB 31
3MIHEHOIO AaKTUBHICTIO, 1[0 MOX€ OYTHM NPUYMHOIO 3MIH B IIBHJKOCTI METa00Ii3My
cyOCTpara meqiHKOI Ta HOTO HAKOTIMYEHHS B OpraHi3Mi 3 MOJATBIIOK TOKCUYHOO JTi€l0
1 posBuTKOM remarobOimiapHoi aucyHkiii. ITlomykn mMoeaHaHUX MOJEKYISIPHO-
TCHCTHYHUX MAapKepiB € BaXKIWBHM HAINPSMKOM Y BHUBYCHHI MOJICKYJIPHUX OCHOB
renaTo00J1iapHOT CUCTEMHU.

Meroto gociipkeHHsT OyJ0 BCTAaHOBUTH KOMOPOIAHICTH BIUITMBY TMOJIMOPQPHUX
BapiaHTIB TE€HIB CUCTeMH OloTpaHcdopMallii KCEHOOIOTHKIB Ta TOMOIMCTEIHEMIi Ha
PO3BUTOK renaToOimiapHoi TucyHKIIT y JiTeH.

[IpoBeneHe KOMIUIEKCHE 010XIMIYHE Ta MOJICKYJISIPHO-TEHETHYHE JOCIIKEHHS 65
niteil. Jlo ocHoBHOI rpynu BkimoueHi 50 miTeit 3 rematoOiumiapHUMHU AUCPYHKIISIMHA Ta
HEBPOJIOTTYHOIO MATOJIOTi€0. [0 rpynu KOHTpOsro yBiiwu 15 aiTeit 63 BUABIECHUX Ta
niaTBeppkeHnx marojiorii.  TumyBanHs reHiB mnepmoi (CYP2C19*3 636G>A,
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