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Anomauia: xeopoba Penow-Ocnepa-Bebepa abo cnadkosa cemopaziuna meneanciekmasis — ye
aAymoCcoMHO-OOMIHAHMHUL  PO31A0, WO XAPAKMEPUZVEMbCA POSUWUPEHHAM KAniiapie ma 6ew, AKi
3a36uuatl 10KANI3VIOMbCA HA WKIPI MA CIU308UX 0O0IOHKAX NOPOXCHUHU POMA, A MAKONHC ) OUXATbHUX,
CeuosuUx WAXax i mpasHomy mpaxkmi. AHamomiuna ocHo8a X8opoodu — YpariceHHs. KPOBOHOCHUX CYOUH
3 OeceHepayiero i 2iNONNA3IEI0 M 308020 MA eNACMUYHO20 WAPIE, 8 Pe3yIbmami 4020 pO36UBAEMbCSL
802HULYe8e CIOHUEHHS CIMIHOK CYOUH 3 NOOATIbUUM PO3uUpeHHAM ixX npoceimy. [lopyuwenns anziocenesy
30epicacmvcsi NPOMACOM  YCb020 HCUMMS XB0PO20, MA NPOAGIAEMbCA YMEOPEHHAM AHEeBPU3M,
meneanziekmasiti ma apmepiogeHosHux wiynmis. CepeoHa mpueanicms HCUMms X60pux 3 00MAICEHO0
cnaokogicmio 63,2 poxu. Ilix cmepmuocmi npunaoae na gix 50 pokie, wo nepesajicHo nos s3ymo 3
20CmpuMu yCKAaOHeHHAMU Xeopobu. [Ipome, cepeo ocib, wo cmpadxcoaroms na x6opoby Panoio-Ocnepa-
Bebepa € i 0oseoocumeni, wo nomuparoms y eiyi 70-79 pokis, a npuuuHow cmepmi € YCKIAOHeHHs
OCHOBHO20 3AX60PIOBAHHA MA NPUEOHAHHA XPOHIYHUX 3aX80progans. Memoto oanoi cmammi € Oinbiu
0emanbHO PO32NAHYMU MONCIUBL NPOABU MA YCKAAOHEHHs, Memoou 1iKyeanHs xeopoou Panorw-Ocnepa-
Bebepa ona 6uacnozo po3nizHasanHs X60poou ma HAOAHHA C80EYACHOI MeOuyHOi donomoau. Y Oaiil
cmammi ONUCYEMbCA BUNAOOK AOOOMIHATLHOI opmu cnaodkogoi eemopaciunoi meneanciekmasii y
nayienma gixom 82 poxu. Hasedeni pezynomamu nocmepmnoz2o namomopphonrociynozo 00CaioNceHHs.
VUKOONCEHUX MKAHUH BHACTIO0K X60poou Panoio-Ocnepa-Bebepa. Ilpu 0ocniosxcenni mikponpenapamis
CU30801 2YOU, MOHKOI KUWKU, OPUICT MOHKOI KUWKY MA NeYiHKU BUABNEHO 2PYNU CYOUH CMIHKA AKUX
Micysamu 8UMOHYEHA, a MICYAMU NOMOBULEHA, 8 CaMIl CMIHYI Yux cyOUH GUSHAYAEMbCA 3MEHULeHHS
abo nosHa 6iIOCYmMHICMb M 'A308UX | e1ACTUYHUX B0TOKOH, NPUCYMHITI MITbKU eHOOmeNill, o OMmo4eHull
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PUXIOI0 CROYYHOIO MKAHUHOIO, NOCMKANIIAPHI 6eHYIU POZUWUPEHHT T AHACTOMO3YI0Mb 3 ApMepioNamu.
B npoceimi yux xubno po3sunymux cyOur susHauaiomocs smiwiani mpomou. Ilayiecnm noxunozo 8ixy,
cmpaxcoas Ha NOEOHAHY NAMON02II0: CNAOKO8Y 2eMOPARiuHy mellean2iekmasiio 3 apmepio-6eHO3HUMU
Manvghopmayiamu y neuinyi, cepyi, Opudici, mouKitl Kuwyi ma iwemiuny xeopody cepys. Jlaui npoyecu
VCKIAOHUNUCH PO3BUMKOM 3ACMIUHOI cepyesoi HedocmamHocmi, Wo nopyuysaia 2eMOOUHAMIYHI ma
PeoN0IYHI 81aCmMU80Cmi Kpogi i Cnpusiia 6UHUKHEHHIO MPomMO03y apmepio-6eHO3HUX Malbghopmayiil 6
opudici ma cminyi MoHKoi Kuwiky. B nocnioyouomy UHUK HeKpO3 nemeib MOHKOI KUWUKU 3 PO3GUIMKOM
PO3NUMO20 HILIHO-PIOPUHO3HO20 NEPUMOHIMY ma eHO02eHHOI iHmokcukayii. Ilayienmu 3 cnaokosow
2eMOopaziuHoI0 melean2ieKmasicio 4epe3 Hec80€YACHy Ola2HOCMUKY OAHO20 CNAOKOB020 3AX60PIOBAHHS]
Marms 8UWULL pU3UK KPOBOmMeY ma Hes8pON02IYHUX YCKIAOHEeHb, 8KIIUAIOYU AHeMilo, yepeOpanbHull
aobcyec, iHCYIbM, GEHO3HUL Mpomb0O3 ma cepyedy Hedocmamuicms. Panns diacnocmuka 6azyemvcs
Ha KIIHIYHUX OaHux ma pemenbHoMy 300pi cimetinoeo anamuesy. Y 90% nayienmis y 6iyi 0o 40 pokiea
0ia2H03 CNnAOK0B0I 2eMOpACiuYHOI meleanziekmasii MOJCHA 6CMAHOBUMU 3a 0ONOMO2010 Kpumepiia
Kiopacao. /lane 3axeoprosanus npunocums 3Ha4Hy KilbKICMb CMPANCOAHb Y NOBCAKOEHHOMY HCUMMI
AK O/ NAyieHmie max i Oas iXHIX poOuH, nompedye 3HAUHOI yéazu MYIbMUOUCYUNTIHAPHOI KOMAHOU
JIKAPI6 Ha KOJHCHOMY emani Ha0aHHs. MEOUUHOT O0NOMO2U.

KurouoBi cioBa: crankoBa remoparidyHa TelleaHTieKTasis, CyIuHHa Majb(opmarlis, XpoHiduHa
KpOBOTeYa, CMIaIKOB1 CYIMHHI 3aXBOpIOBaHHs, XBopoOa Penmro-Ocnepa-Bebepa.

Beryn ¢ reri MADH4, mo xonye SMAD4, 61510k,
XBopoba Penaro-Ocnepa-Bebdepa abo criaiko- 1110 NpUIIMa€ aKTUBHY y4acTh B CUTHAJIbHO-
Ba reMopariyHa TeJieaHTieKTa3is — e ayTOCOMHO- My IUIXY, B sikomy 3aaissauii TGB- (Krit-
JIOMIHAHTHUH po3Jajl, CIPHYNHEHUN MyTaIlisiMu haris A. et al.,2018)
TeHIB, SIKI KOAYIOTb KOMIIOHEHTH CHUTHAJIbHOTO AHaTOMIYHa OCHOBa XBOPOOHW — YypaK€HHS

nusixy TGB-B B ennorenianbHux kiaiTuHax. L[ KpOBOHOCHMX CYIWH 3 JET€HEpAIli€lo 1 rimoma-
Ba/la PO3BUTKY HasBHA MPU HAPOKEHHI, Xapak- 31€10 M S30BOTO Ta €IACTUYHOTO IIaPiB, B PE3YITb-
TEPU3YETHCS POUIMPEHHSIM KaITiJIsipiB Ta BEH, SIKI  TaTi YOr0 PO3BUBAETHCS BOTHHIIEBE CTOHIICHHS
3a3BHUall JIOKAJI3yIOThCSA Ha LIKIPl TA CIM30BUX CTIHOK CYIWH 3 TIOAAJBIIUM PO3IIUPEHHSIM IX
000JI0HKaX MOPOKHUHU POTA, @ TAKOXK y IUXallb- MPOCBITY. KpOBOTOUMBICTH OSICHIOETHCS JIETKUM
HUX, CEUOBUX IIJISXax 1 TpaBHOMY TpakTi. [Ipu pyiHYBaHHSAM CTIHKH CYIWHH Yy MICIli aHTi0€K-
PO3pUBI IMX CyAMH BUHUKAIOTh MAaCHBHI HOCOBI, Ta3ii, a TaKOX MiBUIICHOK (HiOPUHOTITHYHOO
IIUTYHKOBO-KHUIIIKOBI KPOBOTEU1 00 reMaTypisl. akTUBHICTIO KpoBi (Zharkova M.S. et al.,2019;
Yacrora cnaakoBoi remoparigHoi TteneaH- McDonald J.et al., 2011). [lopymienns anriore-
riekrasii ckmagae 1 Bumagok Ha 20 THCSY 0ci0 He3y 30epiraeTbes MPOTIATOM YChOTO JKHUTTS XBO-
(JliannoBeekuii FO.A. & 3emckos €.B., 2010). poro, Ta NpoOSBISETHCS YTBOPSHHSIM aHEBPH3M,
3a nanumu lllernoBa /I.B. Ta cmiBaBTOpiB YacTo- TeJcaHrieKTa3ii Ta apTepiOBEHO3HMX IIYHTIB.
Ta BHIIQJIKIB 3aXBOPIOBAHHS CTAaHOBUTH 1:2351, Mamnidecrariss 3aXBOpIOBaHHS MOXE pO3-
MIPU YOMY 3aXBOPIOBAHICTh HE 3aJIKUTh BiJl CTaTl IMMOYMHATHCH Y OylIb-KOMY Billi, OJJHAK IPOSBH
(IlernmoB /1.B. et al, 2016). Y maroreHesi 3aXBOpio- 3aXBOPIOBAHHS MAalOTh NPSIMUN KOPEISAI[IHHUN
BaHHS OCHOBHY pOJIb MalOTh aHATOMI4HI Ta QyHK- 3B’s130K 3 BikoM marienTta (Cottin V. et al, 2007).
1ioHaJbHI 3MiHU cyauH. binbme 80% marmieHTiB  BiblnicTh aBTOPIB BHIUISIOTH CEPEIHIO TPH-
MaloTh MyTallii B OTHOMY 13 HACTYITHUX I'eHIB: BaJIICTh JKUTTS XBOPUX 3 OOTSIKEHOIO CITaJIKOBI-
e reni engortini (ENG), mo komye peren- cTio Ha piBHI 63,2 pokiB. Ps aBTOpiB BUIUISIOTH
Topu TpaHchopMyrouoro (akropy poc- TiK CMEPTHOCTI y Birli 50 pokiB, M0 MEepPeBasKHO
Ty 6eta-1 (TGF-B1) i TpanchOpMyr040ro MOB’A3yHOTh 3 TOCTPUMH YCKJIQIHEHHSIMHU XBOPO-

¢dakropa pocty 6era-3 ou. IIporte, cepen ocib, 1m0 CTpakAarOTh HA XBO-
e redi ACVRLI, mo xoxye akTtuBiH-penen- poOy Panmio-Ocnepa-BebGepa € 1 moBroxwureni,
ToponoaiOny kiHazy 1 (ALKI) 10 MOMUPaioTh y Biti 70-79 pokiB, a MPUIUHOIO
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CMEpPTI € YCKJIQJHEHHS OCHOBHOTO 3aXBOpIO-
BaHHS Ta NPUETHAHHS XPOHIYHUX 3aXBOPIOBaHb
(Sabba C. et al, 20006).

Haii0inpi XxapakTepHUMH O3HAaKaMH CIHaj-
KOBOi TeMOpAariyHoi TeJeaHTieKTa3ii € HeBEeIHKi
4epBOHO-(10JIETOBI CYIMHHI BY3JIUKH Ha OOJIUY-
yi, rybax, poTOBii Ta HOCOBIi CIH30Biil 000-
JIOHKaX, Ha KIHYMKAX MaJIbIIB pyK Ta HIr. CXoXki
MOILKO/KEHHS MOXKYTh 3HAXOJUTHCH B CIU30Bii
O0OJIOHIII IITYHKOBO-KHIIKOBOTO TpakTy. /[le-
OI0T 3aXBOPIOBAHHS BiAOYBA€TbCS Y MiATITKOBO-
My Billi Ta TPOSIBIIIETLCS €IMi30[[aMH MaCHUBHOI
HOCOBOi, a00 IUTYHKOBO-KHIIKOBOi KPOBOTEYI,
a00 MacHMBHUMHU MEHCTPYaIlisIMU 1 SIK HACIIJOK
— PO3BHTOK TOCTTeMOpAriyHoi aHemii pi3HHUX
cTyneHiB nposBy (Sabba C. et al, 2006). V ne-
SKHMX MAI[iEHTIB BUHUKAIOTh JIETEHEB1 apTepioBe-
HO3HI Manbpopmalii, 0 MOXYTh MPHU3BOAUTH
70 3aMIIK{, 3HAYHOT BTOMJIIOBAHOCTI, I1aHO3Y
Ta EPUTPOLMTO3Y. Y NEAKHX CIM X, XBOPUX Ha
xBopoOy Panmro-Ocnepa-Bebepa, BHUHHMKAIOTH
cy0apoxHOinanbHl KPOBOBWJIMBH, CyIOMH abo
naparvierii sk Haciilok c(pOopMOBaHHMX Iieped-
pasibHUX a00 CIMHHOMO3KOBUX apTEPiOBEHO3HUX
Manbdopmartiif. [ledinkoBi Manmbpopmarii mpu-
3BOJSITHL A0 MEYIHKOBOI HETOCTAaTHOCTI Ta TSIK-
KOT CepIeBO-CYIMHHOI HeaocTarHOCTI. BHacmi-
JIOK TPUBaJIUX MACHBHHMX KpOBOTEY y MAI[IEHTIB
3 CMaJKOBOI0 T'€MOPAridyHOI TeJIeaHrieKTa3iero
CIIOCTEPIraeThCs XPOHIUHA  3amizofediluTHa
aHeMisl.

He 3Baxkarounm Ha Te, MmO y OUIBIIOCTI BU-
Ma/IKiB TEepHIMKA TPOSB 3aXBOPIOBAaHHA — KPO-
BOTEYl, apTepio-BeHO3HI Maibdopmarliii 9acTto
CTalOTh MiICIIEM YTBOPEHHS TPOMOy Ta MPOBOKY-
10Th TpoMO03u (Gautam S et al., 2022). Takox,
NEePUIMM CUMITOMOM MOXE CTaTu abcuec MO3Ky,
TpPaH3UTOPHA iIIIeMiYHa aTaka abo 1HCYIIBT, SIK Ha-
CJIIJTOK YTBOPEHHS 1H(IKOBAaHOTO 200 aCENTUIHO-
ro eMOouty.

JliarHO3 cIaIkoBOT reMOpariyHoi TeJeaHTiek-
Ta3ii BCTAHOBIIIOETHCS 3a HABHOCTI crienudiv-
HUX apTepilOBEH3HUX Maib(opmariiii Ha 06nHuyui,
B MOPOXHMHI POTa Ta HOCA, HA MaJbIIX Ta/abo
Ha BHYTPILIHIX OpraHax B KOHTEKCTi €IiCTaKCH-
Cy Ta CIMEITHOro aHamHe3y, a TaKo)K KpUTEpIiB
Kropacao, 110 BKIIFOYarOTh:

® CIOHTaHHI pelUANBYIOU1 HOCOBI KPOBOTEYI,
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MHOYKUHHI TeJIeaHTr1eKTa3ii B THIIOBUX Mic-
51X, TAKUX SIK: TMIKipi Ta CIIM30BUX 0OOJIOH-
Kax MOPOXHUHH POTa, a TAKOXK y JUXAlb-
HUX, CEYOBUX LUIAXAX 1 TPABHOMY TPaKTi;
JIOKYMEHTOBaH1 BiCIiepajbHiI apTepioBe-
HO3HI Maynb(opmarii (HampuKiIag y Jiere-
HSIX, [I€YiHII1, TOJIOBHOMY MO3KY);
aHAMHECTHYHI JaHl (Y4JIE€HW POIWHH TIep-
III0TO CTYIICHSI CITOP1THEHOCTI 3 CIIAKOBOIO
TeMOPAariYHOI TEJICAHTICKTa31€10).

[Tpu HasiBHOCTI 3-X 3 MepeNiueHuX KpUTepiiB
JIarHO3 CIMAKOBOI reMOpariyHol TeleanTiexTasii
BBXKAETHCS IOCTOBIPHUM Ta MOXKIIMBUM TIPH Ha-
SBHOCTI 2-x KpuTepiiB. Pe3ymbratu maboparop-
HUX JIOCIIJIKEHb, SIK PABUJIO, B HOPMI, 32 BUKJIIO-
YeHHSAM 3aTi307einuTHOI aHeMii y OUIbIIOCTI
naiieHTiB 3 xBopoboro Panmto-Ocnepa-Bebepa.
B nesxux cymMHIBHUX BUTaJKaX HEOOXiTHE MPO-
Be/ICHHS eHaockorii abo anriorpadii. I[IpoBenen-
Hs aHriorpadii s MamieHTiB 3 MOKJIMBHUM Jia-
THO30M CIIaJKOBOI rTéMOpPariyHoi TeJIeanriekTasii,
3rimHo kpurepiiB Kropacao, € «3010TUM» CTaH-
JApTOM J1arHOCTHKHU Ta CBOEYACHO JI03BOJISE TIO-
nepekaTy BaKKi YCKIIaTHEHHSL.

[eneTuyHi TeCcTU Ui BUSBICHHS MYTalii y
renax ENG, ACVRL1 u MADH4 moxyTth Oyt
KOPUCHUMH JIMIIE [Jisl MAIIEHTIB 3 aTUMOBUMU
MposiBaMU XBOPOOM a0o0 Uil CKPUHIHTY POIUYIB
MIepIIOi JiHIi, CHMIITOMH Y SIKUX BifcyTHI. CKpH-
HIHTOBI IOCHIIKEHHS PEKOMEHAYETHCS TPOBOIU-
TH IITITKaM y TIepioJ] CTaTeBOro 103piBaHHs Ta y
KIHIIl MiAJTITKOBOTO BiKY, OCOOIUBO SKIIO Y CiM’1
OyJM BWITAJKH JIETCHEBUX, NEUIHKOBHX, IIepe-
OpanbHUX apTepiOBEHO3HUX Maibdopmariiit. s
MIPOBEJICHHSI CKPUHIHTY PEKOMEHJIOBAHO BHUKO-
nyBatu KT nerenn ta meuinku, MPT ronoBHOrO
Mo3Ky (Shovlin C.L. et al 2000; Faughnan M.E.
et al 2020).

JlikyBaHHS OLIBIIOCTI MALIIEHTIB 3 BCTAHOBJIE-
HUM JiarHo30M xBopoou Panmo-Ocnepa-Bebepa
— miATpuUMYyro4Ye. YC1 JOCTYIHI TeJIeaHTrieKTasii,
HaIpUKJIaj y HOCOBIH MOPOXKHUHI 200 Y IITyHKO-
BO-KHIITKOBOMY TPaKTi, MalOTh OyTH BHUJAJICHI 3a
JIOTIOMOTOI0 JIa3epHOi absAwii. ApTepioBEeHO3HI
Masib(hopMallii y JIETeHsX MOXHA JIIKyBaTy IIUIS-
XOM XipypriqHoi pe3ekii abo emOomizarii.

3Bakarouu Ha Te, 0 Y XBOPUX HA CHAJIKOBY
reMopariyHy TeJeaHT1eKTa31i0 BUHUKAIOTh €1130-
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1 MAaCMBHHMX KpOBOTEU, iIM MOXYTh OyTH HE00-
Xi7H1 IepenuBaHHs KpoBi. ToMy yciM marieHTam
3 JIOCTOBIpHUM a00 WMOBIpHHUM J1iarHO30M XBO-
pobu Panmio-Ocnepa-Bebepa pexoMeHI0BaHO
IMyHI3a1li}0 BaKIIMHOIO MPOTH renatuty B. binb-
IIICTh TMAIi€HTIB TOTPEOyIOTh Oe3MmepepBHOTO
JTiKyBaHHS TpenaparaMu 3aji3a. JlikyBanHs mpe-
naparamu, siKi iHT10yIOTh aHTiOTeHe3 (TaTiIoOMiI,
OeBaruzymad), MOXKYTh 3MEHIIUTH KUJIBKICTh Ta
UIUIBHICTD PO3POCTaHHS aHOMAJIbHUX cyauH (Al-
Samkari H., 2021). Kpim Toro, noBeneno, 1o Oe-
BalM3ymMal 3HAYHO 3HMKYE KUTbKICTh HOCOBUX Ta
IUTYHKOBO-KUIIKOBUX KpoBoTed (Al-Samkari H.
et al 2019 & 2020; Faughnan M.E. et al 2020).
s 3amobiranHs mapagoKcallbHId eMOomi3arii
CYIUH TOJIOBHOTO MO3KY Yepe3 JIETeHEBI apTe-
pioBeHO3HI Majb(opmaliii, Bci piiuHU IS BHY-
TPINIHBOBEHHOTO BBEJICHHS MAlOTh BBOJIUTHUCH
auie yepes puibTpu.

Mera

PosrnsiHyTH  Ki1iHIKO-MOP(hOJIOTIYHI  MPOSIBA
Ta yckiIamHeHHs xBopoOu Panmro-Ocnepa-Be-
Oepa A1 BYaCHOI MIarHOCTUKH Ta HaJaHHS Me-
JUYHOT JOMOMOTH Ha MPUKIAAl OISy OAHOTO
KJIIHIYHOTO BHITAJIKy MAI[i€HTa MOXHUIOTO BIKY Ta
MOPIBHSITH OTPUMAHI JIaHi 3 JaHUMHU JIITEpPaTypH.

Marepiajau i MmeToau

J11st BUBYCHHS TAHOTO BUTIAJIKY OYJI0 BUKOPH-
CTaHO pe3yNbTaTh JJA0OPaTOPHUX Ta IHCTPYMEH-
TaJIbHUX METOJIB JIOCIIPKCHHSI, 3alMCH JIIKapiB,
10 OMVISANIN AAHOTO MatienTa. [ mpoBeneHHs
MaTOJIOTOAHATOMIYHOTO JTOCHIKEeHHSI, OYII0 BiJi-
OpaHO MIMAaTOYKU TKAaHUH OpraHiB 3rigHo Hakazy
Nel1877 MO3 Vkpainu Big 21.09.2021. Tkanunu
¢ikcyBamu B 10% 3abydepHomy pozumHi op-
MaJjiHy, MPOBOAMIN 3a0ip HANOUIBII 3MIHEHHX
JUISTHOK, 3HEBOAHIOBAIIN B CIIUPTaX, MPOCOUYBa-
nu napadinamu i 3anuBaiy B mapadiHoBi OJIOKH.
[Ticns mpuroTyBaHHs 3pi3iB HA MIKPOTOMI, IIPO-
BoWIM (papOyBaHHS TeMaTOKCHIIIH-€O3UHOM Ta
3a Ban-I'i3onom. 3a momomororo 3abapBieHHs
reMaTOKCUJIIH-€03UH BU3HAYMIIN 3aralibHi CTPYK-
TYpHI 3MiHU Ta 3MiHH, II[0 XapaKTEpHi caMe s
nposiBiB xBopobu Panmgro-Ocnepa-BeGepa. Ilpu
3actocyBaHHi (apOyBanHs 3a Ban-I'i3oHOM,
BUSBWIM CKJIEPOTHYHI Ta AUCTPOQIUHI 3MIHH,
Bi3yalli3yBaJll MEPUBACKYIAPHHUNA ckiiepo3. Po-
TorpadyBaHHS MIKpOTIpenapariB MpOBOAMIN Ha
MoppomeTpuyHoMy Komiuiekci Olympus ima-
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ging CORP Model NoE-410DC7:4VD56547931
31 30impmennsM 40, 100, 200, 400,800. Y mocmi-
JOKEHH1 TOTPUMaHO MIKHAPOIHUX HOPM 3TiJTHO 3
FDA-1997-D-0508

Onuc KIIHIYHOr0 BUNIAIKY

[Mamient 82 poku, moctaBieHUil OpHUragoro
HIBUJIKOT METUYHOT JOIOMOTH B 00JTaCHY JIiKapHIO
31 CKapramu Ha 3aralibHy clIaOKiCTh, HYJIOTY, OJTf0-
BaHHS TEMHHM BMICTOM, BUIIOPOKHEHHSI YOPHO-
r0 KOJbOPY, AUCKOM(POPT Ta BaXKICTh B )KHUBOTI.
CraH marieHTa IporpecuBHO MOTIPITYBaBCS MPO-
TArOM 3 1110 10 MOMEHTY ToCTHiTam3ati.

Cran namienta Baxkui. [llkipa 3 npioHUMHU
neTexiaJbHUMH KpPOBOBHIMBaMH, Omima. Takox
B1JIOMO, IO MAIIEHT MEPIOAMYHO MPOXOIUB JIi-
KyBaHHs 3 IpuBoay XBopoOu Penmro-Ocnepa-
Bebepa y cramioHapHUX yMOBaxX TE€paneBTUYHHUX
Ta TeMaToJIOTIYHUX BimaiieHb. [Ipu Ourbmr ge-
TaTbHOMY OIVIS/IL, y XOI manbmarii, Oyio BUsB-
JICHO HANpy>KEHHS M’SI31B MEpEeIHbOI 4YEpEeBHOI
CTIHKH, JKUBIT YyTJIMBUN NpU Majblamii mo BCii
MOBEepXxHi. Y ammyi npsAMoi KKK OyB BUsIBIIE-
HUW TEMHUN HamiBC(OPMOBAHUN Kall 3 JOMIIII-
kamu kpoBi. IlamieHTa Oyso rocmiTaaizoBaHO /10
XIpypriqHOro BiAAiICHHS.

[Tpu nmonanbumioMy OOCTEXEHHI MAlli€eHTa, Y
3araJlbHOMY aHasli3i KpoBi OyJlOo BHSBICHO 3HH-
YKEHHS PI1BHS TeMOIVI00iHy 110 66 /11 Ta KITBKOCTI
eputpouuTiB 10 2,4*10'%/n, a npu mpoBencHHI
¢ibporacTpoayoneHOCKoii — e3odaroracTpo-
JIYOJICHIT Ta Tpi3HEe HOr0o YCKJIaJHEHHS — KPOBO-
Teuy. Ha »xanb, cTaH namieHTa IpOrpecHBHO MO-
riplIyBaBcsl, BIH TOMep.

VY Xomi mpoBeneHHS MaTOJIOTOAHATOMIYHOTO
JOCIIDKSHHS, B TIEpIIy 4Yepry, Ha ceOe 3BepTain
yBary — yTBOPEHHsI Ha IIKipi, a caMe: Ha IIKipi pyK,
HIT, Tyay0a - BY3JIMKOBI YTBOPEHHS, 1110 BHCTYIIa-
I0Th HaJl TOBEpPXHEI0 MLIKipHU, TEMHO-YEPBOHOTO
Konbopy, aiamerpom Bix 0,1 1o 0,7cm. AHanoriui
YTBOPEHHsI Oynu BUSBIIEHI P OIS pPOTOBOI 110-
PO’KHMHM Ha CIM30BUX 000n0HKaX. Byno BusiBie-
HO, 1110 [IPY HATUCKAHHI Ha YTBOPEHHS, BOHU OJif-
HyTb. JlaHi yTBOPEHHS — CYAMHHI BY3JIUKH — OJHA
13 HAWOLIBII XapaKTEPHUX O3HAK CIAJKOBOi reMo-
pariunoi teneanriekrasii. [Ipu maromopdomoriv-
HOMY JIOCITIJIKEHHI YTBOPEHD 31 CIIM30BOT TOBEPXHI
BEpXHbBOI I'yOH Oyno Bi3yasli30BaHO IPYNU CYIHH,
CTIHKa SIKUX HE OIHOpiJHA, Ma€ AIISIHKH BUTOH-
YEHHS Ta MOTOBIIEHHS. Y caMiil CTIHIII ITUX CYIUH
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BHU3HAYAIOTHCS 3MEHIIIEHHS a00 TIOBHA BiJICYTHICTh
M’SI30BUX 1 €TACTUYHUX BOJOKOH. MiKpOCKOMIYHO
y CTIHKax CylIuH OyB MPHUCYTHIH JIUIIE €HIOTENH,
SKAH y CBOIO 4yepry OyB OTOUCHHUH IMyXKOIO CIIO-
JYYHOI TKaHUHOIO. [TocTKamiyisgspHi BEHYIH — PO3-
IIMPEHi Ta aHACTOMO3YIOTh 3 apTepionamu. Takox,
MIpY BUBYEHHI 3pa3KiB, Oy BUSBJICHI 3MIHU JIHC-
TpoigHOrO Xapakrepy y OaraTomapoBoMy Iuiac-
koMmy ermitemii (Puc. 1).

Puc. 1. Mikponpenapar yTBOpEeHHsI 31 CIIM30BOi
BEpXHBOI ryom (rematokcuitin-eo3uH x200).
Huctpodiuni 3MiHN 6araTomapoBoro MIoCKOro
emitenito (1), HepiBHOMIpHE CTOHIIICHHS CTIHKA
CYIMHHU Ta 3HaUYHE 3MEHILEHHs a00 MOBHA
BIZICYTHICTb M SI30BHX Ta €JIaCTUYHUX
BOJIOKOH (2). [TocTKaminsipHi BEHYJIN pO3IIUPEHHI
1 aHACTOMO3YIOTh 3 apTepioiamu (3)

VY xonl JOCHIKEHHS YepeBHOI MOPOXKHUHU
yBary MpUBEpTald HallapyBaHHS 3€JIeHYBaTO-
Olmmx HUTOK (iOpUHY Ha Cepo3Hii 00OJTOHII
TOHKOT KUIIKU Y JUISHI K1yO0oBo1 kumiku. Ciu-
30Ba 000JIOHKA METEJb Y Miil IUISHII — TEeMHO-Ci-
pOro KOIBOpY, 3 TEMHO-YEPBOHHM Ta UYOPHUM
BIITIHKAMH, CTIHKA KHIIKH — PI3KO BUTOHYEHA.
[HIIi BiAALIM KUIIKIBHUKA YEPBOHYBATOTO KO-
JHOPY, CIIM30Ba OOOJIOHKA CipO-4epBOHA, MPOTE
cKiagyaTicTs 30epexxeHa. Ilpu nposenenHi naro-
MOP(]OIOTriYHOTO JOCIIKEHHS OyJ0 BUSBIEHO,
IO CTIHKA HAHOUIBII 3MIHEHUX MIISHOK TOHKOIL
KHUIIKY — HaOpsakma. Ciig 3BepHYTH yBary Ha Be-
JMKY KUJIBKICTh TOUKOBUX KPOBOBMJIMBIB, HEKPO3
CIM30BOT O0OJIOHKHU. 31 CTOPOHU CEPO3HOI 000-
JIOHKU HalllapyBaHHS HUTOK (iOpuny. I'pymu cy-
JIUH IEMOHCTPYIOTh BOTHUIIICBE BUTOHYSHHS CTi-
HOK. Y Takux AUISHKaX MOXKHA BHUSIBUTH TIOBHY

ISSN 2786-6661
eISSN 2786-667X

BIJICYTHICTh M’SI30BUX Ta €JIACTHYHUX BOJIOKOH.
MIiKpOCKOIIIYHO BCTAHOBJICHO, IO BCi CYIUHU
MaloTh CIIUJIBHY O3HAKy: B HUX MPHUCYTHIN JIHIIe
SHJIOTEIIH, KU OTOUYEHUH PUXIIOI0 CIIOIYYHOO
TKaHUHOI. BusBIEH1 apTepio-BeHO3HI MIyHTH, a
B IIPOCBITI IUX XUOHO PO3BUHYTHUX CYJIUH — 3HAM-
neno Tpom6wu. (Puc. 2, 3).

7

Puc. 2. MikpomnpenapaT CTIHKH TOHKOT KUIIKA
(remarokcmitin-eo3uH x100). CTiHKa TOHKOI KHAIITKH
— HaOPsIKIIa, 3 BEJIMKOIO KUTHKICTIO TOYKOBHX
KPOBOBHJIMBIB, IOIIMPEHUM HEKPO30M CIIH30BOI
00omoHKkH (1). HepiBHOMIpHE CTOHILICHHS CTIHKH
CYIMH Ta 3Ha4YHE 3MEHIICHHs a0 MOBHA BiJICYTHICTb
M’S[30BUX Ta €JIaCTUYHUX BOJIOKOH. [TocTkaminspHi
BEHYJIHM PO3IIMPEHHI 1 aHACTOMO3YIOTh 3
aprepionamu (2). B mpocBiTi nux XuOHO pO3BUHYTHX
CYIVH BU3HAUYAIOThCS 3MillIaHi TpoMOu (2).
Hexkpo3 me3otenito, HamapyBaHHS! HA HbOMY
CErMEHTOSIZICPHHX JICMKOLUTIB Ta HUTOK (DiOpuHY.

Crin 3a3Ha4yMTH, 110 3HAYHUX 3MIH 3a3HAIU
TKaHUHH OpHXKi, a came 11 3HaYHUN HaOpSK Ta Kpo-
BOBWIUBH. [Ipu OBl JeTanbHOMY BHBYEHHI Ta
MIPOBEICHHI MIKPOCKOTIii, OYJI0 BUSBICHO 3HAYHY
CeTMEHTOSIEpHY  HEHTPOQiIbHO-IEHKOIUTApHY
iHOIbTpanio. Boruumeso, y mpocBitax CynuH
SK apTepialbHOrO TaK 1 BEHO3HOTO pycCia, BUSB-
JIeHi 3Mimrani TpoMOu. B cTiHKax okpemux apre-
piif — o3Haku MeniakaabuKHO3Y. [pu nocmimkenHi
HaANOIBII 3MIHEHUX JIUISHOK, BUSBIICHO TPYITH CY-
JIVH 3 BOTHHIIEBUM CTOHIIEHHSM iX cTiHKU. [Ipu
OLIbII J€TaJbHOMY BUBUEHHI BHSBJIIEHO, L0 Y iX
CTIHIII TOBHICTIO BIJICYTHI M’S30Bi Ta €JlacTHY-
Hi BOJIOKHA, 30€pEeKEHMIA JHIIE SHI0TENIN, TKUH
OTOYEHHI PHUXJIOIO CHONYYHOIO TKAaHWHOIO. [TocT-
KaliJIspHI BEHYJIM PO3IIMPEH] Ta aHACTOMO3YIOTh
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Puc. 3. Mikponpenapar CTiHKM TOHKOI KHIIKH
(remarokcuniH-eo3uH x200) CTiHKa TOHKOT KHIIKA
— HaOpsIKJIa, 3 BEJIMKOIO KITBKICTIO TOUKOBUX
KPOBOBHJIMBIB, OITUPEHUM HEKPO30M CITH30BOT
obononku (1). HepiBHOMipHE CTOHIIIEHHS
CTIHKM CY[MH Ta 3Ha4HE 3MEHIICHHS a00 MOBHA
BiICYTHICTb M SI30BHX Ta €IaCTUYHHUX BOJIOKOH.
[MocTkaninsipHi BEHYITH PO3IMIMPEHHI 1 aHACTOMO3YIOTh
3 aprepionamu (2). B mpocBiTi 1iux XHOHO pO3BUHYTHX
CYIVH BH3HAYAIOTELCS 3Mimani Tpomou (2) Hekpos
ME30TeNiI0, HalllAPyBaHHS HA HbOMY CEIrMEHTOSIJICPHUX
JEUKOIUTIB Ta HUTOK (hiOpHHY.

3 apTepioaaMu, B MPOCBITI IUX XMOHO PO3BUHEHUX
CYIUH BU3HaYaloThCs 3Mimani TpomoOu. (Puc. 4).
3 omiAqy Ha Te, 110 HAsBHICTh TEJEaHTieK-
Ta3lil y MediHll MOXYTb CHPUYUHITH CEPLEBO-
CYIMHHY HEIOCTaTHICTh, JOCIIKEHHIO NEYIHKU
NpUALIsIack ocobnuBa yBara. Y Xojl BUBYEH-
Hs, IpUBepTajno 1o cebe yBary 30UIbIIEHHS ii
po3MmipiB (28x14x12x8x6 cM) Ta mIiIbHA KOH-
cucreHuis. Ha po3pi3ax mapeHxima MediHKH KO-
pPUYHEBO-)KOBTYBaTa, ONMCKydYa, TIOBHOKPOBHA 3
IpiOHUM YepBOHYBaTHM KparoM. [Ipu maromop-
(hosIor1YHOMY BHUBYEHH1 HAWOLIBII 3MIHEHHUX [i-
JSTHOK MEY1HKU BUSBJICHO MEMaTOLUTH 3 BUpaXKe-
HOIO 3€pHUCTOI0 aucTpodiero. Okpemi TUISTHKU
MapeHXIMU MEeYiHKU JAEMOHCTPYIOTh BOTHMILEBI
KPOBOBWJIMBH B LIEHTP1 YaCTOUYKH Ta AUISHKU He-
KpO3y IrenarouuriB. B nepunopranbHuX TpakTax
BUsBJIEHA 3HauyHa JiM¢oiaHa 1HUIBTpaLis, y
KarcyJsi — iHpUIBTpalLlis CETMEHTOSIEpHUMHU He-
Tpodinamu. Takox, BUABISAETHCS 3HAUYHA KiJIb-
KICTh HalllapyBaHb HMTOK (iOpUHY Ha Kamcyi
nediHki. BOTHHIEBO BU3HAYAIOTHCS TPYIH CY-
JIMH 3 CTOHIIEHHSM, a MICISIMU 3 TIOTOBIIEHHSAM
ix ctinku. [Ipu OUTBII HeTabHOMY JTOCIIKEHHI,
BUSIBJICHO 110 B CTIHII LIUX CYJIUH 3Ha4HE 3MEH-

Puc. 4. MikponpenapaT TKaHHHU OprxKi
(rematokcuiin-eo3uH x40). HaOpsk, KpoBOBUIMBH,
CerMeHTosJiepHa HEUTPO(DITBHO-TEHKOIUTAPHY
iHdimpTpamis TkaauHY (1). Boraumero B mpocsiTax
CYIMH SIK apTepiaJIbHOrO TaK i BEHO3HOTO pyciIa —
3Mimrani Tpom6u (2). CtiHka apTepiii 3 KaJbLIUHO30M
B Mmenii (3). CyauHu, HEpiBHOMIPHO CTOHIIIEHI,

31 3HAYHUM 3MEHIIICHHSM a00 MTOBHOO BiJICYTHICTIO
M’SI30BHX Ta €TaCTHYHUX BOJIOKOH, MOCTKAITIJISIPHI
BEHYJI PO3IIUPEHHI 1 aHACTOMO3YIOTh
3 apTepionamu. B mpocBiTi iux XuOHO PO3BHHYTHX
CYIMH BU3HAYAIOThCS 3Milani TpoMOH (4).

IIEHHs a00 MOBHA BiJICYTHICTh M’S30BHUX 1 eJac-
TUYHUX BOJIOKOH, NMPUCYTHIN JIMIIE €HAOTENIH,
10 OTOYEHHUH PHUXJIOI CIOJYYHOI TKAaHUHOIO.
[TocTkaniyisspH1 BEHYJIH PO3LIMPEH] Ta aHACTOMO-
3yI0Tb 3 apTepioyiaMu, B IPOCBITI LIUX XUOHO PO3-
BUHEHUX CY[IMH BU3HAYAIOThCS 3MIIIaHl TPOMOHU.
HaBkono Micip 3MiHEHMX CyAWH BH3HAYalOThCS
3HAUHI PO3POCTAHHS CIIONYYHOI TKAaHUHH 3 03-
HaKaMM Mo4yaTtKky (OpMyBaHHS ICEBJOYACTOUOK.
(Puc. 5).

Tak, sk y meuiHui Oya0 3Hail/IeHO HasBHICTbH
TeJCaHr1eKTa3lil Ta MAallieHT CTpakJaB Ha cep-
[IEBO-CY/IMHHY HEIOCTaTHICTb, OOOB’SI3KOBUM €
JOCITI/DKEHHST CepIlsl JUTS BCTAHOBIICHHS TIPUYNH-
HO-HacHiAKoBoro 3B’s3Ky. Cepiie aemo 301iblie-
HE y po3Mipax, Miokapja miabHyBaTuidl. Ha po3-
pi3l TKAaHMHU MIOKaply KOPHUYHEBO-UYE€PBOHOTO
KOJIbOPY, 3 OUTyBaTMMHU TEpPEBACKYISIPHUMHU BOT-
HUII[AMU, SIK1 pIBHOMIPHO PO3KKAaH1 MO BCiil TOB-
i M’s13y. TOBIMHA CTIHKM MPAaBOTrO HUTYHOUKA —
0,4 cM, a miBoro — 1,7 cM, IO CBITYUTH PO HOTO
rineprpodiro. [Ipu qociixeHH1 yBary npuBeprae
IHTHMa aOpTH Ta KOPOHApHUX CYIUH 3 BEJIUKOIO
KUIBKICTIO aTepOCKIEPOTUYHHUX OJISAIIOK Ha pi3-
HUX CTaJisIX PO3BUTKY — BiJ JINOiN03y 10 Kajb-
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Puc. 5. Mikpomnpenapar rediHky (reMaToKCHITiH-
eo3uH x40).CynuHu, CTIHKA SKUX MICIISIMHA
BHUTOHYEHA, a MICLIIMH IIOTOBIIIEHA, B CaMili CTIiHII
[IUX CYIVH BU3HAYAIOTHCS 3MEHIIIEHHS a00 MOBHA
BIJICYTHICTh M’SI30BUX 1 €IACTUMHUX BOJIOKOH,
MPUCYTHIH TUTBKH €HIIOTENIH, 10 OTOUESHHH PUXIIO0
CIIOJIyYHOIO TKAHWHOIO, TIOCTKAITUISPHI BEHYIIH
PO3IINPEHHI 1 aHACTOMO3YIOTh 3 apTepionamu (1).
HaBkomo 1iux MicIip BU3HAYAIOTHCSI PO3POCTAHHS
CHOJYYHOI TKAHWHU 3 03HAKAMHU [TOYaTKY
(hopMyBaHHS TICEBI0YACTOUOK.

IIUHO3Y, MICISIMH MPOCBIT KOPOHApHUX apTepiit
3ByxeHui 10 75%. Ilpu mocnimkeHHi HaHOUIbII
3MIHEHHX AITISTHOK MiOKap/y, BUSBJICHO TPYIH CY-
JIMH 3 BOTHUIIEBUM CTOHIIEHHAM iX cTiHKHU. [Ipn
OUIBII JIeTaJbHOMY BHUBUEHHI BUSBIIEHO, IO Yy iX
CTIHII TOBHICTIO BIICYTHI M’S130Bi Ta €JIacTUYHI
BOJIOKHA, 30€pEeKCHUH JIUIIE SHI0TENiH, 10 OTO-
YeHUI PUXJIOI0 CIIONYYHOIO TKaHWHOIO. [locTka-
NUISIPHI BEHYJIW PO3MIMPEHI Ta aHACTOMO3YIOTh
3 apTepionamu. Y TakuX CyAMHAaX — MOBHOKPIB S
CyauH, cTtasu. IlepeBacKynsipHO BiIMiUarOThCs Mi-
JISTHKU PO3POCTaHHs CrIoNy4Hoi TKaHuHH. Kapio-
MIOLUTH Yy BCiX JOCHIPKYBaHHX 3pa3zkax Trimep-
TpodoBaHi, 31 3HAYHOIO 3EPHUCTOIO AUCTPOGIEI0
Ta BOTHUIIEBOIO iX (hparmenTaniero. (Puc. 6).
[TaiieHT MOXMIIOTO BIKY, CTPAXK/J1aB Ha MOE-
HaHy IaToJIOT1I0: CMA/IKOBY T'eéMOpariyHy Tese-
aHT1eKTa3110 3 apTepio-BEHO3HUMU MaTb(popma-
LisIMU Yy TI€YiHI, ceplii, OprKi, TOHKINA KHILII
Ta 1meMiyHy XBopoOy cepud. [laHi mpouecu
YCKJIAQHWJINCh PO3BUTKOM 3aCTIMHO1 CEpIeBOl
HEJOCTAaTHOCTI, IO MOpyIIyBaja TIeMOIWHA-
MI4HI Ta PEOJIOTIUHI BIACTUBOCTI KPOBI 1 CIIpHU-
siJla BAHUKHEHHIO TPOMOO03y apTepio-BeHO3HHUX
Masbpopmariif B Opuxki Ta CTiHIII TOHKOT KHIII-

Puc. 6. Mikpormpemnapar Miokapay (TeMaTOKCHITiH-
eo3uH x40) BU3HAYAIOTHCS TPYIIN CYJIUH, CTIHKA
SIKMX MICLISIMM BUTOHYEHA, a MICIIIMU ITIOTOBILIEHA,
B CaMill CTiHIII TUX CYIWH BU3HAYAIOTHCS
3MeHILIEHHS a00 MOBHA BiACYTHICTh M’ SI30BUX
1 eTaCTUYHUX BOJIOKOH, IO OTOUEHHUI PUXIIOI0
CTIOJYYHOIO TKAaHWHOO, TIOCTKAIMIJISIPHI BEHYIH
PO3IIUPEHH] 1 aHACTOMO3YIOTh 3 aptepionamu (1).
Ha iHmomy npoTs3i MOBHOKPIB’Sl CYIWH, CTa3H,
MEPUBACKYJISIPHO PO3POCTAHHS CIIONyYHOI TKAHUHH,
3epHHCTA JUCTPOQish KapAiOMiOIUTIB, BOTHUILIEBA
(parmenTanis Ta rineprpodis Miokapaiogiopui (2).

ku. Hajanm BUHUK HEKpO3 MeTeNlb TOHKOT KHIII-
KH 3 PO3BHUTKOM PO3JIUTOrO THIHHO-(iOpUHO3-
HOTO MEePUTOHITY Ta €HJIOTEHHOI 1IHTOKCUKAIIIi.

Oo0rosopenHs

Aprepio-BeHO3H1 Manb(opMaLlisiMH Y MEYiHII,
cepiti, Op¥oKi, CTIHII TOHKOI KHIITKH y JTAHOTO Taili-
€HTa — TUIOBHI BUMAJIOK nepediry xBopodbu Pen-
nro-Ocnepa-Bebepa, a yckIaJHEHHS BHSIBHIIHCH
daranbHUMU 1715 JaHOTO MAIi€HTa. 3TiTHO 3 KpU-
tepismu Kropacao, fiarHo3 cnajakoBoi reMopariu-
HOI TeNeaHTieKTasii Mpyu Po3MIsiIi AaHOTO KIiHIY-
HOTO BUMAJIKy BBKAETHCS JOCTOBIpHUM. Takox,
BUTIAJIOK € YHIKaIbHUM, aJIKe OUIBIIICTh aBTOPIB
BUJIUISIOTH TPUBAIICTh JKUTTS TAIIEHTIB HA PiBHI
63,2 poxwu, 1aHu# namieHT OyB y Bimi 82 pokiB.

VY nitepatypi ommc TelleaHTieKTa3ii xapakTe-
PHU3YETHCS PO3IIMPESHUMH TPOCBITAMH Ta CTOH-
IICHUMH CTIHKaMH KaIJisApiB, BOTHUIIIEBUMU 3Mi-
HaMu Oy/IOBH CTIHKHM CYJIWH, IIIO0 B CBOii Oy710B1 HE
MICTATh €JJaCTUYHHX Ta M SI30BHX BOJIOKOH, a Ma-
IOTh JIUIIE eHA0TeNanbHl KIITHHA. Takok, 4acTo
JaHl TUISHKA CYIWH MiIJal0ThCS TPOMOOYTBO-
pennio (Macri A, Wilson AM, Shafaat O, et al.,
2023). Teneanriekra3ii y MeYiHIli CIPUSIIOTH PO3-
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BHUTKY cepiieBoi HepoctatHOocTi (McDonald J.et pa-Bebepa marieHTa moxmioro Biky 3 JieTaJbHU-
al., 2011). Posmgnatoun gaHuii BUMaJoOK, BaXKKO MU HaciakamH. J{aHi MpOBEIEHOTO JTOCIIIKSHHS
CKa3aTu, YU PO3BUTOK CEPLEBO-CYAMHHOI HEJO- TMOBHICTIO CIIBMAJAIOTh 13 JAHUMH, IO OIHCY-
CTaTHOCTI OyB IOB’13aHUI 3 HASABHICTIO TEIEAHTI- IOThCA Yy JiTeparypi. OTpuUMaHi pe3yiabTaTd, MO-
eKTa3ii y MeiHIIi, Y1 BCE K TAaKH 3 TOXWINM BIKOM  KyTh BHKOPHCTOBYBATHCH IIOJCHHO Y MPAKTHIII
nauieHra. [Ipy BUKOHaHHI MAaTOMOP(OIOrIYHOTO  Oyab-SIKOTO JIKapsl, a/pKe JaHe 3aXBOPHOBAHHS
JOCHIIJKEHHsI, HaMHU OyJI0 BHSIBJICHO CTOHIIEHHS Mae 0e3Jid KIIHIYHHUX MPOSIBIB T4 MOXKE MPU3BO-
Ta PO3LIMPEHHS APIOHMX CyAUH, XUOHUM PO3BU- 1uTH 10 (aranbHUX HachiakiB. CraakoBa remMo-
TOK CKJIQJIOBUX CTIHKH CYJHH, a caMe: 3MEHILIECH- pariyHa TeJICaHTieKTa3is 3aB/a€e 3HaYHy KiJIbKICTh
Hsl KOJIareHy, 3MEHIIIEHHs a00 MOBHY BIJICYTHICTb CTPaXKJAaHb y TOBCSIKICHHOMY JKUTTI, SIK JUIS Ta-
M’SI30BUX 1 €IaCTUYHHMX BOJIOKOH Y CTIHLI CyAHM- MI€HTIB, TaK 1 JUIs IXHIX POJMH; MOTPeOy€ 3HAUHOT
HU. CyauHu Oynu OTOYEH! PUXJIOI CIIOIYYHOK yBard MYJIBTHIMCIUILTIHAPHOI KOMAHIH JTiKapiB
TKaHUHOW. [loCTKamiasipHI BEHYIM PO3LIMPEH- Ha KOYKHOMY €Talll HaJaHHS MEIUIHOT JOITOMOTH.

Hi 1 aHACTOMO3yBaJlM 3 apTepiosaMu. B mpocsiTi ®diHaHCyBaHHA
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Abstract: Randu-Osler-Weber disease or hereditary hemorrhagic telangiectasia is an autosomal
dominant disorder characterized by dilated capillaries and veins, which are usually localized on the
skin and mucous membranes of the oral cavity, as well as in the respiratory, urinary and digestive tracts.
The anatomical basis of the disease is damage to blood vessels with degeneration and hypoplasia of the
muscle and elastic layers, resulting in focal thinning of the vessel walls with further expansion of their
lumen. Violation of angiogenesis persists throughout the patient's life, and is manifested by the formation
of aneurysms, telangiectasias, and arteriovenous shunts. The average life expectancy of patients with
burdened heredity is 63.2 years. The peak of mortality occurs at the age of 50, which is mainly associat-
ed with acute complications of the disease. However, among people suffering from Randu-Osler-Weber
disease there are also long-lived people who die at the age of 70-79 years, and the cause of death is the
complication of the main disease and the addition of chronic diseases. The purpose of this article is to
consider in more detail possible manifestations and complications, methods of treatment of Randu-Os-
ler-Weber disease for timely recognition of the disease and provision of timely medical assistance. This
article describes a case of an abdominal form of hereditary hemorrhagic telangiectasia in an 82-year-
old patient. The results of the postmortem pathomorphological examination of damaged tissues due to
Randu-Osler-Weber disease are presented. During the study of micropreparations of the mucous lip,
small intestine, mesentery of the small intestine and liver, groups of vessels were found, the wall of which
is thinned in places and thickened in places, in the wall of these vessels there is a decrease or complete
absence of muscle and elastic fibers, only endothelium is present, surrounded by loose connective tissue,
postcapillary venules expand and anastomose with arterioles. In the lumen of these falsely developed
vessels, mixed thrombi are determined. An elderly patient suffered from a combined pathology: heredi-
tary hemorrhagic telangiectasia with arterio-venous malformations in the liver, heart, mesentery, small
intestine, and coronary heart disease. These processes were complicated by the development of conges-
tive heart failure, which disturbed the hemodynamic and rheological properties of blood and contributed
to the occurrence of thrombosis of arterio-venous malformations in the mesentery and the wall of the
small intestine. In the following, necrosis of the loops of the small intestine occurred with the devel-
opment of diffuse purulent-fibrinous peritonitis and endogenous intoxication. Patients with hereditary
hemorrhagic telangiectasia have a higher risk of bleeding and neurological complications, including
anemia, cerebral abscess, stroke, venous thrombosis, and heart failure, because of late diagnosis of this
hereditary disease. Early diagnosis is based on clinical data and careful collection of family history.
In 90% of patients under the age of 40, the diagnosis of hereditary hemorrhagic telangiectasia can be
established using the Curacao criteria. This disease brings a significant amount of suffering in everyday
life for both patients and their families, and requires significant attention of a multidisciplinary team of
doctors at every stage of medical care.

Keywords: hereditary hemorrhagic telangiectasia, vascular malformations, pathology, vascular
diseases, telangiectasia.
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