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Anomauia: cnaoxosa cemopaciyna meneancioexmasia (CI'T), abo cunopom Ocnepa-Bebepa-
Penoy, € cenemuunum aymocomuo-oominanmuum s3axeoproeanuam. Ipuuunorw CI'T € mymayii cenis,
wo bepymov yuacmo 6 aecioceHnesi, nacamnepeo ENG, ACVRLI ma SMAD4, wo npu3sooumsv 00
oucnuaszii cyOun ma, AK HAciOOK, Mmelean2ioekmasis, peyuousyoyux Kposomey ma apmepioseHO3HUX
manvpopmayii. Howupenicmo CI'T cxknaoae I na 5 000-10 000 ocio. CI'T moogice nposieumucst 8 6y0b-
SAKOMY 8IYi, @ CUMRINOMU MONCYMb CUTILHO GIOPIZHAMUCS ) PIZHUX JI00€ell Yepe3 NPUPooy 2eHemuyHUX
mymayii, wo YcKiaoHioe Oiacnocmuxy. Axyenmysamu yeazy meouunoi cninvnomu 0o CI'T ma
cnpusimu po3poodyi egpekmuHux nioxoodis 0o ii diaenocmuxu i mepanii CI'T, 30kpema 6 konmexcmi
HOCO8UX Kpogomey. Y 00CniodiceH I OY10 NPOAHANI308AHO 00CBI0 NIKY8AHHS NAYIEHMKU i3 CNAOKOBOHO
2emopaziunoio meneanciexmasiero (HHT), axa 3eephynucs 3i ckapeamu HA HOCO8I KPOBOMEUl.
TIposedenuii KniniuHUll 02120 nayienmKy ma iKy8anHs 32i0H0 YKpaincbKoeo yHi(hiKo8aH020 KNIHIUHO20
NPOMOKONY NIKY8aAHHS HOCO080I Kposomeui. Byno eukopucmane maxe JNiKY8AHHA: 2eMOCMAMUYHI
MAamMnoHU, 0Jis1 MUMYACOB0I 3YNUHKU HOCOBUX KPOBOMeY 3A80AKU iX 30amHOCMI WeUOKo abcopbysamu
KpPO8 i cmeoprosamu MexauiuHull MucKk Ha OLIAHKY KPOBOMeUi;, MaMNOHU 3 HUMKAMU (QiOpuHy, wo
BUKOPUCIOBYBANUCH 011 NOKPAWEHHSL 2eMOCMA3y Ma CIMUMYIAYIL NPUPOOHO020 npoyecy 320pMAanHs
Kposi; Oiamepmif, 5K JOKAIbHE HPUNIKAHHA KPOBOMOYUBUX OLIAHOK CIAU3080i ODONOHKU HOCA 3
Memol 3MEeHUEHHsT KpOBomey, 20pMOHANbHA Mepanisi 0eKCamemasoHom, uwo 0y1a 3acmocosyeana
011 3MEHUIeHHs 3aNalbHUX NpOYecié ma 3HUNCEHHSA 4Yacmomu Kpogomey, anmudiopunorimuuna
mepanisi mpaHekcamosoo KUCI0moio, 0/ npusHiyeHHs npoyecy ibpuHonizy ma 3smeHuleHHs pUUKy
NOBMOPHUX KpOBOMeY, Md NPOMu3anaibHa mepanis OUKI0@HeHaKoM, KA NPUSHAYAACH OJIS SMEHULeHHSL
bonto, HabpaAKY ma 3ananienus y nayicHmie 3 YCKIAOHEHHAMU HOCO8UX Kpoeomed. JKinka 76 pokie
docmasiieHa 00 OMOPUHOLAPUHLON02IUHO20 BI00LIeHHS 3 peyudusyiouum enicmarxcucom. Ilayienmuyi
oye nocmasnenuti CI'T 321010 diaenocmuunux kpumepiie Curacao (Kniniuna nacmanosa @panyysvkoi
Acoyiayii Omopunonapuneonozie 6io 2016 poxy) Ha niocmasi KiiHIYHUX OAHUX, AHAMHE3) X80podu
ma cimelnozco anamuesy. byno nposedeno nikysamHs 3i 3acmMOCYBAHHAM HeXIpYpeIYHUX MemoOdi8
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JUKYBAHHSA MA KOHCYIbMAYII0 3 MAKUMU NIKAPAMU AK: 2eHEMUK, peemamonoe, cacmpoernmeponoe. Ilicisa
nposedenoi mepanii Hcinka Oyna eunucana depes 2 MudCHi Nicis NOCMYNIAEeHHs Y 3A008LIbHEHOMY
CMaHi 3 HAOAHUMU DEKOMEHOAYiaMU, w000 nonepeodicenus kpogomey. Lleti éunadox niokpecuioe
saxicaugicmo panuvoi oiacnocmuxu CI'T, iHOugioyanrbHoeo nioxody 00 NiKYy8aHHA mMa HeoOXiOHICmb
posuupenns moxcausocmet aikysanns CI'T ¢ Yxpaini.

KirouoBi cioBa: CmankoBa remopariuna TeneaHriektasis, cuaapom Ocnepa-Bebepa-Penny,
€MmiCTaKCHC, HOCOBa KpOBOTEYA, apTePiOBEHO3H1 MaTbhopMarrii.

Beryn CI'T craroTh CKIaIHUMH, 11O MOXE HETaTHBHO

CragkoBa TeMoparidyHa TeEJIEaHTi0eKTa3is  BIUIMBATH HA SKICTh XKHUTTA marieHTiB. Tomy Bpa-
(CI'T), abo cunmpom Ocnepa-Bebepa-Penny, xoByrouw Iie JaHa poOOTa Ma€e CIPHUATH PO3POOIIi
€ TEHETUYHUM ayTOCOMHO-IOMIHAHTHUM 3a-  e(eKTHUBHHX IiXO/IB J0 ii JIarHOCTHKHY 1 Tepartii
XBOPIOBaHHSAM, 10 Brepiie OyB BusiBiieHud Ha  CI'T, 30kpemMa B KOHTEKCTI HOCOBUX KPOBOTEY.

novyarky 20 cTomiTTs. XapakTepHOro mnaTtodi- Onuc KIiHIYHOTO BUNIAAKY
310JI0T1YHOI0 03HAKOI0 CHHAPOMY € MOPYIICHHS Cman 0o eocnimanizayii
dbopmyBanHs cyauH [1]. B Hacmigok mporo Kii- Broui marienTka Oyna mocraBineHa Opwra-

HIYHO J1aHa NaToJIOTIs NPOSBIAEThCA PELUUINBY-  JOK0 €KCTPEHHOI MEJMYHOI TOTIOMOTH JI0 JIiKap-
I0YMMH KpoBoTedaMu [2, 3], siki Ipu JOBIOTPU-  Hi 31 CKapraMu Ha HOCOBY KPOBOTEUY MPOTITOM
BaJoMy Mepibi3i € HEeBIAKIAJAHUM CTAHOM, Ta  JOOW, IO HE 3yNUHSIEThCS. bpuramoro OyIo mpo-
IHIIMMH CUMIITOMAaMH, 110 TTOB’sI3aH1 3 YTBOPEH-  BEJCHO NEPEIHIO TaMIIOHATy Ta 1H(Y3ir0 Tpa-
HSIM CYIMHHHX apTepiOBEHO3HUX Mab(opMmalliii  HEeKcaMOBOI KHCIIOTH 3 HATPIH XJIOPUIIOM.
(ABM) [4], Takux sik Oinb, HaOPSIKU, BUIUMI 3 aHamMHEe3y B1JI0MO, 1110 TAIlI€EHTKA BIPOIOBK
TUIsIMHU 200 BY3JIM Ha HIKIpi. JIEKUIBKOX POKIB BiJIMiYa€e IepioauYHI HOCOBI

HesBaxkatoun Ha Te, mo nommpeHicts CI'T  kpoBotedi, sIKi caMOCTIHHO 3yNMHHSIIUCH TPOTSI-
cranoBuTh Big 1 Ha 5 000 10 10 000 0ci6 y Bcbo-  rom 10 XBHIMH, a TAKOXK PO MOMEPeIHi eni3oan
My CBITI, HOTO J1arHOCTYIOTh HEJIOCTaTHbO Yac-  IUTYHKOBO-KHUIIKOBUX KPOBOTed. B 1eHb rocmi-
TO 4Yepe3 pI3HMH Jlana3oH BiKy MaHigecTaumii  Tamizanii BUHHKIIA KPOBOTeYa, SIKY JKiHKa CaMo-
3aXBOPIOBaHHSI, BapiabeIbHICTh Ta MAJOMOMIT-  CTIHHO HE 3MOTJIA 3yITHHUTH.

HICTh KIIIHIYHUX MPOSIBIB, IO MOB’S3aHO 3 pi3- 3 OMMTYBaHHS TMAIIEHTKH B1JIOMO, 110 MaTH

HOIO MPUPOAOI0 TeHETUYHUX MyTatliii [3, 5]. rmoMepJia Yepe3 YCKIIaTHEHHS, TTOB’ I3aH]1 3 pelu-
[Tpuunnoro CI'T e myTtamii resis, mo 0e-  TUBYIOYMMH HOCOBHMH KPOBOTEYAMHU.

PYTh ydacTh B aHrioreHesi, Hacammepen ENG, Oanso

ACVRLI1 ta SMAD4. TakuM 4MHOM MNOpPYLIY- [Ipyn mepBUHHOMY OIS/ MAIIEHTKH BiJIMi-

€TbCS HOpMajbHE (OPMYBaHHS Ta (YHKIIOHY-  YaBCs TSDKKHI CTaH, CBIJIOMICTh HE MOPYIICHA:
BaHHS KPOBOHOCHMX CYIMH, 10 MPU3BOAMTH A0  MAI[iEHTKA OPIEHTYETHCS Yy Yaci Ta MpoCTopi, Ha
XapaKTepHUX CYJMHHHMX 3MiH, fIKl CIIOCTepira- MNUTaHHS BiAmoBimae 4itko. IIKipHI TMOKpUBH

I0ThCS y MaLlI€eHTIB [5]. Omini. HabOpsiku, Bucurika, TpodidHi 3MiHU Bif-
Merta CYTHI, aJle¢ HasBHI TEJCaHTiOEKTa3W B JUISHII
AKIIEHTYBaTH yBary MEAMYHOI CIIIIBHOTH, 30-  OOJUYYS Ta KUCTEH PYK.

KpeMa OTOPUHOJIAPUHTOJIOTIB, J0 CIAaJKOBOI Te- AprepianbHUA THCK, MYJIEC Ta YacTOTa JH-

MOpArivyHoi TeleaHrieKTasii, sIK PiIKICHOTO, ajle  XaHHS BiAMOBIMAIOTH O3HAKAM TIeMOPAridHOTO
BOXJIMBOTO 3aXBOPIOBAHHS, SKE YacTO 3anuma-  1moky Il crymerro.

€THCS TI03a yBaroro JikapiB. Uepe3 HEI0CTATHIO [Tpu orsiAl HOCOBUX MOPOKHUH Bi3yasizyBa-
0013HaHICTH 1 Opak 1H(popMaIi PO MEHEDKMEHT  JIMCSI MapJieBi TAMIIOHH CIIpaBa i 3J1iBa Ta 3Ha4YHA
TaKHUX MAI€HTIB, HEIPO30PICTh YITKOTO AJITOPUT-  KIJIbKICTh KPOB’SIHUX 3ryCTKiB. [Ipu opodapun-
My Jif, Maly JOCTYIHICTh HEOOXITHMX Marepi-  TOCKOMIl CIn30Ba BUIIsAAANa 011010, Oy BUI-
aniB A7 3yNMMHKU TAaKUX KPOBOTEY, JIKYBaHHS  Hi MHOKMHHI TEJI€AHTIOCKTA3H Ha S3HUIIL.
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Jlikyeanns

B nenp rocmitamizaiiii, 10 BCTaHOBJIECHHS
MIPaBUIIBHOTO JI1arHo3y, OyJI0 MPOBEAECHO HEBIJI-
KJIaJHE JTIKyBaHH Malli€HTKH, 1110 BKIIOYAJIO, SK
TUMYACOBE JIIKYBaHHSI, [IaTePMII0 3a JOTIOMOT 010
OIMONISIpHUX ILIUIILIB, 3aKJIaJaHHs HOca abcop-
OyIOUMMU TAMITOHAMU Ta BBEJICHHS TPAaHEKCAMO-
BOT1 KHCJIOTH JUII TeMocTasy. MennkaMeHTO3He
JTIKYBaHHS CKJIaJaIOCh 3 TPAHEKCaMOBOI KHCIIO-
TH, JUISI CTUMYJISIIT TeMOCTa3y, TUKIO(EeHaKy Ta
JIEKCaMETa30HY, 3 METOI0 00€300J110I0401 TPOTH-
HaOPSAKOBOI Ta MPOTH3aNaILHOI Teparii.

bazyrounich Ha JaHWX aHaAMHE3y 3aXBOPIO-
BaHHS Ta CIMEMHOTO aHaAMHE3y, a TaKOX JaHUX
MEPBUHHOTO OTJISATY, MAIlI€EHTKA MMPOUIIIA KOMII-
JIEKCHE 00CTE)XEHHS Ta KOHCYNBTAIII0 TeHETHKA
3 peBMaroioroM. Ilocrano nmuraHHs Npo HasB-
HICTh y TamieHTku cuuapomy Panmro-Ocrnepa-
Bebepa, Tomy OyB mpoBeneHuil aHaii3 3rif-
HO JiarHOCTHYHMMH KpuTepisimu 3a Curacao
(Kniniyna nHacranoBa @Ppaniy3pkoi Acoriartii
Otopunomnapusnrosoris Bixg 2016 poky). ¥V mia-
CYMKy TMalli€HTKa Maja TPH MO3UTHUBHUX KpPH-
Tepii: CIOHTAaHHUM PElMIUBYIOUNI €MiCTaKCHUC,
MHOKHHHI TeJIEaHT10€KCTa3!, HasIBHICTh JaHHOI
MaToJorii y ciMeitHOMy aHamHe3i (y marepi), 1o
J1aJI0 3MOTY MOCTaBUTH OCTATOYHUH JIIarHO3.

3rigHo YKpaiHCHKOTO yHI(DIKOBAHOTO KITiHIY-
HOTO TPOTOKOJTY JIIKyBaHHSI HOCOBOI KPOBOTEHYI,
PEKOMEHAYETHCS 3aCTOCYBaHHA COMOPO3MOKTY-
I0YHX TAMIIOHIB, IKHX Ha MOMEHT BCTAaHOBJICHHS
B JIiKapH1 He OyI0. 3Ba)kato4M Ha I1e Ta TrieHIuH1
HOpMH, OysI0 3[IIHCHEHO 3MIHY I'€éMOCTAaTHYHUX
TaMIIOHIB Ha 1HIII Ta 3aMOBJIEHO CAMOPO3MOKTY-
104i (hiOpUHOBI TAMITOHH, SIKi Yyepe3 ABa JiHi OyIo
BCTaHOBJICHO.

[Ticns mpoBeeHOTO JIIKYyBaHHSI KPOBOTEYA 3
HOCAa HE peliInBYyBaJa.

Tak sik Ha MOMEHT HallMCaHHS JaHOi CTaTTi B
VYkpaini HeMae crerniani30BaHuX IEHTPIB, 1110 3a-
MMAaKOThECS JaHOIO IaTOJIOTi€I0, MALIEHTH 3 Jia-
rHo3oM CI'T nepeOyBaroTh i HaIMISAOM CiMei-
HUX JIIKapiB, T€MaToJIOr1B Ta OTOJAPUHIOJIOTIB. A
BIJICYTHICTb CTI€I1aJ1i30BaHOT TOTIOMOTH YCKIIaI-
HIOE SIK JIIKyBaHHS, TaK 1 CBO€YACHY A1arHOCTUKY
3aXBOPIOBAHHS. Y 1[bOMY KOHKPETHOMY BUTIAAKY
XKI1HII1 32 ii 76 pokiB He OyJI0 BCTaHOJIEHO JiarHo3
CTT, 1o Bka3zye Ha HU3BKUI PiBEHb 0013HAHOCTI
mpo 1ro marojoriro. le. He3Bakaroun Ha TOTPH-
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MaHHS JIIKapsIMU BCTAHOBJICHUX PEKOMEHIAIIIM,
NPU3BENO /IO TOTO, IO HOCOBAa KPOBOTEYA HE
Oyna HaJIeXXHUM YMHOM KOHTPOJIbOBaHa, SIK Ha-
CIIIJIOK MAIliEHTKA Maja TSDKKY aHeMmilo, sKa Io-
TpeOyBalia ABOX MepesiuBaHb KPOBI.
Bpemi-pemrt, mpoBeneHa Tepamis J103BO-
JWjIa YCIINIHO 3yMHUHUTH KPOBOTEUY 1 JOCSTTH
CTaOlIBHOTO TEMOCTAaTUYHOTO €(eKTy, M0 J103-
BOJIMJIO BUITMCATH MAII€HTA 3 JTIKAPHI Y 3a/10BUTb-
HOMY cTaHi. Lleil Bunaiox migKpeciitoe He TUIbKU
Ba)KJIUBICTh CBOEYACHUX 1 €PEKTUBHUX CTpaTeT1i
JIKyBaHHS YCKJIaHEHb, OB’ s3aHuX 3 31T, ane i
0OMEKEHHS ICHYIOUHX TPOTOKOJIIB Y BUPIIICHHI
CKJIaJHUX BUIIAJKIB, MOAIOHKMX 10 IHOTO.
OoOrosopenHst
EnicTakcuc — HalNOIIMpEHIMMHA CUMIITOM
crnaikoBoi remopariunoi Teneanrioexrasii (CI'T),
mo Bpaxae maibke 90% mnamienTis. [lopsn 3 pe-
[UIMBYIOYMMH HOCOBUMH KPOBOTEUAMH XBOpI
9acTO MArOTh TaKi YCKJIQJHCHHS SK: YTBOPEHHS
CYOIMHHUX Manbdopmaliiii, KpoBoTeui (Hampu-
KJ1a]] IUTYHKOBO-KHUIITKOBI KpoBOTeUi) Ta / abo 1mo-
PYLIEHHS KPOBOIIOCTAUaHHsI PI3HUX JAUISHOK TiJa,
aHemii, HEBpOJIOTiUHI mopymeHHs 1 T. a [1-5].
Tomy mipu 1iarHOCTHI JaHUX TAIIEHTIB € BaXK-
JUBUN MYJIBTUAMCIMIUTIHAPDHUHN MIIX11 HE JTUIIIE
3 TCHETHKOM, a 1 IHITMMHU cliemiaiicramMmu (peBma-
TOJIOTH, TAaCTPOCHTEPOJIOTH, 3arajibHi Ta HEHpo-
Xipypru, Tomo) [6]. 3Baxkaiouu Ha 4acTy HasiB-
HicTh ABM, Bi3yamnizamiiiHi AOCTIIKSHHS, TaKi
sk KT a6o MPT, maroTe BupimaabHe 3HaUCHHS
JUTSL X BUsIBIIEHHS, ajpke ABM MOXxyTh 3anuiia-
THCsI OE€3CHMIITOMHHMMHM JI0 Mi3HIX cTaii [7].
Skmo moBepTaTHCS 10 METOMAIB JIIKYBaHHS
eMICTAaKCHUCY, TO X MOXKHA TOJUIUTH Ha JBI Ka-
Teropii: HeXipypriudi Ta Xipypriuni. B pamkax
HEXIPypriyHUX METOAIB PEKOMEHIYIOTh 3aCTO-
COBYBaTH CaMOPO3CMOKTYIOUlI TaMIIOHH, SIKI B
OINKCAHOMY BHILE KJIIHIYHOMY BUIIA/IKy OyJIH J10-
CUTh e€(DEeKTHUBHHMH, TpEnapary, M0 CIPHUSIIOTH
remMocrasy (HampuKIIaJ TpaHeKCcaMoBa KUCIIOTa),
TaJIIIOMI, IKHH € JOCTaTHBO TOKCUYHUM, Ta Oe-
BaIM3yma0, 0 € TOCUTh JIOPOTUM Ta TOMY Ma-
JIOJIOCTYTIHUM JIJIsl TIaIlie€HTiB [6, 7, 10].
l'opmoHanbHa Teparris moka3aia HeOTHO3HAY-
Hi pe3yJbTaTH B JIIKYBaHHI CIIaJKOBOI remopariy-
Hoi Teneanriekrasii (CI'T). 3okpema, Taki npena-
paru, K TaMOKcHu(eH, Oy OILIHEeHI Ha PEAMET
iXHBbOT €(EeKTHBHOCTI y 3MEHIICHHI €Mi30/iB
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KpOBOTEY. Xoua JAEsKi JOCTIHPKCHHS BKa3ylOTh
Ha CTAaTHCTUYHO 3HAYYIIe 3HUKEHHS TOKKOCTI
KpOBOTEY Yy MAIIEHTIB, KI OTPUMYIOTh TAMOKCH-
(deH, ISl TIOBHOTO PO3YMIHHS JOBTOCTPOKOBHX
HACJIJKIB Ta €()eKTUBHOCTI TaKOi Teparii HeoO-
X1HI MmogabIi gocimpkeHss [6, 7, 9, 10].
Xipypriuai MeToAM Taki sIK (hOTOKoaryss-
s, eTIEKTPOKOAryJISIisl Ta TJIa3MOBa KOaryJisi-
ITisI, BAKOPUCTOBYIOTHCS Y BHITAJKaX CEPETHBOL
Ta TAKKOI OPMH €IICTaKCHUCY, Ta MOXKYTh OyTH
BUKOPHCTaH1 KOJIM KOHCEpBAaTHUBHI METOAM Hee-
(dextuBHI. [HBa3WMBHI TpoOIEAYpH, SK-OT CEII-
TOJEPMOIIIIACTUKA a00 3aKPUTTS HOCOBUX XO[IIB
(mponenypa FOura), npuzHadaroThCs JIUIIE Y BU-
MajKax TSHKKOTO PEIUIUBYIOUOTO eIMiCTaKCHCY.
[Ipote 1i MmeToau NOTpedyIOTh 1HANBIyaIbHOTO
MiAXO0/AYy 10 KOXKHOTO MalieHTa. Y 1boMy BUIIaI-
Ky BUKOPUCTAHHS EJCKTPOKOATYIIALIS HE J1ajio
noTpiOHOTO pe3ynbTary Ta Oyno He e(heKTUBHUM.
3a HasBHOCTI apTEpPIOBEHO3HUX Maib(op-
Mmaniii (ABM), 0co0GiuBO B KPUTHYHHUX MiISTH-
Kax, TaKHX SIK JereHi ado IedYiHKa, CBOE€YacHE
BTPY4YaHHs CTa€ BKpail BaxsuBuM. OmHUM 3
OCHOBHHX METO[IB JIIKyBaHHSI € eMOoi3aris —
MpoLeaypa, sika eeKTUBHO OJIOKY€e KPOBOHOCHI
CYIMHHU, 110 XUBJIATH ABM. briokyrouu mi cyau-
HH, eMOOJIi3allisa JoroMarae 3amo0irTd mogaib-
I KpoBOTEUI Ta 3HIKYE PHU3UK CEPHO3HUX
ycknagaenb. Lleit miaxig ocoOIMBO KOPUCHHMA
y CUTYyaIlisiX, 10 3arPOXKYIOTh KUTTIO, OCKIITBKU
J03BOJISIE CTAOUTI3yBaTU CTaH TAIIEHTIB, K1 B
IHIIIOMY BUTIAJKy MOIJIM O 3ITKHYTHCS 31 3Ha4-
HUMU pU3UKaMHU 1715 310poB’s [10].
BaxnuBicTh po3mi3HaBaHHS paHHIX O3HaK
cunapomy Ocnepa-Bebepa-Penny HeMOXIHBO
MIEPEOLIHUTH, OCOOIMBO Yy MAII€HTIB 13 CiMeH-
HUM aHAMHE30M PEIHIUBYIOUOTO EIMiCTAKCUCY
a6o ABM [11, 12]. MynbTuaucumIuTiHapHANA
X111, IO BKJIFOYA€ TeHETHYHE TECTYBAHHS, Bi-
3yaii3amiiHl JOCTIKEHHS Ta Pi3HI METOIM Ji-
KyBaHHS, € KJII04eM /10 €(peKTUBHOTO JIKyBaHHS.
Opnak HeNpaBUIILHUMN JiarHO3 abo 3ari3Hija 1i-
arHOCTUKA MOXKYTh MaTH CEPHO3HI HACHIIKU AJIs
namienTiB 3 CI'T. Hanpukan, Hepo3mizHaBaHHS
CI'T Moxe mpU3BECTH 10 HEBIAMOBITHUX CTpa-
TEerid JIKyBaHHS, SKI HE BPAaXOBYIOTb OCHOBHI
CYIMHHI Maib(opmarlii, o MpU3BOAUTE J0 Mij-
BHUIIIEHOTO PU3UKY TSHKKHX KPOBOTEUY. XPOHIUHI
€mi30/I1 KPOBOTEY TAKOXK MOXKYTh IPHU3BECTH 0
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3HAYHOI IICHXOCOIIAIbHOT 3aXBOPIOBAHOCTI Ta
3ami3onedinuTHOI aHemii. biibiie Toro, Hemiko-
BaHi ABM MoxyTh po3puBarucst abo npu3Boau-
TH 70 TapaJoKCAIbHOI eMOOoJIii, CIPUYIUHSIIOUH
TPaH3UTOPHI 1IIeMivHi aTaku abo iHCyabT [1, 6].

Menuvni TpamiBHUKM TOBUHHI 30epiraru
MWIBHICTH MO0 KOTHITUBHUX YHEPEKEHb, SIKi
MOXYTh MPHU3BECTU JO MOMHJIKOBOTO MdiarHo-
3y, OCOOJIHMBO MPH PO3PI3HEHHI PI3HUX MPUYHH
emicrakcucy [3]. Bapro 3asmauutn, mo CI'T
CYTTEBO BIUTMBAE HA SKICTh KUTTS MAII€HTIB Ye-
pe3 YacTi BI3UTHU JI0 JIKapsi, TPUBOTY IIOJO0 eIli-
30/1iB KPOBOTEY1 Ta HEOOX1IHOCTI KOPUTYBaHHS
crocoOy XKUTTs, HEOOX1THOTO /7151 €(PEKTUBHOTO
yHOpaBiHHS cBOIM cTraHoM. [lamienTu yacto mo-
TpeOyIOTh MOCTIHHOI MATPUMKH (HaxiBIiB 3 pi3-
HUX JUCIHILUIIH, BKJIIOYa0YH TeHETUKY, TyIbMO-
HOJIOT10, TaCTPOCHTEPOJIOTII0 Ta TeMaToJIOTIIo,
o0 KOMIUIEKCHO 3aJOBOJIBHUTH IXHI CKIIQAHI
notpedu [6].

JlociipKeHHS POJIOBKYIOTHCSI 3 METOO Kpa-
mjoro po3yminasg narodizionorii CI'T Ta Bmocko-
HaJICHHS MPOTOKOIIB JiKyBaHHs. HoBi meronu
JIKyBaHHs, Taki SIK TE€HHa Teparis, € MepCIeK-
TUBHUMU 11 MaOyTHIX CTparerii JIiKyBaHHS,
COpPSIMOBaHUX Ha BUIPABICHHS OCHOBHHX TIe-
HETUYHHX J1e(DeKTiB, a He JMILIE Ha JIIKyBaHHI
cumrtomiB [6, 13]. 3aranom, miJBHIICHHS 00i-
3HAHOCTI MEIMYHUX MPAIiBHUKIB MO0 KIIHIY-
HUX ocobmuBocteit BI'T cripustume cBoeuacHii
JIArHOCTHUIIl Ta BIJAMOBIIHUM BTPYYaHHSM, IO
B KIHIIEBOMY MIJICYMKY 3HA4HO MOKpPAILUTh pe-
3yJbTATH JIIKyBaHHS HalienTis |14, 15].

[IpencraBneHunii KIiHIYHUNA BHMAAOK M-
KpECJIoE HarajapHy noTpely B MOAaNbIIii po3-
poOI1i METOIIB JTIKyBaHHSI Ta BAOCKOHAJICHH] yHI-
(iKOBaHOTO YKPaiHCHKOTO MIPOTOKOTY JIIKYBaHHS
HOCOBHX KpOBOTE€UY. BpaxoByrouu CKJIaJHOINI],
MOB’sI3aHi 31 CMAIKOBOIO TeMOPATiYHOIO TeJIeaH-
riekrasieto (CI'T), Bkpaif BaXKJIMBO ITiBUIIUTH
JOCTYIHICTh MYJITBTUANCIHILTIHAPHUX KOHCYITh-
Tamii, 3a0e3neunBIid €(EKTUBHY CIIiBIPAIIIO
¢daxiBiB 3 pi3HUX Tany3edl. YUMHHUN MPOTOKOI
MOJKE HE B TIOBHIN Mipi BIJIMOBIIaTH HA YHIKAJIb-
Hl BUKIIMKH, 3 SIKUMU CTUKAIOTbCS TALI€HTH 3
CI'T, ocobnuBo mpH JTIKYBaHHI PELUIUBYIOUHX
eMICTAKCUCIB Ta TOB’SI3aHUX 3 HUMH YCKIA-
HEHb. YIOCKOHATIOIOUYM METOAMKY JIIKYBaHHS Ta
IHTETpyIOYH 1HHOBAIFHI MiIX0/IM, MEIMYHI Ipa-
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LIBHUKH MOXYTh 3HaYHO MOKPAIIUTH pe3yJbTa-
TH JIIKyBaHHS TaIli€HTIB.

Kpim Toro, cnpusiHHst Oi1bIIii MOOUTEHOCTI
CHELIAJICTIB CIPUATUME CBOEYACHOMY BTpY-
YaHHIO Ta HAJAaHHIO KOMIUIEKCHOI JOIOMOTH.
Ile 0coOMMBO Ba)KJIMBO B €KCTPEHUX CUTYaLlifX,
KOJIM IIBUAKUH TOCTYN A0 (haxiBIiB MOXE MaTH
BUpIIIATbHE 3HAYCHHS B JIIKYBaHHI TSHKKHX KPO-
Boted. [lokpamieHna miarotoBka Ta 0013HAHICTH
MeauuHuX npauiBHUKIB mono0 CI'T moxe mpu-
3BECTH A0 OLIBII TOYHOI MIarHOCTHUKHU Ta BIJ-
MOBIJTHUX CTpaTeTii JIIKyBaHHS, [0 B KIHIIEBO-
My MiJCYMKy 3MEHIIUTh PU3UK YCKJIAaJHEHb Ta
MOKPAIIUTh SKICTh KUTTS MOCTPAKIAIUX OCI0.
TakuM uyuHOM, TOCTIHHI 3yCcHIUIA, CHPSIMOBa-
Hi Ha BJIOCKOHAJIEHHS TPOTOKOJIB JIKYBaHHS,
MOCHJICHHS MDKAMCUUIUIIHAPHOI CIHiBIpari Ta
CIPUSHHS MOOUIBHOCTI CIEIiaNliCTiB, MaroTh
BOXJIMBE 3HAYCHHS IS 3a/JI0BOJICHHS Oararo-
rpanHux noTped namientiB 3 CI'T B YkpaiHi.

BucHoBku

Hacamkinenp, 1ieif BUNajok miKpecioe Ha-
rajibHy notpely B MiABHUILEHHI 0013HAHOCTI MPO
cunapom Ocnepa-Bebepa-Penny cepen mennu-
HUX TMpaIiBHUKIB. PaHHS iarHOCTHUKA Ta KOMII-
JICKCHE JTIKyBaHHS MAIOTh BUPIIIATbHE 3HAYCHHS
JUIs1 3SMEHILICHHS PU3HKIB, OB’ A3aHUX 3 PI3HUMH
MposiBaMU 1bOTO posiiany. Kpim Toro, icHye Ha-
rajpHa MoTpeda y HOBHX JOCIITHULBKUX 1HIIII-
aTUBaXx, CIPSMOBAHUX Ha TOIIYK 1HHOBaIIMHUX
METOJIIB JIIKyBaHHsS Ta €()EKTHUBHY IHTETpaIlio
LUX JAOCATHEHb B YKPATHCHKY CUCTEMY OXOPOHHU
3M0pOB’sl AJIsl MOKpAILEHHS Pe3yibTaTiB JiKy-
BaHHS MAlll€HTIB 31 CHAaJKOBOI T'€MOPAri4HOIO
teneanrioekrasiero (CI'T).

SIKII0 TOBOPUTH MPO METOAM 3YMHHKH HO-
coBoi kpoBoteui pu CI'T, To B maHOMY KJIiHIY-
HOMY BHWIIQJKy HEXipypriuHi MeTOOH, TaKi 5K
3aCTOCYBAaHHSl TaMIIOHIB, 3aC00IB JJIsl 3YIUHKU
KpOBOTeUl (TpaHEeKcamMoBa KHUCIIOTA) BUSBHIINCH
JOCTaTHLO €(hEKTUBHUMH Ta pa3oM 3 Ipodiiak-
TUYHUMH 3aXOJlaMU € KJIIIOYOBHUMH B MEHEK-
MenTi marienramu 3 CI'T. [Hmi nexipypriusi
METO/IU € CyMHIBHUMH.

B cBoro uepry xipypriusi BTpy4aHHS CIiJl
pO3MISAATH JIMILIE y BUIAAKAX cepeaHboi abo
TSDKKOT (pOopMHU emicTakcucy, Mpu LbOMY BHOIp
METONy 3aJIe)KHUTh BiJ IHAMBIIYyaTbHUX TOTPEO
ManieHTa 1 He 3aBKIU MOXKE JaTh NOTPIOHMIA

ISSN 2786-6661
eISSN 2786-667X

pe3yabTaT, aJKe, 10 TMPHUKJIaay, IpH JIIKyBaHHI
OTMCAHOI BHIIE IMAIIEHTKH JITEPMisi HE BUSBH-
nacsi epeKTUBHOIO.

IcHytoul HaliOHaJbHI MPOTOKOJNM JIIKYBaH-
HS HOCOBUX KPOBOTEY € HEJIOCKOHAJIMMHU IIIOJ0
CI'T, mo migkpeciaroe HEOOXiTHICTh IXHBOTO
OHOBJICHHSI Ta PO3POOKH JETaTbHUX PEKOMEH-
JaIiid ISl [IbOTO 3aXBOPIOBAHHS, TP YOMY He-
JOCTYIHICTh JEAKUX Ba)UJIMBHUX IpernapariB Ta
BHCOKA BapTICTh JIJIs MAII€EHTIB MOXYTh J0JaT-
KOBO YCKJIQJIHIOBATH JIIKyBaHHS Ta 3a0€3IMe4eH-
HSl HAJI)KHOI METUYHOI JOMOMOTH Malli€HTaM 3
CI'T. BpaxoBytoun 1ie mofanblili AOCTiIKEHHS
Ta po3podOKa creriagi3oBaHUX MPOTOKOJIB MO-
JKYTb MOKPAIIUTH JIaHy CUTYAIII0.

VY migcyMKy s MOBHOTO MEHEIKMEHTY
nariedtiB 3 CI'T B YkpaiHi mOTOYHI 3yCHIUIs
MaloTh OyTH 30CEpeIKCHI Ha BIOCKOHAJICHHI
IPOTOKOJIIB JIIKYBaHHS, PO3BUTKY MIKIUCIIH-
IUTIHAPHOI CHIBOpalll Ta CHPHUSHHI MOOLIBHOCTI
cremiarmictiB. Lli cTparerii HeoOXimHI I TOTO,
100 MEUYHI MPAIliBHUKH MOTJIM HaJaBaTH CBO-
€4acHy Ta €(pEeKTUBHY JIOTIOMOTY, 110 B KIHIIEBO-
My MiJICYMKY HOKPAIIUTh SIKICTh JKUTTS JIFOACH,
K1 CTPaXIal0Th BiJl I[bOTO 3aXBOPIOBAHHSI.

DinaHCyBaHHA

Jlane HOCHIDKEHHST HE OTPUMAJIO 30BHIII-
HBOTO (piHAHCYBaHHS

Konduiikr inTepecis

ABTOpHU 3asBJISIIOTH MPO BIJCYTHICTH KOH-
GIKTY 1HTEpECiB y 3B’S3Ky 3 II€I0 POOOTOIO.
Yci npencraieHi AaHi Ta BACHOBKH € 00’ €KTHB-
HUMU Ta HE3aJeKHUMHU BiJ] 30BHIIIHBOTO BILIH-
By. JlocnijkeHHS pOBOAMIIOCS BIANOBIAHO 10
NPUHIMITB HayKOBOT I0OPOYECHOCTI.

3roaa Ha nmyOaikaniro

3roja maiieHTa Ha MyOJiKamilo MarepiaiiB
KJIIHIYHOTO BUMIAAKy Oyna oTpuMmana. Bcei aBro-
¥ O3HAHOMIICHI 3 TEKCTOM PYKOITUCY Ta HaJallu
3rofy Ha foro myOsiKarito.
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Abstract: hereditary hemorrhagic telangiectasia (HHT), or Osler-Weber-Rend syndrome,
is a genetic autosomal dominant disease. The cause of HHT is mutations in genes involved in
angiogenesis, primarily ENG, ACVRLI and SMAD4, which leads to vascular dysplasia and, as a
result, telangiectasias, recurrent bleeding and arteriovenous malformations. The prevalence of HHT
is 1 in 5,000-10,000 people. HHT can occur at any age, and symptoms can vary greatly in different
people due to the nature of genetic mutations, which complicates diagnosis. To focus the attention of the
medical community on HHT and to promote the development of effective approaches to its diagnosis
and therapy of HHT, particularly in the context of epistaxis. The study analyzed the experience of
treating a patient with hereditary hemorrhagic telangiectasia (HHT), who presented with complaints
of epistaxis. The patient was clinically examined and treated according to the Ukrainian Unified
Clinical Protocol for the Treatment of Epistaxis. The following treatments were used: hemostatic
tampons, to temporarily stop nasal bleeding due to their ability to quickly absorb blood and create
mechanical pressure on the bleeding site; fibrin thread swabs, which were used to improve hemostasis
and stimulate the natural blood clotting process, diathermy, as local cauterization of bleeding areas
of the nasal mucosa to reduce bleeding, hormonal therapy with dexamethasone, which was used to
reduce inflammation and reduce the frequency of bleeding; antifibrinolytic therapy with tranexamic
acid, to inhibit fibrinolysis and reduce the risk of recurrent bleeding; and anti-inflammatory therapy
with diclofenac, which was prescribed to reduce pain, swelling, and inflammation in patients with
complications of nosebleeds. A 76-year-old woman was brought to the otolaryngology department with
recurrent epistaxis. The patient was diagnosed with SGT according to the Curacao diagnostic criteria
(Clinical guideline of the French Association of Otorhinolaryngologists from 2016) based on clinical
data, medical history, and family history. Treatment was carried out using non-surgical methods
of treatment and consultation with such doctors as: geneticist, rheumatologist, gastroenterologist.
After the therapy, the woman was discharged 2 weeks after admission in a satisfactory condition with
recommendations for preventing bleeding.

Conclusion: This case emphasizes the importance of early diagnosis of SHT, an individual approach
to treatment and the need to expand the possibilities of SHT treatment in Ukraine.

Keywords: Telangiectasia; Epistaxis; Arteriovenous Malformations; Angiogenesis; Hemmorrhage;
hereditary hemorrhagic.
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