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[pocTO 0 CNOXHOM:
UHpAHTUNIbHAA reMaHrmoMa

J1.A. XauatpsH, W.C. Kneukas

®IBY «HaumoHarbHbI MEAULIMHCKUIA CCIIEA0BAaTENTbCKUI LUIEHTP AETCKOM remMaTosiornm, OHKOIormm
u umMMyHosnorum uM. mutpus PorayeBa» Mun3gpaBa Poccun, Mocksa

WHdpaHTunbHas reMadrmoma (UM — ato camas yacTas 4obpokauecTBeHHas cocyamcTas onyxosb AeTen
MEPBOrO rOfia KW3HWU, B OCHOBE KOTOPOI NEXMUT aHOMaslbHas nponmdiepaLms SHA0TeIManbHbIX KITETOK MO
LEeNCTBMEM OCHOBHbIX NpoaHruoreHHbix dhaktopos VEGF n FGF. OHa pa3BsuBaeTCs B NepBble Heaenum nocne
pokaeHUs, POPMUPYACH Ha MPOTAKEHUN 3—9 Mec C perpeccoM B nocneayoLwme 3—7 net. Tpu yeTBepTU
WI™ nMeloT HopynsipHyto hOpMy ¥ HE COMPOBOXKAAITCA ManbcopMaLmaMu. B To BpeMs kak cerMeHTapHble
Wl yalle Bcero accoumMmpoBaHbl C CUMHLPOMarnbHbIMK dhopMaMu. HecMoTpsi Ha CMOHTaHHbI perpecc
(B 90% cryuaes), HekoTopble OOPMbI M JTOKanM3aLmm U MOryT NPUBOAMTD K PA3BUTMIO OCTIOMHEHWI KaK
NOKanbHbIX, TaK U CTaBALLMX NOJ, Yrpo3y BUTanbHble PyHKLUMKW. B nogaBnsiowem 60MbLLUMHCTBE CryyaeB
OMarHo3 OCHOBbIBAETCS Ha AAHHbIX aHaMHe3a, XapaKTepHbIX MPU3HAKOB OMYXONW W KIMHUYECKOro
TeueHusl. [lononHWTenbHbIe UccrenoBarus (ynbTpassykosas fonneporpadus, MarHUTHO-pe30HaHCHas
ToMOrpadhusi/KoMMbIOTEpHas TOMOrpadus) HEOBXOAMMBI MPY OCTIOMHEHHBIX (DOPMaX U B COMHUTESTbHBIX
KIMHUYECKUX Cryyasx. POAMTENM NaLUMeHTOB Aanu corflacue Ha UCMonb3oBaHWe UHAPOPMaLmK, B TOM
yucne dootorpadmin geTen, B HayUHbIX UCCERoBaHUAX U Nybnmkaumsx.

KnioueBble cnoBa: MHhaHTUIIbHAs FeMaHM1oMa, aHrMoreHes, CerMeHTapHas reMaHrMoma, reMaHrMoMaTos

XauatpsH JT.A. v coaBT. Bonpockl reMaTonorumn/oHKonorMv 1 UMMyHonaTtonoruu B neguatpuu. 2021; 20 (1):
192-206. DOI: 10.24287/1726-1708-2021-20-1-192-206

Infantile hemangioma explained in simple terms
L.A. Khachatryan, |.S. Kletskaya

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

Infantile hemangioma (IH) it is the most common benign vascular tumor in children of the first year, which is based on abnormal
proliferation of endothelial cells under the influence of the main pro-angiogenic factors VEGF and FGF. It develops in the first
weeks after birth, forming over 3-9 months with regression in the next 3-7 years. Three-quarters of infantile hemangiomas are
nodular and are not accompanied by malformations. At the same time, segmental IH is most often associated with syndromic
forms. Despite spontaneous regression (in 90% of cases), some forms and localization of IH can lead to the development
of complications, local and endangering vital functions. In most cases, the diagnosis is based on anamnesis, characteristic
features of the tumor, and clinical course. Additional studies (ultrasound DG, MRI/CT) are necessary in complicated forms and
in doubtful clinical cases. The patient’s parents agreed to use the information, including the child's photo, in scientific research
and publications.
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Knaccudukauus

MepBas knaccudmKauma CoCyaucTon NaTonoruu
boina onybnukoeaHa Mulliken n Glowacki B 1982 r.
OHa ocHoBbIBanacb Ha 6uonorun u nponudepaTBHOM
noTeHumarne cocyamcTbix aHomanuin [1].

B 1992 r. 6bino cospgaHo MexpyHapogHoe obue-
CTBO MO M3YYEHMIO COCYANCTLIX onyxosen (International
Society for the Study of Vascular Anomalies, ISSVA)
nof pykosoacTteoM Mulliken, koTopoe B nocnegyioLlem
onybnunkoBano knaccugukaumio, yYnTbIBAIOLLYIO KITMHW-
Ueckue, paanonornyeckne, MMCToNornyeckme u remMo-
OVMHaMUYECKUEe XapaKTePUCTUKM COCYAMCTbIX aHOManui,
4TO MO3BOMMIIO CTaHAAPTU3NPOBATb HOMEHKMATYPY.
B HacTosLee BpeMsA BBEAEHO MOHATWE «COCYAUCTbIE
aHoManuu». Bce cocyancTble aHoManuu pasgesieHbl Ha
nBe bonblune rpynnbl: COCYANUCTbIE OMYXONM U COCyan-
cTble ManbchopMaumm (tabnmua 1) [2].

Cocyaouctble ManbdopMaumMm chopMUMpOBaHbI K
POXOEHUIO, AasKe eClM OHW He BCeraa BU3yanuaupyloTca

KIMHWUYECKM, U NMpefcTaBnaioT coboi MopdoreHeTnye-
CKYI0 aHOManuio cocyamcTon cet bes nponmdepaumm
3HAOTeNIManbHbIX KNETOK. MMEHHO NMo3ToMy OHM HUKOMaa
He perpeccupytoT. [laHHas naTonorus ABNAeTCA pesysnb-
TaTOM HapyLueHus doopMupoBaHmus cocynos [3]. YacToTa
BCcTpeyaemocTu cocTtasnsieT 1-1,5% B obwen nony-
NAUMK, N0 AaHHBIM MOJIEKYNAPHO-TeHeTUYEeCKON nabo-
paTopuKn KINMHWYeCKoro yHneepcuteTa Saint-Luc. Mo
XapaKTepy KpOBOTOKAa COCYLMCTble ManbdopMauum
paspeneHbl Ha Be rpynnbl: ManbdopMaLmnn ¢ HU3KUM
kpoBoTokoM (slow-flow) (kanunnspHble, BEHO3HbIE,
nMM@aTUUYeCKne WM KOMBUHMPOBAHHbIE) M Mafb-
chopMaumu ¢ BbiCOKMM KpoBoTokoM (fast-flow) (apTe-
puanbHble, apTEPUOBEHO3HbIE, apTEPUOBEHO3HbIE
coucTynbl). KpoMe Toro, BbigensioT ManbgopMaumum
KPYMHBIX MarnucTpanbHbIX COCYAOB U ManbdopMaLum B
paMKax CMHApOMarbHbIX 3aboneBaHuii.

CocynucTtble ONyXonu € FUCTONOTMYECKON TOUKM
3peHUs xapakTepu3ayloTca nponudepaunent 3HLOTENu-
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Tabnuua 1
Cocynuctble aHoManuu, knaccudpmkaums ISSVA 2014 r.

Table 1
Vascular anomalies, ISSVA 2014 classification

CocyaucTble aHoManuu
Vascular anomalies

CocyaucTtblie

CocyaucTble ManbchopMaLum

onyxonu Vascular malformations

Vascular

LlobpokauyecTBeHHble aHOManum KpynHbIxX accouMMpoBaHHble C APYruMu

Benign "gﬁ;&'e KOMG:::,: ﬁ,‘:ﬂ""“e MarucTpanbHbIX COCYA0B aHoManuamMu (cuHppoMmb)
of major named vesseis associated with other anomalles
TNokarnbHo arpeccusHble CM CVM, CLM Jnmcpatnueckmne - Klippel-Trenaunay
Locally aggressive or borderline NumdpaTyeckas LMV, CLMV BeHo3Hble - Parkes-Weber
BeHosHas CAVM* ApTepuarnbHbie - Servelle-Martorell
aﬂﬁka”etcme””b'e ApTepuoBeHo3Has™ CLAVM* u ap. AHomanuu: - Sturge-Weber
atignan ManbchopMaLms CVM, CLM - OTXOMOEHNs! - Maffuccii
ApTepuroBeHo3Has LVM, CLVM - xona - CLOVES
ductyna* C?_ﬁ\\/m - KoSIMyecTBa - Proteus
Capillary malformations others. - MPOTSKEHHOCTU - Bannayan-Riley—Ruvalcaba
Lymphatic malformations - Inametpa - Makpouedanus — CM
Ve”OAUSt malformations - Harume LUYHTOB - Mukpouedanus — CM
mgl?g:_?%/gggﬁi - NepcucTeHLMS = Kt'ipppil—Trwaunay syndrome
“oMGpuonasix cocyaon _LErkes Wiebe fidrone
lymphatics - Sturge-Weber syndrome
veins Limb CM + congenital non-progressive
arteries limb hypertrophy
Anomalies of: - Maffucci syndrome
- origin - CLOVES syndrome
- course - Proteus syndrome
- humber - Bannayan-Riley-Ruvalcaba
- length syndrome

Macrocephaly —CM

—di t lasia,
iameter (aplasia Microcephaly — CM

hypoplasia, stenosis,
ectasia/aneurysm)
- valves
- communication (avf)
- persistence (of embryonal
vessel)

lMpumeyanne. CM — kanunnsapHas Manbgopmaums; CVM — kanunnspHo-BeHo3Has Manbgopmaums; CLM — kanunnspHo-numepatuyeckas mansgopmaums; CAVM —
KanunspHo-apTepuoBeHo3Has Manbgopmaums, CLAVM — kanunnsipHo-numeaTnko-apTepuoBeHo3Has ManbgopMauus; * — ¢ bbICTPbIM KDOBOTOKOM.

Note. CM — capillary malformations; CVM — capillary-venous malformation; CLM — capillary-lymphatic malformation; LVM — lymphatic-venous malformation; CLVM — capillary-lymphatic-
venous malformation; CAVM - capillary-arteriovenous malformation; CLAVM - capillary-lymphatic-arteriovenous malformation; * — with rapid blood flow.

anbHbIX KrneTok. o BronornyeckoMy noBefeHuio cocy-
OWCTblE ONYXONM NOAPa3nensioT Ha fobpoKayecTBeHHbIE
(remMaHI1OMBbI), NIOKaNbHO arpeccuBHble/NPOMEsKY TOUHOM
CTENEeHMU 3110KaYeCTBEHHOCTMU (reMaHrMosHA0TeIMOMbI,
32 WCKIIOUEHWEM 3MNUTENMOUAHOM 1 Ap.) u 3MoKave-
CTBEHHble (anuTenMongHas reMaHrMosHAoTeNMoMa u
aHrmocapkomMa u ap.) (rabnmua 2).

Camoin yacToi u3 Bcex OpM COCYAUCTON NaTo-
norum aensetca Ul 31o pobpokayecTBeHHas OMyxorb,
B OCHOBE KOTOPOW NEXMT aHOMarnbHas nponudepauns
3HOOTENMUasbHbIX KNEeTOK C HapyLUEHHOW apXUTEKTO-
HWKOM KPOBEHOCHbIX cocynos [4].

3nupemuonorus

UIM — camas yacTtan pobpokayecTBeHHas 0MNyxosb
B NeauaTpum 1 caMasi yacTasi CPEAM BCEX MEMAHIVOM.
YacToTa BCTpeuaemocTu cocTtasnsetr 5-10% [5] y
peTei nepBoro roaa KusHWU Uy 30% HELOHOLUEHHbIX
peten ¢ BecoM MeHee 1800 r. U™ yalle BcTpeyatoTcs
y [eBouek esporeouaHoi pacsl (2,5-4:1) [6]. Y Heno-
HOLUEHHbIX [eTell COOTHOLUeHWe AEBOYKM:ManbUMKu
MeHbLle — 1,41, HO 3HaUMMO YBEMMUMBAETCS MPU OCMOXK-
HEHHbIX U cerMeHTapHbix dpopmax Ul n cocTtasnser
9:1[71.

Bonpock! reMaTonorin/OHKONOr M 1 MMMYHONATOMOM MK B NeanaTpim
20211 Tom 20 | Ne 1| 192-206

dtuonorus

3TMonorus octaeTcs 4O KOHLA HensBecTHoW. CyLue-
CTBYIOT HECKOJSTbKO 06CYKAaeMbIX rmMnoTes:

1. NnaueHTapHaa runoTesa, COrnacHO KOTOPOW
npoucxoant 3aMbonu3auna TKaHen Mnopa KieTkamu
nnaueHTbl. basupyeTca 3Ta runoTesa Ha BbISIBIIEHWU
oaMHakoBbix Mapkepos (GLUT-1, Mepo3uH, aHTUreH
Lewis Y, Fc-ramma-peuentop I} [8, 9], BbisiBNseMbIx B
cocynax U n nnaueHTbl. pexpe Bcero peys MgeT o
Mapkepe GLUT-1. 31a e runotesa nossonseT obbsic-
HUTb BCce cTaguun 3sontoumm UM 1 ee cnocobHocTb K
CMOHTAHHOW MHBOSIOLMMN.

2. BO3HUKHOBEHWE MyTaLMK reHa, 3aleiCTBOBaH-
HOro B Nponundbepaumnm SHAOTeNManbHbIX KIETOK.

3. Ho coBepLUeHHO 04eBUOHO, UTO FUMOKCUSA, Kak
aHTeHaTanbHasa, Tak W MNepuHaTanbHas, ABMAAETCS
OCHOBHOW runoTesoit Bo3HMKHoseHus UI [10]. Ha aTo
yKasbiBaeT v bonbluaa yacTb npefpacnonaraloLmx
chakTopos [11-14]1:

— aHTeHaTanbHasi FUMNOKCHUS;

— MHoronnogHas 6epeMeHHOCTb;

— OCNOXHeHHas BepeMeHHOCTb (npeaknamncus,
MaToNOrMsa MaLeHTb/oTCoMKa NnaLeHTbl);

— BeC npu poskaeHn MeHee 1500 r/HenoHOLLIEHHOCTD;
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— aMHUOLIEeHTEe3/X0opHoLIeHTES;
— SKEHCKWI no;

— eBponeounaHas paca;

— MOXMION BO3pacT MaTepu.

Matochnauonorus

Cuutaetcs, uto Ul nMeeT amMbpuroHanbHoe npowuc-
XoxpaeHue, obpasysick 13 Mesopepmbl. B HopMe dhopmu-
poBaHWe COCYAMCTON CUCTEMbI B KOKE 3aKaHuMBaeTcA
Ha nocnenHvx Hepensx rectaumu. Ecnm ato cospesaHue
HEe 3aBepLUEHO K POMKAEHWIO, HEKOTOpble COCYAbl OCTa-
l0TCSA Nof LEeACTBMEM CTUMYNUPYIOLLMX DaKTOPOB, UTO
MPUBOAMT K MX Ype3MepHo nponvdepaumnm n dopMu-
POBaHWIO COCYAUCTOW OMyXOSM.

BblnensioT ABa aTana B pa3BWUTUM COCYAOB: BACKYSI0-
reHes3 1 aHrmoreHes.

Backynorenes. 310 nHnumManbHbi 3Tan B oopMu-
pOBaHWM COCYLOB, KOTOPbIN NPUBOAMT K AnddchepeHLm-
pOBKe de novo KNeToK, MPOUCXOQALLMX U3 Me30L4ePMbl,

Tabnuua 2

CocyamcTbie onyxonu, knaccudunkaums ISSVA 2014 r.
Table 2

Vascular tumors, ISSVA classification 2014

[lobpokayecTBeHHble onyxonu
Benign vascular tumors

WUHdpaHTMnbHas remaHruoma (Ur)
Infantile hemangioma/Hemangioma of infancy

BpokoeHHble reMaHrombl
Congenital hemangioma

RICH (Rapidly involuting congenital hemangioma)
NICH (Non involuting congenital hemangioma)
PICH (Partially involuting congenital hemangioma)

«yukoBasi» aHrnoma (tufted aHrvoma)
Tufted angioma

BepeTeHokneToyHas remaHruoma
Spindle-cell hemangioma

3nuTenvonpHas reMaHrvoma
Epithelioid hemangioma

lMnoreHHas rpaHynema
Pyogenic granuloma (aka lobular capillary hemangioma)

[pyrve
Others
JloKasibHO arpeccuBHble COCYaUCTbIE onyxosv (MpoMeskyTouHas

CTeneHb 3/10KaYeCTBEHHOCTH)
Locally aggressive or borderline vascular tumors

KanowmdopMHas reMaHrMosHaoTennoMa
Kaposiform hemangioendothelioma

PeTnuchopMHasi reMaHrMoaHoTenomMa
Retiform hemangioendothelioma

ﬂaﬂVIJ'IJ'IﬂpHaﬂ VIHTpaJ'IVIMCbaTVI‘-IeCKaFI AHrnoaHJoTesiIMomMa, onyxosib
Dabska
Papillary intralymphatic angioendothelioma (PILA), Dabska tumor

KoMnosutHasa reMarnosHaoTenomMa
Composite hemangioendothelioma

Capkoma Kanotuu
Kaposi sarcoma

Opyrue
Others

3110KayeCTBEHHbIE COCYANCTbIE OMyXO0Jn
Malignant vascular tumors

AHrunocapkoma
Angiosarcoma

3nuTtenvopHas reMaHrMo3HAOTENMoMa
Epithelioid hemangioendothelioma

[Opyrve
Others

B reMaHrnobnacTbl. [eMaHrnobnacTsl rpynnvpyloTcs B
OCTPOBKM, LIEHTPasIbHO PaCrONOMEHHbIE KIIETKM KOTOPbIX
npeBpaLlaloTCs B reMOMO3TUYECKME, B TO BPEMS KaK U3
nepudepnyeckux obpasylotcs aHrnobnacTbl, ABNSIO-
LUMeCs npenLlecTBEHHUKAMW 3HAOTENMUANbHbBIX KIETOK.
MocnenHne opraHUsyioTCst B COCYAbl, HanoMuUHaloLwue
Kanunnsapbl, opMMUpys NepBUYHOE COCYAMCTOE Crfie-
TeHue. 3T0 KIOYEBON 3Tan, KOTOPbIN NPEUMyLLECTBEHHO
CTUMYNUpyeTCs 3HAOTENWasnbHbIM (DaKTOPOM pocTa
cocynos (vascular endothelial growth factor, VEGF) u
ero peuentopom [15].

B ocHoBe ke hopMMpOBaHMsI COCYANCTOM OMyXomnu
NEXUT HapyLLUeHue aHrmoreHesa, obycrnoeneHHoe gucba-
NaHCOM MEeXOY aHIMMOreHHbIMU M aHTUAHTMOHHbIMU
chakTopamu.

AHrnoreHes npenctasnseT coboin CNoXHO perynu-
pyeMblii MPOLECC, KOTOPbIN 3aKMI0YaeTcs B PEMOAENU-
posaHuu (nyukoBaHue, 0BbeavHeHe, perpecc Heaperbix
COCYLOB) NEpPBMYHOIrO COCYAMCTOrO CMSIETEHUS B HOBble
Kanunnaspbl U3 NpeaLecTBYIOLMX Kak B dmanonornye-
CKUX YCMOBMSIX, TaK U MpW NaTONOrMYeCcKoM npoLecce
MOA AEACTBMEM MHOXECTBA CTUMYMUPYIOLLMX N MHFMBM-
pytowmx chaktopos [16].

Tpu nocnepoBaTenbHbix bapbepa CTOSAT Ha NyTw
chopMUMpoBaHUst HOBbIX cocynoB: basanbHasi MeMbpaHa,
NepuLUnTbI, COeANHUTENBHOTKAHHBIE KIIETKW, KOTOpbIe
OKPY’KaloT COCYL, W MEXKNEeTOUHbIH MaTpukc. [ns
chopMupoBaHust HOBOro cocyaa Heobxooumo paspy-
WweHve 3Tux BapbepoB MyTeM aKTuBaLuM DEPMEHTOB
cucTeMbl hnbprHONM3a U CTUMYNALMM SHOOTENMUANbHBIX
KNETOK LMPKYNMPYIOLWMMU U JIOKaSIbHO aKTUBHBIMM
chakTopamu: UPA (urokinase plasminogen activator)
u tPA (tissue plasminogen activator). 3T dhepMeHTbI
aKTMBWPYIOT B CBOIO 0Yepefib MaTPUKCHble MeTasnsno-
npotenHasbl (MMPs), paspyLualoLiMe MemKIeTouUHbI’
MaTpuKe [17]. MMPs crnocobCTByioT «OTCMOeHMIo» nepu-
LMTOB, N3npoBaHuio basanbHo MeMbpaHbl 1 0cBobo-
OEHWIO B 3KCTPALIENIONAPHOM MaTPUKCe NPOCTPaHCTBa
015 3KCMaHCKMK HOBOrO cocyna. AKTUBMPOBaHHbIE 3HAO-
TenuasnbHble KNeTKU MUrPUPYIOT U3 «MaTepUHCKOro»
cocyna u nponudepupyloT B COPMMPOBaAHHOM HULLIE
3KCTpaLensionapHoro Matpukca (pucyHok 1).

Murpaumsi u opraHvsauma cocyaucTon Tpybku un3
3HLOTeNMasbHbIX KNETOK 3aBepLUaeTCs 3KCNpPeccuen
WHTErpuHOB, KOTOPble CNOCOOCTBYIOT MX CBA3bIBAHMIO
C NMpOTeNHaMU MEeKIeTOYHOro MaTpukca. «[ nasHbIi/
MaTepuHCKuUI> cocyn chOpMUPYIOTCS MeHee YeM 3a 24
U, 13 KOTOPOro B asbHeileM obpasyioTcs/nyuryioTcs
HoBble Kanunnspbl. OCHOBHOM COCYA MOMET Mepuopm-
YeCcKM «apTepuanuanpoBaTbCs», YTO Nogpa3ymMeBaeT
CMHTE3 BHYTPEHHEN 3nacTuyeckon MembpaHbl rnagko-
MblLLeuHbIX KneTok [17]. Mpu remMaHrnoMax B ctapuu
nponundepaumm onpenenseTcs BbICOKun ypoeHb MMPs,
VEGF n dpakTopa pocta dmbpobnactos (fibroblasts
growth factors, FGF).
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Pucyhok 1

CxeMaTnueckoe M30BpaskeHne pasnnuHbix 3Tanos aHrmoreHesa [18]: 1-3 — akTvBaLMs 3HOOTENMUANbHBIX KIIETOK Mof
LENCTBMEM CTUMYNUPYIOLLMX (DaKTOPOB, paspyLueHne basanbHo MemMbpaHbl C mocnenyioLen NpoTpy3nen aHooTenu-
anbHbIX KNETOK; 4 — MUrpaLmMa 3HAOTENIMAsIbHbIX KIETOK, Mpomddepaums 1 OOpMUpPOBaHME KanUIIMISPHON «MOYKK>,
5 — cospeBaHuWe 3HOOTeNManbHbIX KNETOK ¢ )OPMUPOBaAHNEM MPOCBETA B KAMUMMISPHOMN «MOYKE>, BOCCTAHOBIIEHWE
6a3anbHon MeMbpaHbl. O0bpasoBaHue COCYANCTON CETKM

Figure 1

Schematic representation of the different stages of angiogenesis [18]: 1-3 — activation of endothelial cells under the influence
of stimulating factors, destruction of the basement membrane with subsequent protrusion of endothelial cells; 4 — migration
of endothelial cells, proliferation and formation of a capillary “kidney”; 5 — maturation of endothelial cells with the formation
of a lumen in the capillary “kidney”, recovery of the basement membrane. The formation of the vasculature

3Tanbl aHruoreHesa
Stages of angiogenesis

1-2 AKTMBaLUMA 3HOOTENMANbHbIX KNEeTOK
Activation of endothelial cells

Pa3pyLuenne basanbHoi MeMbpaHbl
Destruction of the basement membrane

Y <

3 lNpoTpy3unst SHAOTENMASBHBIX KNETOK
Protrusion of endothelial cells

@\%q

N

\

4 Murpaums sHOOTeNUanbHbIX KNEeTOK
Migration of endothelial cells

[Mponndbepauns aHROTENMANbHBIX KNETOK
Proliferation of the endothelial cells

O T O O

A \\/

\

/]

5 PeopraHusaumsa aHpoTenManbHbIX KNETOK B Kanunmsp
Reorganization of endothelial cells into capillary

BoccTaHosnenune baszanbHon MembpaHsbl
(«cTabunusaums» CTPYKTypbl)

Recovery of the basement membrane (“stabilization”
of structure)

B kauecTBe rnaBHbIX (DaKTOPOB, CTUMYMUPYIOLLIMX
aHrnoreHes, MOXHO BbIAENUTb ABa:

* VEGF — MowHbIn cneundpmnueckuin dpaktop
poCTa 3HLOTENMAnbHbIX KETOK, CNOCOBHbIA CTUMYNK-
poBaTb 0bpasoBaHune KanunnsipoB. 3TO MMKOMNPOTEWH,
VIMEIOLLMI HECKOSbKO M30dhopM 1 0brapaloLLyi MOLLHON
MUTOr€HHOM W aHrMOTEHHOM aKTUBHOCTbIO. CaMbiM
aKTMBHbIM MPOAHIMOreHHbIM (DaKTOPOM ABMSETCS
VEGF-A. OH chukcupyeTcs Ha cneundmnyeckux peuen-
Topax agyx Tvnos (VEGFR-1, VEGFR-2), pacronoskeHHbIx
Ha BHOOTENMWAsbHbBIX KIETKax, NpeaLecTBeHHUKaxX 3HA0-
TenuanbHbIX KIEeTOK U Ha MoHouuTax. dukcauma VEGF
Ha peLenTopax SHAOTENMasbHbIX KIIETOK NPUBOAMT K UX
nponudepaummn n heHoTUNUYecKon TpaHchopMaumu,
BbIpaboTke MPOTEONUTUYECKUX DEPMEHTOB, YTO B COBO-
KynHOCTU cnocobcTeyeT hOpMMPOBAHMIO HOBbIX COCYA0B
[17]. B ycnoBusix rMnoKcum noBbILLIAETCSA KOHLEHTpaLWMs
n akcnpeccusi VEGF 3a cueT noBbILLEeHWst TpaHCKpUNumm
daktopa HIF-1 (hypoxia-inducible factor). AkTvsHas
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dopma nocnepHero HIF-1 uvHAyumpyeT TpaHCKpUMumio
reHa VEGF. KpoMe Toro, B YCIIOBMSIX TMIMOKCUM CEKpeLms
VEGF yBenuuuBaetcs nof NeNCTBMEM UHTEPNENKUHOB
n TGF (trasforming gtowth factor). Bce aTu chaktopsbl
cnocobcTByi0T Mponndiepaumn SHAOTeIMAsbHBIX KINETOK,
cekpeuuu npoTeuHKMHa3s (MeTannonpoTenHasbl),
KOTOpble HeobXxoauMbl ONA PeopraHn3auMn BHEKNe-
TOYHOrO MaTpUKCa, KoopanHauun anddepeHLpOoBKM
KNEeTOK CoCynoB M aHruoreHesa [17]. AHrunoreHHble
haKTOpbl aKTUBHO CEKPETUPYIOTCA CaMUM 3HAOTENUEM,
0COBEHHO MHTEHCMBHO B YCIOBUAX XapaKTepHOM Ans
onyxonu runokcuu [17]. B pesynbTaTe B onyxonesoi
TKaHW MPOMCXOAMT Mapa-u ayTOKPWHHaA perynsauus
aHruoreHesa.

» FGFa/FGFb (fibroblastes growth factors). Mog
OencTemMeM aTMX (PakTopoB aHrMobrnacTbl Me30AepMbl
oMb depeHUMpyIoTCa B SHAOTENMANbHbIE KNETKN ANS
dhopMupoBaHusi 3MBproHarnbHbIX cocynoB. OHU NpuHan-
nexar, kak n VEGF, k ceMelicTBy pocToBbIX (DaKTOPOB.
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FGF 6b11 BbigesieH U3 MHOTMX TKaHeW, BKI0Yasa Omnyxo-
nesble [17].

CdopMmupoBaHHas Takum obpa3oM remaHrmoma
MPOXOAMUT TpU CTaauu: nponudepaumnu, ctabunmsaumm
n vHBomiouun. Ctagua nponudpepauum reMaHrmoml
XapakTepuayeTcs BbICTpbIM «0bopoToM>» (“turn-over”)
3HOOTeNManbHbIX KNeToK nof AerncTBMeM (DaKTOpOB,
CTUMYSIMPYIOLLMX aHrvoreHes (konnarexasa IV Tuna,
PCNA, bFGF, VEGF). BbicOKuWit ypoBEHb CbIBOPOTOUHOIO
VEGF n MMPs koppenupyeT ¢ TaxecTblo 3abonesaHus.
Mepexop u3 dhasel nponudrepauum B dhasy MHBOMOLMM
MPOUCXOAMT 33 CUYET U3MEHEHMUSI COOTHOLLEHUA Mexay
thakTopaMu, CTUMynupyoLWmMMKU aHrnoredes (bFGF u
VEGF) # 3HOOreHHbIMW MHrMBUTOPaMu aHrnoreHesa
(aHrnoctatuH, TGF-B — transforming factor B, uHTep-
epoH-B, TIMP — tissu inhibitor of metalloproteinas —
UHrMBMTOP HeoBacKysoreHesa,) [19]. ®a3a uHeonoOLMK
XapaKTepu3yeTcsi NOBbLILLIEHHON 3KCNpeccueit Mapkepa
3pEenocTy aHAoTeNMnanbHbiXx Knetok — ICAM-1 (CD54)
(akcnpeccupyeTcs B NpoMdepupyoLLIMX 3HAOTENN-

PucyHok 2

anbHbIX KNEeTKax u npepctaensieT coboit Monekyny
MEsKKIeTouHOM aaresun). Perpecc peanusyetcs nytem
anonTo3a. B chasy nHBonioumm aHpoTeNnansHble U CTPO-
MasibHblE KIIETKU SKCMPeccupyloT MapKepbl anontosa —
npoTeonuTMUeckne oepMeHTbl — Kacnasy 3.

F'cTonornyeckne UsMeHeHns

Tpw ructonormyeckne dasbl crefyloT OfHa 3a
APYroi, COOTBETCTBYS <XKW3HEHHOMY> LMKy reMaH-
rvomsl [20].

®asza 1. M'McTonornyecky onyxosb BbICOKOW KNETOY-
HOCTM 1 COOTBETCTBYET KNMHWYECKON dha3de nponudpe-
pauuun. OnpepenseTcs He3penas COCyAMCTasa TKaHb,
COCTOSLLast MPEeUMYLLECTBEHHO M3 KOMMAaKTHO pacrosio-
KEHHbIX SHOOTENMANbHbIX KMETOK, 3aHMMAIOLLMX NpaK-
TUYECKM BCIO MMOLLaAb Onyxonu, hopMUPYIOLLIMX efBa
pasnuMuuMble COCYAUCTbIe MOMIOCTH, AN BU3yanu3aLmm
KOTOPbIX MOXET NoTpeboBaTbCA MCMOMb30BaHMe [ONoN-
HUTENbHBIX METOA0B UccrenoBaHus (pucyHok 2A, B).
CTpoManbHble KIeTk1 BCerpa copepskat obbemHoe aapo,

W™ A — nponudbepaTtueHasn dhasa. «BupTyanbHble NpocBeThbl COCYROB>», KOMBUHALUMA U3 SHAOTENVOLMTOB M KIETOK
APYrUX NMHUIA ancbdhepeHLMpPoBKI (OKpacKa reMaToKCUIIMHOM 1 303uHOM, x 100); b — akcnpeccus GLUT1 B aHpo-
Tenum (MMMyHOrMCTOXMMMUYECKOE UCCIefoBaHmMe ¢ aHTuTenamm K GLUT1, x 100); B — Hauarno uxsonioumm (dhasa
nnaTo). Kanunnspbl ¢ TOHKOW CTEHKOW U XOPOLLIO BUAMMBIM MPOCBETOM COCYL0B, KOTOPble pacnonaraioTcs Apyr
HanpoTue apyra (OKpacka reMaToKCUITMHOM M 3031HOM, x 100); I — n3MeHeHns Nnocne 3aBepLUEHUs MHBOMIOLMM.
Penkue CTPYKTypbl 3peribix pe3uyarnbHbiX COCYA0B CPEaN BOMOKHUCTON COEAUHUTENbHOM U KUPOBOI TKaHu (oKpa-

CKa MreMaTOKCUIMHOM 1 3031HOM, x 100)

Figure 2
Infantile hemangioma: A — proliferative phase. “Virtual vascular lumen”, a mix of endothelial and cells of another ifferentiation
series (staining with hematoxylin and eosin, x 100); b — expression of GLUT1 in the endothelium (immunohistochemical
examination with antibodies to GLUT1, magnification x 100); B — the beginning of involution (plateau phase). Capillaries with

a thin wall and a clearly visible lumen of the vessels, which are located opposite each other (staining with hematoxylin and
eosin, x 100); [ - changes after the end of involution. Rare structures of mature residual vessels among fibrous connective
and adipose tissue (staining with hematoxylin and eosin, x 100)
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MHOrAa onpefeniieTcs BbICOKAs MUTOTUYECKAsA aKTUB-
HocTb. OBHapy»uBaeTcs bonbLLOE KOMYECTBO MacTo-
uMTOB. MOSKET BbISBNATLCA NEepUHEBPanbHas MHBa3MS.

®asza 2. Onyxonb cTaHoBuTCA Bonee audbdepeHLm-
POBaHHOM 1N COOTBETCTBYET KIIMHUYECKOW CTapuu cTabu-
nusaumun. MMCToNorMYeckn Onyxoslb UMeeT JonbyaToe
CTPOEHMe, COCTOUT M3 YeTKo AnddpepeHUMpoBaHHbIX
KanunnspoB C XOPOLUO OMpeAesiieMbiM MPOCBETOM,
BbICTMaHHbIX YNIOLLEHHbIM aHpoTeNMeM (pucyHok 2B).
[onbKky LIEHTPUPOBaHbI apTeEpMoIaMy U APEHNPYIOLLIMMU
BEHynamu. Ha 3ToW cTapguu CTpOMarnbHble KIeTKU He
onpegensioTcs.

®a3za 3. CooTBeTcTBYET perpeccy. 0bbeM cocy-
OMCTOM nponudbepaumny NporpeccMBHO YMeHbLLIaeTCs,
TKaHb OMYyXOSfiM 3aMeLLaeTcss BOJNIOKHUCTOW coenu-
HUTENbHOM W KMPOBOW TKaHblo (pucyHok 2I7), cpeam
KOTOpPbIX ONpeaensioTCs pefkMe OTAENbHO Pacnono-
seHHble Kanunnsapbl [21].

MMMyHorucToxmMmyeckoe uccnepoBaHue

B dhase nponudepaummn knetoyHaa nonynauus
W™ reTeporeHHa: nosIMNOTEHTHbIE CTBOJIOBbIE KIETKM
(CD133*), Hespenble aHAOTENManbHble kneTku (CD31%,
CD34*), nepuuntbl (SMA*), nepMarbHble NEHAPUTHbIE
knetku (Factor Xllla*), Makpodharu, MacToOUMTbI, Me3eH-
XWUMaSibHbIE KIETKU, MUEMNOUaHbIe KNeTKu (pucyHok 3).

3HpoTenuasnbHble KNETKU COCTaBNAT NpeuMyLLe-
CTBEHHOE BOMbLUMHCTBO U UMeloT doeHoTHn, obwmin ¢
SHOOTENMUanbHbIMU KneTkamu nnauenTsbl (Fc-ramma,
Mepo3uH, aHTureH Lewis Y, GLUT1). CaMbiM HagesKHbIM
cneunduyeckM MapkepoM, NO3BOMSAILWMUM MPOBECTM
omdpdoepeHUmManbHbIv guarHos ¢ fiobow Apyron cocyam-

PucyHok 3
KneTouHbit coctas Ul [22]

Figure 3
Cellular composition of infantile hemangioma [22]

cTov aHoManueln, siBnAetca GLUTL, koTopbii akcnpeccu-
pyetcsa B 100% cnyyaes U™ Ha nobol cTagum 3BosioLmm
Y He BbISIBIISIETCS MPU APYrMUX COCYANUCTbIX HOBOOBpa3o-
BaHWAX (3a MCKIIIOUEHWEM BEPPYKO3HOM BEHYNIO-Kanus-
napHoi Manbdgopmaumn) [19]. B 10 ske BpeMsi, KaK 1 npu
mobom fpyroM nponvdhepaTMBHOM NpoLecce SHAOTEeNM-
anbHbIX KNeTok, T WT1-nosutusHa.

GLUT1 (Glucose transporter 1; nHoeHTMdUUMPOBaH
B 2000 r.) — 6enoK, TpaHCNopTUPYIOLLMA TMioKo3y. B
PM3MONOrnyecKnx yCroBUAX OH ONpeaenseTcs B 3HAO-
TenuanbHbIX KIeTKax COCYAoB 3abapbepHbIX TKaHew,
TaKUX KaK LeHTpanbHas HepBHas CUCTeMa, CeTyaTka,
nnaueHTa, nepudyepuyeckne HepBbl, He OMPenensach B
OpYrux cocynax.

WT1 (Wilms tumor gene 1) nossonset nposecTu
omdpdepeHLmanbHbIi AMarHo3 Mexay COCYAMCTbIMU Marb-
chopMaLmMaMK M cocymamcTbiMK onyxonsmMu. CyllecTsyeT
MHEHWE, YTO 3TOT MapKep 3KCMPECCUPYETCS TOMbKO B
nponudpepupyIoLLMX SHOOTENMAbHBIX KIETKaX, HO HE B
KOMIMOHEHTaxX COCYaNCTbIX MasibchopMaLuit. B To e Bpems
HW3Kas CneuMUUHOCTb, BapMabenbHOCTb 3KCMPECCUM He
MO3BOSISIOT YHMBEPCANbHO TPAKTOBaTb pesynbTaTbl UMMY-
HOMMCTOXVIMWUYECKOr0 UCCNENOBaHUS C JaHHbIM aHTUTESIOM.

Knuanueckue nposisBneHus

PoanTenu naumeHToB fanu corfiacue Ha Ucrnosb30-
BaHWe nHpopMaumu, B TOM uncne cpotorpadpmii neten, B
HaYYHbIX UCCRENoBaHNUAX 1 NyBnKaumsaXx.

WNI™ nMeeT NNoTHO3M1aCTUYECKYI0D KOHCUCTEHLMIO,
He nynbcupyeT, besbonesHeHHa (3a MCKMOUYEHUEM
CIyyaeB, CONMPOBOXKAAIOLLMXCS N3bA3BIEHNEM UK NEPU-
HeBpanbHOM MHMLTPaLmeit).

O

Me3eHXMMarbHbIE CTBOJSOBbIE KIeTKM (agmnouunTb)
Mesenchymal stem cells (adipocytes)

vie @

/npe.u.u.leCTBeHHMK

3HpoTENnanbHon knetkn CD31

Stem cell precursor CD31

[MnanbHasa KneTka
Glial cell

CtBOnoBas KneTka \
CD133

Stem cell CD133

Mepuumnt
Pericyte
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BbloensiT Tpu KNMHUYeCKme hopMmbl:

1. HopynsipHast chopma, camas yacTas. [penctas-
NeHa B BUAe eaunHUUYHOro dpokyca.

2. CermeHTapHasa copma coOTBETCTBYET onpefe-
NEHHOMY aHaTOMWYeCKoMy cerMeHTy/mepMaTomy. C
370 POPMOW Yallle BCEro acCcoLMMpPOBaHbl CUHOPO-
MarbHble dhOpMbI.

3. MynbTudpokanbHasa dopma — pepkas. lpu
HanMuum MeHee 5 04YaroB roBOpAT O FEMaHrMoOMaTo3e;
MPW HaNMUUMKU MHOSKECTBEHHbIX MEenKMX (HeCKosbKo
MUMNIMMETPOB B AMaMeTpe) reMaHrMoM pedb Maert o
MUSIMAapPHOM FEMaHrMoMaTose, KOTopbli accouumpyeTcs
C BUCLieparbHbIMU NOpaskeHUsiMK (UalLle BCero B NaTosio-
MMUYECKUIA NPOLLECC BOBMEKAETCS NeyeHb).

Beigensiot Tpu Tuna UM B 3aBMCUMOCTH OT FyBuHBbI
MOPAKEHUS KOKM U MOAJSIEXALLMNX TKAHEV:

PucyHok 4
MoBepxHocTHas U

Figure 4
Superficial infantile hemangioma

PucyHok 5
MoakoxHasa chopma UIM okonoyLuHow obnacTu

Figure 5
Subcutaneous infantile hemangioma of the parotid region

1. MoBsepxHocTHas (koxHasa) WUI (pucyHok 4).
YactoTta BcTpeuaemocTv 50-60%. AHrnoma byrpucras,
APKO-KpacHasl, C YeTKMMM KpasiMK, BbICTyNaloLwas Haf
3[0POBOV KOMEN, C LLIEPOXOBATON (3EPHUCTOM) NoBepx-
HOCTbIO, TO, UTO B 3apybexHON nMuTepaType HasbiBalOT
Ty6epo3HOM aHrMoMOoW, UNK «KITyBHNYHON> aHrMOMOW.
3T0T TepMuH npuwen K Ham us XVI-XIX sekos (no
ybexpeHuio 'mnnokpaTta, MaTb LENaeT «OTMETUHY>»
Ha koxe nnopa) [23]. Mo cdopme oHa MoxeT BbiTh
nokanbHon (HOAYyNAPHOW MMM CerMeHTapHoMn) unu
omdbdpysHonm.

2. MopkoskHass U (15%) npencrasnset coboi
onyxofeBngHoe obpasoBaHMe C YETKMMM TpaHu-
uamu. Koxa Hap onyxosibio oT 0BbIYHOWM OKpacku Lo
pa3HOM CTENeHU CUHIOLHOCTU, MOXET bbiTb OKpy-
)KEHa MOBEPXHOCTHOM PacLUMPEHHOM BEHO3HOW CeTblo.
Pacnonaraetca nogkoskHaa reMaHruoma B rnybokux
Crosx fepMbl v runogepMe. ['eMaHrnomMa nMeet nnoT-
HO3MaCTUYECKYI0 KOHCUCTEHLMIO, Clierka Tennas Ha
owynb, Ho Be3bonesHeHHass U He nNymnbcupyloLlas
(pucyHok 5).

3. CMeluaHHas reMaHrmoma (25-35%) umeet age
COCTaBMsAoLLME. MOBEPXHOCTHYI0 Byrpuctyio n bonee
rnyBoKyIlo — MOAKOMHYIO, KOTOPas BbIXOAWT 3a rpaHuLibl
nepsoit, 0b6pasysa cuHioWwHbIA apeon [23]. 3aHuMaeT
BCIO fepMy u runogepMy. Kak npasuno, cMeluaHHas Ul
npeacTaBneHa B BUAe eAMHMYHOMO PoKyca, HO BbIBaIOT K
MHOXECTBEHHbIe. B nocneaHeM cryyae oHM MOryT cove-
TaTbCA C BUCLIEpasibHbIM nopaxeHuem [24, 25].

4. TIoMMMO onucaHHbIX 3 Knaccuyeckux Tunos UM,
BbIOENAIOT eLle 4-10, aTunuyHylo. Peub MAET 0 Hanuuum
C poskaeHus «obpa3oBaHNsA>» Ha KOXKe, KOTOPOe HanoMu-
HaeT M3MeHeHus, NpepLlecTByioLme passuTtmio U, Tak
Ha3blBaeMble MHULMANbHbIE U3MEHEHUA: CMErka BO3Bbl-
LUaloLLeecst 3pUTEMATO3HOE MATHO C TOHEHbKUMU Tere-
aHrnakTasnsmMm. 0CobeHHOCTBIO ABMAETCSH NPAKTUYECKM
MosfiHoe OTCyTCTBMe nponudiepaTveHoi dasbl (Mponu-
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dbepaumn nogeepraetcs MeHee 25% oT obLuen nnoLanm
MOBEPXHOCTU MOpaskeHns). ITM reMaHrMoMbl Has3biBaloT
IH-MAG (minimal or arrested growth hemangioma), nnm
abopTtveHas U, unu petukynapHasa U (knaccudomkaums
ISSVA, 2014 r.). BonblumHcTBO Takux Ul nokanuayiotcs
Ha KOKe HUMKHMX KOHeYHOoCTew. [opameHHast KOHEUHOCTb
0TeYHas C MHpUNbTPaLUMEN NoanesKallmMx TKaHen. 3ToT
™n UM yawe conpoBOsKAAETCA SIOKANbHbIMU OCIIOMKHE-
HUSIMW B BUOE M3BSA3BIEHUS W MOXKET acCoLMMPOBATLCS
C aHOManuAMW MOYENOooBOA CUCTEMbI, a TaKKe C
CepLeyYHOM HenoCTaToYHOCTbIO [26].

PasMepbl

Pa3Mepbl o4YeHb BapuabesibHbl: OT TOUEUHbIX A0
MUraHTCKUX, 3aHUMAIOLLIMX MOMHOCTLIO KOHEUHOCTb Wi
remutopakc. bonblmnHeTeo (80%) UM uMeloT HebonbLLmne
pa3Mepbl, MeHee 3 CM B fMaMeTpe, U HOCAT U30MUpPO-
BaHHbI xapakTep [27]. YTo kacaeTcs ruraHTCKux chop,
TO BbIGENSIOT 2 TUNa: pacnosaraiolmecs NoBEPXHOCTHO
Wnn NponndpepupyioLLe Ha NOBEPXHOCTU U B 0BbeMe.
PasMepbl MOTyT ObiTb HAaCTOMbKO 3HAUYUMbIMMU, UTO
3TO NMPUBOAUT K U3MEHEHUAM aHATOMWUUYECKMX rpaHuL,
0cobBeHHO Npwv foKanu3auuu B CKynoBon obnacTtu, B
OKOJIOYLLIHOM CITIOHHOM »Kernese.

PucyHok 6
CerMeHTapHoe aeneHune ronosbl [29]

Figure 6
Segmental division of the head [29]

INokanusauus

Tonorpadusi camasi pazaHoobpasHasi, HO YalLle BCEro
WUI™ nokanuaylotcs B obnacTtu ronosbl U wewn: 40% u
20% cooTBeTCTBeHHO [14]. BOMBLIMHCTBO (hOKasbHbIX
dopM Ha nuue (76%) pacnonaraiTca Ha BbicTyna-
lolmx yyacTkax, 60% 13 KOTOpbIX — MO LEeHTpanbHON
nuHum nuua [28]. CaMble yacTele — 3TO JIOKanM3o-
BaHHble chopMbl, NnLb 24% — cermeHTapHble. BoigensioT
4 30HbI PACMOJIOMEHUS, COMIACHO YCMOBHBIM CErMeHTaM
(S1-S4) (pucyrHok 6).

HekoTopble BUAbI NOKanM3aLmii MOryT yKa3blBaTb Ha
HanMune OCIOMHEHWA, MPY 3TOM CErMeHTapHble hopMbl
B 11 pa3 vallle accoLMMpOoBaHbI C 0CMOoKHeHUaAMM [30].

3soniouums

U™ npencTaBnseT coboi «AMHAMUYECKYIO OMyXO0sb»,
T. €. OHa UMeeT OMpefeneHHYID KUHETUKY, npeTep-
neeas Tpu ¢rasbl pa3BUTUA: pocTa, cTabunmsaumm u
perpecca.

06biuyHo B 70% cnyyaeB UIM npu poskoeHun oTcyT-
CTBYIOT ¥ HQUMHAIOT NPOSIBNSATLCS JULLb YEPEe3 HECKOSIbKO
[Hel/Henenb nocne poxaenus [11, 31]. HeobxoanMo
OTMETUTb, YTO NOAKOKHbIE POPMbI MOMYT BbITb KNUHMU-
UECKW BbISIBMEHbI NULLb K Bo3pacTy 2—3 Mecsaues [11].

S4 — nobHoHa3arbHbIN CErMeHT
S4 - frontal-nasal segment

S1 - no6HOBUCOYUHBIN CerMeHT
S1 - frontal-temporal segment

S2 — BEPXHEYENIOCTHOM CErMEHT
S2 — maxillary segment

S3 — HUXKHEYETIOCTHON CerMeHT
S3 — mandibular segment
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MHuumanbHble NposiBNeHns MoryT bbiTb NpeacTaBneHsbl
B 1/3 cnyyaes NOKanbHbIMU U3MEHEHUSMU KOXKU B
Buoe BnenHoro NATHa, NOXOXKEro Ha ramapToMy, nnbo
B BuLe BnenHo-po30Boro NATHa/KanUNNApHON CETKM,
KOTOpbIE B TEYEHWE NOCNEAYIOLLMX HECKOMbKMX MECSILIEB
nporpeccueHo pacTyT (dpasa paHHeit v BeicTpoit Nponu-
hepaumnmn cMmeHsieTcs pason No3nHen M MenfieHHoM
nponudepaunn), NpuUHMMas BWUA KIaCCUUYECKOM
reMaHrMoMbl.

®asa nponudrepaumnn 3asepLiaeTcs 06bIuHO K 6—8
MeC ANsi MOBEPXHOCTHBIX DOPM MM MOKET NPOAJSIUTLCS
00 9-12 Mec OnA MOAKOMHBIX M CMELLaHHbIX (QOpM
U [31]. B 80% cnyuaes WUl ynsaneaeT CBOit pa3mep,
pocTturast puHanbHoro obbema K Bo3pacTy 5 MecsiLeB
[31], B 5% cnyuaes pa3Mep yTpauaeTca. M B oueHb
penkux crnyyasx (MeHee 5%) cMewwaHHble M pocTu-
ralT rMraHTCKMX pasMepoB, a nponudpepatuBHas asa
MOKET ouTbes 1o 24 mec [30].

PucyHok 7
CTepeoTunHble aTanbl 38osoUmm [18]

Figure 7
Stereotypical evolutionary phases [18]

MpubnuantensHo ¢ Bo3pacTa 8—9 MecsALeB Hauu-
HaeTcs pasa cTabunusaumu, KoTOopas ANUTCA OT
12 po 36 Mec. B aToT nepuop 3aBepluaeTcs pocT
Ul » HaunHaeTcs MepneHHas CNOHTaHHas WHBO-
NIoUNS, KoTopasi KMWHUYECKU MaHudecTupyeTt ¢
LleHTPasibHOro NPOCBETNEHNS Y KOXHbIX FEMAHIMMOM W
«0CEAaHUN» MATKUX TKAHEN MpY NOOKOMXHbIX hOpMax.
MHorpa dasbl pocTa u perpecca MoOryT npoTekaTb
napannensHo. B 60% Wl nonHocTbio perpeccu-
pyeT K 4 ropaM, B 76% — k 7 ropam [11], ocTaBnss
nocne ceba pesvpyanbHbll «apAbnbIn KapMaH»
(pucyrok 7).

CpenHuin BO3pacT 3aBepluieHua drasbl MHBO-
mioumn — 3,5 ropa [31]. HeobxoaMMO OTMETUTB, UTO
MOAKOXHblE POPMbI MMeloT Bonee MeAneHHylo UHBO-
niouMIo, YeM NoBepxHOCTHble (KosHble). OHM MoryT
perpeccupoBaTb He MOJIHOCTbIO, OCTaBMAs nocne
ceba pnbpo3HO-KNPOBYIO TKaHb. MHOrLa Koxa MoXeT

P .

HoBOpOXAEHHbIN 0-2 mecsiua 2-10 MecsueB 1-5 net 5 net 7 net
Newborn 0-2 months 2-10 months 1-5 years 5 years 7 years
PucyHok 8
®asbl asosiounn U [22]
Figure 8
Phases of the infantile hemangioma evolution [22]
Pasmepbl U
Size of the infantile hemangioma
A
Mponudpepauusn Crabunusaums Perpecc
Proliferation Stabilization Regression

J 80% nocTUrnn CBOEro OKOHYaTeNbHOro pasMepa Yepes 5 Mec
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cTaTb Apabnoi u3-3a NoTepu 3M1aCTUYECKUX BOSTOKOH
UK pa3BUTb UBMEHEHWS MO TUMY TeneaHrnaKTa3ui.
Ha pucyHke 8 npenctaBneHbl dpasbl 3BOAIOLMN BO
BPEMEHHOM UHTEpBane.

3Tn 0cobeHHOCTU TeUEHUA FTEMaHTMOM OMNpaBabIBaIOT
no3uumio HabiogeHUs Npu YCIoBUKM, ECNN OHW HE COMPO-
BOXKOAIOTCS OCTIOMKHEHUSMM.

OcnoxHeHus

HecMoTps Ha cnoHTaHHbIN perpecc, Habnwogaio-
wurica B 90% cnyyaes, HEKOTOPbIE BUAbI FTIOKaNM3aumn
MOryT NPUBOAMTb K Pa3BUTUIO OCIIOXHEHWI 1 TpeboBaTb
MeOWLMHCKOro BMellaTenbcTBa nnbo ykasbiBaTb Ha
BO3MOMHOCTb CUCTEMHbIX NposiBrieHnit [11].

I. UI', npuBopsyne K NT0OKaNbHbIM OCJI0MHEHUSAM
(Hekpo3/un3bsizsnenne/sTopuyHoe nHgpuynposaHme/
KpoBoTeueHne)/ (hyHKUMOHaNbHbIM PacCcTPoiCcTBaM

lNokanbHble OCMOMKHEHUSA ABAAITCA CaMbIMU
yactbiMu (16%), NO AaHHBIM OLHOMO U3 KPYMHbIX UCCHe-
poBanwit [14], v nponcxoasaT B nponudepaTveHyio dpasy
[11]. dakTopamu pucka sensawTcs 6osbliok pasmep
COCYAMCTOW OMYXOSN, €€ KIMMHUYECKME XapaKTEPUCTUKM
v Tonorpadous (cknagku, BepxHss ryba v wes), a Takxe
NTOKanM3aums Ha rpaHmue Co CIM3UCTBIMM.

"'eMaHr1oMbl 0cobbix MoKanMsaumn:

e MNanbnebpanbHas. OKK0O3WA rNasa C PUCKOM
paseBuTMa cTpabusma (B 1/3 crnyyaes), acTurmMaTnama
unu ambnuonuu nopaxeHHoro rnasa. [locnepHee
OCIOXHEeHWe ABMSAETCA CaMblM FPO3HbIM U Pa3BMBAETCS
B 43-60% cnyuaes [32]. BHyTpuopBuTansHoe n petpo-
opbutansHoe pacnpocTpaHeHne VT MOXET OTOABUHYTb
rnasHoe A61oKo, NPUBECTU K MHCPUIbTPaLMK rNa3oaBu-
raTenbHbIX MbILLL, U COABIEHWIO 3pUTENBHOI0 HEpBa CO
BTOPMYHON ero atpodmein. B peaokux cnyyasx nepuop-
BuTanbHoe pacnonoxenue U MoxeT coueTtatbesi ¢ UM
panysKHoW 0600UKM.

o JlabvanbHas. Yalwe Bcero oTMevyaeTca nopa-
meHue BepxHeit ry6ol (70%), a Takke nepubykasbHas
nokanuaaums. M3bA3BneHnUs, NOBbILEHHOE CIIIOHOT-
eyeHne, pacCTPOMCTBO COCaAHUA, a TakKe MOoryT
HabniopgaTbCA CTPYKTYPHbIE HapyLUeHWA CO CTOPOHbI
dopMupoBaHus yenioctun n 3ybos, ocobeHHO mpwu
pacnpocTpaHeHHbix dopMax. Jlokanusauma Ul B
obnactu HuHelt rybol (25%) MoxeT npusoauTb K
CHWXXEHMIO ee MbILLEYHOM cusibl, a B 30% crnyyaes MoxeT
PasBUTbCA MOpa)eHne MOArNOTOYHOro NPOCTPaHCTBA.
Mpu Takmx nokanusaumsax Heobxoomm obAsaTenbHbIN
ocMmoTp JIOP-Bpaua, a Take npoBefeHue LOMOSHU-
TesIbHbIX UCCIEeLOBaHWA.

e HasanbHasa. Yrposa noBpexaeHuss u gedop-
MaLMK HUKENEKALLMX XPSALLEBLIX CTPYKTYP B pe3ysib-
TaTe HEKpO3a, BTOPMYHOE MHMUMpOBaHUe; 0bTypaums
BO3OYXOHOCHbIX nyTei. OTAeNnbHO BbIAENAT aHr1omy
«CnpaHo» — reMaHrMomMa KOH4YMKa Hoca. 3TO MOAKOXHas
dopma. Ecrim remaHrnoMa cMmeluaHHas, TO OHa MOXET
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BbITb MPUUMHOM HEKpPO3a Xpslla (KOHUMKa U Kpbinbes
Hoca), NpuUBOASA K HeobpaTuMoi fedpopMaumm.

*  AypukynsipHasi. 3aKpbITUE HapPYHOMO CIyXOBOro
MPOX0Aa, HEKPO3 XPSLLEN YLLHOW PaKoBWHbI, BTOPUYHOE
nHununpoBaHune, pedopMauus YLWHON PaKOBWHbI,
noTeps cnyxa.

« OxonoywHas obnacts. KnuHuuecku UM npencras-
NeHa yHWUnaTeparnbHbIM NOpPaxeHVeM B Buae HebonbLLow
OMyXOneBOW Macchbl NMPU POXAEHUU, KOTOpPas OYeHb
BbicTpo yBenuumBaeTcs B pasMepe. Onyxonb donyKTy-
npyloLLlas, noaswkHasi, besbonesHeHHas. OHa pacnona-
raeTcs BHYTPW »Kene3bl, He BbIX0as 3a Npenenbl Kancyrnbl
W He 3aTparuBas HW MOAJiesKallMe TKaHU, HU KOoxy. JTa
NTOKanM3aLUmst MOXET NPUBOLUTD K MOPasKEHUIO IMLEBOIO
HepBa. MHBOMIOUMA HauMHaeTCs NO3Ke, YeM 0ObIYHO,
¢ Bo3pacTta 18 MmecsueB € NOMHbIM UCYE3HOBEHUEM
k 6—8 rogam.

e lepuHeanbHas obnacTb. [NopaxeHne 3ToM
obnactn BcTpeuyaeTcs peako, MeHee yeM B 10%
CnyyaeB, HO XapaKTEPU3YETCH OYEHb BbICOKMM PUCKOM
Pa3BUTUA HEKPO3a, U3bA3BIEHUA U CyNepuHDeKLUn.
N3bassneHne otMevaetcs B 80% cnyyaes npu goctu-
meHun Ul Bonee 5 cm® n nuweb B 10%, ecnu nnowapb
nopaskeHusi He npesblwaet 2 cM® [33]. KnuHnueckm oxu
MOryT BbITb NpefcTaBneHbl ABYMS OCHOBHbIMU hopMaMm:
B BMOE OMyXONM — YeTKO OrpaHUyeHHble Mbo noBepx-
HOCTHbIe, HO pacnpocTpaHeHHble. KpoMe Toro, faHHas
NOKanu3aunsa MOMEeT COMPOBOMKAATLCA Pa3NUUHbIMY
ManbchopMauusaMu (aHoreHUTanbHbIMK, ypomnoruue-
CKUMMU, KOXHbBIMU), BKITIOYas OTCYTCTBME MaslblX NOSOBbIX
ryb, atpodumio 6onbLuMx NonoBeIX ryb, aTpesuio aHyca,
Hanuume NMnoM. AHOManuu pasBUTUSE OPraHoB NMPOMEXK-
HOCTW MOryT COMPOBOMAATLCA HaPYLUEHUSMU MUKLWK
n nedbekaummn. laHHble aHoManumn MoryT notpeboBaTb
XUPYPrUYeCKON KOPPEKLMM NOCHE KYNUPOBaHUA NPOsiB-
NEHWUI reMaHrMoMBI.

¢ CakpanbHas obnacTb. MoxeT coueTaTbcs C
MHTpacnuHanbHbIM PacnpoCTPaHEHUEM, YTO MPOSBAA-
€TCS CHUKEHMEM MbILLEYHON CUSbl B HOTaX, BE3UKO-Ypu-
HapHbLIMX PACCTPOMCTBaMM, a TaKKe 0TMEYaeTCA YacTas
accoumaums co spina bifida.

« OkonocockoBas obnactb. UM ¢ nokanusauuen
B 0611aCTV MOMOYHOW XKefe3bl MPUBOAMT K HapyLUEHWIO
ee pa3BWUTMS, aCUMMETPUM TPYLHOM KIIETKM U MOJOYHBIX
Xenes.

+ 06nactb cTonbl/k1cTH. Hapylenue noxonku/
HapYLLEHUA B XBaTaTeSIbHbIX ABUKEHUSAX PYK.

CnoHTaHHOEe U3bA3BIIEHWE ABMSIETCS CaMbIM YaCTbIM
OCJIO}KHEHWEM FeMaHIrMOMbI, YacToTa BCTPEYaeMOCTH
cocTasnsieT 16% [34] n 0bbluHO Bo3HUKaeT B dhase ee
pocta/nponudepaunn (cpeanuin BospacTt 4 Mecaua)
[35]. N3bsi3BNEHWe MOXET NPUBECTH K KPOBOTEUEHMIO U
BTOPUYHOMY MHdpMUMpoBaHUio (prcyHok 9), a Takske K
dhyHKUMOHasbHbIM paccTpoicTBaM. N3bsasBneHne Bceraa
COMPOBOKAAETCA Bblpa)eHHbIM BofleBbIM CUHAPOMOM.
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M3bsi3BNEHHblE yYacTKM B NOCMefyioLWeM MOryT OCTaB-
naTtb nocne ceba pybuosbie naMeHeHus. [MOOKOMKHbIE
dPOpMbI He CKMOHHbI K U3BA3BEHMIO.

[Mpy NOBEPXHOCTHbIX M CMeLlaHHbIX Thnax U™ MoxeT
pa3BUTbCH HEKPO3, KOTOPbIN BblBa€T CMOHTaHHLIM MKW
CMPOBOLMPOBAHHLIM NledeHneM (KpuoTepanus, ckie-
poTepanusa, pagMoTepanusi — faHHble BUAbI NeYeHus B
HacTosiLLee BpeMsl He ABMSAIOTCA npuopuTeTHbIMM) [36].
Hekpos MaHudecTpyeT C NOSBMEHNUSA YEPHOW KOPKM,
YyCKOpPsieT Npouecc MHBOMIOUMM M OCTaBnseT nocrne
cebsa 3ameTHbIn pybel. [pnynHa CNOHTAaHHO BO3HMKa-
IOLLIEr0 HeKpo3a A0 KOHLA HEeW3BECTHA, HO HEKOTOPbIE
aBTOPbI NpennosiaraioT, YTo Npu BoMbLUMX reMaHrnoMax
B CTaguv nponudpepaummn MoxeT 0TMeyaTbCst HefocTa-
TOYHbIN KPOBOTOK, HEOBXOAMMDIN A1 MUTAHWS OMYXOSM.
HekoTopble LMTOKMHBLI MOMYT BbITh 3aAeiCTBOBaHbI, Kak,
Hanpumep, dpaktop Hekposa onyxoru (TNF).

PucyHok 9
CMewwanHbIn Tvn U™ € n3bA3BRNEHMEeM U BTOPUYHBIM
WHMUMPOBAHMEM

Figure 9
Mixed type of infantile hemangioma with ulceration and
secondary infection

Tabnuua 3
Knaccudomkaums ISSVA 2014 r.

Table 3
ISSVA 2014 classification

Il. UI', conpoBoxpawwmnecs HapylweHWeM
BUTasIbHbIX (BYHKUMIA

3T OCNOXHEHWS PeAKM, HO O HUX Hapo 0bA3aTeNbHO
MOMHUTB!

e PecnupatopHbin gucTpecc-cuHApoM. MoskeT
HabnogaTbCsA NpyU NoOKanu3auumM CoCyancTon Onyxomu
B 06nacTu BepxHMX ObIXaTemnbHbIX MyTEW, B YACTHOCTU
B MOAMSIOTOYHOM NPOCTPaHCTBE. Takylo NoKanusaumio
HEeOoBXOAMMO WCKMIoYaTb MPW HaNMUMUMM FEMAHrUOMbI B
LweiHo-nnueBoit 06nacTu (NepenHss NOBEPXHOCTb LUEeU,
HWsKHAS TyBa, nonboponok), B obnacTu cermenta S3. Mpw
[AHHOM MOKanu3aunmn pecrnmpaTopHbIA BUCTPECC-CUH-
OpoM Habnopaetcs B 1/3 cnyuaes [37, 38].

* CeppeyHas HEQOCTaTOYHOCTb. MOKET pa3BUTLHCS
npv 3KcTeHcuBHbIX dhopmax WIT, a Takske npu nopa-
KEHUM neyeHn. lMaTonornyeckuii Npouecc B NeyeHu
MOXET ObITb KaK M30/IMPOBaHHbIM, TaK U COYETATbCH C
nopaseHueM koxu [39]. Bce atu chopMbl U yeunueaioT
0bpaTHbIV BEHO3HBIN BO3BPaT KPOBW, YBENMUMBas Npea-
Harpysky Ha npasble OTAeSbl cepaua.

* enynouHo-kuLLeyHoe KpoBoTeueHue. B peakmx
CnyyYasx MacCUBHOE KenyAoYHO-KULLEYHOE KPOBOTE-
YEHWe MOXKeT OCNOoXHUTL TeueHne UM ¢ nokanusaumen
Ha CIIM3UCTLIX KeMyLoUHO-KULLIeUHoro TpakTa [40].

lll. UI', conpoBompaaioinecs CTPYKTYPHbIMU U
BUCLI€pasIbHbIMWU aHOMAaNUAMU

BcTpevatoTcs npu Tak HasbiBaeMbIX CErMeHTapHbIX
Ul (pucyHok 10), koTopble TpebyioT 0coBoro BHUMaHW,
TaK KakK NpencTaBnsioT coboit He TONbKO 3CTETUYECKYIO
npobreMy, HO 1 MOryT CKpbIBaTb FPybble (hyHKLMOHANbHbIE
M3MEHEHWsI CO CTOPOHbI APYrMX OPraHoB U CUCTEM.

[lBa 60sIbLLKMX CMHOPOMA, HEAABHO OMWUCaHHbIX, acCo-
LMMPOBaHbI C pPasnUYHbIMK BUCLIEPanbHbIMUM aHOMa-
nuamu (Tabrmua 3).

CunppoM LUMBER: PELVIS (perineal angioma,
external genital malformation, lipomyelomeningocel,
vesicorenal abnormalities, imperforate anus, skin tag)/
SACRAL (spinal dysraphism, anogenital, cutaneous,
renal and urologic malformation, angioma lombosacral)
accoLMMPYeTCH HaIMYMeM OrpOMHON reMaHMMOMbI NOSIC-
HWYHO-KpeCTLOBOWM 0BnacTv/nepuHearnbHoM C aHo-reHN-
TO-BE3WKO-PEHaNbHbIMW U CMMHAMNBHBIMW aHOMAaUSIMU.

CuHopom PHACE/PHACES (posterior fosse abnor-
malities, hemangioma, arteries anomalies, coarctation
aortic, eyes troubles/sternal malformations) acco-
LIMMPYeTCA C TMraHTCKOW reMaHrMoMomn nuua, HeBpo-

['eMaHrvoma HuxHe yacTu Tena, YporeHuTasibHble aHoManunu, N3bsa3BlieHnsa, MmenonaTuna,

CvHapom LUMBER (PELVIS/SACRAL)
LUMBER (PELVIS/SACRAL) syndrome

pAecbopMaLma KOCTel, aHopeKTanbHble ManbopMaLmnm, apTepuasbHble aHoManuu,

noyeyHble aHoOManuu

Lower body hemangioma, urogeniital anomalies, ulceration, myelopathy, bony deformities, anorectal

malformations, arterial anomalies, and renal anomalies

nOpOKM passuTUA 3apHen qepenHoﬁ AMKK, reMaHrMoma, apTepualibHble aHoManumu,

CwHapom PHACE/PHACES
PHACE/PHACES syndrome

cepaeyHo-CoCyaMCTble aHOManuK, rnasHbie aHoManuu, aHoManuu rpyauHbl
Posterior fosse abnormalities, hemangioma, arteries anomalies, coarctation aortic, eyes troubles/

sternal malformations

Pediatric Hematology/Oncology and Immunopathology
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PucyHok 10
CermeHTapHas Ul

Figure 10
Segmental infantile hemangioma

Tabnuua 4

MIOTMYECKUMU, KapAMOBACKYAPHBIMU U OKYMAPHBIMUI
aHoManusamu [13]. YacTota BCTpeuaeMocTv cocTaBnser
2,3% cpenm Bcex remaHrnom n 20% cpenn reMaHrmom,
NOKanu3oBaHHbIX B 0611aCTW Nnua co 3HauMMbIM Npeob-
nafaHvem nesoyek (9:1). B nutepaType onucaHo OKomo
300 cnyuaes [41]. B tabnuue 4 npencTasneHbl AMarHo-
cTnyeckme kputepum PHACE-cuHapoma.

IV. U, conpoBospalowmecs BucyepasnbHbiMU
nopaxeHuamMm

CoyeTtaHue WUl ¢ BucuepasnibHbIM MOpa)keHneM
BO3MOKHO B TPeX Cyyasx:

- MPU HaMMYMKM MHOSKECTBEHHBIX FreMaHruoM (6onee 5);

- npu Hanuumn U c nokanusaumen B obnactu
MPOMEXHOCTH;

- npu Hanuuumn U ¢ nokanusaunei B cakpanbHoOn
obnactu.

Hanbonee yacTbeiM BuCLEpanbHbIM OpPraHom,
KOTOPbIV BOB/IEKAETCA B MaTOMOMMYECKU npouecc,
ABNseTCcsA neyeHb. [lopaskeHne neyeHn Heobxogumo
UCKIloYaTb Npw:

- Hanuuun Bonee 5 reMaHrMOM Ha Koxe unu

- NPy TaK Ha3bIBaEMOM AMCCEMWUHUPOBAHHOM, MU=
apHOM remMaHrmomatose (CMMNTOM «Boskbeit KOPOBKU>)
(pucyrok 11).

ImnarHoctuyeckue kputepun PHACE-cuHapoma [18]

Table 4

Diagnostic criteria of PHACE syndrome [18]

Tun aHoManuu
Anomaly type

Onucaxue

O6cneposaHus
Description

Examinations

3agHss yepenHas sMka/
apyrve aHoManum LIHC
Posterior cranial fossa/other
CNS abnormalities

AHoManus [leHan—Yokepa, aHOManuu passuTHs NonyLuapuii u/unum yepss
MO3)euKa, apaxHouaanbHasa KucTa
Dandy-Walker anomaly, developmental anomalies of the hemispheres and / or
cerebellar worm, arachnoid cyst

MPT/MPT 8 aHrvopeskume, KT-
aHruorpadowms
MRI/MRA, CT angiography

["emaHrnoma
Hemangioma

CermeHTtapHas remaHruoma mmua S1 + S4 unun S3 B 34 cnyvaes
(reMuchaumanbHasi, BO3MOXHO, BunateparbHas). [ipyriie BO3MOXHble

nokycbl: opbuTta, roptaHb, NOArNOTOYHOE NPOCTPAHCTBO, reMucdepa
LIHC, BHyTpeHHee yxo, xopuounaanbHas 0boniouka opbutsl, MEHMHIMaNbHaAsA
obonoyka
Segmental hemangioma of the face S1 + S4 or S3 in % cases (hemifacial, possibly
bilateral). Other possible loci: orbit, larynx, subpharyngeal space, CNS hemisphere,
inner ear, orbital choroid, meningeal membrane

MPT, napuHrockonus, Y3W

OpraHoB OpIOLLHOM N0N0CTH

MRI, laryngoscopy, abdominal
ultrasound

AHOManun apTepuasnbHbIX
cocynos
Abnormalities of arterial vessels

MHTpakpaHmaribHble cocyasl (BepTebparibHasi, BHYTPEHHsI/HapyskHash COHHast
apTepusi), CTeHo3b! LiepebparibHbiX COCYLOB, aHOMan1u passuTHs (areHesus,
runonnasvs, abeppaHTHble coCyapl, NEPCUCTEHLMA SMBPUOHAMbHBIX
COCY[0B, aHEBPU3MbI, KOJITaTeparbHble cocyabl, aHoManus Moiis-Moiis)
SKCTpaKpaHmaanue cocyabl [I'IO,U,KJ'IIOLIMHHaﬂ, aopTa u T.ﬂ.]
Intracranial vessels (vertebral, internal/external carotid artery), stenosis of
cerebral vessels, developmental anomalies (agenesis, hypoplasia, aberrant vessels,
persistence of embryonic vessels, aneurysms, collateral vessels, Moya-Moya
anomaly)

Extracranial vessels (subclavian, aorta and others)

MPT v MPT B aHrnopesxume,
a@HrMo-TOMOIEHCUTOMEPUSA
LUeAHO-TPY[HOr0 OTAENA.
Oxokapavorpadcus, Y3Ir
COCYOB LLen
MRI and MRA, angio-
tomodensitomeria of the
cervicothoracic region.
Echocardiography, ultrasound
dopplerography of the vessels of
the neck

AHOManuu cepaeyHo-
COCYAWCTON CUCTEMBI
Abnormalities of the
cardiovascular system

KoapkTauus aopTbl. BpoxaeHHble MarnbghopMaLmm (apTepuarbHbii
MPOTOK, aTpe3ns TPUKYCMMAANbHOro kranaxa, TeTpaga ®anno, aecekTsl
Memnpe,ucepp,Hoﬁ/MemmenynotJKosoﬁ I']IepeFOPOD.OK, CTeHO03 Jfiero4Horo
CcTBONA
Coarctation of the aorta. Congenital malformations (ductus arteriosus, tricuspid valve
atresia, tetrad of Fallot, atrial/interventricular septal defects, pulmonary stenosis)

Oxokapavorpadousa, Y3
cocynos Len, KT-aHrnorpadpms
Echocardiography, ultrasound
dopplerography, CT angiography

AHOManuu rnasHoro s6moka
Eyeball anomalies

KonobomMa, MVIKpOCbTaJ'IbMVIH, runonsia3na oNTUYeCKoro Hepea, rnaykoma u

op.
Coloboma, microphthalmia, optic nerve hypoplasia, glaucoma and others

OdpTanbMosnormyeckuin ocMoTp,
MPT
Ophthalmological examination, MRI

CpenuHHble aHoManum
rPYAHOW KNETKM 1 BpioLLHOM
CTEHKM

Median chest and abdominal wall

abnormalities

[ledpeKTbl rpyanHbl (BopoHKooBpasHas rpyab, pacLuenvHa rpyamHbl),
aHoManus 6enon NMHWUK XunBoTa
Sternal defects (funnel chest, cleft sternum), abdominal white line anomaly

PeHtreHorpadous, Y34
X-ray, ultrasound

ﬂpyrwe 3Ha4yMMble aHOManun
Other significant anomalies

TMNoNUTYUTapKU3M, rMnoTMpPeos
Hypopituitarism, hypothyroidism

OHOOKPUHHBIV CTaTyC
Endocrine status

lMpumeyvanne. UHC — ueHTpansbHas HepsHas cuctema; MPT — MarHuTHo-pe3oHaHcHas ToMorpagus; KT — koMnbioTepHas Tomorpaghus; Y3U — ynbTpa3sykoBoe
uccneposarue; Y3l — ynbTpa3sykoBas gonsneporpagus.
Note. CNS - central Nervous system, MRl — magnetic resonance imaging; CT — computed tomography.
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ObpasoBaHua B neyeHn npu U npepcTaBneHsl
MynbTUPOKaNbHbIMM NMBO [UCCEMUHUPOBAHHBIMM
chopmamu [39]. OHM MOryT COMPOBOMKAATLCS HE TOSbKO
CepaeYHo-COCYAUCTON HeAOCTaTOYHOCTbIO (CM. BbilLe)
1 abooMMHaNbHbIM KOMMAapTMEHT-CMHAPOMOM, KOTOpbIe
yalle BcTpevatoTca npu Andpdpy3Hbix dhopmax [42], Ho
TaKxe TAKenon npmobpeTeHHOM rnodyHKUMen WwuTo-
BWOHOW Kenesbl, CBA3aHHOW C MOBbLILIEHHOW aKTUBHO-
CTbi0 MOAOTPUOHMH feitoanHaskl 3-ro Tuna (pepMeHT,
paspyLUaoLmMit TUPOKCHUH) n/unu cekpeumein TTI-no-
no6Horo dpakTopa-TupotponuHa (TSH-like factor) [43].
'MnoTupeos Habniopaetcs Bcerga npy AMAdY3HbIX
dopmax u B 21,4% cnyyaeB npu MynbTUOKaNbHOM
nopameHuun [42]. TUnodyHKLMA LUMTOBMAHOW enesbl
perpeccupyeT napasnnenbHO WHBOMOLMW FeMaHIMoM B
neueHu [44]. Bctpeuaetcs Takwe codvetanue Ul neuenn
C Tsenon TpoMbounToneHnen, KoTopas Takke pa3spe-
LaeTcs napannefnibHO perpeccuv reManrnom. MHeo-
NIOLUMA FeMaHrMoOM NeYeHn MPOUCXOAUT MapannefibHo
MHBOSTIOLMN FEMaHIMOM Ha KOMKeE.

V. OctatouHbie nposisrienns Ul

B csoeM ucxopne Ul B 55-65% cnyyaeB moryT
MPUBECTU K 3HAUMMbIM JTOKambHbIM U3MEHEHUAM MSAMKMUX
TkaHet [45, 46]:

- TeneaHrnoaKkTasum (84,3%);

- hnBPO3HO-MMpOoBble n3MeHeHus (47,1%);

- aTpodous Ko (32,6%);

PucyHok 11
MwnuapHbIi reMaHrmoMaTos

Figure 11
Miliary hemangiomatosis

- pybuoBble nameHeHus (pucyHok 12);
Yalle Bcero BTOpUYHble pybuUOBbIE M3MEHEHUS
HabmiofaloTca Npu cMeLlaHHbix doopMax UM dakTopamu

PucyHok 12
BTopuuHble pybLoBble M3MeHeHWS B 06acTy yLLHOW
PaKOBMHbI

Figure 12
Secondary cicatricial changes in the auricle area
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PUCKa TaKske SBNAIOTCA 06beM NoBepxHOCTHOM YacTu U
1 XapaKTepuUCTUKM ee penbeda (byrpucTas NoBepXHOCTb
no Tuny «byrbiskHOM MocToBOW») [11, 45].

[narHocTuka

[lononHuTebHbIE UCCrefoBaHus, Takme kak Y3U/
Y30OI', MPT ¢ KOHTpPacTHbIM yCUJIEHWEM, MO3BONSIOT
LOMOSTHUTb KITMHUYECKYIO KapTUHY B COMHUTESbHbIX
cnydasix. To ecTb 3T0 pedyepeHcHble UCCNefoBaHus,
HeobxoouMble ONA MOATBEPXAEHWUA AuarHos3a. OHu
MOryT BbITb He0BX0AMMBI, HanpMMep, NpU MNOOKOKHON
NOKanu3aLumm onyxosnu.

Mpu Y3U MOxHO onpenenuTb OMyXoJieBylo Maccy,
YETKO OTrpPaHUYeHHylo, reTeporeHHyio. Onyxonb umMeet
rMNepBaCcKYNAPHbIA XapakTep C HU3KUM CONpoTuUBe-
HWEM B apTepuarnbHbIX COCydax BHYTPW OMyXoneBoMn
macchbl [47]. OCHOBHble CIOKHOCTM B YNbTPa3ByKOBOWA
LOMarHoCTUKe BO3HMKaIOT Npu nposefneHun auddepeH-
LManbHOro aMarHo3a ¢ COCYAUCTbIMU apTEepPUOBEHO3-
HbIMU ManbOPMaLIUAMU, BPOKAEHHBIMU FreMaHr MIOMaMU.
OTnuuntenbHasa ocobeHHOCTb mocneaHux — bonbluee
KOMMUYECTBO COCYAOB M Hanmuune KanbuuHaTos [48].
BesycnoBHo, ynbTpa3ByKoBasi KapTUHA MEHSETCS B XO[e
uxsonioumn U [48].

MPT-uccnenoBaHue MoxeT BblTb PEKOMEHLOBAHO
NPV COXpPaHEHUW COMHEHWI nocne nposegeHus Y3W.
MPT ponHa NPOBOAMTLCA C KOHTPACTHBIM YCUIIEHUEM.
UIM npencTaBneHa 4YeTKO OTFPaHUYEHHON OMyXOfeBon
MaCcCOMN C M3OMHTEHCMBHbIM CUMIrHanoMm Ha T1 v ¢ rune-
PUHTEHCUBHBIM CUrHanoM Ha T2. OTMeuaeTcsl yeuneHHoe
KOHTPaCTUPOBaHWE C MOBbILLEHHBIM KPOBOTOKOM MOCHE

BBELEHUS KOHTpacTHoro BelecTsa [47]. Oudbdpyaunon-
HO-B3BeLLeHHOoe n3obpaxeHue nossonset otnmunte U
OT 3MoKaYecTBeHHoI onyxonu [49].

Ecnu coBOKYMHOCTb KIMMHUKO-MHCTPYMEHTASbHbIX
AaHHbIX He NO3BOMISEeT OKOHYaTeNbHO MOATBEPAUTL
OomarHos, Heobxoaumo npuberHyTb K Broncum onyxonu,
NpenBapuTeNbHO OLEHWMB BO3MOKHbIE PUCKW MpOBe-
[eHUs JaHHOro uccrneposaHua (Hanpumep, BeposT-
HOCTb Pa3BUTUS TAKENOro KPoBOTeUeHus). BesycrnosHo,
FMCTONOrMYecKoe NCCrenoBaHne no3BoSIMT YCTaHOBUTb
AnarHos.

LononHuTenbHble UCCenoBaHNUa Takxke Heobxo-
OVMbl MPY HaMMUMKM OCMOMKHEHHbIX dhopM UI™: npu nopo-
3peHMM Ha BOBJlIeYEHWEe B MaTONOMMYECKMIn npoLecc
BHYTPEHHWX OPraHoOB M BO3MOXHbIX aCCOLMMPOBAHHbIX
aHoManuu.

B nopasnsiowem BonbwuHcTee cnydaes (90%)
[MarHo3 CTaBUTCA Ha OCHOBaHUM aHaMHe3a (BpeMs
NOSIBIIEHWS NepBbIX NPU3HaKoB 3abonesaHus), xapak-
TEPHbIX NPU3HAKOB OMYX0JSIM U KMUHUYECKOrO TEYEHUS
3abonesaHus.

UCTOYHNK ®UHAHCUPOBAHUA
He ykasaH.

KOH®JTIUKT MHTEPECOB
ABTOpbI CTaTbu MOATBEPAMNM OTCYTCTBUE KOHMDIIMKTA MHTEPECOB,
0 KOTOPOM Heobx0aMMo CoobLLMTD.
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