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Pe3zrome. Tepmin «cunopom Kacabaxa-Mepimy nepioko 6uxopucmosyioms ax 3a2anbHuil enoHim Ons onucanHs Koazyis-
YITIHUX NOpYUleHb NpU PI3HUX CYOUHHUX YPadiCeHHsax AK y oimeil, max i y dopocaux. [lpome nodanvui 0ocniodcents 0060-
05imb, WO 05 NEGHUX 8UOIE CYOUHHUX NYXJUH MA CYOUHHUX MATbPOpMayitl 61acmuei pizHi 6UOU KOAYIAYIUHUX NOPYULEHD.

Memoio 0ocnioxycenna 6yno ecmanosumu, AKi CyOUHHI AHOMANT] MAIOMb PUSUK KOA2YAONAMII.

Mamepianu i memoou. 64 nayicuma 3 cyOUHHUMU aHOMARIAMU 6iKOM 610 1 micays 00 15 pokie 6y10 6KIHOUEHO Y NPOCheK-
muene oocnioxcenns. Ceped 26 nayienmis i3 cyounnumu nyxaunamu y 20 6ynu ecemanciomu, y momy uucii, y 6 — eemaneiomu
neuinku, y 2 — kanowugopmua cemanzioenoomenioma, ¢ 1 — tufted aneioma, ma y 3 PHACE cunopom. Cyounwi manvgpop-
mayii diaenocmosano y 38 nayienmis, y 15 3 nux Oyau Kicmosui aimpamuuni marbpopmayii, y 8 — nepsunna nimpeoema, 8
11 — genosni manvhopmayii, y 2 — apmepiogenosui manvghopmayii, ma 'y 2 CLOVES cunopom. Busnavanu pisenv D-oumepis,
mpomboyumie ma Qiobpunozeny y nepupepuunit Kposi, OmpumManiil i3 6eHu, KA HE YPAANCCHA CYOUHHUMU AHOMALISMU.

Pesynomamu. Y dcoonoco nayienma 3 cemanciomamu He GUAGNEHO KOAYIAYIUHUX nopyuiens. [yoce HU3bKA Kilb-
xKicmb mpomboyumie, max 3eanuil penomen Kacabaxa-Mepim, suseieno y 060x oimeil nepuioco poKy JHCumms 3 Jo-
KaibHO A2pecuBHoI0 NYXAUHOIO KANOWUDPOPMHOIO 2emanzioeHdomeniomoro. YV 14-piunoeo nayienma 3 2ieanmcubkoio
tufted anciomoro Kinyigox Kinvkicmos mpomboyumis oyia y meacax nopmu. Cepeo 11 nayienmie 3 6eno3HuMu Maibpop-
mayiamu (BM) 6 (54,5%), maru niosuwenuti pisenv D-oumepie. ¥ nayienmis 3 mHodxcunHumu BM wnyHKko6o-kuuiko-
6020 mpaxkmy pieenv D-oumepis 0y6 Oyce ucoxum (>4 ug/mu), wo nocoHy8anrocs 3 HU3bKUM pisnem Qiopunoceny. ¥
nayieumig 3 genuKuUMu 10karbHumu BM myay6a ma npomescunu i manozo masy pieenv D-Oumepis 6y6 nonao 1 ug/mai,
pieenv Qpibpunoceny ¢ mesxncax nopmu. Ha iominy i nayienmis 3 o6wupnumu BM, y dimetl 3 manumu 10Kani308aHuUMU
BM «kinyisox, a maxoxc y nayienmia 3 1iMpamuyHumu Maib@opmayiamu Koa2yiayiiHux nopyuleHs He UsBleHo.

Bucnoexu. /limu i3 cyOuHHUMU AHOMANISAMU MAiome pu3uk koaeyionamii. Baocka mpomboyumonenis € xapak-
mepHo 0115 Kanowu@opmuoi eemanzioendomeniomu i tufted anciomu i mae 6ikogy 3anedxncHicms. Ilioeuujenns pieus
D-oumepie ¢ sucorxo cneyupiunum ons BM, ne 3anexcums 6i0 6iKy nayienma, a 6usHavaemoscs auuie posmipamu BM.

Knwouoegi cnosa: senosni mansgopmayii; D-oumepu; penomen Kacabaxa-Mepim; kanowugopmua eemanzioendomenioma.

BcTyn BEHO3HUX Manbdopmaniii onucyoTscs (GEeHOMEH

CynwHHI aHoMmadnii, SKi TOMINAITh Ha CYIHHHI
OyXJIUHHA 1 CyOWHHI ManbpopmMmamii, € pe3yrbTaToMm
MOpYIIeHHS MpOIecy aHTioreHe3y Ha paHHIX CTa-
JisIX BHYTPIIIHBOYTPOOHOTO po3BUTKY [1]. Bonmu
HalleXxaTh 10 OJHI€T 3 HAWOIbII YMCICHHUX MHATO-
JIOTid MUTSYOTO BiKy, ypaxkarwdu go 1 % nited [2],
y TOH ’Ke 4yac 3aJUIIaloThCS OJHIE€I0 3 HalMEHII BU-
BUCHHX Taly3eil autsdoi Xipyprii. Y autsadomy Bimi
3ycTpidaeThesl JAeKiTbKa BHUAIB CYAWHHHUX ITYXJHH,
Kl PI3HATBCS MK CO000I0 KIIHIYHHUM mepebirom ta
nporuo3oM. Cepel HUX HaMOUIBII PO3TOBCIONAKEHOIO
€ iH(QaHTHUIbHA TEMaHTiOMa, 1HIII MyXJHHU 3yCTpi-
YalOThCSl K TMOOAMHOKI Bumajnku. CyauHHI Maib-
dhopmamii moninsgoTe Ha Manb(opMalii 3 TOBUTEHEM
(kaminsgpHi, TiMaTUIHI, BEHO3HI) Ta MBUIKUM (ap-
TEpiOBEHO3H1) KPOBOTOKOM.

Y 1940 poui Haig Kasabach i Katharine Merritt
ONHUCYIOTh KIIHIYHUNA BHNANOK TIraHTCHKOI «Kalli-
JApHOT TEMaHTIOMHM» CTErHa y XJIONYHMKa BikoM 2
Micsi, sSika MOeIHyBaJlach i3 TeMOpariuyHNM CHHPO-
MOM («ITypIIypOI0») Ta Ba)XKOI TPOMOOIUTOIECHIEIO
[3]. Haxanp, micas myOmikamii miei craTTi TepMmiH
«cunapom Kacabaxa-MepiT» cTanm BUKOPHCTOBYBa-
TH SIK 3arajJibHUH €MOHIM JUJIsl ONMCAHHS KOoaryJsmiii-
HUX MOPYIIEHb NPH PI3HUX CYINHHHUX YPaKEHHAX SIK
y niTe#t, Tak i y gopociux. [loganpmi mocCiiIKeHHS
IOBOAATH, mo cuHapoM (penomen) Kazabaxa-Mepit
HE XapaKTepHUH I reMaHTioM, HaBiTh AJS iX po3-
MOBCIOKCHUX 1 yCKIagHEHUX (OPM, a CYNIPOBOIKYE
pinkicHi, O11bII arpecUBHI MyXJIMHU — Kanomudopm-
Hy reManrioenporeniomy i tufted anriomy [4]. Hdus
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«IOKanpHOI BHYTPIMIHBOCYAWHHOI KOarymomatiiy,
10 BUHUKA€E BHACHIZOK 3aCTOI0 KPOBI B PO3LIMPEHUX
BEHO3HMX KaHaJaX, yTBOPEHHs TPOMOIB 1 HaMipHOTO
JIOKAJIBHOTO CIIOKMBAaHHS (DAKTOPiB 3rOpTaHHS KpPOBi
[5]. ®i6puHOMI3HC IPOSBIAETHCS MiABUMICHHAM PiBHS
MpOIyKTiB nerpanamii ¢idpuny, 30kpema, D-gumepiB.

Metoro paHoi poboTu € audepeHmiroBaHHS
KOAryJIsIiHHUX po3JajiB y JNiTeH 3 CyIMHHUMH aHO-
MallisiMH, pU3UK 1X BUHUKHCHHS Ta 0COOIHMBOCTI, 3a-
JIeKHO BiJ BiKy IUTHUHHU Ta BUIY aHOMAITIi.

MaTtepianu i metoamn

[IpocmekTUBHE AOCIIKEHHS KOATYISIIHHAX PO3-
JaJiB IpoBeNeHO y 64 maieHTiB BikoM BiJ | Micsis
10 15 pokiB 3 CyAMHHUMH aHOMallisiMu. Mu Kopwuc-
TyBaducs O107TOTiYHOI KiIacu(pikalicro CyIHHHUX
aHoMali#, 3anpononoBanoro Mulliken and Glowacki
y 1982 poni [6], kminiguHO amanmToBanoro ISSVA y
1996 pori, ska B OCTaHHE Teperisaagacs Ha KOHTpe-
ci ISSVA y 2014 poui, Menasbypn, ABctpainis [7].
3rigHo wiei knacu¢ikanii, cyauHHI aHOMaNii MOJi-
NAIOTH Ha CYIWHHI MyXJIWHU Ta CYAWHHI Maibhop-
Marii. ¥ mocaijpkeHHs BKJIodeHo 26 (40,6 %) miTei
13 cyauHHuMHU nyxiauHaMmu Ta 38 (59,4 %) nanieHTis
3 CynMHHUMH MalibpopmanisiMu. [Ipu BcTaHOBIEHHI
JiarHO3Yy BPaxOBYBaJIM HACTYIHI KpUTepii: BiK, OJJHO-
4y 1BOOIYHE ypaXKeHHs, pO3Mip, aHATOMIUHa JUISHKa
(ronoBa, mms, IpylHa KJIiTKa, YepeBHA MOPOKHHUHA
i Ta3, BepXHi 1 HWKHI KiHIIBKH), MIOMHUPEHHS HA Je-
KiJTbKa aHATOMIYHUX HiTTHOK.
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Cepen cyIMHHHX NyXJuH y 14 nmiteit Oymu re-
MaHTIOMH M’SKMX TKaHWH Iuiomero mouax 10 cm2
Ta 'y 6 miteit — remanriomu nedinku. Cepen 20 mi-
Teil 3 reMaHrioMaMu BEJUKHX PO3MIipiB iHPAHTUIbHI
JiarHOCTOBaHO y 17 BUIMAAKiB, FTeMaHTiOMH 31 CIIOH-
TaHHOIO 1HBOJIOLI€I0 — Yy TphoX. Bik mitel 3 reman-
rioMaMy Ha MOMEHT OOCTEXEHHs CKiajaaB Bix 2 10
14 micaniB. PigkicHi, TOKaTbHO arpecUBHI MYXJIUHU
IaTHOCTOBAHO y TPHOX MAIi€HTIB: KamomudopmHa
reMaHrioeHTe ioMa y aite#t BikoMm 1 1 6 MicsmiB Ta
tufted anrioma y xmnonuuka 14 pokie. O6cTexeHo 3
JUTHHM 3 TEMAaHT1OMaM¥ T'OJOBU 1 MIMI, O SBISINC
cknanoBoto yactuHoo PHACE-cunapomy.

Cepen cyauHHHX ManbhopMalmiid mepeBaXkaln
Manbpopmanii 3 MOBITBHUM KpOBOTOKOM (n=34), 30-
Kpema, KicTo3Hi popmu JiMdarnaaux Maibdopmarii
(JIM) y 15 pniteit, nepBunHa nimpenema y 8 miteid,
BeHO3HI Manbdopmanii (BM) B 11 piteid, y Tomy unc-
Ji, y TpHOX JiTeH MHOXHHHI BEHO3HI Maibpopmaiii
IIJIyHKOBO-KHIIKOBOTO TPaKTy, YCKIaZHEHI XPOHId-
HOI0O IIIYHKOBO-KHIIKOBOIO KpoBoTeuer. IIposene-
HO TaKOX JOCIHIJUKEHHS KOAryNsIiiHUX pPO3NaliB y
JBOX JITEH 3 apTepio-BEHO3HUMHU Masib(opMalisMHu.
VY nBOX AiBYaTOK BikOM 2 Ta 8 pOKIiB JiarHOCTOBa-
HO KOMOiIHOBaHYy CYAMHHY MaJb(popMamiio y ckiasui
CLOVES-cunnpomy. Bik giTeit i3 CyITHHHIMHA Mallb-
tdhopmamiamu cknanas Bix 4 micsaniB 1o 15 poxkis.

IIpoBoaunu jgabopaTopHEe AOCIIKCHHs nepude-
pUYHOT KpOBI, SIKY OTPUMYBAJIM 13 BEHH, L0 3HAXO-
JUTHCS M03a JUISTHKOIO ypaXeHHs. BuzHadanu Kinb-
KicTb TpoMOonuTiB (pedepentre 3naueHus 150-400
x 103/uL, xouBepToBane mo 109), pienp ¢hidpuHO-
reny (pedepentHi 3HaueHHS 2-4 1/1), D-mumepiB B
miasmi kposi (pedepentne 3Hauenus < 0,5 pL/mn).

Juns Bizyanizanii cyamHHUX Majibdopmaniid 3 mo-
BUIBHUM KPOBOTOKOM BHKOpucTOByBaiu MPT y pe-
skumi T1, T2, STIR. JliarHo3 reMaHTioM M’ SKHX
TKaHUH MiATBEPXKYBalH 32 JONOMOTOIO YJIbTPa3By-
koBoro pocaimkenss (Y3/1) B pexxumi cipoi mkamru ta
KOJILOPOBOTO gomiuiepiBcbkoro ckanyBanus (KIC).
JliarHO3 TeMaHrioM Me4YiHKM BCTAHOBIIOBAIH MpPH
V3/1 3 060B’s13k0BUM BUKOpucTaHHsIM pexumy KJIC
ta nigreepkyBanu KT 3 konTpactyBanusam. us ni-
ArHOCTHKHU apTeOpio-BEeHO3HUX Malb(opmaliil BHKo-
puctoByBayiu KT 3 KOHTpacTyBaHHSIM Ta CEJIEKTUBHY
anriorpagiro. JliarHo3 piAKICHUX CYIUHHUX MYyXJIHH
MiATBEPKCHO 33 JOTIOMOTO TiCTOJOTIYHOTO JOCi-
JUKEHHS 010TICIifHOTO MaTepiay.

Pe3ynbraTtn gocnipgXeHHs Ta ix o06roBopeHHs

OCKiTBKY 3HWKEHHS PiBHA TPOMOONIHTIB y KPOBI
MpU CYAMHHUX IMYXJIUHAX B HEPIIy 4epry NoB’ sa3aHU
3 pyHHYBaHHSIM KPOB’SIHUX TiJellb B aHOMaJIbHHUX CY/HU-
HaxX MyxJUHH [8], Yy JOCTIDKEHHS MM BKIIIOUMIIN JIMIIE
MAIi€HTIB 13 CyIMHHUMH ITyXJIHHAMH BEIUKUX PO3MIpIB,
wroma skux nepesumryBama 10 cm2 (Puc. 1). 3okpe-
Ma, 1e iHQaHTIIbHI TEMAaHTiIOMH B JUISHII TOJTOBH i
mui (n=4), Tyny6a (n=2), BEpXHiX i HUKHIX KiHI[IBOK
(n=3), npomexunu (n=3). Y 5 (41,7%) ypaxeHHs
Oynu MHOKMHHUMH. Cepej reMaHrioM Me4iHKd MHO-
JKUHHI BOTHHINA, IO TOEJHYBAJHCS 3 YUCEIbHUMH
WKipHUMH eneMeHTaMu (n=4), Ta ¢pokairbHAa TeMaH-
rioma (n=1) po3uiHeHi 1k iHQaHTHIBHI, Ta B OMHOMY
BHIAJKy — FeéMaHrioMa 31 CIIOHTAHHOIO CBOJIOMIE0.
Tako reMaHrioMH 31 CHOHTAHHOIO 1HBOJIOIIE€I0 Be-
JUKUX PO3MIpiB JiarHOCTOBAHO B JAUISHII CTETHA Ta

miueda. B ycix miTe#l 3 reMaHrioMaMH SK MOBEpXHE-
BUX TKaHUH, TaK i MEUYiHKHU, piBEHb TPOMOOIHUTIB, Qi-
O6punoreny ta D-numepiB OyB y Mexax HOpMH (puc.

).

Puc.1. fisuuuka A., 2 micsaui (¢doTo). lHpaHTUNBLHA
remMaHrioma B AinsiHUi WWi, ycknagHeHa BUpa3Kamm,
KpoBOTeY€el, BUpaxXeHun 60nb0BUN CUHOPOM.
(Tpomb6ounTu 280%x109/n.)

Baxky TpoMOONIMTOIEHII0 AiarHOCTOBAHO y JBOX
mamieHTiB BikoM | Ta 6 MicsliB 3 Kamomu$opMHOIO
TeMaHTI0CHIOTENiOMO0. Y HOBOHAPOIKEHOT i BUMH-
KU 3 MYXJHUHO, 110 OXOILIF0Bala BCIO BEPXHIO KiH-
I[iBKY Ta YaCTKOBO IJICUOBHUM MOSIC, MPU MOBTOPHUX
JOCHIJDKEHHSX TepUpepuIHOol KPOBi IPOTATOM Hep-
IIUX JBOX MICAIIIB XHUTTS PIBEHb TPOMOOIUTIB KOJIH-
BaBcs B Mexax 8 — 12 x 10%/11.

-y

Puc.2. HoesoHapopaxeHa gisunHka T. (poTo). Kano-
wnudopMHa remaHiroeHpgaTtenioMma BepXxHbOi KiHLiBKM,
Lo CynpoBOAXYETbCS BaXXKO TpoMGouUToneHiero
(Tpom6GouunTn 8x109/n)

[ToBTopHi Tpancdy3ii TpoMmOGonurapHoi Macu
Majli TUMYacoBHMH Ta HecTiiikuii edekr. OcCKinbkH
IJI0Na ypaXKeHHS HE J03BOJisIa MPOBECTH Olepa-
HillHe BUAANCHHS MyXJIUHU, POBOAMIACS KOHCEPBa-
THBHa Tepamis. Y AIBUMHKH BIKOM 6 MICAILIB Kamo-
mupOopMHa TeMaHTI0CHJ0TeIIoMa HUIKHBOT KiHI[IBKH
Majla JIOKallbHHH XapakTep, piBeHb TPOMOOLHMTIB
kosnnBaBest B Mexax 60 — 80 x 109/n. Tufted anri-
oMy 000X HIKHIX KIiHIIIBOK JiarHOCTOBAaHO Y IiA-
nmiTka BikoMm 14 pokis. [lyxnnHa xapakTepusyBanacs
MIBUAKUM arpecCUBHUM POCTOM, NPOTATOM ABOX PO-
KiB mioma i ypaXeHHs! CTPIMKO 3pociia BijJl OKpeMHUX
BY3JIMKIB B JUISHII TOMIJIKOBOCTOIIHUX CYIJIOOIB 10
3JINBHUX BOTHHII, SIKI 3aXOILIIOBAJIN OOUBI TOMIIKH
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Ta HIDKHIO TPETHHY cTerHa. HesBaxaioum Ha arpe-
CHBHUH XapaKTep pOCTy MyXJIUHH, PiBEHb TPOMOOLIH-
TiB y MiJTiTKA 3aJHUIIaBCS B MEXaxX HOPMHU. Y IIBOX
JiTeil 3 JOKaJbHO arpeCMBHUMHU NyXJHHAMH BiJIMi-
YaBCsl MOMIPHO 3HMKCHHUH piBeHb (GiOpuHOreHy (10
1,6 — 1,° r/a), D-quMepu B MeXax HOPMH.

VY nmocniJUKeHHS TaKoX BKJIIOYEHO TPhOX AiTeH 3
PHACES-curapoMoM, OCKINBKH IS HUX XapakTep-
Hi TeMaHTiOMH BEJIHKOTO pO3Mipy, 3 IHPY3HHUM, iH-
(GinbTPaTHBHUM POCTOM, XapaKTepHOI JoKali3amii,
10 BiJMOBiAIOTh JepMaToMaM y IiJsHII TOJOBH i
mui. ['emMaronoriudi mopymeHHs y UUX Nali€eHTIB He
BusiBieHi. Ockineku miss PHACES-cuaapomy Bnac-
THBI TIOE€HAHHS TEMAHTIOM 3 CTPYKTYPHUMH BajaMH
[EHTpaJbHOI HEpBOBOI cucTeMu (aHOMAlis 3aJHBOI
yepenHoi sSMKM), IHTpa- 1 eKcTpa KpaHiallbHUX ap-
Tepiif, cepus, aopTH, Ouei, a TAaKOX 3 PO3LICIIICH-
HsM rpyauunau (PHACES-cunapowm - Posterior fossa
malformations, Hemangioma, Arterial anomalies,
Cardiac defects, Eye anomalies, and Sternal defects),
Taki IiTH TOTPeOYIOTh 0COONMBOI yBarm Ta peTeib-
HOT'O OOCTEXEHHS.

Otxe, 3 MOMeHTY omnucanHs ¢penomeHny Kacaba-
xa-Mepit y 1940 poui [3] yckiiajiHeHHS TeMaHTiOM
BEJIMKUX PO3MIpiB TPOMOOILMTOIIEHIEIO HE 3HAXOUTh
CBOTO JOKYMEHTAJIbHOTO MiATBEp/AKeHHs. Hactym-
Hi myOiikamii OMUCYIOTh JUIIE MOOAMHOKI BHIAIKH
TpombonuTonenii Ha (OHI CYAMHHUX NYXJHUH, IO
CBIIYHUTH NMPO aOCONIOTHY PIAKICHICTH TAKOTO MOEJ-
HaHHs [4]. Baxxka TpoMOOIUTOCHIS MOXKE 3aKiHYH-
THCS JIETaJIbHO, TOMY OyJH pi3Hi cmocoOu i mikyBaH-
Ha. Onucani cipoOu KOperyBaTH TPOMOOIUTOMCHIIO,
BUKOHABIIH CINIEHEKTOMIiO, IPOTE caMi aBTOpPH BiA-
MiYalTh CYMHIBHY JOIINBHICTh Iii€i omepanii y ni-
Teil 3 myxnuHamu [9], 3’SABISETHCS MOBIAOMIICHHS
PO yCHIlIHE JIIKYBaHHS «T€MaHTiOMH 3 TPOMOOIH-
TONEHIYHOIO IYpPIypor0» 3 BHKOPUCTAHHSIM TI'eMO-
TpaHcdy3siit Ta mpomeneBoi Tepamii [10].

VY monpansmoMy Oylo TOBEAEHO, MO TPOMOOIHUTO-
MEeHIis € XapakTepHo o3Hakowo (enomeny Kasabach—
Merritt, IKHH PO3BUBAETHCS NPU CYAMHHUX IYyXJIMHAX
JIBOX BHUIB: Kanomn(opMHill reMaHTrioeHI0TeTioMI i
tufted (kuTHIEBIH) aHTiOMI Ta HEe XapaKTEpHUH IS Te-
MaHTioM 1 cymTuHHUX Manbpopmarttiii [8]. Lleit Bux Tpom-
OonmTomeHii ckopime MoXHa Ha3BaTH (EHOMEHOM, a
HE CHHJPOMOM, OCKIJIbKM BiH XapaKTepHHH JUIIe s
JIBOX BUJIB CyIMHHUX NyxiuH. Kpim TOro, BiH Mae 4iT-
Ky BIKOBY 3aJIe)KHICTh: BUHUKAE JIMILIE Y PAHHBOMY BIlli.

O6c¢Texeno 23 nurunu 3 JIM BikoM Big 6 MicAIliB
mo 15 poxiB. V 15 gmite#t miarHO3 KicTO3HUX (opMm
JIM minTBepmxerno MPT, yci ypaxeHHS MIomero mo-
Hax 10 cm2. Jlokani3yBaiucs B AUISHIN TOJOBH 1 MUl
(n=7), akcunsipHOi AIASHKYU i TpyaHOT CTiHKH (n=5),
3a04YE€pPEBUHHOTO IPOCTOPY, IIONEPEKOBO-KPUIKOBOT
ningakn (n=3). [lepBuHHy snimMpeneMy aiarHoCTOBa-
HO y 8 miteif BikoMm Bix 1 mo 15 poxkis. J{ns migTeep-
JUKEHHS JiarHO3y JiM¢peneMu y THIOBHX BHUIIAJKax
obmexyBanucss Y3J] 3 NONIIEPIBCHKAM CKaHYBaH-
HSM CYIHMH HWJKHIX KIHIIIBOK, Y CYMHIBHHUX BHUIaj-
kax 3acrocoByBanu KT 3 xoHTpactyBanuam (n=3) ra
MPT manoro tasy i HWKHIX KiHIiBOK (n=2). Jlim¢e-
JleMa BEPXHiX KiHI[IBOK JiarHOCTOBAaHO y 3-X miTei,
HIDKHIX KIHI[IBOK — y 5 JiTelf, cepex HUX ABOOIUHE
ypaxkeHHsS cmocTepiranocs y aBox (25%) Bumanakax.
[Ipy NOBTOPHOMY JAOCIHIJKEHHI yCi JOCHiIKyBaHi
MOKa3HUKHU 3rOPTaHHS KPOBI OylM B MeXaxX HOPMHU.
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IcToTHUX BiAXMIEHb y (YHKIIi 3rOpTaHHS KpOBi He
BHUSBICHO Takox y nBox niBdatok 3 CLOVES cun-
IPOMOM, y SIKHX CIIOCTepirajaucs HaAMipHI XHPOBi
PO3POCTaHHS y OUIAHIN Tyay0a, KicTo3Hi JIM 3a0de-
PEBUHHOTO MPOCTOpPY, KamijasipHi Maiabdopmanii, a
TaKoX aHoMaJii cKemery.

Benosni manspopmanii (BM) giarnocroBano B 11
niTed BikoM Bix 1 mo 15 pokiB. BM Benmkux po3mipis
y OUISHOI IIKipH, MiAMKipHOT KIITKOBHHU 1 M’ A3iB
IPYIHOI KJIITKM JN1arHOCTOBAHO B OJHOTO XJIOMYHUKA
BikoM 2 pokiB, BM B akcunspHiii miasHui — y 3-x
JIiTeW, B TOMY YHCIi, PEIUUBHU IIICIs MOMEPEIHIX
OTIEpaTUBHUX BTPYYaHb Yy ABOX BHMajakax, BM HIk-
HIX KiHIIBOK — y 3-X BUMmajakax, BM mpomexuHH i
MaJioro Tasy - B OJHi€i NUTHHH, MHOXHUHHI BEHO3-
Hi Manbhopmalii HITyHKOBO-KHIIKOBOTO TPAKTy — Y
TpboX AiTeil. IcTOoTHE MiaBUIICHHS piBHA D-mumepin
y nepudepuuniii kposi (6inpme 4 plL/mn) cnocre-
piranm y BCiX TPbOX BHNAJKaX BEHO3HHUX Maib(hop-
MaIii OUTYHKOBO-KHUITKOBOTO TPaKTy, BiK AiTed Ha
MOMEHT 00CTEXeHHs CKiamaB 8 micsanis, | pik ta 7
poxis. [TomipHe ninBuIeHHs piBHs D-numepiB y me-
pudepuuniit kposi (0inbme 1 plL/mia) Oyno y Bunaz-
Ky obmupuux BM manbdopmaniit Tynyba (puc. 3),
BM npomexunu i manoro tasy (n=1), pequauBHoi
BM akcingpuoi ginsgaku (n=1).

Puc.3. Xnonuuk C., 2 poku. BeHosHa manbdopma-
uia BeNMKUX po3mipiB rpyaHoi cTiHku: A — ¢doTo,
B — MPT B pexumi T2. (D-gumepu 1,4 1 uL/mn)

B ocTaHHbOMY BHUIAJIKy BH3HAYAJIHCS MHOXHHHI
(daedoniTu B qingHIi ypaxeHHs (puc. 4).

Puc.4. Xnonuuk M., 8 pokie. BeHo3zHa manbdopma-
Uil akcUnNApHOI AiNAHKK, peunans nicna xipypriyHoro
BupaneHHsa. A — ¢oto, B — KT (cTpinkamu Bka3saHi
coneGonitun)

VY nitelt 3 MHOXHHHUMH BM HITYyHKOBO-KHUIIKO-
BOT'O TPAKTy BHUSIBIICHO TAKOX MOMIipHE 3HIKECHHS (i-
Oopunoreny (B mexax 1,5 — 1,7 v/n). Y niteit 3 noka-
nizoBaHuME BM HIKHIX KiHI[IBOK piBeHb D-numepin
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Ta GpiOpuHOTEHY y TIa3Mi KpoBi OyB y MeKax HOPMH.
3aramom, cepen 11 gmiteit 3 BeHO3HMMHU Madbdopma-
mismMu 'y 6 (54,5%) BigMigamucs O3HAKH JIOKAJIbHOI
BHYTPIIIHbOCYAMHHOI KOAryJsomnarii, 1o mposBiIsiio-
cs ICTOTHUM MiABUIICHHS piBHA D-aumepiB Ta 1mmo-
MIpHUM 3HWXEHHSM (¢iOpuHoreny mnepudepudnoi
KpoBi. Y OinpOIOCTI BUMAJKIB YpaXeHHS 3alMaiu
BEeNHKY miomy (n=2) abo Oynu MHOXHHHUMHA (n=3),
B ONHOMY BHINAAKYy CYIPOBOKYBAJIHCS yTBOPEHHSIM
qucenbHuX (haedosiTis.

CynunHi Manbdopmaitii 31 HIBUAKAM KPOBOTOKOM -
apTepiOBEHO3HI, 10 JIOKAJII3yBaJIUCS y LIEIEITHO-JIH-
IeBil AUNAHII, T1arHOCTOBAHO y JBOX JiTEH BiKOM 2
Micsami i 11 pokiB. Y mepmioMy BUITaAKy AiarHO3 BCTa-
HoBIeHO 3 nomoMmoroio Y3/l ta KT 3 koHTpacTyBaH-
HSIM, Y APYIOMY, JOJAaTKOBO NMPOBEJIEHA CEJCKTHBHA
anriorpacgis. OOunBa naunieHTn OyJIM onepoBaHi i Jia-
IHO3 IiJATBEPKEHO ricroyioriyno. Sk y mo-, tak iy
MiCJSIOTIepaliiHOMY Mepiofi JTOCHIKYBaHl MOKa3HU-
KM 3TrOpTYI040i CHCTEMH KPOBi OyJin y MeXax HOPMH.

D-numepu € BucOko cuenudpigEUMH LI BM,
TOMY BOHHM Ha3BaHI «HOBITHIMH Oiomapkepamm», ix
BU3HAUYCHHS € 00OB’SA3KOBHM I yCiX MAIli€HTIB 3
BM, a takox y CyMHIBHHX BHUINAaJKaX, KOJHU HEO0O-
XIJIHO TpPOBOAUTH JU(PEpPEHLiNHY A1arHOCTUKY 3
CYIMHHUMH TyXJIWHaAMH, HeBycamu Tommmo [11]. Jlms

Mani€eHTiB 3 BEHO3HMMH Maib(OopMalisiMH Xapak-
TEpHA JIOKaJIbHA BHYTPIIIHBOCYJWHHA KOATYJSIis.
binp y mingHmi cyamHHHX Mainbdopmariii, a TaKox
HasiBHICTH (1eOOIITIB MIABUIIYIOTH HEOE3MeKy KO-
aryjomnarii, ska omucaHa IMijJ Ha3BOK «BHYTpIilI-
HBOCYJIMHHOI0 KoaryisniiiHoro ¢enomeny» [12].
KoarymnsmiliHi mopymeHHs € HAcJIiAKOM XPOHIYHOTO
BEHO3HOTO CTa3y BCEPEAMHI BEIUKNX HEPIBHOMIPHUX
BEHO3HHUX MPOCTOPIB, MO IHAYKY€E YTBOPEHHS TPOM-
0iB. BigOyBa€eThCs JTOKaJbHE MIABUIICHHS CIIOKHBaH-
Hsl (pakTOpiB 3rOpTaHHs KpPOBi, HIBUJIIE, HIXK 3aX0-
IJIEHHS TPOMOOUMTIB, IO CIPUYUHIOE IiABUIICHHS
BMicTy D-mumepiB Ta, y OUIbII BaXKMX BHUIAJKaX,
3HWKEHHS piBHA QiOpuHOTEHY. PiBeHP TpOMOOUHTIB
3a3BUYail y Mexax HopMu. D-qumepu € nporykTom
posnany (ibpuHy 3a ydacTtio miaasminy [13]. Bax-
KICTh KoaryJjomarii KOpesiroe 3 pPO3MOBCIOIKEHICTIO
CYyIMHHUX Maibdopmaniii. YCkiaJHEeHHIMHU KOAryJso-
naTii MOXYTh OyTH BHYTPIIIHbOYEPEIHI KPOBOBHIIH-
BH, MAaCHBHI MAaTKOBi ¥ KHIIKOBI KPOBOTEUi, BENHKI i
PO3TOBCIOKEHI TPOMOO3M CyAMH YEepeBHOI MOPOXK-
HUHHU 1 Tazy [14].

OTxe, ns CyAMHHUX aHOMaJiil XapakTepHi Ko-
aryjasuiiiHi mopymeHs, sKi iCTOTHO PI3HATBCS JUIs
CYAMHHUX IyXJIWH, CyIMHHUX Manbdopmaniii Ta ix
BUIIB (Tadm.1).

Taonuusa 1

OudepeHuinHa agiarHoctuka peHomeHy Kacabaxa-MepiT Ta XpOHi4HOI NokanbHOi
BHYTpPilWIHbOCYAMUHHOI KoarynonarTii, acouinoBaHOl 3 BEHO3HMMU ManbdopmMauiasmMmu

deHomeH Kacabaxa-MepiT

JlokanbHa koarynonarTis

Bik nosBu nepwmx cumMnTomiB

HoBoHapogaeHi Ta AiTn rpyaHoro
BiKY

Y pi3Hi BikoBi nepioau (Big Hapo-
O)XXeHHSA 00 [OopOCnoro Biky)

MaTonoriyHa nepeagymoBa

CyAWHHI NyXNMHW: KATULLEBA aHrio-
Ma Ta KanowundopMHa remaHrioeH-
agotenioma

BeHo3Hi Manbdopmauii, 3a3smyan
BENMKOIT nnowyi

KinbkicTb TpombouunTiB

Oyxe Huska (5000 — 10000/mm3)

CepeaHbo HM3bka (90000 —
100000 /mm3) abo HopmanbHa

IHWi KoarynauinHi nopyleHHA

[MomipHO NigBULWEHNN piBEHb
D-gumepiB, 3HUXEHHS QiOpuUHO-
reHy

Oyxe Bucoknn piseHb D-gumepis,
3HUXEHHA ibpUHOreHy

MaTtoreHes

PynHyBaHHA TpombouunTiB BCcepe-
OVHI NyXINHU

[MaTonoria cyAnHHOI CTiHKK, no-
KanbHe npuckopeHHs ibpuHoniy

YcknagHeHHS

BHyTpiWHi kKpoBOTEYi, Y TOMY YUC-
ni, iHTpakpaHianbHi

JlokanbHi TpoMmb603K, TpomMbodcne-
6iTn MOXyTb cnpuynHnTn OB3 cuH-
APOM Ta BUCOKUW pu3nk Tpoboem-
6onii Ha oHi TpaBmMu, XipyprivHnX
BTpyYaHb, CknepoTepanii

MpuHUMNK NikyBaHHA

BuaaneHHA nyxnuHu, AKWO MOX-
nueo. MegnkameHTO3Ha Tepanis

Mpsami aHTukoarynsaHTn. Meguka-
MEHTO3Hi cepefHUKN HeedeKTUBHI

[MporHos

JlikBigyeTbCA Ha POHI 3MEHLIEeHHsA
pPO3MIpiB MyXAnHU

BM nepcuctytoTe NpoTArom ycboro
XUTTSA, nepebir noripwyeTbes

Taki mamieHTH TOTPEeOYIOTH pPETeTBHOTO0 00CTe-

BucHoBKM

JKeHHS B yMoBax KiiHikd. O0’eM HOCHiIKEHBb MO-
BUHEH BKJIOUATH: 3araJbHUN aHai3 KpPOBi 3 BH3HAa-
YeHHSM TPOMOOIIMTIB, @ TAKOX KOaryjiorpamy, y sKii
000B’SI3KOBUM € BU3HAueHHs piBHS D-numepiB Ta ¢i-
Opunoreny. [lamieHTH 3 BUSABICHUMH NOPYLICHHSMH
y CHCTEeMI 3ropTaHHs KPOBi MOTPeOyIOTh KOHCYIbTA-
i1 TemMaToyiora Mepea XipyprivHUMH BTPYYaHHSIM 9H
IHBa3UBHHUMH NPOLEAYPAMH, IO 3aTHI BIUIMBATH Ha
CHUCTEMY KOaryJsiii.

[MawieHTH 3 CyNMHHUMH aHOMAJisIMU, OCOOJIUBO
BEJIMKHUX 1 FIFaHTCHKUX PO3MIipiB, MOTPeOYIOTh reMa-
TOJOTIYHOTO OOCTEKEHHS B YMOBaX KIiHIKH, OCKIIb-
KM y HUX iCHY€ MOTEHIIIHHNH PU3UK KOATyIOoMmaTii.

TpombouuTOneHis He 3yCTPi4a€eThCsl MPU FeMaH-
riomax Ta xapakTepHa JUlsl piIKICHUX JOKaJbHO arpe-
CHBHUX MYXJHH (KanmomupopMHOi reMaHrioeHmore-
nmiomu i tufted aHTiOoMEM) Ta Ma€ BiKOBY 3aJ€XKHICTB.

JlokanpHe BHYTPINIHBOCYIMHHE 3TOPTAHHS KPOBI BIac-

59



Heonamonoeis, xipypeis ma nepunamanvia meouyuna T.V, Ne 3(17), 2015

THBE PO3MOBCIOKEHIM BEHO3HIM Mallb(hopMmalrlism, Xapak- nepudepuyHi kposi. BM-acomniiifoBana koarysorarist BU3Ha-
TEPHUM MapKepOM 4O0ro € iCTOTHE MiABUIIeHHS D-1umepiB y YaeThCs HE BIKOM AUTHHH, a TIOIHUpPEeHicTIo BM.
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KOATYJISALIMOHHBIE HAPYIIEHUS Y JETEM C
COCYJUCTBIMHU AHOMAJIUAMU

HU.H.benszap

HaunonanbHbli MeIHUUHCKHI YHUBEPCUTET HMEHH
A.A.Boromoibua
(r.Kues, Ykpauna)

Pe3ome. Tepmun «cunapom Kacabaxa-Meputt»
HEPeIKO HCIIONB3YeTCsl KaK OOUIMH JIMOHUM Ul ONHCAHHS
KOATryISIMOHHBIX HAapyHNIEHUH MpPU Pa3NUYHBIX COCYAHMCTBIX
MOpa)KeHUsIX Kak y JeTel, Tak U y B3pocnsix. OfHaKo, Hccie-
JTOBaHMS TOKA3aJIH, YTO JUISl OIPEAEICHHBIX BUTOB COCYIUCTBIX
OIyXoNell W COCYIUCTBIX Malb(pOopManuii CBOHCTBEHHBI
pasyinvuHbI€ BUABI KOAT'YJIAUOHHBIX Hapymeﬂnﬁ.

Heabio mccaenoBanuss ObUIO yCTAaHOBUTH, KakKue
COCYAMCTHIE aHOMAJIHH UMEIOT PUCK KOATryJIOMaTHH.

Martepuajbl U MeTOAbI. 64 MAallMEHTa C COCYAUCTBIMU
AQHOMAJIMSIMU BKJIIOYEHBI B IIPOCHEKTUBHOE HCCIEIOBAHHUE.
Cpenn 26 manmeHTOB 3 COCYOUCTBHIMH omyxomsmu y 20
OBLITH F€MaHTHUOMBI, B TOM 4YHuCIEC, Yy 6 — reMaHTUOMBI Iie-
4eHH, Yy 2 — Kamomu(opMHAs TEMaHTHOYHIOTEINOMa, B
1 — tufted anrnoma, u 'y 3 PHACE cunnpom. Cocynucrteie
MaJb(pOpMalUi JTUATHOCTUPOBAHBI y 38 manueHToB, B 15 u3
HUX OBUIM KMCTO3HBIE TUMparnyeckue Manbdopmanuu, B 8
- mepBHYHas tuMdenema, B 11 - BeHO3HBIE MalbpOpMannH,
B 2 - aprepuoBeHo3Hble Manbdopmauun, u 'y 2 CLOVES
cunapom. Onpenensnn ypoBeHb D-numepoB, TpoMOOIIUTOB
n GubpuHoreHa B mepudpepuIeckoil KPOBH, MOJYUCHHOH U3
BEHBI, KOTOpasg HE NOpaXxeHa COCYyAUCTBIMU aHOMAJIUSIMU.

PesyabsTaTsl uccaegoBanus. Hu y oxHoro mamueHta
C TeMaHTHOMaMH He OOHapyXeHBl KOarylsIHOHHBIC Ha-
pyuieHus. OuyeHb HH3KOE KOJIUYECTBO Tp0M6OLII/ITOB, TakK
HasbBaeMblil penomen Kacabaxa-MepuT, BBISABICHO y JABYX
JIeTell MepBOTO rojla )KU3HH C JIOKAJIbHO arpeCUBHON OMyXo-
JBI0 Kanomu(pOpMHONW reMaHrnodHaoTennoMoi. ¥ 14-nert-
HEro NManueHTa ¢ TUraHTcKoil tufted anrmomoi koHewHOCTEH
KOJINYECTBO TPpoMOOIUTOB ObLIO B mpeaenax Hopmbl. Cpe-
au 11 manueHTOB ¢ BeHO3HBbIME Manbdopmanusimu (BM) 6
(54,5%) wumenn NmOBBINICHHBIH ypoBeHb D-numepoB. VY ma-
IIUEHTOB C MHOXECTBEHHBIMH BM keTymouHO-KHIIETHOTO
TpakTa ypoBeHb D-numepoB Obl1 O4eHb BbICOKUM (>4 pg /
MJI), YTO COYETAIOCh C HU3KUM ypoBHeM (pubpuHorena. ¥
HAIUeHTOB ¢ OONBIMKUMH TOKaTbHBIMH BM Tymosumia, mpo-
MEKHOCTH M MaJIOTO Ta3a ypoBeHb D-numMepos Obu1 Ooiee 1
ug / M, ypoBeHb GuOpHHOTEHA B Ipejenax HopMbl. B otin-
4pe OT MAlMeHTOB ¢ oOmupHBIMA BM, y nerteil ¢ ManbIMu
JIOKaJIM30BaHHBIMY BM KOHEYHOCTEH, a TaKKe y MallMEHTOB
¢ nauMdarnyecKuMH Malnb()OpMalUsIMU KOATyIsSLHOHHBIX
HapyMICeHUH HE BBIIBICHO.

BeiBoabl. JleTH ¢ COCyIMCTBIMH aHOMAIUSMH HMEIOT
PUCK KoaryionaTuu. Tspkenas TpOMOOLIUTONICHHS XapaKTep-
Ha Ui Kanomn(opMHOI TeMaHTHOSHIOTeMOMEBI u tufted
AHT'MOMBI U UMEET BO3PACTHYIO 3aBUCUMOCTD. [ToBhIICHUE
yYpOBHS D-1uMepoB SABISETCS BBICOKO CeNH(DHUUSCKUM JJIs
BM, He 3aBucuT OT BO3pacTa MalUeHTa, a ONpeaensiercs
TOJILKO pasMepamu BM.

KiawueBbie CJI0BA: senosubie MaJb(hopMaruy;
D-gumepsr; penomen Kacabaxa-Meputr; kanmomudopMHas
reMaHTHO9H0TeTNOMa.

COAGULATION DISORDERS IN CHILDREN
WITH VASCULAR ANOMALIES

I.N. Benzar

Department of Pediatric Surgery, Bogomolets National
Medical University
(Kyiv, Ukraine)

Summary. The term «Kasabaha-Merit syndrome»
is often used as an eponym for general description of
coagulation disorders of different vascular lesions both
in children and adults. However, subsequent studies show
that for certain types of vascular tumors and vascular
malformations different types of coagulopathy occur.

The objective of the study is to determine which
vascular anomalies are the risk for coagulopathy.

Materials and methods: 64 patients aged from 1
month to 15 years with vascular anomalies were enrolled
in prospective investigation. Of the 26 patients with
vascular tumors 20 had hemangiomas, including 6 liver
hemangiomas, 2 had Kaposi-like hemangioendothelioma,
1 — tufted angioma, and 3 — PHACE syndrome. Vascular
malformations were found in 38 patients, 15 of them had
cystic lymphatic malformations, 8 had primary lymphedema,
11 had venous malformations, 2 had arteriovenous
malformation, and two had CLOVES syndrome. D-dimer
levels, platelet count, and fibrinogen were detected in the
blood taken from the peripheral vein not afflicted by the
vascular anomalies.

Results. Coagulation disorders were found in none of
the patients with hemangiomas. Very low platelet count,
so called Kasabach-Merritt phenomenon, was detected
in two patients younger than one year with rare locally
aggressive tumor, Kaposi-like hemangioendothelioma. One
14-year old patient with huge tufted angioma of extremities
had normal platelet count. Among 11 patients with venous
malformations (VM) 6 (54.5%) had elevated D-dimer
levels. Patients with multiple gastrointestinal venous
malformations had very high D-dimer lever (>4 pg/ml)
associated with low fibrinogen level. Patients with large
local VM of the trunk, VM of the perineum and pelvis had
D-dimer levels above 1 pg/ml and normal fibrinogen level.
In contrast, patients with small localized VM of limbs
and children with lymphatic malformations had normal
coagulations tests.

Conclusions. Children with vascular anomalies have
risk of coagulopathy. Very low platelet count is specific for
Kaposi-like hemangioendothelioma and tufted angioma,
and is age dependent. Elevated D-dimer level is highly
specific for VMs and does not depends on patients’ age but
is detected only by VMs size.

Key words. Venous malformations; D-dimer;
Kasabach-Merritt  phenomenon;  Kaposi-like  hema-
ngioendothelioma.
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