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PECULIARITIES OF COAGULOPATHY IN CHILDREN WITH VASCULAR TUMORS AND VASCULAR
MALFORMATIONS

Koarynonariro npu cyfuHHHX Ma/ibgopManiax i CyJHHHHX NyX/IMHaX Hepifiko Ha3suBaKWTb cuHApoMoM KacaGaxa—Mepit, xoua
BOHM Bi/{pi3HAIOTHCSA 32 MeXaHi3MOM BHHHKHEHHS, KJIIHIYHUMH NPOSIBaMH i crioco6om JTikyBaHHs. MeToio po06oTu 0y/10 BUBYEeH-
HfI 0C00/IMBOCTeH Koary/IsifiiHUX MOPYLIeHb Y AiTeld 3 CyJHHHUMH MyX/THHAMH i BeHO3HUMH Ma/ib(opManisiMu. Y JoC/TipKeHHs
BK/IIOYeHO 41 fuTHHY i3 CyAMHHUMH aHoMastisiMu 3a mepiog 2011-2015 pokis. IlanienTiB mogineno Ha ABi rpynu: /0 mepmoi
rpynu Bk/aw4JeHo 18 aireii i3 BeHo3HuMHU ManbdopMmaniavu (BM) BikoMm Bij 2 micaniB o 17 pokiB, go apyroi — 23 JUTHHM i3
CYAMHHHMM MyX/MHaMH 1utoiero moHaj 10 cv? Bikom Bif 10 gHiB 0 8 micsinis. CyquHHI nMyX/ITMHH BK/IOYanM iH(aHTUIBHI
remanriomu (IT") (78,3 %), ypomxkeni remanriomu (13,1 %), kutuneny anriomy (4,3 %) i kanommdopMHy reMaHrioeHgoTerioMmy
(KTE) (4,3 %). ina piTed i3 Cy/SMHHUMHM MyX/THMHAMH MaKCHMYM K/IiHIiYHHX NPOABIB NMpHmajae Ha BiK 4-5 micAwiB, Togi K
s piteid 3 BM xapakTepHMil IIMPOKUH BikoBUH Aiana3oH — Big 1 micsans fo 17 pokis. Y aiteit 3 BM muioma cositapHoro
ypakeHHs1 a60 CyMa IUIOLIi OKpeMHX BOTHHMII nepeBuiiyBana 10 cm? y 66,7 % nanienris, ¢eGoniTu aiarHocToBaHo y 27,8 %,
nmigBuiieHHsn piBHA D-gumepis — y 83,3 %. Cepep ux manjieHTiB 3HIKeHHs piBHsA ¢ibpuHoreny Hikue 1,5 r/1 cnocrepiraau
mume y 16,7 % Bunapkis. Y pgireil i3 migBumenum Bmictom D-pumepie mioma BM mepeBumyBana 10 cm?, dureGositu
npiarHocroBaHo y 80 %. Y aireii 3 II' Koary1saniiiHUX mopyuieHb He BusBieHO. IloMipHy TpomGouuTonesiro (70-80 x 10%n)
JiarHOCTOBAHO B AIBUMHKM BiKOM 8 MiCAL(iB 3 KHTHIIEBOI0 aHTiOMOI0, TSDKKY TpomGonuToneHito (6-8 x 10%1) giarHocTroBaHo
B HOBOHapopkeHoi AiBuMHKM 3 KT'E. [Ina yiKyBaHHsA Koarysaomnarii y giTei 3 BM BHKOPHUCTOBYBa/IM HU3bKOMOJIEKY/ISIPHUH
renapuH. 3HwkeHHsi piBHs D-uMepiB criocrepiranu Ha 5-7 o0y Bif moyarky JiKyBaHHs. TpoMOOLUTONEHiI0 BHSB/IEHO JIHLIe
y AiTel MepuIoro poKy )XUTTA 3 JIOKA/IbHO arpeCHBHUMHM nyx/iMHamu. Y 83,3 % piteit 3 BM aiarHoCTOBaHO MifABUILEHHSA PiBHSA
D-pumepiB. Pu3uk Koarysonarii y gireit 3 BM migBuiyerscs 3a HassBHOCTI (p1e6ostitis i BM Benukoi (0inbie 10 cvm?) maomi.
Jist TiKyBaHHA Koarysionarii npu BM e)eKTUBHHM € HU3bKOMOJIEKY/ISIPHUH TelapuH.

Coagulopathy associated with vascular malformations and vascular tumors are often mistakenly named Kasabach—-Merritt
syndrome although they differ on the pathogenesis, clinical manifestations and treatment options. The objective was to study
the coagulation disorders in children with vascular tumors and vascular malformations. The study enrolled 41 children with
vascular anomalies during 2011-2015. Patients were divided in two groups. First group enrolled 18 children with venous
malformations (VM) aged from 2 month to 17 years. Second group enrolled 23 children aged from 10 days to 8 month with
vascular tumor more than 10 sm? in size. Vascular tumors are the infantile hemangiomas (IH) (78.3 %), congenital hemangiomas
(13.1 %), tufted angioma (4.3 %), and kaposiform hemangioendothelioma (KHE) (4.3 %). Children with vascular tumors
represent maximum clinical symptoms in age 4-5 months whereas children with VM can be symptomatically in wide age
diapason from 1 month to 17 years. In children with VM the size of solitary lesion or the sum of multiple lesions size was more
than 10 sm? in 66.7 %, phleboliths are reviled in 27.8 %, elevated D-dimer levels occur in 83.3 %. Elevated D-dimer levels are
associated with low fibrinogen levels in 16.5 % patients, and with phleboliths in 80.0 % patients. In children with high D-dimer
levels the size of VM was more than 10 cm® Children with IH haven’t any coagulation disorders. Mild thrombocytopenia
(70-80 x 10%L) was in 8 month girl with tufted angioma, severe thrombocytopenia (6-8 x 10%L) diagnosed in newborn girl with
KHE. Low-molecular-weight heparin was used to treat the coagulation disorders in children with VM. Lowering of D-dimer
level was in 5-7 days of treatment start. Thrombocytopenia was diagnosed in children only of first year of life with locally
aggressive tumors. Elevated of D-dimer levels was diagnosed in 83.3 % of children with VM. The increasing of coagulopathy
risk in children with VM is associated with extensive (more than 10 cm?) VM and phleboliths. Low-molecular-weight heparin
is effective in treatment of coagulopathy in clildren with VM.

ITocTaHoBKa npo0/ieMH i aHa/Ti3 OCTAHHIX [10-
ori/pKeHb Ta myOsikanid. IlatienTn i3 cyauHHEAMH
aHOMaJlisSiIMM 3BEPTal0ThCS 38 MeIUYHOI0 [JOTIOMOT 010
3i ckapramu Ha 6isb, TopyiieHHs (YyHKIJil, KOocMe-

THUUHI Bagu. IIpoTe iCHYIOTh NPUXOBaHi HeOe3MeKH,
SIKi MOXKYTb CTBOPIOBATH 3arpO3/IMBi [I/Is1 )KUTTS IU-
TUHU CHTYyallii, cepe, SKMX OfHA 3 HaWOi/MbI KpU-
TUYHUX — 1l TIOPYIIeHHs y CUCTeMi 3ropTaHHs Kpo-
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Bi [1]. [Inst XapakTepUCTUKKU KOArysLiiHUX pO3/a-
[iB y AiTed i3 CyJUHHUMH aHOMAJisiMU, He3asie)KHO
Bifl 1X BUAY, HEPiJIKO BUKOPUCTOBYIOTb TEPMIiH “CUH-
npom Kacabaxa—Mepit” [2]. Le#i cunapom (abo de-
HoMeH) Briepmie Oyso omucaHo Haig Kasabach i
Katharine Merritt y 1940 porji ik “po3MOBCIO/PKeHY
nyprnypy”, 10 yCK/IaJHIOE “KamiJspHy reMaHriomy”
[3]. 3 yaockoHaneHHsIM BU3HauUeHHsI TEPMiHY “TeMaH-
rioma” OyJi0 ZloBefieHo, 1110 iHpaHTH/IFHA TeMaHrioMa
(IT") Ta ypo[pkeHa remMaHrioMa He CyIpPOBO/PKYIOTb-
Cs1 TPOMOOLIMTOIEHI€10, OCTaHHS BJIACTHRA JIUIIE PiJ-
KiCHUM JIOKaJIbHO arpeCUBHUM MyXJIMHaM JUTSIUOTO
BiKy — KanomrpopmHiii remanrioengoTeniomi (KI'E)
i KUTHLeBil aHTiOMi Ta € pe3y/JbTaTOM pPYWHYBaHHS
TPOMOOIUTIB y TKaHWHI NyxyuHM [4]. JIoKasizoBaHa
Ta iiceMiHOBaHa KOaryJiomnaris BjaCcTUBa Cy/JUHHUM,
a caMe BeHO3HUM ManbhopMmaiiism (BM), i B ii ocHOBI
JIeXKaTh iHII [aTOreHeTUUHi MexaHismu [2, 5].

Hermopo3ymiHHsl y HOMeKk/aTypi Ta Kiaacudika-
Uil CyZIMHHUX aHOMaJTiii y ZliTel € TIPUUKMHOI Herpa-
BUJILHOTO ZIiarHO3y i, BiAMOBifHO, XUOHOT JiKyBab-
Hol TakTWKHU [1]. [In1 y3rofykeHHs1 Y BUKOPHCTaHHI
TepPMiHOJIOTii JIiKapsiMU Pi3HUX CrierjiabHOCTel Oy-
Jla 3aTipOTIOHOBaHa i MPUUHSTA OHOBJIEHa Kiacudi-
Kallist Cy/IMHHUX aHOMaJIiii Ha ['eHepasibHili acambiiel
BcecBiTHBOI opranizailii 3 BUBYEHHS CYJUHHUX aHO-
Manii (ISSVA), sika BigbOynacst B kBiTHI 2014 poky
B MenwOypHi, ABcTpasis [6]. Y knacudikariii 30epe-
JKeHO OCHOBHUM 6i0JIOTiUHUM MO CyIMHHAX aHO-
Masii Ha Cy/IUHHI MyX/IMHU 1 CyIUHHI Manbgopmatiii,
3arporioHoBaHi Mulliken and Glowacki y 1982 po-
1li, y ik Knacudikarii oKkpeMor Tabuiero BUiTe-
HO KOary/isiLjiliHi NMOpyLIeHHs IPY Pi3HUX HO30J0Ti4U-
HUX OIUHUIIX [7].

Meta po60oTH: BUBUEHHS K/TiHIYHUX XapaKTepUC-
TUK CYy[JUHHUX aHOMaslii y JiTeil [Jig BCTaHOBJIEHHS
CreKTpa 3aXBOPIOBAaHb | UMHHUKIB PU3MKY KOaryss-
LiHUX PO3/1ajiiB, @ TAKOXK CIIOCOOIB X KOPEeKIIil.

Marepianu i MeToAu. Y NOCTiKeHHST BK/IIOUe-
HO 41 JUTHUHY i3 CYyJMHHUMH aHOMaJlisIMH, SIKi Tiepe-
OyBasiv Ha CTal[iOHAPHOMY JTIKyBaHHi Y Hal[iOHa/TLHIH
crierfianizoBaniit auTsayint jgikapai “OXMATAUT” y
nepioz 2011-2015 pokiB. I1anjieHTiB nozisieHo Ha ABi
TpyNH: 10 TMepLIoi rpynu BK/IOUeHO 18 fiTeli 3 Be-
HO3HMMH Masb(popMaLisiMi BiKOM BiJ 2 MiCAL{iB A0
17 pokiB, cepefiHil BikK cknagaB 7,5 poky, 9 (50 %)
JiBuatok i 9 (50 %) xnomuukiB. s miATBepAKeHHS
JiarHo3y BukopucroByBanu Y3/l i MPT y Bcix nari-
€HTiB. [Jo Apyrol rpynu BK/IOUEHO 23 AUTUHU i3 Cy-
JUHHUAMU MyXJIMHaMU 1ioireto moHaz 10 em?. Bik fi-
Teli HAa MOMEHT 00CTe)KeHHsI CKajaB Bij 10 gHiB 10 8
MicsIIiB, cepeHiN Bik — 4,1 Micsis, AiBuaTok Oyso 14
(60,9 %) Ta xnomuukiB 9 (48,1 %). [1s miaTBEpAKEeH-
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H$l [liarHO3Y B YCiX /liTeli BUKOHYBanu Y 3/] B pexxumi
Cipol 1IKa/lu i KOJIbOPOBOTI'O AOTJIEPIBCHKOIO CKAaHY-
BaHHs1, IKUM 00Me)XyBa/IMCsl TIPU [TOBEPXHEBilt JloKa-
Jlizaljii myxJiiH. Y BUNaZIKy HETUTOBOI K/TiHIYHOT Kap-
THHU, MOIIUPEHHS y TJIMOO0KI TKaHWHU i M’ 5131, BicIie-
panbHUX ypakeHb J0C/ipKeHHs fornoBHIoBamu KT 3
KoHTpacTyBaHHsIM Ta MPT. Cepej CyJMHHUX MyXJIMH
nepesaxanu II' (n=18; 78,3 %), ypoykeHi remaHrio-
MU JliarHOCTOBaHO y 3 aiteit (13,1 %), KUTULIEBY aH-
riomy B ogHoro mnatieHTa (4,3 %) i kanomrdopmMHy
reMaHriomy B oflHOro mnatjieHTa (4,3 %).

IIpu pocmifpkeHHI XBOPUX BpaxOByBa/u TaKi Xa-
PaKTepUCTUKU: BIK, CTaThb IALli€HTIB, JIOKasli3aljito
ypakeHb, HasiBHICTh MHOXXMHHMX BOTHHIL Ta ypa-
JKE€HHS BHYTPIIIIHIX OpraHiB, yCKIa[HeHHs], 00/bOBUH
CUH/IPOM, HasiBHICTb (byiebomiTiB. [I/ist OLIHKM TOpY-
IIeHHsT KOoaryJisiiii TIpOBOAWIM 1abopaTopHe JOCITi-
IKeHHs TieprdepuuHoi KpOBi, OTpUMaHOI i3 BeHH,
L0 MiCTUTBCS I103a A/ITHKOK YpakeHHs. BusHauanu
KUTBKiCTh TPOMOOIUTIB (pedepeHTHe 3HaueHHs 150—
400%10%pL, kouBepToBane 7io 10°), piBeHs ¢ibpuHO-
reHy (pedepentHi 3HaueHHs 2—4 r/n1), D-gumepiB y
na3mi KpoBi (pedepenTtHe 3HavueHHs < 0,5 pg/min).

Pe3ynbTaTH AOCT/KEHb Ta iX 00rOBOpeHHS.
BM 3 0jHaKOBOI0O YaCTOTOO 3yCTpivanucs y AiTei sk
’KiHOYOI, TaK i uosioBivoi cTaTi, cepef AiTeit i3 cyauH-
HUMU TYXJIMHAMM TlepeBakayy JiBuatka (60,9 %).
[ns giTeit i3 CyIUHHUMMU My X/IMHAMA MaKCUMYM KJTi-
HIUHUMX IPOsIBIiB MPUIa/ia€ Ha BiK 4—5 MiCSLiB, TOAI SIK
s fiTeit 3 BM xapakTepHuil IIMPOKUI BiKOBUM [Ti-
artasoH — Bif 1 micsaug o 17 pokis. Posnozin BM 3a
JIoKavti3arli€ero: KiHiBku — y 6 (33,3 %), ainsgHka mpo-
Mexuan — y 2 (11,1 %), finsgHKa rpyJHOl KJIIiTKA — y
5 (27,8 %), y 5 mauienrtiB (27,8 %) miarHOCTOBaHO
MHO)XUHHI ypa)keHH$l, B TOMY YMCJIi B OZHI€l AUTU-
HU MHO>XXWHHI BM 1ITyHKOBO-KHILIKOBOTO TpakTy. I’
JIOKaJ1i3yBa/ucCsl TIepeBa’kHO B AUIAHL] TOJIOBH i LWL
(n=7, 38,9 %), y AiIsHL KiHIIBOK Ypa>kKeHHsI BUSIBJIe-
Ho y 3-X fiteit (16,7 %), y aBox aiteii (11,1 %) — B Ai-
JISHLi IPOMEXXUHU, MHOKHMHHI Ypa)keHHs! [1iarHOCTO-
BaHO y 2-x giteit (11,1 %), remaHrioMu reuiHKu — y
nBox (11,1 %) giTeit, Ta B ofHOMY BUMAAKY (5,6 %) —
IT" B ginsHui Tyny6a. PigkicHi cyauHHi myxnvHu y fi-
Tel JIOKasi3yBa/uCs MepeBaKHO B JUISHLI KiHL[iBOK
(n=4, 80 %), B 0lHOMY BUIAaJIKy YPO/KeHa reMaHri-
OMa po3TalloBaHa B AUISHL] BOJIOCUCTOI YaCTHUHU Io-
noBw. [no1m1a ycix ypakeHs nepeuiryBaia 10 cm?, Y
mitett 3 BM 1uiomia costiTapHOTo ypaykeHHs abo cyma
TUIOLIi OKPEMMX BOTHHUIL]| TiepeBuIyBana 10 cm? y 12
(66,7 %) marlieHTiB.

bonboBuii cunapom crioctepiramu y 6 (33,3 %) mi-
Teit 3 iHbaHTWILHUMH reMaHrioMaMu. [TpUurHORO 110-
siBU 000 Oy/iM BUpa3Ky, yTBOpeHi Ha moBepxHi IT'
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TPUPOJIHUX CKJIAZIOK B [AUISHII 11IWi, TTaXBUHH, MPO-
MexxuHu. PiebosiTH He BUSIB/IEHO y [JiTel i3 CyquH-
HUMM TyX/JMHaMHW. TpPOMOOIUTOIIEHi0 KyIipyBaHO
i3 3MEeHIIeHHSIM PO3MIpiB MyXJIMHH, YOT0 JOCATHYTO
nuIsixoM ii xipypriuHoro BujaneHHs (n=1) Ta npu3Ha-
YeHHs1 aHTHaHTioMnpoJtidhepaTUBHUX cepeTHUKIB (N=1).

YcknasiHeHHs y narjieHTiB i3 BM — 11e 60/1b0BU
CUH/IPOM, 1110 crioctepiranu y 7 (38,9 %) giteit, i pe-
LUIMBYIOUi KPOBOTEUi, 1110 TIOTpeOyBaiy MOBTOPHUX
remorpancohysiid, — y 3 (16,7 %) giteit. HasiBHiCTh
thneboniti BUsiB/ieHo y 5 (27,8 %) mariieHTis 3 BM.
[TigBuienHsa piBHsa D-pumepiB crioctepiramu y 10
(83,3 %) nanienTiB 3 BM. PiBens D-muimepiB ckna-
nas Big 1,75 go 10,2 pg/mi, 1110 nepeBuiilyBasio pede-
PeHTHi 3HaueHHs1 Oinbin HiXK BTpuui (p<0,05). Cepep
IL[UX TMAL[i€HTIB 3HWKEHHs piBHS (hiOpUHOTeHy HIKUe
1,5 r/n crioctepiranu suie y aox (16,7 %) Bunaj-
Kax. TpomboruroreHil y fiTeii 3 BM He 0ymo. Cepef,
10 miTeit 3 migBuileHUM BmicToM D-muMepiB y BCix
(100 %) nnoria BM niepeBwuiiyBasia 10 cm?, giebouti-
TH fiarHocTOBaHO ¥ 8 (80 %) miTeid.

Y piteld i3 CyAMHHMMHM TIyXJIMHaMH piBeHb
D-gumepiB y nepudepuuHiil KpoBi B Me)kaX HOPMHU.
IMomipHy TpombormTonenito (70-80 x 10%n) mia-
THOCTOBAHO Y [JIiBUMHKH BiKOM 8 MICALIiB i3 KUTHLe-
BOIO QHTiOMOIO HIKHBOI KiHI[iBKU. TSDKKY Tpombo-
1uTorneHito (6-8 x 10°%) AiarHOCTOBAHO B OZHOMY
BUMNAJIKy — Yy HOBOHapo/ykeHol fiBunMHKM 3 KI'E Bepx-
HbOI KiHI[iBKH.

[ns nikyBaHHs Koarysionarii y fiteit 3 BM Buko-
PUCTOBYBa/IM HU3BKOMOJIEKY/ISIDHUN TerapuH y [0-
6oBiit 1031 100 U/kr macu zBiui Ha fieHb. JIiKyBaH-
Hs TIPOBOJWJIM MPOTArOM 7—12 [HIB repes Mo4yaTKOM
CKJIepO3yH4oil Teparii Ta MPOAOBXYBalu MPOTATOM
TaKOro )X TePMiHY IIiC/Is1 CK/IepO3yBaHHSA. 3HWKEHHS
piBHs1 D-uiMepiB crioctepiramu Ha 5-7 #o0y Bif mo-
yaTKy JIiKyBaHHS. Y CK/Ia/[HEHb JIIKyBaHHS He OyI10.

O62060operHs. CyvuHHI aHOMaii 00’ €qHYIOTh Be-
JIUKY KiJTbKiCTb HO30J/IOTiUHUX OJWMHMILb, 1110 TIOAi/Is-
I0Th Ha JIBi OCHOBHI TPYIU — CYZIMHHI MyXJIMHU i Cy-
[MHHI MasibopMaiiii. BoHu pisHATBCS Mi>k co0010 3a
eMOpio/oTiYHNM  TIOXO/PKEHHSIM, MOP(OIOTiYHUMHU
XapaKTePUCTUKaMM, YHIKaJIbHUMU BJIaCTUBOCTSIMH,
MPOTHOCTUYHUMU YMHHUKAMU 1 4YaCTOTOO peLjuUBIB
[1]. Cepep cyMHHMX MyX/MH HalyacTille 3ycTpiua-
€TbCs iH(haHTHUIBHA, b0 Ma/TIOKOBAa TeMaHrioMa, siKa
SIBIsIE COOOK0 CYWHHY MyXJIMHY AUTSYOTO BiKYy 3i
CIIOHTaHHOI) 1HBOJTIOLIiE0, TOAI IK BM € 3anuiukamu
emMOpioHa/MBHUX TKAaHWH, SIKi iCHYIOTb TIPOTSITOM KUT-
TS | HIKOJIM He iHBOJIIOLIiOHYIOTH CIIOHTaHHO. IcTo-
PHUYHO TepMiH “remMaHrioma” HepiJJKO HerpaBW/IbHO
BUKOPHCTOBYIOTb CTOCOBHO BM, 1110 € MPUUMUHOLO T10-
MUJIKOBOTO fliarHo3y Ta JjiikyBaHHs [8]. I citif Takoxx
yiTKO AudepeHLifoBaTH 3 iHIIUMU CYAUHHUMH TTyX-

suHamu gutsyoro Biky. KI'E ta kuTuieBa aHrioma —
Lle PiJIKiCHI Cy[IJMHHI MyXJIMHU, [Ki 3a3BUuaii NposB-
JISTIOTHCST Y HOBOHAPO/PKeHUX i AiTell paHHLOTO BiKY,
TIpe/iCTaB/IeH] WIKIpHUMU ypaKeHHsIMU 3 TI0raHo [u-
(hepeHI1iiOBaHUMH MeXXaMH i MOXKYTb OyTH CTUTyTaHi
3 II", BpaxoByrOUH BiK MOSIBU CUMIITOMIB Ta HasIBHICTh
IIKipDHOTO CyAUHHOTO ypakeHHs [9]. Lli myxmmHM Ha-
3BaHi “JIOKa7bHO arpeCMBHUMHU”, OCKI/IbKM IM Bjac-
TUBUW LIBUJKWAW PiCT, HasIBHICTb yCKJaJHEHb, IPO-
Te BOHU HIKO/IM He MeTacTasyrTb. OHUM 13 TSHKKUX
YCK/aJHeHb JIOKAJIbHO arpeCMBHUX MyX/IUH € TSDKKA
TPOMOOLIMTOTIEeHis, CTIPUYMHEHA PyHHYBaHHSIM TPOM-
6onwmrtiB y myxsuHi [10].

[nsa nudepeHLitoBaHHA CYJAWHHUX MyXJUH i Cy-
[JUHHUX Masb(opMallili I0OBepXHeBUX TKaHUH HeJlo-
CTaTHBO Julle (Di3UKaTbHOTO OOCTE)KeHHs MarlieH-
Ta, OCKIJIBKU BOHU MOXKYTb MAacKyBaTH OJHE OJHO-
ro Ta Jeski 3/0sKicHI myxauHA. OOCTe>KeHHST CITif
PO3MOYMHATH 3 y/IBTPa3BYKOBOI J1arHOCTUKH, BUKO-
PUCTOBYIOUM PEXHUM KOJbOPOBOTO JOMJIEPiBCHKOrO
CKaHyBaHHs, 10 J03BOJISIE ieHTHU(hIKyBaTH CYIUH-
Hi Myx/IMHA, ManbGopmallii 3 OBIILHUM i LIBUJKAM
KPOBOTOKOM, BM3HAaUWTH aHAaTOMilO MPUBIAHUX CY-
[WH, oTpUMaTH rpadiuHy Bidyasnizallito BacKysipH-
3aii. AK i Npy IHIIKMX CyIUHHUX aHOMasigX, MU pe-
KomeHayemo Y3/l sk mepiioyeproBe 00CTe>KeHHS Y
narieHTiB 3 BM, OCKi/IbKM BOHO € Oe3meuHuM, J0-
CTYIIHUM, HeiHBa3MBHUM Ta BHCOKOIH(OPMaTUBHUM.
Mu nipoBenu ynbTpa3ByKOBe JOC//PKEHHs YCIiM Ia-
1jieATam, yoro 0yJio J0CTaTHLO Y Gi/bITOCTI BUMAZAKIB
II" noBepxHeBUX TKAHWH, POTE Iepej OYaTKOM JIi-
KYBaHHS Cy/JAHHUX MasbdopMariiii HeoOXiZHO BUKO-
pUCTOBYBaTH 00’ €KTHBHI criocobu Bidyarizauii. MPT
B pexxuMi T1 i T2 € “3omoTuUM cTraHgapToM” [OCIII-
[PKeHHsI CyIMHHUX MajibopMaLiiil 3 MOBiTbHUM KpO-
BOTOKOM. MPT n03Bo/sie BU3HAUMTH PO3IOBCIOKE-
HicTb, po3Mipu BM, indinbTpanito cycigHiX TKaHWH,
a TaKOXK HasiBHICTb TpomMbOOBaHUX CyquH i Quebori-
TiB, IKi BU3HAUalOTh 3a BTPATOK) CUTHa/y y IeBHUX
Jingakax BM [11].

[l onucaHHS CKIaJHUX CYAWHHHX [aTOJIOriH
paHillle YaCTO BUKOPUCTOBYBa/IM EMOHIMIUHI TepMi-
HU, OCKUIBKW TIPUPOZY LIUX 3aXBOPHOBaHb Ha MEBHUX
eTariax po3BUTKY MeJWUYHOI HayKH HEMOXJIMBO OyJ0
TIOSICHUTU. PO3MOBCIO/I)KEH] eroHIMIYHI Ha3BHU MarOTh
CBOE€ iICTOPUYHE 3HaYeHHs, TPOTe HepiIko CTBOPIOIOTh
TTyTaHWHY y BCTaHOBJIEHHI MPaBUIBHOIO JiarHO3y.
Le cTocyeTbcs mepesycim cuaapomy (dheHomeHa) Ka-
cabaxa—MepiT, KU1 HEPiJKO BUKOPUCTOBYIOTb ISt
ornuvcaHHs Oy/ib-sIKMX TOPYIIeHb 3ropTaHHs KPoBi abo
NIPOCTO y BUMNAJKY CYJVHHUX aHOMaslili BeJIMKUX PO3-
MipiB. ¥ 1940 porii Haig Kasabach i Katharine Merritt
OTMMCYIOTh K/IiHIUHKIN BUTQ/IOK TiraHTChKOI “Kariisip-
HOI reMaHrioMu” CTerHa y XJ/IOMYMKa BIKOM 2 MicCs-
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1i, fIKa MoeJHyBanacs 3 reMopariyHiM CHHAPOMOM
(“myprypor0”) Ta TSDKKOIHO TpomOormroreHieto [3].
[Topanblii JOCTIA)KEHHS JOBOJSATD, 110 TSXKKA TPOM-
OOIUTOTIEHIsT PO3BUBAETLCS SIK YCKJIA[HEHHS CY/MH-
HUX nyxavH ABox Bugie: KI'E i kutuieBol aHriomu
Ta He XapakTepHa J/isl TeMaHrioM i CYZJMHHUX MaJlb-
dopwmariint [12, 13]. Lei Bug TpomMOOIUTOMEHIT CKO-
pillle MO>KHa Ha3BaTy (peHOMEHOM, a He CUHAPOMOM,
OCKI/JIbKY BiH XapaKTepHUU JivIle /i1 BOX BUAIB Cy-
MUHHUX Tyx/auH. Yactota cuHapomy Kacabaxa—Me-
pit cknazae 0,91/100 000 mitedt [14]. JlikyBaHHS CHH-
npomy Kacabaxa—MepiT — 1ie 3ax0/iy, CIIpsAMOBaHi Ha
3MeHILIeHHS PO3MipiB NyX/MHU. XipypriuHe BUjaeH-
HS1 TTyXJIMHY, SIKIIO Lle MOXX/IUBO, HiBe/IIOE reMaTosIo-
riuHi po3naau y Toi e AeHb [15]. ITpoTe 3a3Buuaii
BeJIMKi PO3MIipH MyXJWHU POOJISTE HEMOXK/IUBUM pa-
[IVKarbHe BU/aneHHs. ['enapyH nMpoTUIoKasaHui, 1110
JlIOBe/leHO eKCTepUMeHTa/IbLHUMU JO0CTiPKeHHSIMU [4,
12]. TlepenuBaHHS TPOMOOILIMTAPHOT MacH He Mae Te-
paneBTUUHOrO 3HAUeHHS, OCKIJIbKM MOXKe CIpPUSTH
TIPUCKOPEHHIO POCTY MyXJIMHU, IHTEHCUBHOMY DYHHY-
BaHHIO TPOMOOIIUTIB, TIepio/| HaMiBPO3Mazy SKWX TIiC-
a5t TpaHcdy3il cknazgae Big 1 1o 24 rop [16].

s BM xapakTepHa yHiKajbHa JIOKajbHa BHY-
TPILIHBOCYAUHHA KOAryJionaris, Ky CJ/Iifi YiTKO [u-
(epentitoBatu i3 cuHgpoMoMm Kacabaxa—Mepit [4,
17]. Y 3pa3kax KpoBi, oTpuMaHUX 3 BeJUKUX BM,
HasiBHI TemMaTOoJIOTiUHi O3HaKW JI0OKasli30BaHOI BHY-
TpilIHbOCYAMHHOI KoarysonaTii (JIB3): Hu3bkuii pi-
BeHb ¢ibpuHoreny (0,82 /1), TiABUINIEHUI BMiCT
D-aumepiB, po3uMHHKX KOMILIEKCIB, MTPOJYKTIB PO3-
najsy GibpuHy Ta HopMasbHa abo HE3HAUHO 3HIKe-
Ha KinbKicTh TpoMOoruTiB [18]. TIpu Aedakux BUaax
BM piBens D-gumepiB y neprdepryHiii KpoBi, oTpu-
MaHi¥ 3 Heypa)KeHUX Cy[[uH, TlepeBHLIYe pedepeHT-
Hi 3HaUeHHs Y AecATKU pasiB. D-gumep, 1o € mnpo-
OyKTOM po3smnazay (ibpuHy 3a ydacTi miaasmiHy, Ha-
3BaHUI “HOBMM [1iaTHOCTUYHUM OiomMapkepom” Jis
BM [13]. ¥ Haiiii rpyrii rnaiji€eHTiB MiBUILIEHHS PiB-
Hs1 D-gumepiB Oysio He MeHIlle HiXK BTpHUi. Besuki
pO3MipU ypakeHHsl, HasiBHICTh UMC/IeHHUX ¢iieboti-
TiB, BiCLlepa/ibHi ypa)KeHHs1 ONMCaHi sIK OCHOBHI UMH-
HUKU 30i/IbITIeHHS PU3UKY JIOKA/TBHOI KOaryJ/iomnaTii y
narfiedTis 3 BM [19]. 3okpeMa, yci maijieHTH Harmo-
ro JOCTI/PKeHHS 3 MiJABUIEeHMM BMIiCTOM D-aumepis
y I1a3Mi KpOBI Mayv oy ypaxeHHs BM monap
10 cm?, y 80 % 3 Hux BusiBnieHo daedoniti. HoBo-
CTBOpPEeHi MiKpOTpOMOH y MPOCBITi MaTOMOTiYHO 3Mi-
HEHUX BEHO3HHX CYJUH 3B’S3YIOThCS 3 iOHaMU KaJlb-
Lif0, pe3y/bTaTOM LbOT0 Tipoliecy € (opMyBaHHS
MaTOrHOMOHIUHUX A1t BM cTpykTyp — (hyiebomitiB
[5, 20]. TIpu moBepxHeBUX BM iebostiTi MOXKHa
BU3HAUMUTH MajbIaTOPHO, MiITBEPAUTH IX iCHyBaHHS
[IOTIOMAraroTh Taki criocobu Bisyasmizallii, K peHTre-

Horpadis, Y3, MPT [12]. HasiBHiCTb umMC/IEHHUX
(hneboJiTiB € HempsMOrO 03HaKoto JIB3 i ofHMM i3 110-
Ka3aHHb [|0 [IPU3HAUEHHs aHTUKOAryJITHTHOI Tepartil,
0c00/MBO y Bumagkax BM Bemkux po3mipis [17].

JIB3 € Ba)KIMBOK KIIIHIUHOK O3HAKOK MOTeH-
L[iTHO MOXK/TUBHX Oi/TbII TSHKKMX TPOMO0OeMOOTiuHIX
MpOsiBiB, BTOPUHHA TirnodibpuHoreHeMiss MoXke CTa-
TU IIPUUMHOIO CIIOHTAHHOI KpOBOTeui. Y CK/la/iHeHHS-
MU KOaryJsomnarii MoXyTb OyTH BHYTpPilIHbOUeperHi
KPOBOBU/IMBY, MACUBHI MATKOBI i KUIIIKOBI KPOBOTe-
yi, BeJIMKi W PO3MOBCIO/PKEeHI TPOMOO3U CYJHMH uye-
PEBHOI MMOPOYKHUHHU i Ta3a, TpoMb60eM60/1iT JiereHeBol
aprepii [21]. Konsepcis JIB3 y [IB3 (gucemiHoBaHe
BHYTPILIHBOCYMHHE 3rOpTaHHs) BifOyBaeThCs BHa-
CJTiJIOK CTIOYKUBaHHS TPOMOOIUTIB Ta (hakTOpiB 3rop-
TaHHS KpoBi. Tpurepamu novatky B3 mMoxyTh BU-
CTyHaTyu Pi3HOMAaHITHI 30BHIIIHI Ta BHYTPIlIHI YMH-
HUKH, 30KpeMa TiepesioMd, TpvBaia iMMo0ii3aliis,
BariTHICTb, CK/epOTeparisi, a TaKOXK orepailjiliHe
BTpyuaHHs. Koary/omnarig y mnauieHTiB 3 BM moxe
CTIPUYMHUTH Hebe3reuHy J/isi JKUTTS KPOBOTeuy siCeH
HaBiTh MPU eKCTPaKIii 3yba.

XpOHiUHa KOaryJ/omnaTisi Ma€ TaKOXX iCTOTHUM
BIUIMB Ha pe3yJbTar JIiKyBaHHsI, SKUl MOKe OyTH He-
3a7I0BiflbHUM Ha ¢oHi gediuuTy (akTopiB 3ropTaH-
Hs1 KpoBi abo TpombouuTiB. Ha BigmiHy Bif iH(aH-
TUIBLHUX T'eMaHTioM, He iCHY€ Ha CbOTO/Hi crieliudiu-
HUX MeJUKaMEHTIB, sIKi MOTJIA O IOKpPAIUTH repebir
BM. Tomy MeMiKaMeHTO3HY Tepariit0 BUKOPHUCTOBY-
FOTh JJIs1 JIIKYBaHHS YCKJ/Ia/lHeHb, OCHOBHI J1iKapChKi
3aco0M — 1je TIpsIMi aHTUKOATYJ/ISIHTH ¥ aHTHOaKTepi-
a/bHI rpernapartyi. AHTUarperaHTH, HeCTepoiHi rpo-
TH3amna/IbHi 3aC00M He PEKOMEHYIOThCS Hi IS JTiKY-
BaHHS BM-acouiiioBaHMX KOary/siiHAX MOpyIIeHb,
Hi 3 MeTOI0 3HeOO/IFOBaHHS, OCKI/IbKY K/IiHIUHUHN pe-
3y/ibTaT BifCyTHiIA abo MiHiManeHui [22]. Petpo-
CTIeKTWBHE [JIOCTI/PKeHHsS] JOBOJUTH e(eKTUBHICTh
HH3bKOMOJIEKY/IIDHOTO TerapuHy [Jig 3MeHIleH-
Hs OoJstro, cipuunHeHoro JIB3, Hopmartizarii Koary-
JisALiHOTO TIpo(isito i ToTepepKye TIpOrpecyBaHHs
Tspkkoro JIB3 y IB3-cuHpoM, 0COO/IMBO Y MaljieH-
TiB i3 HU3BKUM piBHeM (ibpuHoreny [5]. st iKy-
BaHH$ PO3MOBCIO/)KEeHNX, MHOKUHHUX ypaykeHb, 3 iH-
(binbTpaTMBHUM POCTOM 3aCTOCOBYIOTH HU3bKOMOJIE-
KyJISIpHUN TerapyH y 1000Biit 1031 100 U/kr. Kpim
TOrO, MiIBULLeHUH piBeHb D-rMepiB y marjieHTiB i3
00/TbOBMM CHHJPOMOM € Z0/IaTKOBUM ITOKa3aHHSM [0
TpU3HAUeHHSl aHTHKOoAryJsHTHOI Tepamii. CepegHs
TPUBAJIiCTh JIiKyBaHHs ckiazae 20 aHiB [1]. Ockiib-
KM JIOKaJ/IbHa Koarysionatis npu BM ycmimHo nigzga-
€TbC JIIKYBAHHIO HU3bKOMOJIEKYJ/IADHUM TellapUHOM,
BOHA MOBUHHA YiTKO AudepeHIiitoBaTHCS i3 TpoMOo-
LMTOIeHier0 mpu cuHipomi Kacabaxa—Mepit, Koau
aHTUKOAry/ITHTU TIPOTUIIOKAa3aHi [5, 12].
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BucHoBKu. 1. YcKiagjHeHHAIM CYJUHHAX aHOMa-
JIi € TIOpYIIeHHS 3rOpTaHHs KPOBi, XapakTep SIKOTO
BU3HAYA€ETHCS BUZIOM HO30J10rii. Y fiteli 3 II" Besivkoi
TJIOLYi KOaryJ/sLiiHUX MOpPYIlIeHb He BUSBJIEHO.

2. TsOKKY TPOMOOIUTOITEHIF0 JiarHOCTOBAHO B Ii-
Tell MepIIoro poKy >KUTTS 3 JIOKaJbHO arpeCUBHUMU
nyxsimHaMu — KI'E Ta KUTULIEBOIO aHTiOMO}IO.

3.Y 83,3 % aiteit 3 BM BusiBlIeHO JIOKaIbHY BHY-
TPIIIHBOCYZMHHY KOAaryJonarTito, L0 IpPOSIBJISETHCS
MigBUIlleHHsIM piBHA D-ivMepiB Ta 3HWKeHHsM ¢i-
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