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BpokaeHHbIE reMaHrMOMbI — 3TO peAkne oBpoKayYeCcTBEHHbIE COCYANCTBIE OMYXONM, Pa3BMUBalOLLMECH
BHYTPUYTPOBHO M MOMTHOCTbIO CCHOPMMPOBaHHbIE K MOMEHTY POAEHMS. B 3aBUCUMOCTM OT cnocobHocTm
K MHBOMIOUMK BblaensioT Tpu cybtuna: RICH (Rapidly involuting congenital hemangioma), NICH (non
involuting congenital hemangioma), PICH (partially involuting congenital hemangioma). OguH 13
cy6m1nos (RICH) MoskeT conpoBosknaTbCs TPOMBOLMTONEHME 1 KoaryronaTueit notpebnequs. HecMoTps
Ha YETKO 0YEepYEHHble KITMHUYECKME U MTMCTONOMMYECKUE XapaKTEPUCTUKM, BbIBAET CMOMKHO NPOBECTM
andbdhbepeHLmanbHbIi AMarHo3 MeXy BPOXAEHHbIMY FreMaHrMoMaMu 1 APYTr UMW BapuaHTamMm COCYANCTbIX
onyxorei (MHaHTUNbHAsA reMaHrMoMa, KanowmnhopMHas reMaHr MOHAOTeNMOMa/ «MyyKoBas» aHrvomMa
1 ap.). [pUBEAEHHBIN B CTATbe KIIMHUYECKMI CIyyail COCYAMCTOMN ONyXOmu Y HOBOPOMKAEHHOO pebeHKa,
OCIOXHEHHbBIV TpoMboLUTONEeHWEN U Koarynonatuel noTpebnexus, bbin pacUeHeH Kak CUHOPOM
Kasabaxa—MeppuTT, B OCHOBE KOTOPOIO JieKaT KanowmngopMHas reMaHrMosHA0TeN1oMa/ <nyykosas>
aHrvoma. bbicTpble perpecc onyxonv n BOCCTaHOBJIEHWE NOKa3aTene reMorpaMMbl U Koarynorpammsl,
a TakKe aHaMHe3 3aboneBaHusa U VHULMANbHBIE XapaKTePUCTVKM OMyXOMK 3aCTaBUIM NEepPecMoTpeTb
AnarHo3. Ha 0CHOBaHUM r’MCTONOMMYECKON KapTWHbI Bbin MOATBEPKAEH ANArHO3 BPOKAEHHON FrEMaHIMOMbI,
cybtvn RICH. Bepudbmkaums auarHosa no3Bonuna M3MeHUTb TaKTWUKY Tepanuu 1 BO3nepxaTtbCs oT
HeobxoaMMOoCTU NPOBEEHNA XMMMoTepanuu. 3a rMraHTCKOW reMaHrMoMOoK, COMpOBOXKAAIOLLeRCA
TpoMBouMTONEeHNEN v KoarynonaTvein NoTpebrieHs, MOKET CKPbIBATLCS BECbMa BraronpusATHbIN Ucxog —
MOSHOe pa3peLLeHMe NaTosI0rMYecKoro NpoLecca, 3a10KeHHOMO B ero eCTECTBEHHOM TeYeHun. Poautenu
nauueHTa flanu cornacue Ha ucnonb3oBaHve nHdopMaumy, B ToM yucne dpotorpadmii peberka, B
Hay4HbIX MCCMEAOBaHMAX U MyBnvKaLumsx.

KnioueBble cnoBa: BpoaeHHas reMaHrmoma, cuHapom Kasabaxa-MeppuTt, cocyancTeie onyxoru.
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Repidly involuting congenital hemangioma
L.A. Khachatryan, L.I. Chikvina, |.S. Kletskaya

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Healthcare
of Russian Federation, Moscow

Congenital hemangiomas are rare benign vascular tumors that develop in utero and are fully formed by the time of birth.
Depending on the ability to involution, there are three subtypes: RICH (repidly involuting congenital hemangioma), NICH
(non involuting congenital hemangioma), PICH (partially involuting congenital hemangioma). PICH may be accompanied by
thrombocytopenia and consumption coagulopathy. Despite clearly defined clinical and histological characteristics, it can be
difficult to make a differential diagnosis between congenital hemangiomas and other vascular tumors (infantile hemangioma,
kaposiform hemangioendothelioma/“fascicular” angioma and others). The clinical case in the article of a vascular tumor in
a newborn complicated by thrombocytopenia and consumption coagulopathy was regarded as Kazabach-Merritt syndrome,
which is based on kaposiform hemangioendothelioma/“fascicular” angioma. Rapid regression of the tumor and recovery of
hemogram and coagulogram parameters, as well as anamnesis of the disease and initial characteristics of the tumor forced
to reconsider the diagnosis. Based on the histological picture, the diagnosis of congenital hemangioma, RICH, was confirmed.
Verification of the diagnosis made it possible to change therapeutic tactics and avoid chemotherapy. A giant hemangioma,
accompanied by thrombocytopenia and consumption coagulopathy, may have a very favorable outcome — a complete resolution
of the pathological process inherent in its natural course. The patient's parents agreed to use the information, including the
child's photo, in scientific research and publications.

Key words: congenital hemangioma, Kazabach-Merritt syndrome, vascular tumors

Khachatryan L.A., et al. Pediatric Hematology/Oncology and Immunopathology. 2021; 20 (1): 145-155.
DOI: 10.24287/1726-1708-2021-20-1-145-155

© 2021 by «<HMUL Aroun
uM. [iIMnTpua Porauesa»
MunHsppasa Poccun

MocTynuna 21.09.2020
MpuHsTa k neyatn 02.02.2021

KouTakTHas nHchopmaumsa:

XayuatpsH Nunu AnbbepToBHa,

KaH[. Mefl. HayK, 3aBefyloLLas
BOKCMPOBaHHbIM OTAENEHUeM reMaTonorum/
oHKonorun ®Irey «<HMULL AAIF0U

uM. [IMuTpusa Porauesa»

Mwn3appasa Poccun

Anpec: 117997, Mocksa,

yn. Camopbl Mawena, 1

E-mail: lili.2510@yandex.ru

© 2021 by «D. Rogachev NMRCPHOI>

Received 21.09.2020
Accepted 02.02.2021

Correspondence:

Lili A. Khachatryan,

Cand. Med. Sci., Head of Box Department
of Hematology/Oncology, Dmitry Rogachev
National Research Center of Pediatric
Hematology, Oncology and Immunology,
Ministry of Healthcare

of Russian Federation

Address: 1 Samory Mashela St.,

Moscow 117997, Russia

E-mail: lili.2510@yandex.ru

EPMWH «aHr1MoMa» BrepBble bl BBefeH BupxoBbiM

B 1862 r. [1]. Jo cepeaunHbl 1970-x ropos BCce

NMOBEPXHOCTHbIE COCYLMCTble aHoManuu Bbinu
0bbeflMHeHbl NoL TEPMUHOM «aHrMoOMa». AHFMOMbI B
3aBMCMMOCTU OT OTCYTCTBUSI UITM HAIMUMUA B HUX KPOBM
noLpasfensnMcb Ha NMMMaHITMOMbl U TEMaHTUOMbI.
Cpenv nocnenHux BbIAENANN KanunsipHble Un KaBep-
HO3Hble C y4eTOM Kanubpa 3afe/CTBOBaHHbIX COCYLOB.
B nocnepytoliem n gpyrue TepMuHbl, Takue Kak Tybe-
pO3Has, MOBEPXHOCTHas aHrMoMa, UMM CpPaBHUTENbHbIE
TEPMUHBI, OTpaaloLne CXOACTBa OMyXONW C MPOAYK-
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TaMu («knyBHMKa», «ManuHa», <BUHHOE MATHO>), NOSABU-
NUCb W HAJOJrO 3aKPenuIUchb B TEPMUHOMOTMK Bpayen,
MPMBOLSA MOPOW K Y)KaCHOWM NMyTaHuLe, faBasi COBEPLUEHHO
pasHble Ha3BaHUs OHOMY M TOMY Ke MaTONOrMyecKoMy
npoueccy. 3Ta HETOYHOCTb B OMMCaHUM HO30SOMMYECKMX
hOpM NpUBOANT K MEPMAHEHTHBIM OLIMbKaM, 0bycrnos-
NNBasi CIIOKHOCTM B AMArHOCTUKE, Tepanuu U CTaTUCTUKE.

B 1982 r. 6bbina onybnvkoBaHa nepsas Knaccu-
dukaumsa Mulliken n Glowacki. OHa ocHoBbIBanach Ha
Buonorum 1 nponndepaTMBHOM NOTEHLMANE COCYAUCTbIX
aHoManwi [2].



KIIMHUYECKWUE HABJNTIOAEHUA

B 1992 r. noa pykosoactBoM Mulliken Bbino cospaHo
MeskoyHapogHoe 06LecTBO MO U3yYeHWUi COCyau-
cTbix obpa3oBaHuit (International Society for the Study
of Vascular Anomalies, ISSVA), onybnukosasliee B
1996 r. knaccudbmKaumio, KoTopas yunuTbiBana KImHude-
CKWe, pafoMorornyeckue, rmcTonornyeckme u reMoamHa-
MUYECKME XapaKTEPUCTUKM COCYAUCTBIX aHOMamnui, 4To
MO3BOJIMMO CTaHOAPTU3MPOBaTb HOMeHKNaTypy [3].

Cydhpumke «oma», oTpakalowmii Hanuume nNponu-
chepaTMBHOro NpoLecca, OTHbIHE UCMOJIb3YETCA TOSMbKO
ons obosHaveHna onyxoneBow npupodbl 3abonesaHus,
a paHee NPUMEHSBLUWIACA TEPMUH «aHrMoMa» B HAcTO-
siLlee BpPeMsi He NMogpa3yMeBaeT BCIO COCYAMCTYIO NaTo-
noruio. BeegeHHoe MOHSATWME «COCYAWUCTbIE aHOManun»
obbenuHseT aBe bonbLuMe rpynnbl NaToNOrMin: cocyou-
CTble OMyXonu K cocyaucTble ManbdgopMauuu [4]. Ha
pucyHke 1 npuBefeHa ynpoLLeHHasi cxeMa-knaccudm-
KaLusi COCYIMUCTbIX aHOMarWi.

Hanbonee uyacton cocyaucToi omyxosbio y AeTen
asnsetca UI. OHa oTHocuTcA K rpynne pobpokave-
CTBEHHbIX ONyXOMewn corfiacHo knaccudumkaumm ISSVA.
UIM MMeeT yeTKMe KNMHUYECKME U TUCTONOrnyeckne
XapaKTepUCTVKK, No3sonsiowwme anddepeHUMpoBaThb ee
oT nobow npyroi cocyomcTton onyxonu. OgHako 3a Ul
Yy HOBOPOXAEHHbIX NMPUHMMAIOTCH MEHee 4acTo BCTpe-
yaloLmecs cocyamcTble 0bpa3oBaHus, KOTOpble MOTyT
B HEKOTOPbIX Clyyasx noaBeprHyTbcs obpaTHOM MHBO-
niouMK, NepcucTUpoBaTh Unu BbITb MPUUYMHON CepPbe3HbIX
OCMOMHEHUI. K HUM OTHOCAT: BPOMAEHHbIE FEMaHrMOMbl,
«My4KOBYI0»> aHrmoMy (MA), KanowndOpPMHyI0 reMaHrno-
aHpoTenvomy (KI3).

TepMWH «BpOMAEHHbIE FeMaHrMoMbl» 00beanHsaeT
COCYIMCTblE OMyXOJSIM, KOTOpble OTHOCATCA K A0bpoKa-
UECTBEHHBIM COCYAMUCTBLIM HOBOODBPa30BaHUAM, BO3HWKA-
IOLLIMM BHYTPUYTPOBHO, M K MOMEHTY poxaeHus pebeHka
yKe NOfHOCTbI0 chOopMMpoBaHbl. B otnmumne ot UM oHn
He MoaBepraTcs NponndepaTMBHOMY MpoLeccy B MOCT-
PucyHok 1

HaTanbHOM nepuofe. B HacTosLLee BpeMs U3BECTHbI UX
UETKME XapaKTEPUCTUKU: KITMHUYECKME, MATONOrMYeckme,
rMCTONOrMYECKNe M NPOrHoCcTUYeckue. BolgensioT Tpu
cybtuna:

1. RICH (rapidly involuting congenital heman-
gioma — BbICTPOMHBONIOTUPYIOLLLAS BPOXKAEHHAs reMaH-
ruoma).

2. NICH (non involuting congenital hemangioma —
HEMHBOJIOTUPYIOLLIAs BPOKAEHHAs reMaHrMoma).

3. PICH (partially involuting congenital heman-
gioma — YaCTUYHO MHBOMIOTUPYIOLLLASA BPOKAEHHAsA reMaH-
ruoma).

KnuHuyeckas xapakTepucTuka

RICH. HasBaHwe 6bino eeeaeHo B 2001 r. [5]. YacToTa
BCTPEYaEeMOCTM Yy ManbyvMKoB U NE€BOYEK OAMHAKOBaS.
Onyxonb MoxeT BbIABNATLCA yxe Bo |-l TpumecTpe
BepeMeHHOCTM Npy MOMOLLM YyNbTPa3BYyKOBOM Aone-
porpacpuun (Y30r), Bcerna cchopMmUpoBaHa K MOMEHTY
POXOEHUS U, COOTBETCTBEHHO, HE MPOXOAMT CTaAMIo pocTa
B MOCTHAaTaSIbHOM NEPUOLE, YTO KITMHUYECKM OTIIMYAET ee
ot UI'. Cpasy nocne poskaeHWUs HauMHaeTCs 3Tan MHBO-
nouumn. JTokanusyeTcs oHa C OAMHAKOBOM YacTOTOM Ha
KoHeuHocTsAx (BBnM3n KpynHbIX cycTaBoB) v B obnacTu
ronoebl/wen (106, BucouHas obnacTb, LieyHas, BOso-
CUCTas YacTb rOJIOBbI), MPEUMYLLECTBEHHO B OKOJIO-
yLLHOM oBnacTu, KpaiHe peako — Ha TynosuLue. Onyxosb
pasBMBaeTCHA MOAKOMKHO. Kak npaBuno, oHa npencTaBs-
neHa B BUAE MacCMBHOro obpasoBaHus, BbICTyMaloLwero
Haf NOBEPXHOCTbIO, M UMEET HECKONbKO CaHTUMETPOB B
ovameTpe. [py nanbnaumy onyxonb YMEpeHHO MiioTHas,
MecTaMu pa3HOW KOHCUCTeHUMW, Tennas Ha oLynb,
yacTo MHoroysnoeas [6]. Koxka Hap obpasoBaHuem
TOHKas, nerko paHuMas. OHa MoseT bbiTb BriegHas nnu
MMETb CUHIOLLHO-CDUONETOBBIN LBET, C NepuddoKasibHbIM
«rano» (0bofoK runonurMeHTaumumn), NpencTaBieHHbIM
KOKeln 0bbluHOro uBeTa. Ha ee moBepxHOCTM MOTyT

CxeMa-knaccudvkaums cocyamcTbix aHoManuii ISSVA 1996 .

Figure 1
Scheme-classification ISSVA 1996 of vascular anomalies
AHr1oMmbI
Cocynuctble aHOManuu
Angiomas

Vascular anomalies
|

CocyaucTble onyxonu
Vascular tumors
\ | \
WNHdpaHTunbHan
remanruoma (U A
; . Others
Infantile hemangioma

MeqrneHHbI KpOBOTOK

CocynucTble ManbcopMaLimm
Vascular malformations

BbICTPBIN KPOBOTOK
Slow bloodstream Fast bloodstream

BposkneHHbIe reMaHrnombl
MyukoBas aHrnoma
["'eMaHrnosHpoTenmMoma
Congenital hemangioma
Fascicular angioma
Hemangioendothelioma

Kanunnsapras mansgopmaums
BeHosHas ManbchopmaLums
JIumdpatnyeckas ManbcopmaLms
Capillary malformation
Venous malformation
Lymphatic malformation

Pediatric Hematology/Oncology and Immunopathology
2021 | Vol. 20 | Ne 1 | 145-155

ApTepuoBeHo3Has
ManbdopMaums
Arteriovenous
malformation



MPOCMaTpMBaTLCA TeSleaHrMakKTasum, paguanbHO pacrno-
NTOXEHHbIE, UMW OHa MOKET BbITb «yCbiNaHa» B LEHTPe
rnagkuMu KpacHbiMu yanamu. Y3[IT nossonseT onpene-
NATb HaNMume LUIMPOKMX COCYAOB C BbICTPLIM KPOBOTOKOM,
CnocobHbIX pa3opBaThCs M BbITb NPUUMHOK MaCCUBHOIO
KPOBOM3NUsAHUA. Takoe OCIOXHEHUE MOKET HabriopaTbes
B LIEHTParbHOM YacTu OMyXoNv MpW pasBUTUM HEKPO3a B
30HEe NoKanusaumm KpynHbix cocynoB. RICH oTHocuTtes K
COCYOMCTBIM OMyXO0SIAM, KOTOPble TaKXKe MOryT COMpOBO-
)AaTbCcs TPOMBOUMTONEHNEN 1 Koarynonatuen notpe-
BreHus, Kak nNpaBusIo, yMepPEeHHO BblpaskeHHbIMMU.

3Ta onyxonb BCcerna noasepraeTcs 06paTHOW MHBO-
nioumn, Nnpuyem ropaspo beictpee, yem UI, B cpeaHeM
K MepBoMy rogy usHu (oBbluHo B MHTepBane 6-18
mecaues) [6, 7]. IHTEHCUBHBI perpecc conpoBosKaaeTCs
NOKarnbHoW nunoatpoduei.

Heobxopumo otmMeTutb, 4to RICH MoxeT nmeTb u
BMCLieparibHyl0 NTOKanM3aumio, B YaCTHOCTH, MOKET BbITb
MPUYMHOW Pa3BUTUSA DOKaNbHON POPMbl FEMaHTMOMBI
neyenHun. B otnunumne ot U, kKoTopas ABNAETCA NPUUMHON
pa3BuTUS MynbTUoKanbHbIX M andoddy3HbIX GOpPM Nopa-
KEHUS NeyeHn, dookanbHas hopMa reMaHrMoMbl neyeHm
BbISIBIIIETCS Y)KE Ha NOCMENHUX Hefensax BHyTPUyTpo6-
Horo pa3BuTusi. OHa BbINOSHAET BCE KNacCUYECcKue
TUCTONOMMYECKME N UMMYHOTUCTOXUMUYECKUE KPUTEPUM
RICH. Mo paHHbIM KoMrbloTepHoi (KT) U MarHuTHO-pe-
30HaHcHo (MPT) ToMorpadnn ¢ KOHTPACTHbIM ycune-
HMeM onpeaenseTcs YeTKO OYepueHHas conuTapHas
cchepuyeckas onyxonb C LEHTpUNETanbHbIM Xapak-
TEepPOM KOHTPacTUPOBaHUA U LEeHTpanbHbiM pybuoM B
CBSI3¥ C HanmuumeM TpoMbo30B, HEKPO30B UMM BHYTPWO-
MyX0J1eBOro KPoBOM3NMsHUA. Kpome Toro, onpegensiorcs
KanbLMHaTbI, KONMYECTBO KOTOPbIX YBEIMUMBAETCS MO
Mepe mHBoslounn onyxonu [8]. Ha T1-usobpaskeHusx —
TUMOMHTEHCUBHASA, Ha T2-n306paxeHusax — rMnepuHTeH-
cuHas [9]. dokanbHas reMaHrMoMa neyeHn xapakte-
PU3YyEeTCA TaKsKe HaIMuMeEM BbICOKOCKOPOCTHBIX LUYHTOB
(apTeproBeHO3HbIX UMM NOPTOBEHO3HbIX). B BonbLIMHCTBE
CINy4yaeB KIIMHUYECKME CUMMTOMbI OTCYTCTBYIOT. B Heko-
TOPbIX CMyyasx cpoKanbHas reMaHrvuoma nevyeHn Moxet
COMPOBOXKAATLCA JIEFKON aHeMue 1 TpoMBounToneHnen
[8]. OgHako npw BonbLuKx pasMepax 0Bpa3oBaHMs MOryT
Pa3BUTBLCSH PO3HbIE OCMOXHEHUA: cepaeyHas HepocTa-
TOYHOCTb, 0BycnoBfieHHas yBENMYEHHbIM BEHO3HbIM
BO3BPATOM M3 BHYTPUMEYEHOUHBIX LLIYHTOB, a TakKe abno-
MWUHasbHbIA KOMNapTMeHT-cuHapoM [9]. OpHako AaHHble
OCMOMHEHWS YalLle BcTpevatoTcs npu andodpysHom chopme
rnopaeHus neyeHu, Kotopele sensiores U [8].

NICH. NICH T1ak e, kak u RICH, oueHb penkas,
CNopaAMyeckn BCTpPeyvalowascs onyxofb, KoTopas
MOJSIHOCTbIO cdopMUpoBaHa K poskaeHuio [10]. 3tuonorus
HensBecTHa. Jlokanusauusa NOpaMeHUs aHanoruyHa
Takoson npu RICH. C poskaennsa NICH mMeHee obbeMHas
(MeHee npoTamenHas), Heskenn RICH. OHa nnockas unu
crerka Bbinykmas, Bcerga MoHodokanbHas. Okpacka
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LleHTpanbHOW YacTu BapbupyeT OT PO30BOro LBeTa Ao
TEMHO-OMOJIETOBOIO C TOHKMMM, BIIN3KO pacnonoMeH-
HbIMW TENeaHrMakTasvsamu, no nepudpepum benoro useta
«rano». [ins NICH xapakTepHbl apTep1MoBeHO3HbIE MUKPO-
do1CTynbI, KOTOPbIE XOpoLwo onpeaensioTcsa Ha Y3AI [6].
Onyxonb HMKOrAa He perpeccupyeT, NepcucTvpyeT Ha
MPOTAKEHWUN ¥KU3HW, MPOMOPLMOHANBHO YBENNYMBAACH
c Bo3pacToM pebeHka, ocobeHHo B nepuope nybepTtarta,
OKpykas cebsa bonee 3aMeTHbIMU APEHVPYIOLLIMMU BEHO3-
HbiMu cocynamu. NICH H1korga He NpMBOAUT K Cepbe3HbIM
MKU3HEYrPOXAIOLLMM OCIOXHEHUAM, AOCTaBMAET UCKIO-
YUTESIbHO 3CTETUYECKME NMPobreMbl.

PICH. B 1/3 crniyuaes cocyamcTas onyxosib, MoXomas
Ha RICH npwv poskneHun, He perpeccupyet nonHocTbio. B
Takux cnyvasx peys uget o PICH.

B ooHOM 13 peTpoCcneKTVBHBIX UCCNEROBaHWN, NpoBe-
feHHoM B YHusepcuteTe r. Bopao (V. Braun) no usyuexuio
npocouns 3BOJIIOLMU BPOXKAEHHBIX FEMaHIrMoM, Bbino
npoaHanuauposaHo 57 cnyvaes (nepuon HabniopeHus
cocTasuil 13 feT) 1 NoKasaHo, UTO Cepbe3Hble OCIIONK-
HEHWS, TaKMe Kak CepAeyHas HelOCTaTOYHOCTb U TPOM-
BounTtonenus, BosHukaioT peako. Mpu PICH 1 NICH vawwue
BCTpeuaeTcs 6oneson CMHAPOM, a U3bsA3BMEHMS HonbLUe
xapakTepHbl ans PICH. B uenom knuMHuuyeckue xapakre-
PUCTUKM ONst TpeX CyBTMMOB OAMHAKOBbLI, UTO eLle pa3s
MOATBEPsKAAET MX 00LLYyl0 MpUpody, HECMOTPS Ha TO, YTO
OHW UMeIOT pasHyio aBonioumio (pucyHok 2).

McTonorus [12]

RICH. Mpu rucTonornyeckom nccnenoBaHnm BbisiB-
NAIOTCA pacnosfiokeHHble cpeay BOMbLIOro KOMYecTBa
hnbpo3MpOBaHHOM COEAMHUTENIBHOTKAHHON CTPOMbI
YETKO OYEpYEHHbIE Y3Ibl Pa3fIMUHON BENWUYMHBI, COLep-
)allme npasubHO CPOPMUPOBAHHbIE KanWnsapbl OT
MENKOro A0 CpefHero kanubpa. HLoTenmanbHbIe KNeTku
Habyxwwe, 6e3 atunun. basanbHasi MeMbBpaHa TOHKas
B yYaCTKax «CBesKero» maTofiorMyeckoro npowecca, B
nocnegyioweM yTonuiaeTcsa. B kaxpoMm ysne xopoLo
avdhdpepeHumpyeTcs apeHupyoLwmiA cocyn. VHsonioums
HauMHaeTCA B LEHTPanbHOW 30HEe ysna M NpoUCXOanT
nyTeM vHAapKTa, a He anonTo3a, Kak B UI. [lenoauTsl
FeMOCHAEPVHA U KamnbLMA, KaK M y4acTku ¢ Tpombamu,
0bHapym1BaloTCA B TeueHWe uHBosoumnn. Hepenko obHa-
PYKMBAIOTCA NUMAPaTUYECKME COCYAbl M 0Yarn aKCTpame-
[ynnsapHoro remonoasa [7, 13].

NICH. NICH no cpasHeHuio ¢ RICH coctouT 13
BonbLUKX y3enkoB, cOOPMUPOBaHHbIX M3 Bonee KpynHbIX
M PacLUMPEHHbIX COCYAOB C <«HEKHbIMU» CTEHKaMM,
KOTOpble copepskaT crov nepuuutoB. Cocynbl MMeloT
3Be304aThli, U3BUTON MPOCBET, @ AHAOTENMANTBbHBIE KIETKM
MHOrAa uMmeloT BuA «0BOMHOro reosps». HekoTopble
M3 HWUX copepsKaT BHYTPULMTOMNIa3MaTUYeCKMe BKIIIO-
yeHws. [ipenvipyioLime cocyabl ONPefensioTCs B KaaoM
y3sernke (monbke). IkcTpanobynapHble cocyabl gocTa-
TOYHO LUMPOKME. Y3Mbl pasfnerneHbl N0THON dmbBposHom
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TKaHblO, KOTOPasi COLEPKUT apTepuosbl, aHOMaslbHble
BEHbl U apTepuoBeHO3Hble COUCTYMbI, MPUAaloLLMe naTo-
normyeckoMy npoueccy bonbLue acnekT ManbopMaLmm,
Hexenu onyxonu. B otnnumne ot RICH HeT genosntos
reMocunepuHa unu TpoMboB. MoryT BbISIBNATHCA KasbLmW-
omKaTbl. [P UMMYHOMMCTOXMMUUYECKOM UCCMEROBaHUM
B 9HAOTE/IMM NaTONOrMYECKUX COCYLOB Onpepensercs
akcnpeccua CD34, CD31, Erg, akcnpeccus SMA - B
nepuumMTax M rinafKoMbILLIEYHbIX 3f1EMEHTAX COCYAUCTOM
CTEHKM OpPEHNPYIOLLMX COCYAOB.

[lo HacTynneHusi MHBOJIOLMM KITMHUYECKUE BapUaHTbI
MOPCPONOrMYeCKM HepasnUMMBI.

MMMyHorucToxmMmuueckoe uccrepoBaHme

371 onyxonu Bcerpga:

1. GLUT-1 (glucose transporter 1 — 6enok, TpaHcmnop-
TUPYIOLLMIA FIOKO3Y) — HeraTuBHble. 3T0 BESloK, KOTOopbIi
cneundmuecknM 0bpa3oM 3KCMPecCUpyeTCs Ha 3HOO-
Tenuu MUKpPOCOCYynoB GapbepHbix TkaHeW (nnaueHTa,
LleHTpanbHas HepBHas CUCTEMa, CeTYaTKa, papyskka), He
BbISIB/IAACL B COCYAax APYrMX 3LOPOBbLIX TKaHeW 1 Apyrmx
cocyamcTbix 0bpasoBaHusx, 3a ucknioyeHvem U™ v seppy-
KO3HOI BEHYMO-KanunnspHoi Manbchopmaumm [14].

2. WT1 (Wilms tumor 1 — Mapkep 3HOOTENManbHbIX
KMNETOK BCeX COCYAMUCTLIX OMyXosieit) — No3uTueHble. ITOT
MapKep NO3UTVBEH B 3HAOTENMAbHBIX KMETKaX, MMeloLLMX
nponucpepaTuBHbIA NOTEHUMAr.

Tepanus

RICH. BpoxpeHHast reMaHrMoMa He TpebyeT neyeHust,
TaK Kak OTHOCMTCA K MoTeHuManbHo BbicTpo perpeccu-
PYIOLLIMM OMyXofAM, OCTaBnsAA nocne cebs 30Hy nvnoa-
TPOUM, MHOMAA C YMEPEHHO BbIPaXKEHHOMN runepemueit
KOXM U TerNeaHrnaKTasmsmu.

NICH. EQuHCTBEHHBIM METOMIOM feYeHus sBnseTcs
XMpPYpruyeckoe yparneHue onyxonu, MHorha ¢ npensa-
puTenbHOM 3Mbonunsaumeln NUTAIOLLEero Cocyna, Tak Kak

KJIMHUYECKWUE HABJIOOAEHUA

onepaTMBHOE BMELLATENIbCTBO MOMET COMPOBOMKAATLCHA
3HAUMMbIM KPOBOTEYEHMEM 13 apTEPUOBEHO3HbIX LLYHTOB
[4]. 3MBonusauma nposoauTca 3a 24 4 00 NpoBeAeHUs
XMPYPruyeckoro BMeLLaTenbCcTBa B LENsSX YMEHbLUEeHUs
KPOBOTEUEHUS U3 apTEpPUMOBEHO3HbIX LIYHTOB. B nocne-
LyIOLLIEM BO3MOMHO MPOBEAEHWE MIIaCTUYECKON PEKOH-
CTPYKLMW.

KITMHUYECKUMN CITYYAHN

PoouTtenu nauuneHTa fanu cornacue Ha ucnosb3o-
BaHWe MHdopMaLmu, B TOM uucne dooTorpachuii pebeHka,
B Hay4HbIX MCCIIEA0BaHMAX U Mybnvkaumsx.

PebeHok poaunca Ha 36-1 Hepene rectauuu c
HOPMarnbHbIMM aHTPOMOMETPUYECKUMU JaHHbIMKU. (1o
wkane Anrap 6/6 6annos 3a cueT BbIpaskeHHOMN Abixa-
TeNbHOM HepoCTaTOYHOCTU. [1pM poXAOEHWUM AnarHo-
CTMPOBaHbl ABYCTOPOHHSAA MHEBMOHWSA, FUraHTCKas
remaHrnoma (pucyHok 3) nesoro befpa NpoTAKEH-
HOCTbIO OT MaxOBOW CKMaAKW OO KOJIEHHOro CycTaBa
(Bnepsble Bbina BbiABNEHa aHTeHaTanbHO Ha 27-1
Heflene rectauuw), renatocnneHoMeranus (+ 4 cm/+2 cm
us-non Kpas pebepHoit oyru), remMopparuyeckui
CUHIPOM — KPOBOTOUMBOCTb U3 BEPXHUX AbIXaTENMbHbIX
nyTen. Cpasy nocne poxneHvsi pebeHok bbin nepeBeneH
Ha UCKYCCTBEHHYIO BEHTUIIALMIO NETKUX.

Mo MecTy skuTenbCTBa NpoBefeHo obcnenoBaHve B
cnepyioweM obbeMe:

1. 06wmit aHanu3 Kposu: nerkounTbl — 23 x 10°/n,
remornobud — 92 r/n (npu poxaoeHun), TpoMboUMTLI —
21 x 10°/n; HopMobnacTs! 42:100.

2. Koarynorpamma: dombpuHorer — 1,1 r/n.

3. Oxokapawmorpadua: ounataums nonocTen cepaua,
peryprutauvsi Ha MUTpanbHOM KranaHe, cbpoc cnesa
HanpaBo — OTKPbITbIN a0pTanbHbIM NPOTOK 2,1 MM.

4. YnbTpa3ByKOBOE UCCENOBaHWE COCYNOB JIEBOM
HOMW: AMnaTaumns BeH NIeBOM HUKHEN KOHEYHOCTM, apTe-

PucyHok 2
IBoMIOLMS BPOKAEHHBIX FreMaHroM [11]
Figure 2
Evolution of congenital hemangiomas [11]
HoBoposneHHble 4 Mecsiua
Newborns 4 months
HoBoposnaeHHble 4 Mecsua
Newborns 4 months

Habnionenue
Observation
10 MecsueB lropn
10 months 1 year
Xupyprus
Surgery
10 mMecsiues Ot 1 ropa pno 10 nert
10 months 1-10 years
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PUOBEHO3HbIE MHOMECTBEHHbBIE COYCTbA C (DOPMMPOBa-
HWeM BonbLLoro 06beMHOro BO3BpaTa KPOBU K CEpALLY.

5. KT nopaseHHoOM KoHeuyHoCTU: AedhopMauus
MArKMX TKaHew nepefHen NoBepxHOCTY nesoro beppa
3a CYeT Hanuumsi KaBepHO3HOW reMaHrMoMbl pasMepamu
7,5 % 6 x 2,6 cM (06beM 61 cM®), aKTUBHO KPOBOCHADKa-
€MOI pacLUMPEHHbIMU U U3BUTLIMKU BeTBAMM BenpeHHoM
aptepun. B cpepHen TpeTv begpa KOHTYp reMaHrnombl
CIIMBAETCA C MbILLLAMM.

6. MPT ronosHoro Mosra: cybapaxHouganbHoe
KpoBOM3nusaHWe (B paHHeM HeoHaTanbHOM nepuope),
cybaypanbHasi reMaToMa npaBoi BUCOYHOM 0bnacTu.

7. HeBponor: neBoCTOPOHHUI MMPaMULHbIA CUHAPOM.

Ha ocHOBaHWMM [aHHbIX KIIMHWYECKOr0 OCMOTpa M
obcnenosaHus pebeHky bbin NocTaBneH AvarHo3: KaBep-
HO3Has reMaHrnoma, cuHapom Kaszabaxa—Mepputt (CKM).

Mocne nocTaHoOBKM AMarHosa bbina MHMUMKMPOBaHa
cneumncpuueckasn Tepanusi:

— MPEeAHU30SI0oH B HauanbHoi fose 5 Mr/kr/cyT ¢
nocnenyoWwmnM NOCTEMNEHHbIM CHUMXEHWEM U MOSHON
OTMEHOM yepes 7 Hep.

— 2 Kypca 2-HefienbHON METPOHOMHOW Tepanuu (MT)
B cocTaBe umknodocdaH 50 Mr/m?/cyT B TeueHue 14
OHelt + BuHBnacTuH 1 Mr/m? 3 pasa B Hegenio (Bcero 6
£03). WnTepean Mexay Kypcamu MT — 14 gHeil.

Cneundomnueckas Tepanusa nposogunacb Ha doHe
COMPOBOAWTESIbHON, KOTOPas BKIloYana npoTUBOMU-
KpobHylo, a Take TpaHCY3MOHHYl0 Tepanuio (TpoM-
BouuTapHas B3Becb — No2, cBexes3aMOpOXeHHas
nnasma — Neb, aputpoumTtapHas mMacca — Neb).

Mocne npoBepeHHoro 1-ro kypca MT B KoMBUHaLmK
C NPenHU30MI0HOM BbI1 [OCTUIHYT reMaToNIornYecKui
oTBeT (BoccTaHOBNEHWE KonnuyecTBa TPOMOOLUWUTOB —
329 x 10°/n un dombpuHoreHna — 2,29 r/n), oTMeyeHo
YMEHBLLIEHNE OKPYKHOCTU MOpaxeHHoro begpa Ha 2 cM,
Ha[ BCeW NOBEPXHOCTbIo 0bpa3oBaHWs cdopmMupoBasncs
FUFAHTCKWIA YepHblid cTpyn (pucyHok 4).

Cnycta 2 Mec oT Hayana Tepanuu pebeHok bbin
HanpasneH ana ganbHeiwero nevexnns 8 HMUL OO
uMm. [IMnTpusa Porauesa.

Mpu nocTynneHun B obnactu nesoro Geppa (ot
NaxoBOM CKMNafkW LO HALKOMeHHUKa) onpefensnoch
ruraHTckoe obbeMHoe obpasoBaHue, NnoTHoe, besbo-
ne3HeHHoe; Kosa Haf obpasoBaHWeM M3MeHeHa v npeg-
CTaBJIeHa KOPKOW KaMEeHWCTOW NI0THOCTH YepHOro LiBeTa
MaKCHMarnbHo TonwmHon 0,4 cM — cTpyn (MocTHeKpoTH-
yeckue nsMeHeHus). OTMeUaeTCca BTOPUUHOE MHAIULMPO-
BaHWe MAMKUX TKaHew nop CTPYNoOM: MHOMHO-CIN3NCTOoe
3M0BOHHOE OTAENsemoe.

MMpu obcnepnosaHuum:

1. 06wmit aHanu3 KpoBu: neikoumuTsl — 9,5 x 10°/n,
remornobun — 114 r/n, TpoMBoumTsl — 144 x 10°/n.

2. Koarynorpamma: dubpuHored — 1,59 r/n
(Hopma 2-3,93 r/n), D-QuMep — 765 Hr/mMn (HopMa
0-243 Hr/mn).
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PucyHok 3
MMraHTcKas remMaHroma nesoro 6eapa (npu poskneHnn)

Figure 3
Giant hemangioma of left thigh (at birth)

PucyHok 4

BTOpVNHbIe N3MEHEHUSA MAMKMX TKaHen NeBoro 6e,upa
(cTpyn) B 06nacT BPOMAEHHON reMaHr oMbl

Figure 4

Secondary changes in the soft tissues of the left thigh
(eschar) in the area of congenital hemangioma

3. NepecmoTp KT ¢ MecTa swuTenbcTea (pucyHkn 5
# 6): B aKCWarbHOMN, KOPOHASTbHOM U CarUTTanbHOW NPOeK-
LMAX, a TakKe B SD-PeKOHCTPYKLMM B MAMKUX TKaHAX
nesoro beppa onpenenseTcs MacCMBHOE rMNepBacKy-
nsipHoe obpa3oBaHue 06LMM 06beMoM onyxonu 70 cm®.

YunTbIBas KMMHUYECKYIO XapaKTEPUCTHKY OMyXosu, a
TakXKe OMHaMUKy 3aboneBaHms — oueHb BbICTPbIN OTBET Ha
Tepanuio (nocne nNepeoro Kypca BOCCTAHOBIEHWE MOKa-
3aTenei reMorpaMMbl 1 KOaryniorpaMMbl, yMeHbLLeH1e
pa3MepoB 06pa3oBaHms), BbI0 CAESTAaHO NPELnonosKeHVe,
yTo y pebeHka MMeeT MeCTO MHOM TMCTOMOrMYEeCKni
BapuaHT reMaHrnombl, Heskenu Kr3/MA (MMeHHO aaHHbIi
FUCTOMOrMYECKU A BapuaHT Nneskut B ocHose CKM). [ins
BepudoMKaLmMm anarHo3a bbina npoeeneHa broncus obpa-
30BaHud (nocrne 2 Kypcos MT).

o nonyyeHus pesynbTaTOB FUMCTONOMMYECKOrO
nccnenoBaHuns bbino pelleHo MpoBecTn TpeTui bnok
MT B kOMbMHaLMK C HecenekTBHbIMM B-BiokaTopamu —
MPONPaHOIIONoM B 103e 2 Mr/Kr/cyT.
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Mpy rMcTONOrMYecKoM UCCrenoBaHuM Bbina BbIAB-
neHa CocyavCTas OnyXosib OMbYATOro CTPOeHus (pucyHok
7), pacnofiosKeHHas Cpeau OTeYHOW, MeCTaMu CKNepo-
3MPOBaHHON COEAMHUTENbHOM TKaHW. TkaHb onyxonum ¢
YETKMMW FPaHULAMK, XapaKTep pocTa 3KCMaHCUBHBIN.
Heonnactnyeckas TKaHb COCTOWUT U3 KOMMAKTHO pPacro-
FTOMKEHHBIX TOHKOCTEHHBIX MESIKUX KPOBEHOCHBIX COCYNOB
(pucyHok 8), KoTopble BbICTNAHbLI YMIOLEHHbIM NMB0
BbICTYNalOLLMM B NPOCBET 3HAOTeNMeM 6e3 npu3HaKoB
uMTONOrMYecKom atunum (pucyHok 9). B LieHTpe nonek u
Ha nepudpbepun 0bpa3oBaHUA BCTPEYAOTCS COCYAbl Kpyn-
HoOro Kanubpa (nutalowme/npenmpyiouime) (pucyHok 8).
BcTpeualoTca ovaru aKkCTpaMefynnsipHOro reMonoasa
(pucyHok 9). Tlo [aHHBIM UMMYHOMMCTOXMMUYECKOrO
uccnepnosanus onpepensetcs akcnpeccus CD31, CD34
(pucyHok 10), peakums ¢ aHTutenamu K GLUT1 — otpuua-
TenbHas (pucyHok 11). B aHpoTenuu wenesmaHbIx nnMda-
TUYECKMX COCYA0B OTMEYAETCH IKCMPECCHst MOJOMNIaHNHa
(pucyrHok 12).

PucyHok 5
3D-pEKOHCTPYKUMSA, BEHO3Hast hasa KOHTpacTUpo-

BaHus. MaccrBHOe runepBackynspHoe obpa3oBaHve
nesoro benpa

Figure 5

3D-reconstruction, venous phase of contrast enhancement.
Massive hypervascular mass in the left thigh

Spin: 17
Tilt: -10

PucyHok 6

Takum 0bpa3oM, Ha OCHOBaHWM JaHHbIX aHaMHesa,
KITMHWYECKOro OocMOTpa, OMHaMuKK 3aboneBaHus u
pe3ynbTaToB rMCTOMOrMYECKOro UccrenoBaHus, pebexky
Bbin NocTaBneH AnarHo3: BPOXAEHHas reMaHruoma,
cybtvn RICH.

Mocne BepudpvKauum guarHosa oT panbHenwen
UHTeHCKBHOW Tepanuu (MT) Bbifno peLLeHo Bo3aepsKaThbes,
O[HaKo yunTbiBas 0bbeM nopaxeHus Bbinia NPoaosIKeHa
Tepanua HecenekTUBHbIMM B-BriokaTopaMu, a Takske
NPOTMBOMUKPOBHasA Tepanus B CBA3W C Pa3BUTUEM BTOPUY-
HOIrO MHAPMLIMPOBAHUS MAMKMX TKaHe! Nof, HEKPOTUYECKUM
CTPYNOM. Ha MOMEHT BbIMMCKM MauMeHTa U3 cTaumoHapa
OTMeyYeHa Bblpa)keHHas MNOMOXWTenbHas OMHAMUKa B
BMIE COKpaLLeHWs pa3amMepoBs 06pasoBaHms (yMeHbLLeHWe
obbemMa Benpa Ha 4 CM), NPaKTUYECKM MOSHOE OTTOPSKEHNE
HEKPOTU3MPOBAHHOM TKaHW (pucyHok 13).

OBCYXXIEHUE PE3YJIbTATOB UCCITE[JOBAHUA

B nemmatpuu ana bonblMHCTBA COCYAUCTHIX
aHOManuin QUarHoCTUKa B OCHOBHOM SIBIIIETCS KIIMHM-
ueckoil. B 90% criyuyaes aHamHes (Bo3pacT nosereHus),
KNVHWYECKasa KapTMHA M OLIEHKa 3BOSIOLMM B TeYeHue
BrmkanMx MecsLeB NOCTaTOYHbl ANa BepudmKaumm
ovarHosa. TeM He MeHee MHOrga BbiBaeT CIOKHO OTNW-
uuThb He Tonbko RICH ot NICH, Ho 1 npoBecTu audbdhepeH-
LmMasbHbIv AnarHos ¢ ApyruMu coCcymamucTbIMU OMyXONsAMu:
U, NA v K3 (rabmmua 1).

WUI. Ee Bcerpa nerko otnuuntb oT mobol gpyron
COCYANCTOM 0onMyxomu. OCHOBHBIM OTNINYUTENBHBIM UMMY-
HOrMCTOXUMMYECKUM MapkepoM ans Ul senseTtca GLUTL.
®eHOTUN 3HAOTENMasbHbIX KNIETOK BO BCEX CTaguax
MU3HEHHOIO LMKIa FeMaHrMoMbl aHanorMyeH MUKpPOo-
cocyfaM nnaueHTbl, AN KOTOPbIX XapaKTepHa cnew-
ncpmueckas akcnpeccus GLUT1. 3kcnpeccua GLUT1
BoisiBnsetcs B 100% cnyyaeB UIM 1 oH Bcerna HeraTuBeH
npuW Apyrmx dhopmMax reMaHrvom.

MA. BpoxaeHHas unu npuobpeTteHHas (kak npasuso,
no 5-netHero Bospacta) MA [15], valle nMeloLLas XpoHu-
4yeckoe TeyeHWe M MeAsIeHHO Mporpeccupyiollas, oHa

KT B kKopoHanbHoit (A), carutanbHoi (B) u akcuansHoi (B) npoekumsx, BeHo3Has dhasa KOHTpacTUpoBaHus. B Mar-
KUX TKaHsiX fieBoro Beapa onpenenseTcs MacCMBHOE r1nepBackysspHoe obpasoBaHue

Figure 6

CT in coronal (A), sagittal (B), and axial (B) projections, venous phase of contrast enhancement. Massive hypervascular mass

in the soft tissues of left thigh
A

¢ ~
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PucyHok 7

Koska ¢ pocTOM COCyOMCTO OMyXosiv AONbYaToro CTpo-
eHus. OKpacka reMaToKCUIMHOM M 303uHOM, x 100
Figure 7

Skin with a growing vascular tumor with a lobular structure.
Hematoxylin and eosin staining, x 100

PucyHok 8

HeonnacTuyeckas TKaHb C 3KCMaHCUBHBIM XapakTepoM
pocTa, COCTOUT U3 TOHKOCTEHHbIX MENTKUX KPOBEHOCHbIX
COCYA0B, PacrosfioXeHHbIX CPean 0TEYHOW CTPOMBI.
BcTpeuaiotes (nuTalowme/apeHupytoume) cocynpl
Bonee kpynHoro kanubpa. Okpacka reMaTOKCUIIMHOM U
3031HoM, x 100

Figure 8

Neoplastic tissues with expansive growth containing small
thin-walled blood vessels lying in an edematous stroma and
occasional larger (feeding/draining) vessels. Hematoxylin
and eosin staining, x 100

Bbina onncana Jones Wilson B 1989 r. [16]. Kak notom
OKasarocb, BriepBble OHa Obina ynoMsiHyTa nosiBeka

TOMY Ha3aj fNOHCKWMM aBTOPaMU U HasblBaslacb aHrun-
obnactoma Nakagava [17]. He Bcerma nerko nposecTw
ondhepeHLMarnbHy0 LMarHoCTUKY € OPYrUMU cocy-
AMCTbIMX OMYXONAMKU MpU ManoMm obbeme BuoncuinHoro
MaTepuana, Tak Kak 0be OHM COCTOAT W3 YETKO OTrpaHu-
YEHHbIX Y3I10B, UMK, Kak 1x 06pasHO Ha3bIBaIOT B NUTepa-
Type, «3epeH CBMHL@>. Y3/bl PACMOSIOMEHbI OUCKPETHO,
MOCTPOEHbI U3 [IBYX KOMMOHEHTOB: MYYKOB BbITSAHYTbIX
KIETOK U MEJIKUX TOHKOCTEHHbIX Kanumnnspos. KneTku
BbITAHYTOW (DOPMbI C OBasnbHbIMU AAPAMU C MESIKOAUC-
NEPCHbIM XPOMaTUHOM, MefKWe AOPbILLKA NPUCYTCTBYIOT
B €MHWNYHBIX KNETKax. MUTOTUYECKasA aKTUBHOCTb U LIMTO-
NOrUYecKas aTunus He onpegensiotcs. Kanunnspbl npeu-
MYLLIECTBEHHO LLIENEBUOHON MW NONYYyHHON hOpMBl.
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PucyHok 9

Cocyapl BbICTNaHbl YNOLLEHHbIM MO0 BbICTYNAOLIMM B
NpOCBeT 3HAOTeNnveM 6es NpUsHaKoB LUTONOrMYECKOM
atunun. BcTpeyaloTea ovarn akcTpamenynisapHoro re-
Morno33a. OKkpacka reMaToOKCUIIMHOM M 303WHOM, x 400
Figure 9

The vessels are lined with endothelial cells (either flattened
or projecting into the lumen) without any signs of cytologic
atypia. Occasional foci of extramedullary hematopoiesis.
Hematoxyl

PucyHok 10

B aHOoOTENMM NAaTONOrMYeCKMx COCYy[oOB onpepenseTca
akcnpeccusi CD34, x 200

Figure 10

CD34 expression in the endothelium of the pathological
vessels, x 200

MpM MMMYHOrMCTOXMMWYECKOM MCCNEfOBaHUM
KneTkn obpasoBaHusA ToTanbHO 3kcnpeccupyloT CD31,
CD34. 3kcnpeccusi nogonnanuHa u chaktopa VIl onpe-
gensetcs B SHAOTESIMM HEKOTOPbIX LeNeBULHbIX
TOHKOCTeHHbIX cocynoB. MMA GLUT1-HeraTtuBHa. lMpenmy-
LLIeCTBEHHO OMyXO0Jfib JIOKanusyetca B 0bnactv nneyesoro
nosca, Leu, NPOKCUMArbHbIX OTAENOB KOHEUHOCTEW.
KnuHuueckn oHa npepctasneHa nubo mHunbTpupy-
IOLLMM KpacCHbIM MSATHOM, MIOX0 OTrPaHWYEHHbIM, NMBo
MHOIOUYUCIIEHHBIMW C Pa3HON CTEMNeHbl0 WHTEHCWB-
HOCTM KpacHbiMKM nanynamu. OTMevaeTcss BonesHeH-
HOCTb MpK Manbnaumy, MHOrAa AOCTaTOYHO BblpaskeHHas
[15]. MoskeT oTMeuaTbCs NOKarbHbIA rMNepTpuxos u/
unu runepruapo3. OnucaHbl cnyyan CMOHTaHHOrO
perpecca. B HekoTopbIx Cryyasx mpu nokanu3auum
OMyXOSfiM Ha KOHEYHOCTAX MPOWUCXOAWUT MHAPUIBTPaLMS
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Pucynok 11
B sHAOTeNMKn naTonornyeckunx cocynoB HeraTuBHas
peakuums ¢ aHTuTenamm kK GLUTL, x 200

Figure 11

The endothelium of the pathological vessels is negative for
GLUT1, x 200

PucyHok 13

PucyHok 12

B6n13u nuTaoLLmX/LpeHUpYIOLLMX COCYN0B onpeaens-
I0TCSt HEMHOMOUNCIEHHDBIE LLeneBMaHbIE MMMdaTnye-
CKuMe cocynpbl [B SHAOTEN NN onpefenaeTca akcnpeccus
nogonnaxuHa), x 200

Figure 12

Near the feeding/draining vessels, there are a small number
of slit-like lymphatic vessels (with Podoplanin expression in
the endothelium), x 200

CocTosiHue cocyaucToro 06pa3OBaHVIF| B AMHaMUKe: B MpoLecce fievyeHns n €CTeCTBEHHON MHBOMIOLMK

Figure 13
The vascular tumor during treatment and natural involution

U CKIepo3upoBaHue Kosku [18]. CknepoTuyeckue usme-
HeHUst MOryT 3aTparvBaTb MNOAJSIeKallMe MbilLbl W
CyCTaBbl C pPa3BUTUEM TAKemNbIX DYHKLMOHANbHbIX
paccTpoicTB. A MOXeT OCMOXHUTLCS pa3BUTUEM
CKM.

KIr3. 370 oyeHb peakasa cocyaucTtas onyxonb
(vacToTa HeusBecTHa). OHa MOSKET BbISBATLCSH UMM
BbITb HE3aMETHON C POMAEHMS C MOCTEMNEHHbIM YBEnu-
YEHWEM B TeYEHME MEPBbLIX MECSLIEB XU3HW. 3TO COCY-
puctoe obpasoBaHWe, KOTOPOe XapakTepusyeTtcs
FMraHTCKMMK pasMepaMu C NpPeUMyLLECTBEHHON NOKa-
nu3aumeit Ha KOHeYHoCTsX, B 0B1acTy BepxHero nneye-
BOro nosica v wew. [lo cBOMM XapakTepucTukaM — 31O
OMNyXoIlb C NMPOMEKYTOUHOW CTEMEHBIO 3/T0KAYECTBEH-
HOCTW, T. €. OHa 0bnagaeT NoKanbHO MHAPUMLTPATUBHBIM
pocToM, HO Be3 cnocoBbHOCTM K MeTacTas3npoBaHMIO.

XapaKTepHO yBenMuYeHWe permoHapHbIx nuMdatnye-
ckux y3nos. 06pasoBaHne NpencTaBneHo APKO-KPacHbIM
MATHOM, CIlerka BO3BbILLAIOLLMMCS, FOPAYMM W MAOTHBIM
npu nanbnauuv C BblPasKeHHbIM MHMUNbTPATUBHBIM
KOMMOHEHTOM, NPeLCcTaBAs eanHoe Lienoe C Noasexa-
MMM TKaHAMU. MHOrAa Ha MOBEPXHOCTM OTMeYaloTCs
runepTpuxo3 u runepruapos. Onyxonb MOsKeT conpo-
BOXJaTbCs BOMEeBbIM CUMHAPOMOM, KOTOPbIA BO3HU-
KaeT Npu KPOBOW3NMSIHUM B €€ TKaHb. [ MCTONOrmyeckm
otnunuaetcs oT 1A boree BbICOKOW KNIETOYHOCTHIO U
onddhy3HbIM pacrnosfiokeHneM anemMeHToB. HeonnacTtu-
Yyeckas TKaHb NMOCTPOEHAa M3 Pa3HOBENUKMX KOHLEH-
TPUYECKUX CKOMMEHUI KNETOK OBaSlbHOM U BbITAHYTON
chopMbl BOKPYr LEHTPanbHO PacrofIoKEHHbIX TOHKO-
CTEeHHbIX KPOBEHOCHBIX COCYA0B. MUTOTUYECKasA aKTUB-
HOCTb BapbupyeT OT HM3KOM Jo 1-2 dwmryp mMutosa B
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Tabnuua 1
OndbdpepeHumanbHbIi AnarHo3 OCHOBHBIX COCYAUCTbIX OMyXOen
Table 1
The differential diagnosis of the most common vascular tumors
MpenMyLiecTBeHHas
BapuaHnt XapakTepuctuka Bospact KnuHuka JNioKanusauus Jsoniouus JleueHue
Variant Characteristic Age Clinic Preferential Evolution Treatment
Localization
1-3 Hen Apko-KpacHas, byrpucrtas
(nosepxHocTHas (nosepxHocTHasi)
3 lé/"”;ec B Bune onyxonu ot 0 .
~ 61efHo 00 CUMHIOLLHOMO - LMOHTaHHBIM -+ 1 e nonelne
ur MpuoBpeTenHas/ [”°§f§’§‘v“e§§s”” usera (noakoxHas) perpecc o
Infantile [lobpoKayecTBeHHas (superficial coyeTaHue npu3HaKkos FOHJ;ta)dB/an/euélEﬂ 21. OSCJ'IO)KHEHMH Mponpakonon
hemangioma Acquired/benign infantile (cMeLaHHasi)  SPOEEELE 1. Observation
hemangioma) Bright red, bumpy (superficial) regression 2. Propranolol
3-4 months In the form of a tumor 2. Complications
(subcutaneous from pale to bluish color
il (subcutaneous) , a
hemangioma) combination of signs (mixed)
CrnoHTaHHbIN
['uraHTckui y3en erpecc K 6-18
BpospeHHas onosa/wen [P
RICH o gka&eCTBeH/Haﬂ BHyTpuyTpobHO chroneToBoro LBeTa, KOHe\-H-I/OCTVI/ Mecsiuam (100%)  Habriopexne
A C(?n enital/benign 0L Tensibli Head/neck/ limbs Spontaneous LR
g 9 Giant purple knot, warm regression by 6-18
months (100%)
TUraHTCKUiA y3en Her cnoxTanHo#
BpoxneHHas/ lonosa/wes/ erpeccum Xupypruueckoe
BHYTpUyTPOBHO cbroneTosoro LgeTa, (e
NICH ﬂocﬁpokaHECTBEHHaﬂ Ih Utero TR KOHEUYHOCTU Without ynanexue
ongenital/benign Giant le knot Head/neck/ limbs spontaneous Surgical removal
iant purple knot, warm regression
lnotHoe
UHPUNBTPATUBHOE MATHO, .
MpuobpeTeHHas/ ropsyee, 0T HOPMasbLHOro LLles/nneyeBoit
MPOMEsKYTOUHas [0 spKo-KpacHoro/ nosic/ T opMOHbI/
MA/KI3 cTeneHb <5 net 6oppoBoro uBeTa, MpoKcuUManbHble Puck passuTus XAMUOTEpanUs
TA/KHA 3/10KaYeCTBEHHOCTY <5years BOMIe3HEHHOE; JIOKasbHbIA  OTAESNbI KOHEUHOCTEI! _ CKM sy
Acquired/ runepruppos/runeptpuxo3  Neck/shoulder girdle/ Risk of SCM T ey e
) ! Py
intermediate grade of Dense infiltrative spot, hot, the proximal parts of
malignancy from normal to bright red/ the extremities

bard color, painful; local
hyperhidrosis/hypertrichosis

OfHOM MOJie 3PEHNA MPU YBEMMYEHUN MUKPOCKONa X
400. MNMp1 UMMYHOrMCTOXUMUYECKOM WUCCIENOBaHUN
KINeTKM onyxonu akcnpeccupylotT CD34, CD31, B wene-
BUOHbIX COCYAaX U BEPETEHOBUIHbIX KIEeTKax Ha nepu-
chepum ponek onpenenseTcs IKCnpeccust NoAonIaH1Ha.
3kcnpeccua SMA — B rnagKoOMbILLIEYHbIX 31eMeHTax
COCYOMCTOMN CTEHKW. HeraTmBHas peakums ¢ aHTUTenamm
K GLUT1 [19].

B HacToswee Bpemsa usBecTHo, uto KI'3 asnsercs
OCHOBHOW npuunHom pa3suTusi CKM: TpomboumnToneHus
¥ KoarynonaTtus NoTpebneHns ¢ yrpo3on KpoBOTEYEHUS
“ KpoBoM3nuAHUA. Mpu pasBUTUM AAHHOIO CUMHAPOMA
OTMEYaEeTCA BblpaKeHHbIN MOKanbHbIA reMopparu-
YeCKUN CUHOPOM, a neTanbHocTb coctaBnseT 30%.
B bonee pemkux cnyyasax (B otnuume oT MMA) oHa
MOKeT He conpoBoxpaaTbecs pa3suTrem CKM. narHos
CTaBWUTCA KIMHUYECKU, @ TaKKe Ha OCHOBaHuW nabopa-
TOPHbIX UCCMeaoBaHuit (0BLMIA aHanKU3 KPoBW, Koaryso-
rpamMma + D-[lumep) v paHHbIX Bu3yanusaumm (KT/MPT
C KOHTPaCTHbIM ycuneHeM). B coMHUTENbHBIX Cryyasx
MOXET BbITb BbIMOSIHEHA BUMOMNCUA C TUCTONMOrUYECKUM U
MMMYOIMCTOXMMUYECKUM UCCIIef0BaHMEM.

[MoyeMy nopoin Tak CMOXHO BbiBaeT npoBecTH
oudpchepeHUManbHbll JMarHo3 faske Ha OCHOBaHWUW
LOMOSIHUTENbHBIX UccrenoBaHnin? Yto obuiero nmeroT
ath cocyamncTblie onyxonu (RICH, K3, MA)? Yto
LernaeT UX CXOXMMU Mexay CoBoN He TOMbKO KIWHW-
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Yyecku, Ho 1 Buonornyeckn? 310 Hanmuue nNuMdpaTnye-
ckux cocynos! EcTb nn cBA3b Meskay NMEaTUUECKUM
deHoTMNOM onyxonu u TpombouuToneHven? besyc-
nosHo! CocyaucTble onyxofiv, BOBMeKaloWwue B nNato-
NOrMYeckuin npouecc nuMdaTUyeckme Ccocypbl,
MoryT cnocobcTBoBaTh 3axBaTy Tpombouutos ¢ obpa-
30BaHMeM TpPoMOOB M C pa3BUTMEM KoarynonaTuv
noTpebnexnus. MapkepoM 3HLOTENUanbHbIX KNETOK
nMMMaTMYECKUX COCYAOB ABMASETCH MOAOMIAHMH
(pucyHkmn 12 n 14).

MopnonnaHuH — eCTeCTBEHHbIV NUraHL peLenTopa
CLEC-2, koTopbIn BbICOKO 3KCMpeccupyeTcst Ha TpoM-
Boumtax. CLEC-2 n3BecTeH Kak CUNbHbIA akTUBaTOp
Tpombouutos [20, 21]. CeaAsbiBaHWe MoOponsaHMHa C
peuentopoM CLERC-2, noxoxe, ABNsSeTCA OCHOBHbIM
aKTuBaTopoM obpa3oBaHus TpomboB, yTo HabnogaeTcs
MpW OMNyXoMnsX C NOLONSIaHUH-MO3UTUBHBIM NuMdaTnye-
CKUM dpeHoTUMNoM (pucyHok 15).

B Tabrmue 2 npepcTaBneHbl COCYAMCTbIE OMYyXOMu,
KOTOpble MOryT COMPOBOMAATLCA TpoMBouMTONeHUen u/
WnK KoarynonaTuen noTpebnexus.

3AKJTIOYEHUE

BOnbLUMHCTBO reMaHr1oM OYeHb J1IErKo pacnosHaTb,
LMarHo3 KNMHWYECKUN U He TpebyeT LONONHUTENbHbIX
nccrnenoBaHu.



KJIMHUYECKWUE HABJIOOAEHUA

[MaBHbIM LLAroM B MOCTaHOBKe AMarHo3a ABMsieTcs
aHaMHes, B YaCTHOCTM BO3PacCT BO3HWKHOBEHUA 0bpa3o-
BaHusA. Tak cocyamncTble 0bpa3oBaHuUs, KOTOPbIe MOSTHO-
CTbio CCPOPMUPOBaHbI K POXAEHWI0O U He obnapaioT
nponMdepaTMBHbIM NOTEHUMANIOM MOCIe POXAEHUS,
CKOpee BCEro, OTHOCSTCA K BPOMLEHHbIM FeMaHru-
omaM. Ecnu cocyauctoe obpasoBaHue MosABMIIOCH
nocne poxaexusi (0BbiuHO B nepseble 3—4 Hep), umeeT
TEHOEHUMIO K POCTY B TeueHue 6—12 Mec c nocnepy-
lOLLEeN MeasieHHOW MHBOMIOUMENR, MOXHO AyMaTb 06
WI". YTo kacaetcs KI'3, TO OHa MOMKET BbISIBNATLCA Kak
cpasy nocrie poxaeHus, Tak 1 B brnukarume 3—4 mec
nocre posaeHus, obnapaeT cnocobHOCTbIO K POCTY U
pacrnpoCcTpaHeHuIo B MoAJieskalume TKaHu, 6e3 CKIoH-
HOCTW K CaMOCTOATENbHOMY pa3peLUeHunio NaTonorun-
yeckoro npouecca. [Ipyrum BaxHblM KpUTepueM Ans
OMarHOCTUKM ABMAETCH KIMHUYECKUW acnekT obpa-
30BaHUSA. LBET, HanlMuvMe WM OTCYTCTBME WHDUIIb-
Tpaumu MOANENKALLMX TKaHew, fokanbHas Temneparypa,
BoneBoi CMHOPOM, a TaKKe Hannume reMopparnyeckoro
CMHOPOMa, JOKasbHbIX U3MEHEHUIN KoM B obnacTu
reMaHrmombl (runepruppos, runeptpuxos). Ouarvo-
CTvKka 3aboneBaHus MoxeT bbiTb gononHeHa Y3AI u MPT

PucyHok 14
JKcnpeccus nogonnaHuHa

Figure 14
Podoplanin expression

Y i

F= "1.-,' € ‘35.
MoponnaHuH
Podoplanin

[22, 23]. B HeKkoTOpbIX CUTyauMsx NokasaHa Buoncus
obpa3oBaHus (Hafo NMOMHUTL 06 OUYEHb BLICOKOM pUCKE
KPOBOTEUEHMUs) AN UCKIMIOUEHNS KaK COCYAUCTLIX 0Bpa-
30BaHU, Tak M OPYrux Heomnnasuin (MHGaHTUIIbHbIN
MrochmbpomaTtos, nHdhaHTunbHas dombpocapkoma, pabpo-
MUOCapKOMa v fp.).

PucyHok 15

BsanmopeicTBre 3HAOTENMANbHOM KNeTkM ¢ Tpombo-
LMTOM MyTeM CBA3bIBaHNA NOAOMNMAHMHA C peLenTopoMm
CLEC-2

Figure 15

Interaction of an endothelial cell with a platelet by binding
podoplanin to the CLEC-2 receptor

L

OHpoTenuanbHas KneTka
Endothelial cell

C-TepMuWHarnbHbIi KoHel,
C-terminus

C-TepMUHanbHbIN KOHeL,
C-terminus

MNMoponnaHuH
Podoplanin

CLEC-2

N-TepMUHanbHbIV KOHeL,
N-terminus

Tpombouut
Platelet

N-TepMUHanbHbIA KoHew,
N-terminus

¢

- Arperauumsa Tpombouuta
Platelet aggregation

Tabnuua 2

CocyamcTble OMyxomnu, KOTOPbIE MOTYT COMPOBOMKAATLCS TPOMBoLMTONEHWE! M/unn KoarynonaTtuei notpebnexus

Table 2

Vascular tumors that may be accompanied by thrombocytopenia and/or coagulopathy

CocyaucTtas onyxonb
Vascular tumor

XapakTtepucTtuka
Characteristics

MA/KI3
Tufted angioma/Kaposiform hemangioendothelioma

'nybokas cTolikasi TPOMBOLMTONEHUS C TAXESON

runodmbpuHoreHeMmnen, koarynonatnen noTpebnexns v NoBbILLEHVEM

D-[umepa: CKM
Profound and sustained thrombocytopenia with profound hypofibrinogenemia,

consumptive coagulopathy and elevated D-dimer (Kasabach—Merritt phenomen)

RICH

TpaHsMTOpHaﬂ nerkaﬂ/yMepeHHaﬂ TpOMGOLlMTOI'IeHVIﬂ +/- KoarynonaTtua

notpebnenuns ¢ noebileHnemM yposHsi D-[lumepa

Transient mild/moderate thrombocytopenia, +/~ consumptive coagulopathy and

elevated D-dimer

MynbTudhoKasnbHbIA NMMMaHrMO3HAOTENNOMATOS C
TpOMBOLMTOMNEHWEN/KOKHO-BUCLIEPASTbHbI aHTMOMATO3 C
TpoMbouuToneHunen

Multifocal lymhangioendotheliomatosis with thrombocytopenia/
cutaneovisceral angiomatosis with thrombocytopenia

Crolikasi, nepuognyeckas, 0T yMEPEHHO BblpaskeHHOM 00 TAXENOoN

TpOMﬁOUMTOI'leHMFI C KpoBOTEYEeHUEM U3 KeJlyA0YHO-KULLIEeYHOr 0 TpaKTa

W FeMOpPPaKeM B MapeHXnMy JIErkKoro
Sustained, fluctuating, moderate to profound thrombocytopenia with
gastrointestinal tract bleeding or pulmonary hemorrhage

KanowwmndopMHbIi numMdbaHrnomartos
Kaposiform lymphangiomatosis

Nerkas wm yMepeHHo BblpaxeHHas TPOMBOLMTONEHMS +/—
runocpubprHoreHeMns 1 noebilLeHne yposHsa D-[umepa
Mild to moderate thrombocytopenia +/— hypofibrinogenemia, and D-dimer
elevation
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Bnarogaps ncnonb3oBaHUI0O MMMYHOMMCTOXMMMYE-
CKOro uccrefoBaHus ¢ aHTutenamu K GLUTL, ructono-
rmyeckas amarHoctmka UM He cocTasnseT TPYOAHOCTEN B
niobor dhase ee bronormyeckoro UMkna. Kpome Toro, npu
UI™ HiKorpa He BbISBNSAIOTCA apTEPUOBEHO3HbIE COUCTYIbI.

HeobxopmmocTb B Buoncum BO3HMKAET M B Tex
Crnyyasix, Korga onyxosib O4YeHb DOMbLUas U KIIMHUYECKM
HanoMuHaeT KIr3/MA u/unu conpososkaaetcs TpoMbo-
uuToneHunen n koarynonatuen notpebneHunsa. Tpombo-
untonenus n koarynonatua npu RICH obbiuHO umeloT
YMEPEHHO BbIPAXEHHbIA M CAMOOrPaHNYEHHbIN XapakTep
1 He COMPOBOAAIOTCS SKMU3HEYMPOKAIOLLMMMN KPOBOTEYE-
Husmu [24]. Tem He MeHee RICH MoxeT BbiTb 0LIMBOUHO
npuHsT 3a CKM, B ocHoBe KoToporo nexat KI'3 u MA.
VIMeHHO Tak NpoM30LLNOo M y Hallero nauueHTa. Bepu-
hmKauma BapuaHTa COCyanUCTON aHoManum, besycnosHo,
ABMAETCA OYEHb Ba)KHOW HE TONbKO C aKafeMUYEeCKOM
TOYKM 3PEHMSA, HO CaMOe ITIaBHOE W C NMPOrHOCTUYECKON.
3Hasi rMCTONMOrMYECKN BapuaHT U, COOTBETCTBEHHO,
B1o10rMIo OMYyX0JIM, MOKHO MPaBUILHO BbIOPATh TaKTUKY
Tepanuu, nsberas arpeccuBHbIX METOLOB JIEUEHNs U TPaB-
MUPYIOLLIMX ONepaTUBHbIX BMELLATENbCTB, KOTOPbIe MOIYT
CTaBWTb NOJ Yrpo3y *u3Hb NaumneHTa. Cnyctsa 15 mec Ml
BUOMM MPEKPacHbIN pesynbTaT MHBOMIOLMM COCYAMCTOrO0

PucyHok 16

BTopuuHble ocTaTouHble pybLIOBbIE M3MEHEHWST MATKMX
TkaHen nesoro 6eapa B 0bnacTu paHee BbIABNAEMOW
reMaHr1omsl

Figure 16

Secondary residual scarring of the soft tissues of the left thigh
in the area of previously detected hemangioma
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