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Korpa 6onesHb BbIxoguT 3a npepernbl
KOXXMW — U3MEHEHUS Ha KOXe MOryT BbITb
NMPU3HAKOM CMCTEeMHOro 3aboneBaHus

JI.A. XauatpsH, .M. Hukonaesa, A.l1. LLlepbakos

@I'BY «HaumoHarbHbli MEANLMHCKNIA UCCIER0BATENIbCKUI LIeHTP AETCKOM reMaTosiormm, OHKOSI0Mrn U UMMYHOJ10~-
rum uM. [imutpua Porayesa>» Munaapasa Poccun, Mocksa

MHcbaHTUNbHas reMaHrMoMa MOXET COMPOBOKAATLCA HanMuMeM ManbhopMaLmin CO CTOPOHbI BHYTPEHHMX
opraHoB 1 cocynos. B 1996 r. 6eino aaHo onpepeneHne PHACE-cuHopoMy Kak 3abonesaHuio, KoTopoe
XapaKTepusyeTcs accoumaLient CerMeHTapHO MHCPDaHTUITbHOM FreMaHrMOMbI C fIoKanusaLmeit B 0bnacTtu
rOmnoBbI/LLEN W HanMuMeM ManbchopMaLmii B 3aHel YepernHoii IMKe, aHOMaruii KpynHbIX apTepuarbHbIX
COCY/I0B, BKJTI0Uas KOAPKTALIMIO a0PTbl, MOPOKOB CePALIa, @ Takke MOPOKOB Pa3BUTUA 11a3 U LIeHTParbHON
HEepPBHOM cuCTeMbl. B AaHHOM cTaTbe NpeacTaBrieH KMHUYECKuiA cryyait pebeHka, kotopomy PHACE-
CvHApOM Bbin AnarHoCTMpOBaH B BospacTe 1,5 MecsiLla Ha OCHOBaHWM HanMMumMs CerMeHTapHo
remMaHrmoMbl, a Takke BOMbLLIMX 1 ManbIX KPUTEPUEB, XapaKTePHbIX 4515 faHHOro 3abonesaHus. Kpome
OCHOBHbIX CUMIMTOMOB Y pebeHka 1Menia MecTo ConyTCTBYIOLLAs NaTosorvs: CHApPoM Bonbtha—
lMapknHcoHa—YaiTa. JleveHve HecenekTMBHbIMK B-BiokaTopaMut U NOMXMMUOTEPANUA NO3BOSNUIN
KyMM1poBaTb Y»Ke Pa3BMBLUMECS U NPEAOTBPATUTb BO3MOKHbIE OCIIOXHEHMS, CBS3aHHbIE C JaHHbIM
cviHapomoM. PoouTenn fanwm cornacue Ha UCnosib3oBaHue MHpopMaLmm, B TOM unchie doTorpacimin
pebeHKa, B HayUHbIX MCCIeoBaHUAX W MybrmKaumsx.

KnioueBble cnosa: nHaHTHIbHas reMaHrnomMa, cermeHTapHas remadrmoma, PHACE-cuHppom,
B-6riokatopel
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When the disease goes beyond the skin, changes in the skin can be
a sign of systemic disease

L.A. Khachatryan, D.M. Nikolaeva, A.P. Shcherbakov

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

Infantile hemangioma may be accompanied by malformations of internal organs and blood vessels. In 1996 PHACE syndrome
was defined as a disease which is characterized by the association of segmental infantile hemangioma with localization in
the head/neck region and the presence of malformations in the posterior cranial fossa, abnormalities of arterial blood vessels
including coarctation of the aorta, heart defects, as well as malformations of the eyes and central nervous system. This
article presents a clinical case of a child who was diagnosed this syndrome at the age of 1.5 months based on the presence
of segmental hemangioma, as well as large and small criteria specific for this disease. In addition to the main symptoms,

the child had an accompanying pathology: Wolff-Parkinson-White syndrome. Therapy with non-selective B-blockers and
polychemotherapy allowed stopping already developed and prevent possible complications associated with this syndrome.
Parents gave their consent to use information about the child, including fotos, in the article.
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€MaHrMoMbl 4YacTo BCTpevyaloTca y [AeTel,

0cobeHHO Ha NepBOM rofy sKu3HW. MHdaHTUNbHas

remaHrnoma (M) — ato camasa uvactas nobpo-
KayecTBeHHasi onyxornb B neguaTpum (4actoTa BCTpe-
uaeMocTu cocTaensieT 5-10%) v camas YacTas cpeau
Bcex reMarvom [1]. UM vaule BCTpeyaloTes y AeBOYeK
eBponeinckoit pacsl (3:1), y HEOHOLIEHHbIX AETel u,
KaK NpaBuso, UMeIoT cropapuueckuit xapaktep [2]. U
BO3HMKAIOT 0BbIYHO NOCIIe POSKAEHWUS U FUCTONOMMYECKM
XapakTepuayloTca nponudepaunent 3HLOTENMANbHbIX
kneTok (ata dhasa onutca 6—8 Mec) ¢ mocnenyioLLeit
chason cTabmnmsaumm M CNOHTAHHOrO perpecca B
TeyeHue nocnenyownx 8 net kusHu. OHM MoryT BbITb
KOMHbIMU, MOJKOKHBIMU UM CMeLlaHHbIMU (cocTosATb
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13 2 COCTABMAOLLUMX. KOKHON 1 MOAKOMHOM) C NoKanu-
3auUMen Ha PasnMyYHbIX yYacTkax Tefa, HO C NpenMyLue-
CTBEHHbIM PacnosioKeHeM B 0bracTy rofioBbl U LeK
(60%) [3]. Kak npaBuno, reMaHrvoMbl U30SIMPOBaHHbIE
(80% cnyuaes) [3].

HecmoTpsi Ha cnoHTaHHbIM perpecc, Habniopaio-
wuiica B 90% cnyvyaes, HEKOTOPbIE BUAbI STIOKaNM3aumi
MOTYT NMPUBOAUTL K Pa3BUTUIO OCMOKHEHWIt (HEeKpOo3 U
paspyLLeHne NMOAJIEKALLUMX TKaHEW, N3bA3BIIEHWE, KPOBO-
TOUMBOCTb) 1 TpeBoBaTb MEAMLIMHCKOro BMellaTeNbCTBa
nnbo yKasblBaTb Ha BO3MOKHOCTb CUCTEMHbIX NPOSiB-
nexuin [2]. MocnenHne BCTpeyaloTCs NpU Tak HasblBa-
eMbIX cermMeHTapHbix WM, koTopble TpebyioT ocoboro
BHVMMaHMA, Tak Kak NpencTaBnsioT coboi He ToMbKo 3cTe-



KJIMHUYECKWUE HABJIOOAEHUA

TUYECKYIO MPOBMEMY, HO M MOTYT CKpPbIBaTb rpybble oyHK-
LMOHanbHble U3MEHEHWUS CO CTOPOHbI APYIrUX OPraHoB M
cucTeM. [1Ba HELABHO OMWCaAHHbIX CMHOPOMA acCcoLMnpo-
BaHbl C Pa3fIMyHbIMK BUCLIEPasibHbIMU aHOMaNUAMMU:

1. CunppoM PELVIS/SACRAL (perineal angioma,
external genital malformation, lipomyelomeningocel,
vesicorenal abnormalities, imperforate anus, skin tag/
spinal dysraphism, anogenital, cutaneous, renal and
urologic malformation, angioma lombosacral) acco-
LMMPYETCA C HanNMyMeM OrpPOMHON FeMaHrMoMbl Mosic-
HUYHO-KpecTLOoBOK obnacTu/nepuHeansHoi obnactu
C aHO-TFEeHUTO-BE3NKO-PeHanbHbIMW U CMUHANbHbIMK
aHOManuaAMM.

2. Cunopom PHACE/PHACES (posterior fosse abnor-
malities, hemangioma, arteries anomalies, coarctation
aortic, eyes troubles/sternal malformations) acco-
LMMPYETCA C TMraHTCKOM reMaHrMoMown nuua, HeBpo-
NOrMYECKUMU, KapAWOBACKYMSPHBIMUA U OKYNAPHbIMU
aHomanusamu [4].

B Halwwem cTaTtbe peyb nonget o PHACE-cuHapome.

PHACE-cuHppoM BcTpeyaeTcs pefko: 1 Ha
1 000 000, uto cocTaBnseT 2—-3% Bcex cnyyaes Ul co
3HauMMbIM NpeobnanaqneM aesouek (9:1). B nutepatype
onucaHo okono 300 cnyyaes [5].

[MaToreHes B HacTosiLlee BPEMSI OCTaeTCA Heus-
BeCTHbIM. [pepnonaraeTcs, YTO AaHHbIA CUHAPOM
ABAETCA pe3y/nbTaToOM MaToNorMyeckux npoLeccos,
pa3BMBaIOLLMXCA Ha 3Tane aMbpuoreHesa mexay 3-1
n 12-i Hepensamu rectauuy B NEPUOL BaCcKyrnoreHesa,
yTo NpMBOAMT K chopmmpoBaHmio U™ n ManbdopmMaumii ¢
O[LIHOVA M TOM ke Nokanusaumeit [6].

B HacTosLee BpeMs pofib FEHETUYECKMX aHOManui
B Pa3BMTWUM JaHHOI NaToNorMm He fokasaHa [7].

[MepBoe onucaHne atoro cuHapoma bbino onybnu-
KoBaHo B 1978 r. |. Pascual-Castroviejo [8]. B 1996 .
|.J. Frieden v coasT. BBenu akpoHum PHACE (posterior
fossa malformations, hemangioma, arterial anomalies,
caorctation of the aorta/cardiac defects, and eye
abnormalities), o6beanH1B B HasBaHMe caMble YacTble
cumnTomsl [9].

B 2009 r. rpynnoit cneunanuctos (nepmatonoru,
OHKOIOr W, FEHETUKM, KapAMONOru, HEBPOSIOru, odbTanb-
Mosoru) Bbinu yCTaHOBEHb! M MOATBEPMKAEHb! AUarHo-
cTnyeckue Kputepun PHACE-cuHpopoma: bonbluve u
manble [10], koTopble 3aTeM, B 2016 ., 6binv nepecMo-
TpeHbl M.C. Garzon u coasr. (rabnmua 1, pucyrok 1) [6].

lMpuBeneM KpaTKylo XapaKTepPUCTUKY BCEX COCTaBNA-
IOLLMX NaHHOMO CUHAPOMa.

1. M'emMaHrnomsl, accouumpoBaHHble ¢ PHACE-cuH-
[POMOM, OTNINYAIOTCA BOSIBLLIOK NMPOTSKEHHOCTHIO (Boree
5 cM B amameTpe) v Andpdpy3HbIM XapakTepoM, Bceraa
ABNSAIOTCS TOSbKO KOKHBIMU, ManopesibedoHbIMU 1 UMeloT
CErMeHTapHOEe pPacrnosioKeHve.

MpunbnuantensHo 90% remanrvom npu PHACE-cuH-
OPOME BbISBMIAIOTCS Ha FOf10BE C NPEVNMYLLECTBEHHOM

nokanusauuen Ha nuueBon yactu yepena. OgHako
MOryT BcTpeyaTbca MIT Ha BOSIOCUCTOW YacCTU rOJI0BbI,
B 3ayLUHOM obnacTu, a Takke B obnacTu wweun, BepxHen
MOMOBUHE FPYLHOW KIETKM M MPOKCUMarbHbIX OTAenax
BepxHei KoHeuHocTm [11].

A.N. Haggstrom 1 coaBT. 0OTMETUNN HanMune B3aun-
MOCBA3M Mexay MecToM (cerMeHToM) fnokanusauuu
W™ Ha ronoBe M YacTOTOW BOBSIEYEHUS TEX UM WHbIX
opraHos/cucTeM B NaTtonoruyeckuit npouecc [12]. Beino
MPEAOKEHO YCMOBHO Pa3fenuTb rofloBy Ha 4 cermMeHTa:
NOBHO-BUCOYUHBIW, BEPXHEYETIOCTHON, HUKHEYUEMIOCTHOM
1 nobHo-HasanbHbIn (pucyHok 2) [13, 14].

PucyHok 1

CxeMa C OCHOBHbIMM JTOKYCaMM NMOPasKEHUs BHYTPEH-
HWX OpraHoB u cucTeM [6]

Figure 1

Diagram of the main loci of internal organs and systems
damage [6]
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PucyHok 2

YcnoBHoe CerMeHTapHoe fesieHne ronosbl:

1 — noBHO-BUCOYUHbIN;, 2 — BEPXHEYETIOCTHOW;

3 — HUXHeYenoCTHo; 4 — NnobHo-Ha3anbHbIi [14]
Figure 2

Conditional segmental division of the head: 1 — frontal-
temporal; 2 — maxillary; 3 — mandibular; 4 — frontal-
nasal [14]
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Tabnuua 1

LnarHoctuyeckue kputepun PHACE-cuHppoma [6]

Table 1

Major and minor diagnostics criteria PHACE syndrome [6]

CucteMbl/opraHbl bonbwwme Kputepun Maneble kKputepun
Systems/organs Major criteria Minor criteria
ApTepuanbHble AHoManumn 6onbLuoi LiepebpanbHON Unu LiepBUKabHON apTeEPUK. AHeBpv3Ma 0fiHOM 13 LiepebpanbHbIx
aHoManum [lncnnasus KpymHbix LepebpanbHbIX apTepuit.

Arterial anomalies

ApTepuarbHbI CTEHO3 UK OKKIIO3Ws ¢/Be3 KosnaTepaneit Moisi-Mois.

OTcyTcTBMeE MM cpepHeTsKenas dopma runonnasun GonbLlumx LiepebpasbHbix

UMK LiepBUKarnbHbIX apTepuii.
AbeppaHTHasi npupopa U xof bonbLumx LepebparbHbIX MU LiEPBUKASbHbIX

apTepuit, UCKMIoYas YacTble BapuaHTbl MO TUMY AYru, TaKue, Kak «Oblubs ayra».

epcucTrpylowmii kKapoTuaHo-BepTebpobasnnsapHbI aHaCTOMO3
Anomaly of major cerebral or cervical arteries.
Dysplasia of the large cerebral arteries.
Arterial stenosis or occlusion with or without moyamoya collaterals.
Absence or moderate-severe hypoplasia of the large cerebral and cervical arteries.
Aberrant origin or course of the large cerebral or cervical arteries except common arch
variants such as bovine arch.
Persistent carotid-vertebrobasilar anastomosis

apTepui
Aneurysm of any of the cerebral arteries

CTpyKTYypHbIe
aHoManuu
rOMOBHOMO MO3ra
Structural brain

AHOManuu 3afHen YepenHom AMKM.
Komnnekc [eHon—Yokepa.
,Elpyrvte rmnonnasmm/nwcnnasm cpenHero I/I/MJ'IM 3afHero Mosra
Posterior fossa brain anomalies.
Dandy-Walker complex.
Other hypoplasia/dysplasia of the mid and/or hind brain

AHOManuu cpefHe NIMHAN MO3ra.
ManbchopmaLms KopTUKanbHoro
pas3BuTHa
Midline brain anomalies.
Malformation of the cortical development

KapanoBackynsipHble AHoManuu fyru aopTbl. [lechbeKT MeskkenynouKoBom
aHoManuu KoapkTauus aopTbl. neperopoaku (OMKM).
Cardiovascular [Ovcnnasus. MpaBoCTOPOHHSA fyra aopTa/
anomalies AHeBpu3Ma. ABOWHas ayra aopTbl.
AbeppaHTHasi Mp1poaa NOAKIIIUNYHOM apTepum c/6e3 COCYANCTOro KosbLa CucTeMHble BEHO3Hble aHOManuu
Aortic arch anomalies. Ventricular septal defect.
Coarctation of the aorta. Right aortic arch/double aortic arch.
Dysplasia. Systemic venous anomalies
Aneurysm
Aberrant origin of the subclavian artery with or without f vascular ring
OkynsipHble AHOManumn 3aiHero cermMeHTa. AHOManuu nepegHero cerMeHTa.
aHoManuu [MepcucTupyoLmii rMnepniacTMYeCcKuii NepBUYHbIA BUTPUYC. MukpodTansmus.
Ocular anomalies lMepcucTupyioLwyme deTtasnbHble cocypl. CknepokopHea.
CocyauncTble aHOManuu ceTyaTtky. Konoboma.
AHOManun [UCKa Mo TUMY «BbIOHKa>. KaTapakTa

['Mnonnaswvs 3puTensHOro HepBa.
MepunanunnspHas ctacmnoma
Posterior segment abnormalities.
Persistent hyperplastic primary vitreous.
Persistent fetal vasculature.
Retinal vascular anomalies.
Morning glory disc anomaly.
Optic nerve hypoplasia.
Peripapillary staphyloma

Anterior segment abnormalities.
Microphthalmia.
Sclerocornea.
Coloboma.

Cataracts

BeHTpasnbHble/
CpeauHHble

CTPYKTYpbI
Ventral/midline

CpeavHHble aHOManuM FPYAHON KNETKM U BPIOLLHON CTEHKM:
- ed)eKTbl FpyanHbI;
- BOPOHKOOBpasHas rpyab;
- pacLLeniMHa rpyamHbl;
- aHoManvsi benov NMHWUK MBOTa
Anomaly of the midline chest and abdomen:
- sternal defect;
- sternal pit;

- sternal cleft;

- supraumbilical raphe

OKTOMUSA LLIMTOBUAHON Kenesbl.
vnonutyntapusm.
CpenuHHas cTepHanbHas nanyna/
ramapToMa
Ectopic thyroid. Hypopituitarism.
Midline sternal papule/hamartoma

Yawe Bcero npu PHACE-cuHnpome B natonoruve-
CKuit npouecc BosriekaeTcs 1 cermeHT [14].

U, pacnonoskeHHble B MOBHO-BUCOYHOM M NTOBHO-Ha-
3a/IbHOM CerMeHTax, COMPOBOMKAAITCS BbICOKUM PUCKOM
MOPa)}eHUs OpraHa 3peHust U LEeHTPasnbHOW HepBHOM
cvctembl (LIHC), B TO BpeMs Kak Nokanusaums B 0brnacTu
CErMeHTa BEpPXHeW YeslioCTW NOBbILLAET PUCK Pa3BUTUSA
KapOMOBACKYISIPHbIX aHOManui U 0edeKTOB CpefHen
nnHuK [6].

"emaHrvombl npy PHACE-cmHopome obnapaioT Temu
e MOPONOrUYECKUMU, KIMMHUYECKUMU XapaKTepu-
CTUKaMW, YTO U cnopapuyeckne opMsbl, T. €. UMEIOT
nobpokauecTBeHHylo 3Bontouumio. lNocnenHue passuBa-
l0TCSi NapansenbHoO C aHrMoOMaMK, JI0Kanu3oBaHHbIMU B
obrnactu nuua u wem.
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"eMaHrMoMbI, 3aTparuBalLLne XpsiLieBble CTPYK-
Typbl (yLiHble pakoBWHbI, XpPALLM HOCA), MOTYT Bbi3bl-
BaTb HEKPO3 M BTOPUYHOE BOCMASIeHNe MATKUX TKaHeN C
pa3pyLUEHNEM U HEKPO3OM XPSILLIEN.

2. CTpPYyKTypHble M3MEHeHUsa rofI0BHOMO MO3ra,
No AaHHbIM nuMTepaTypbl, cocTasnsiloT oT 30,4 no
81% [9, 10, 15]. Yauwie BCcero BCcTpeyalTCA rUMo-
nnaswu/omMcnnasun CTPYKTYp cpeaHen u/vnu sapHei
YyepenHow AMKM, B 4YaCTHOCTWM aHoManua [eHan—
Yokepa. Pexe BcTpeuyaloTcs ManbgopMaunm KopTu-
KanbHOro passuTus (MONMMMUKPOrMPUS, reTepoTonus,
[MCnnasvs), runonnasus/areHesws MosonucToro Tena,
npo3payHoi neperoponku, runodusa. UK MoryT uMeTb
TaKKe MHTpakpaHuWanbHylo u cybapaxHoupanbHyio
fioKanusaumm.
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[TOMMMO CTPYKTYPHbIX aHOManuii onucaHbl 4 Tvna
MopaKeHns COCYAOB rOf/IOBHOIO MO3ra: Avchnasus,
runonnaswvsi, abeppaHTHbIA X0 cocyna, NePCUCTEHLMS
3MBpPMOHanNbHOr0 KPOBOTOKA. 3TU aHaTOMUYECKUe name-
HEeHUsi COBMECTUMbl C HOPMasbHbIM LepebpanbHbiM
KPOBOCHabsKeHMeM, HO MOFYT IMMUTUPOBATb BO3MOX-
HOCTb KoJflaTepanbHOro KpOBOCHABXEHWS MPK HanMuumn
CTEHO3MPOBAHUS MM OKKJII03UW COCYLOB M CTaTb
NpUYMHON HapyLleHus Kpoeoobpallerus B LIHC ¢ passu-
TUEM KPOBOMUSNUSAHWIA UNK nweMun. CTeneHb CyKeHus
cocyna (6onee unu MerHee 75%), a Takxe Hanuuve
KonaTepasbHOro KpoBOTOKa OyayT onpenenstb puck
pasBUTHA LiepeBbpoBaCKyNAPHLIX OCOMHEHMI [16].

HeBponoruyeckune nposiefieHns BapuabenbHbl K
3aBUCAT OT pa3MepoB W foKanmn3auum MOpPaMeHHbIX
cocynoB. K HUM OTHOCATCA: CyAOpOru, LUMKNNYeckas
pBOTa, ronoBHas b6onb, 3apgep)Ka NMCUXOMOTOPHOIO
pa3BWUTUSA, TMNOTOHUS, ONUCTOTOHYC, TPEMOP, TYro-
YXOCTb, B OCHOBE NaToreHe3a KOTOpbIX B HombLuMH-
CTBE CllyyaeB fexaT WULWEeMUYEeCKMe pacCTPOMCTBA
[6]. BO3MOXHO Takke MnopaskeHue YepernHo-mMo3roBbix
HEPBOB.

3. YacToTa nopaxeHusa KapLMOBACKYNAPHON
CUCTEMbI, MO faHHbIM NMTepaTypbl, cocTasnseT 41-67%.
Yale BCcero BCTpeyaeTcsi aHOManus aopTbl: B BUAE
KoapkTaummn (19-30% nauneHToB) WM aMcniasuu oyru
aopTbl (50% nauueHToB) — abeppaHTHas MOAKMIOUYMYHAS
aptepus c/6es cocymuctoro konbua [14, 17]. Peske
BCTPEYaloTCs NPaBOCTOPOHHAS [LBOWHAs fyra aopThl,
NepepbIB Byry aOpTbl U CTPYKTYPHbIE aHOManuM cepaua:
OMXT n pedekT MexnpencepnHon Neperoponku
(OMIN), peske — TeTpapa danno.

Heobx0auMo 0TMETUTb, YTO COCYAMCTbIE Manbdop-
MalMK MOTyT 3aTparveaTh v BeHO3HYlo yacTb [14, 17].

B bonblUMHCTBE CryyaeB BCe COCYAMUCTbIE aHOManum
YHUnaTeparbHbl UM roMonaTepasnbHbl.

4. lNopaxeHne opraHa 3peHWs Yallle BCEro CBSA3aHo
C aHOManusMKU 3afHEro CerMeHTa rnasHoro sbnoka u
NPOSIBMSIETCS B BULE NEPCUCTEHLMM heTasIbHbIX COCYOB,
aHOManuu JucKa, COCYLOB CETYaTKW, runonnaasuu
3pUTENBHOrO HepBa, KonoboMel, MUKpodTansmmn. MoryT
TaKe BCTpeyaTbCsl aHOManuv nepeaHero cerMeHTa.

5. AHOManuu cpeguMHHOM NUHWMM BCTpevalTCs
penko. Yalle HabnopaloTca nedeKTbl rpyanHbl (BOpoH-
KooBpasHasa rpyamMHa, paciuenvHa) u aHomanum 6enoi
nuHUK KuBoTa. Pexe oTMeuaeTcsa omdanouene wu
CPedvHHble aHoOManuu nuua.

6. [ipyrve aHomManuu:

- runonnasua 3ybHOM 3Manu, No AaHHbIM NuTepa-
Typbl, BCTpeyaeTca y 28% nauMeHToB, a npu nokanum-
3aUMKU reMaHr1oMbl Ha CAM3UCTON 060M0YKe MONOCTH
pTa — 0o 45% cnyyaes, UTO YBENMUUMBAET PUCK Pa3BUTUA
kapweca [18];

- 3HLOKPUHHble PacCTPOWACTBa, TaKuWe Kak
ONCAYHKUMA LUMTOBUOHON Kenesbl, KOTOpas MOXeT

BbITb CBA3aHa C NopameHveM runoTanamyca/runogpusa/
CaMOW LUMTOBMAHOM enesbl (akTonus/Manbdpopmaums),
rMnonuTyMTapnaM c nedmumUTOM FrOpMOHa pocTa, anpe-
Hanosas HefO0CTaTOYHOCTb, HEOHAaTanbHaa rMNOrnun-
KeMusi sBnsoTCcA Hepeakumm npy PHACE-cuHapome [8].
Pesxe BcTpeuaeTcs HecaxapHbiv anaber;

- pucdarus, HapyweHus BCKapMMBaHUSA U
3aepskka peunt [19]. It KNMHMUECKME CUMMTOMBI Yalle
HabniopaloTcs y nauneHToB ¢ ManbopMaLmnaMmn 3agHen
yepenHon AMKK. [lnccparns MoskeT BbiTb BTOPUYHON,
obycnoeneHHoi pacnonoxennem U (rybbl, poToBas
MoNOoCTb, FOTKA) WU HapyLUeHWeM MOTOPUKMY;

- TYroyxocTb MOKeT OblTb KOHOYKTMBHaA wiu
HenpoceHcopHas. MocnenHsas obycnoeneHa Henocpea-
cTBeHHbIM nopaskeHveM Ul VIII napbl YepenHo-MO3roBbIxX
HepsoB (nMpenasepHo-ynuTKoBbIM Heps) [20]. B aTtux
Cly4Yasix MakKCUMasbHO PaHO MOCTaBEHHbIN [UMarHo3
M Ha3HayeHHas Tepanus No3BOMAIT n3bexaTtb 0TCPO-
YEHHbIX OCMOXHEHUI;

- K LpyruM pegko BCTpPEevaloLMMCA aHOMasusaM
OTHOCHAT: CNWHaNbHbIA An3padonsm, MUKPOrHaTHIO, THMo-
NAasnio YLLIHbIX PaKoBWH, opodhaumasnbHblie paclLenuHbl.

TakuM 06pa3oM, Ha ocHOBaHUM BONbLUUX U ManbIX
KpUTEpUeEB BbIAENAIOT 2 KaTeropuu 3aboneBaHus:
«QUYEeBUAHbIN» U «BO3MOMHbIN»> PHACE-cuHopom
(rabnuua 2) [6].

Tabnuua 2
KpuTtepumn gnarHoctukn PHACE-cuHopoma

Table 2
Diagnostic criteria PHACE syndrome

«0OyeBupHblii> PHACE-cuHapom
Definite PHACE syndrome

["eMaHrMombl Lwew, BepxHew
4YacTu TYNoBULLIA UMK TYNOBULLIA
1 MPOKCMMarbHbIX OTAES10B
BEPXHUX KOHEYHOCTEM
+ 2 6onbLUKNX KpUTEPUS
Hemangioma pf the neck, upper
trunk or trunk and proximal upper
extremity + 2 major
criteria

«Bo3MoxHbIin> PHACE-cuHppomM
Possible PHACE syndrome

TeMaHr oMbl LLieu,
BEePXHeil YacTu TynosuLLa

["eMaHrmoma ronoebl > 5 cM B
novameTpe + 1 BonbLuoi unm 2
MarblX KpuTepus

Hemangioma > 5 cm in diameter of
the head including scalp + 1 major
criteria or 2 minor criteria

["eMaHrmoma

ronosbl > 5 cM AT AR OtcyTcTtBYe

B AMameTpe + 1 A SELEE DG LS @i reMaHrMoMmbl

Masblil KpUTepum I DGIR LRI + 2 6onbLUmx
PTANTERS + 1 6onbLUOR MNK 2 MarnbIx

Hemangioma > 5 cm Kputepus

KpuTepus
Hemangioma of the neck,
upper trunk or trunk and

proximal upper extremity + 1
major or 2 minor criteria

in diameter of the
head including scalp
+ 1 minor criteria

No hemangioma + 2
major criteria

UT, uepebposackynsipHble (B 83-91% cnyuaes) v
KapauosackynsapHole (B8 41-67% cnydaes) aHoManuu
BCTpevaloTcs y bonblumMHCTBa NaumeHToB B AebioTe 3abo-
nesanvs [4, 12, 21].

JleyeHune 3abonesaHua 3aBucut ot obbvema nopa-
KEHWUA BHYTPEHHUX OPraHOB W HOCUT MYNbTUAWNCLM-
nnuMHapHbin nopxof. OHo BkoYaeT B cebss 3 OCHOBHbIE
coCTaBnsioLLye!
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1) KoHCepBaTUBHOE fleueHue, HanpasfieHHoe Ha
TOPMOXEHWe poCTa FeMaHrMoMbl C MOC/efyioLmnM
nosiHbIM ee paspelueHuneM. MpenapatoM Bbibopa ABMA-
eTCA HecenekTuBHbIN B-HBnokaTop — nponpaHonon.
MuuumanbHas posa coctaenser 0,5-1 mr/kr/cyt B
TeueHue 1-it Hemenu ¢ JanbHeNLWUM yBeuYeHeM f03bl
0o 2-3 Mr/kr/cyt. CyTouHasi o3a paBHOMEPHO AenmuTca
Ha 3 npuema (kaxmoble 8 u), npenapaT HasHauyaeTcs
cpasy nocrie efpl;

2) Xxvpypryyeckue MeToabl IeYeHus:, HanpasJieHHble
npexne BCero Ha paspelleHne Kapaumosioruyeckux u
HEBPOMOrMyeckux npobneM, KoTopble, Kak MpaBuio,
n bynyT onpepenatb ucxon 3aboneBaHus M [ONro-
CPOUYHbIN NPOrHO3. C 3TOM Lesbio NPUMEHSIOTCS Takue
onepaTUBHbIE BMELLIATENTbCTBA, KaK pPeBacKynspusaums
nNopaMeHHbIX YYacTKOB FOMOBHOr0 MO3ra ¢ UCMosb30Ba-
HMEM TeX e MeTOAMK, YTO M npu BonesHu Mons—mons,
KapaMOXMpYpruyeckve BMeLLaTeNbCTBA, HanpaseHHble
Ha paspeLleHUe sKU3HEeYrPOXaIoLLMX MOPOKOB Cepaey-
Ho-cocyamcToi cucTemsl (37% crnyyaes aHoManuu ayru
aopTbl TPebyIloT XMpypruyeckoro sMeluatenscrtea) [6],
a TaKxe NnacTUUYecKas XWMpyprus, HanpaeneHHas Ha
yCTpaHeHWe 3CTeTUYECKUX LedIeKTOB.

3) HabniofeHve 1 NeueHre y CNeLuanucToB y3Koro
Npocouns: OKYNUCTOB, 3HOOKPUHOMIOMOB, CTOMATO-
NOroB.

MpOrHo3 3aBMCUT OT THAMKECTU KIMHUYECKUX
CUMNTOMOB, YTO B CBOI O4yepedb onpepensercs
CTeneHblo BOBJEYEHWUs B MaTONOrMYeckumii npouecc
BHYTPEHHUX OpraHoB, ocobeHHO NpW HanWuum nopa-
MEHUs COCYLOB rOfIOBHOrO MO3ra MW KPYMHbIX Maru-
CTparbHbiX apTepuit. Ho Hanbornee 3HauMMbIMK B MnaHe
NPOrHo3a ABMAIOTCA HEBPOMOrMUYECKNE OCMONKHEHMS,
KOTOpble BCTPEUaloTCs Yallle.

KITMHWYECKUU CITYYAN

Pooutenu panu cornacve Ha MCMNofb30BaHuWe
MHbopMaLmuK, B TOM uucne doTtorpaduin pebeHka, B
HaYYHbIX UCCRENoBaHNUAX 1 NyBnKaumsaXx.

N3 aHaMHe3a n3BecTHO, yTo pebeHOK pomuncs
Ha cpoke 38—-39 Hepenb ¢ BecoM 2450 r. Ha 20-22-i
Hefenax recrtauMum OMarHOCTUPOBAH BPOXAEHHbIN
nopok cepaua (BMC): OMMKI. TMpu poxaeHUM BbiSBIIEHb
MHOKECTBEHHbIE FreMaHMMOMbl KOXM B NpaBoi NobHo-Te-
MEHHO-BUCOYHOM 0BnacTu, NPaBo YLLUHON PaKkoBUHE U
3ayLuHon obnacTw.

Ha 23-u cyTKu kusHu (nocne TpaBMUPOBaHMSA
FeMaHrMoMbl MpaBoi YLUHOW PaKOBMUHLI) COCTOSHWE
pebeHka pe3ko yXyALIMIOCh: pasBWIICA oyar Bocna-
NEHMUSA C FHOWHBIM OTAENAEMbIM U3 0BNacTV reMaHr oMbl
C NocrneayioLLnM pasBUTUEM HEKPO3a, B CBA3N C YeM
OH BbIN rocnNMTanusMpoBaH B peaHMMaLMOHHOe oTae-
fTEHME rOPOACKOM BOMbHMLIbI MO MECTY KUTENbCTBA, Fae
MOCTaBIEH IMarHO3: CEMncuc, CENTUYECKUI LLIOK.

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
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Ha 29-e cyTku u3HM nauveHT bbin nepeBefeH B
06nacTHyi0 BOMbHULLY N0 MECTY MUTENbCTBA B TAMKENOM
COCTOSIHUM C TEYEHWEM Cerncuca, NONMOpPraHHoOW Hepo-
CTaTOYHOCTbIO AN NPOAOIIKEHUA CUMMNTOMATUUYECKOW
Tepanuu.

PebeHrky Bbinu npoBepeHbl 06CrnenoBaHUs U BbIsIB-
NEHbI CriefyioLLne N3MEHEHUS:

- TpoMbouuToneHus (79 x 10°/n);

- runocpubpuHoreremus (1 r/n);

- runoansbymMuHemus (30 r/n);

- MOBblLLIeHWe NaKTaTaermaporeHass! o 1181 En/n;

- BHYTPUMsKeNyaooukoBoe kposousnusiHue (BXKK),
yMepeHHasi BEHTPUKYIIOMEranus, M1NoKCUYeCKU-ULLEMU-
UECKOE MOopaskeHWe Kopbl FOfOBHOro Mo3ra (Mo AaHHbIM
KoMMbloTepHoi ToMorpadoum (KT));

- npusHaku o6beMHoro obpasoBaHuA Ha MarHuT-
HO-pes3oHaHcHoi ToMorpadun (MPT) B npoekumn Tena
BOKOBOrO enynoyka (BeposiTHee BCcero, remMartoma),
BXK; TpoMb0o3 BeHo3HOro cuHycal(?); obpasosaHue
MSAMKUX TKaHeN BUCOYHOM, 3ayLLIHOW U1 3aTbINIOYHOM 0bna-
CTen cnpasa.

PebeHok 6bi1 0CMOTpPEH cneumnanMcTamm 1 yCTaHoB-
neHbl crepytoLye anarHosbl:

- KapAuonor: HapylweHue puTMa — CUHAPOM
Bonbcha—TlapkuHcoHa—Yaita (WPW-cungpom); BIC —
OMXN;

- HEBPOJION: CNACTUYECKMI TETpanapes, opraHnye-
ckoe nopaxenune LIHC cMeluaHHoro reHesa, BXKK; uepe-
BpanbHas ULLEMUA TSKENOW CTEMEHW;

- rematonor: cuHapoM Kasabaxa—MeppuTr;

- OTOPWMHOJIAPUHIOSION: HEKPO3 MPAaBOM YLLIHOMN paKo-
BUWHbI.

Mo MecTy skuTenbCcTBa NPOBOAMIACH CUMNTOMATU-
yeckas Tepanus: NPOTUBOMUKPOBHas — aHTUBMOTUKaMK
LUMPOKOro CMeKTpa AeiCTBUS, NPOTUBOCYAOPOKHbIMM
(nenakuH), aHTMapuTMMuyeckumn (KopoapoH) npenapa-
Tamu.

PebeHok B Bo3pacTe 1,5 mecsua noctynun 8 HMULL
OIrOU M. IMutpua Porauesa ¢ oMarHo30M: nepBUYHbLIN
MMMYHOAEULNT, HEYTOUHEHHbI; MHEBMOHUS, renaTuT,
HedpuT, HEKPO3 MPaBON YLIHOW pakoBuWHbI; BXKK;
BMC: OMXI, cepmevyHo-cocynucTas HepocTaTou-
HocTb Il ctenenn, WPW-cuHopom. CuHnpom Kasabaxa—
MepputT(?).

Mpu noctynnexnun: runotpocpus (sec 3000 r).
Koxa briegHas ¢ «MpaMopHbIM>»> pucyHkoM. OTMeuaeTcs
BblpaxeHHasi bregHOCTb HOCOryBHOro TpeyrofibHUKa.
B obnactu npasoi nonosuHbl Nnua (LieKa, BUCOYHAS
obnactb, n06, nepuopbuTansHas obnacts) ¢ pacnpo-
CTpaHeHWeM Ha NpaByio YLUHYIO, 3ayLUHYIO, 3aTbITOYHYIO
obnacTu, Wwelo BbIABMSETCS COCYAMCTOe 0bpa3oBaHue C
UETKUMM HepPOBHbIMU KpasMu ApPKo-KpacHoro/6opaoBoro
LBeTa, efBa BbICTynaloLlee Haf MOBEPXHOCTLIO KOXM. B
0611acTn 3aBUTKa YLLIHOW PaKOBWHbI BbISIBISETCS HEKPO3
KOXW M NOLMEMKALLEr0 XPSALLA C U3BbA3BMEHWNEM, MOKHY-
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PucyHok 3
KnuHuueckune nposiBneHns 3abonesaHus: A — no neyenus; b — Bo Bpems nevenus; B — yepes 6 mMec o1 Havana
Tepanun
Figure 3

Clinical displays of disease: A — before treatment; b — during treatment; B — 6 months after the start of therapy

PucyHok 4

KT: 0bbeMHasi peKOHCTPYKLUMS, BeHO3HasA ha3a CKa-
HMpOBaHuA (MHOMeCcTBeHHblE cocyancTele obpasosa-
HUS MAMKWX TKaHEMN rOMnoBbl 1 LieK)

Figure 4

Computer tomography (CT): volume reconstruction,
venous phase of scanning (multiple vascular formations
of soft tissues of the head and neck)

TUEM, THOWMHbIM OTAenseMbiM. [paBblii FNas 3akpbIT,
BEKU oTeuHble (pucyHok 3). DoTopeaKkums HEeCKOMbKO
CHukeHa. ['onoBa noBepHyTa BMEBO, A3blK AEBUMPYET
BneBso. B obnactu Heba n HebHbIX ByKek BbiABNAETCS
cocyanctoe obpasoBaHMe KpacHOro LBeTa C YEeTKUMMY

HEepOBHbIMU KOHTYpaMu, He BO3BbILIALLIEECH Haf
cnuauncTon o0bonoykom. M'NoTpodms MblLL, MbilLeyHas
cuna aMdpdoysHo cHuskeHa (no 2-3 6annos). OTMeua-
eTca rpybbii cucTonuueckuin WyM Hag Bcen obnactbio
cepaua, NeyeHb yBenmyeHa [o +3 CM Mo Npasoi cpepHe-
KITIOUYMYHOMN TUHWMN.

Mpu obcnenoBaHuK BbIBNEHbI CrieayloLwve nsme-
HEHMS:

1) B 06LLEM aHaNM3e KPOBU: NIEMKOLIMTO3 CO CLBUIOM
nenKouMTapHoi hopMyrbl BSIeBO 4O MUENOLMTOB, TPOM-
BounToneHus — 79 x 10°/n;

2) runodpubpuHoreHemus (1,54 r/n);

3) KT ronoBbl C KOHTPACTHBIM YCUIMEHMEM:

- MHOKECTBEHHbIE COCYAUCTble 0Bpa30BaHs MArKMX
TKaHelt ronosbl (NpaBas BUCOYHas obracTb ¢ pacnpo-
CTpaHeHueM Ha obnacTb rmasHuubl A0 CMMHKM HOCa —
19 x 51 x 31 MM c 3axBaTOM nepefHeh u BokoBow
MOBEPXHOCTH rMa3Horo sAbnoka, a Takke ¢ MHdMNbTpa-
LIMel NpaBOoii CEe3HOW Kesesbl; Ha YPOBHE COCLEBMAHOIO
OTPOCTKa MpaBoi BUCOYHOM KOCTM — 15 x 41 x 54 MM
C BOBJIEYEHMEM YLUHOW PaKOBUHbI, B 3aTbITOYHOM
obrnactn — 9 x 17 x 21 MM, B NpaBoW LeyHon obnactn —
13 x 17 x 21 MM 1 7 x 7 x 7 MM, B OKOJTOFNIOTOYHOM
obnactu cnpasa — 6 x 7 x 10 MM (pucyHok 4);

- cybaneHanManbHoe KpPOBOM3NWAHME B MEBbI
BoKOBO ernynoyek (pucyHok 5);

- BHYTPeHHsIs rugpouedanusi No 3aMecTUTeNbHOMY
Tuny (pucyHok 6);

4) MPT rofioBHOro Moara:

- reMatomMa COCYAMCTOro ChnfieTeHUA B NeBbli
BoKoBO enynovek (pucyHkmn 7 n 8);

- BblpajeHHas BHYTPeHHAR ruapouedanua
(pucyrku 7 n 8);

- aHoMasnus JeHov-Yokepa (runonnasus 6asanbHbix
OTOESI0B MO3KeUKa, pacluMpeHve peTpouepebennspHom
UMCTepHbI, KOoTopas coobLuaeTcs ¢ IV xenynoukom);

5) N0 naHHbIM MarHUTHO-PEe30HAHCHOI aHr1orpadnm
HENb3s UCKMIOYNTb HanMume B 0bnacTi reMaToMbl Cocy-
LMCTOro cnneteHns BOKOBOrO KeMy[oyKa COCYANCTOn
ManbcopMaumu (pucyHok 9);
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PucyHok 5

KT: akcmanbHbiv cpes.
flpkoe runepaeHcuBHoe
COMEepRNUMOe B XKenynou-
KOBOW cucteme — KPOBb,
B MSIFKUX TKaHsIX NpaBoy
opbuTbl KpoBOM3NUSHNE
B natosiornyeckoe o6pa—
30BaHue

Figure 5

CT: axial section. Bright
hyperdense contents in the
ventricular system — blood;
in the soft tissues of the
right orbit — hemorrhage in
the pathological formation

PucyHok 6

KT: akcuanbHbiv cpes,
BEHO3Hasa dhasa CKa-
HupoBaHus. maopoue-
dhanus

Figure 6

CT: axial section, venous
phase of scanning.
Hydrocephalus

PucyHok 7

MPT: T2-Flair-nocnepo-
BaTeNbHOCTb. [MNepuH-
TEeHCUBHOEe cybaneHam-
MaJibHOe oﬁpasoBaHMe
cneBa, YPOBEHb KWL -
KOCTU B 3aflHEM pore
(kpoBb), ruppouedanus
Figure 7

Magnetic resonance
imaging (MRI): T2-

Flair. Hyperintense
subependymal formation
on the left, the fluid level
in the posterior horn
(blood), hydrocephalus

PucyHok 8

MPT: T2-nocnepoBa-
TenbHOCTb. MI30UHTEH-
CMBHOE HeogHOpOoAHOe
cybaneHomMmanbHoe
oﬁpasoBaHme cne-

Ba, MMNOUHTEHCUBHbIN
YPOBEHb KUOKOCTU

B 3aflHEM pore nesoro
menynouka (KpoBb),
rugpouedanus

Figure 8

MRI: T2. Isointense
heterogeneous
subependymal formation
on the left, hypointense
fluid level in the posterior
horn of the left ventricle
(blood), hydrocephalus
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PucyHok 9
MPT, apTepnorpadus: BbICOKOBaCKYNSpU3NpPOBaH-
Hoe obpa3oBaHMe rofI0BHOMO MO3ra

Figure 9
MRI, arteriography: highly vascularized brain formation

PucyHok 10
IKI: usMeHeHUs B BUae [eNbTa-BOrMHbI (ykasaHo
cTpenkamu)
Figure 10
Electrocardiography: Delta waves (indicated by arrows)
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PucyHok 11

MPT ronosHoro Mosra (KOHTpOnbHOE MccrenoBa-
Hue): A — T2-B3BeLLeHHOoe nsobpaxeHue, FLAIR;

b — T2-B3BelueHHoe n30bpameHne (akcmanbHas
npoekuus)

Figure 11

MRI of the brain (control examination): A — T2-weighted
image, FLAIR; B — T2-weighted image (axial section)




KIIWHUYECKWUE HABNNIOAEHUA

6) No AaHHbIM 3X0Kapauorpaduu: B MeskMeMbpa-
HO3HOW YaCTN MENKIKENYA0YKOBOW NeperopoaKku BbiSBMEHDI
aHeBpu3MaTuyeckoe BblbyxaHue pasMepoM 6 x 6 MM;
MHOMeCTBEHHble nepdpopauun obwmm pasmepom
4,5-5 MM ¢ neBo-npaBbIM COPOCOM; OTKPLITOE OBanbHOE
OKHO 3,3 MM cO cBpoCOM creBa Hampago; runepTpochus
neBoro skenynoyka. ®pakuus Beibpoca 73%;

7) odbTasibMONor: NpaBblid rias — reMaHruoMa Bepx-
HEro BEKa C pacnpoCTPaHEHNEM Ha BEPXHUI KOHBIOHKTU-
BalbHbIN CBOJ, B OCTaNbHOM — Be3 iInHaMUKMK;

8) kapauonor: BIMC — OMKTII, oTKpbiToe oBanbHoe
OKHO, HapyLLEHWEe CEPAEYHOr0 PUTMa — CYNpPaBEHTPUKY-
nApHasa napokcusManbHasa Taxukapons, WPW-curapomm;

9) Hesponor: BXKK IV cTenenu, TeTpanapes, Muona-
TUYECKWIA CUHOPOM, CYAOPOMHbIA CUHLPOM;

10) oTOPMHOMAapPUHIONIOr: FreMaHrMoMa Mpasbix
OTAENO0B MLA, POTOITIOTKM; XOHAPOMEPUXOHAPUT YLLIHOW
PakOoBMWHbI CMpaBa; Nape3 MapruHanbHON BETBU nuue-
BOr0 HepBa.

Ha ocHoBaHWM NpOBEAEHHbIX UCCIIEQ0BaHN pebeHKy
Bbin noctasneH amarHos: PHACE-cuHapom:

- CerMeHTapHas remMaHrmoMa npasoi MOSIOBUHbI
ronosbl pasmepamu bonee 5 cM B gpMaMeTpe;

- 2 bomnbluMx KpuTepus: ManbdopMaLms cocynoB
FOfIOBHOrO MO3ra; aHoMasnus 3afHein YeperHom AMKN —
aHoManusa [JeHon—Yokepa;

- 1 manbiii kpuTepuin: OMXKIT.

Mocne noctaHoBku anMarHosa pebeHky bbina HayaTa
cneundmnyeckas Tepanus HeCEneKTUBHbIMK B-BrokaTo-
paMi — MpOoMnpaHosIoNoM B HavasbHoM fo3e 1 Mr/kr/cyTt
C nocTeneHHbIM (B TeueHWe 9 AHeit) NoBbILEHWEM [0
3 Mr/kr/cyT nop KoHTPOreM aneKkTpokapavorpadoum (K.

OmHaKo C YYETOM TSKECTU COCTOSHUS, NTOKaNU3aumm
reMaHrmombl (npaeas opbuta, cnusuctas o6onoyKka
MOMOCTN pTa M POTOrMOTKN C BbICOKON CTEMEHbIO BEpo-
ATHOCTWM HapyLeHWs MPOXOAMMOCTMU [bIXxaTeNbHbIX
nyTen 3a cueT BO3MOMHOrO CTeHO03a) B LEensxX 4oCTu-
EHUs1 MakcUManbHo BbicTporo adodhekTa bbina ponon-
HUTENIbHO HasHauyeHa MeTpoHoMHas Tepanusa (MT) B
cocTaBse: uuknodgocdaH B nose 50 mr/m?/cyt — 14
OHeit + BuHBNacTMH B fose 1 mMr/M? 3 pasa B Hefeno
(Bcero 6 no3).

Ha 5-e cyTku Tepanuu B-6rnokatopaMn/3-u cyTku
MT oTMeuanach BblpaseHHas NosIoXMTENbHAs AMHaAMUKa
B BUAE YMEHbLLEHWSI OTeKa B nepuopbuTansHoi obnacTu,
CHUMKEHNA MHTEHCUBHOCTMN OKPACKM FreMaHMMOMbl.

Ha 16-e cyTkm Tepanuu B-6nokatopamu/14-e cyTku
MT: yMeHblUeHne pa3MepoB reMaHrMoMbl Ha CNU3n-
CTOM 0B0MOYKe MOMIOCTU PTa U Ha KOXKE B OKOJOYLLIHOWM,
3ayLUHOM, BUCOYHOM obnacTsx, a Takxe B obnactu
YLUHOM PaKOoBWHbI; 3NUTENIM3aLmns U3bA3BIIEHUIA NPaBOM
YLLIHOW PaKOBWHbI.

Bcero pebenky bbino npoegeHo 2 kypca MT ¢
MHTEPBAsiOM B 2 Hefll B KOMBMHALMM C HECENEKTVBHBLIMM
B-bnokatopamu.

Cneundonueckasn Tepanua nposogunachk Ha dooHe
COMNPOBOAMTENBHOIO JIeYEHMS:

1)  aHTMBMOTWKM M NPOTMBOrPUBKOBLIE MpenapaTbl
LLMPOKOrO CMEKTPa OENCTBUS;

2) 3aMecTuTenbHaa Tepanus npenapaTaMut KpoBU:
3puTpoUMTapHasi Macca C MOALEPKAHUEM YPOBHSA
remornobuHa 6onee 100 r/n (c ydyeToM Bo3pacTa
pebeHKa ¥ HanMuMsa Nopoka cepaua);

3) paHee HasHauyeHHble aHTMAPUTMUUYECKUE
(KopmapoH) M MPOTUBOCYAOPOsKHbIE Mpenaparth
(nenakuH) c nocTeneHHON MeLNEHHOW OTMeHOM nopg
koHTponeM 3KI™ n anekTposHuedhanorpadum.

TakuM obpasoM, B pesynbTaTe MPOBEAEHHOrO
KOMIIEKCHOI 0 fIEYeHUs NMOSHOCTbIO BbIM KyNMpPOoBaHbI
MPOSABMEHUS FreMaHrMoMbl Ha Koske (pucyHok 3) v crinam-
cTon 0BonouYKke, CaHMpoBaHbl 04aru MHPEKUMK, BoccTa-
HOBMIIaCb LeNOCTHOCTb YLLIHOW PaKkoBWHbI, MO AaHHbIM
MPT (4epes 2 Mec OT Hauana Tepanumn) 0TMEUEeHO COKpa-
LLleHWe pa3MepoB reMaToMbl Ha 30% C yMeHbLLeHueM
BbIpaseHHOCTW BHYTPeHHeN ruapouedanuu. BoccTaHos-
NEHWe KonuuecTBa TPOMBOLMTOB 3adhMKCUPOBaHO Yepes
10 gHer oT Hauana Tepanuu.

OBCYXOEHUE PE3YJIbTATOB UCCITE[IOBAHUA

Mpu poxaeHnn UIT MOKeT OTCYTCTBOBATb UMK DbITb
npeacTaBfieHa HayanbHbIMU NPOABEHUSMU B BULE
yyacTka GnefHoi 3puTeMbl/TeneaHrMosKTaTMUeCKUX
n3MeHeHuin. OfHaKo Ko 2—4-ii Hepensm XunsHu U™ ctaHo-
BATCS, KaK NPaBuUIo, 0YEBUHbIMU.

Mbl yacTo 3apaeM cebe BONPOCHI: MOXET NN reMaH-
rMoMa nNpowT CaMoCTOATENbHO? 3aTPOHYThLI SN TOSIBKO
KOXKHble MOKPOBbI? Kakne M3MEHeHWs1 Ha KOXe LOSIKHbI
BbITb CUMFHaNOM K MNPOBEAEHMI0 LOMOHUTENbHBIX
uccnepoBaHun? Tpebyetcsa nu pebeHky HasHaueHue
Tepanuu?

B paHHoW cTaTbe, NPefCcTaBUB KITMHUYUECKMIA Cryyal,
Mbl MOMbITAIUCh OXapaKTepu30BaTb AOCTATOYHO PEOKO
BCTpevalowylocs chopmy UM, koTopas NopoKn CKpbiBaeT
3a BHELWHUM bnarononyyneM Tasesble coOMaTUYecKue
npobnemol.

[Mo3TOMy MpuW BbISIBMEHUW FEMAHTMOMbI C JIOKa-
nu3aumen B 06nacTu ronoBbl U LWeN C BOBNIEYEHNEM B
NaToONOrMYeCKMin NPOLECC HECKOJSIbKUX [epMaToOM Mbl
OOMHbI MOMHUTbL, YTO BOME3Hb Morna «BbIMTW> JaneKo
3a npefersbl Kosku! [eMaHrMoMbl C TaKUMU XapaKTepUCTH-
KaMu 0OSsKHbI BbITb MOACKA3KOM M yKa3biBaTb Ha HEObX0-
LVMMOCTb 3KCTPEHHOrO 0bpaLLieHns K Bpayy 1 NpoBeneHNs]
KOMMJIEKCHOr0 0BCnenoBaHus, BKIIOYAIOLLErO:

- HEeBPONIOTMYECKUN oCcMOTp C o0bsizaTenbHbIM
BbiNosiHeHMeM MPT rofnoBbl B UEeNsAX MNOMCKa CTPYK-
TYPHbIX aHOManuin pas3suTus, a Takke MPT B aHrnope-
MMe LN UCKIIoYeHWs ManbdpopMaLin apTepuanbHbIX
COCY[IOB rOJyIOBHOI0 MO3ra;

- KapavoBacKynsipHoe obcnenoBaHue;
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- 0pTanNbMOJIOrMYECKNUIN OCMOTP;

- Npy HeobXxoAMMOCTU. SHOOKPUHONOMMYECKNN
OCMOTP Y KOHCYNbTaLuMio Bpauya-0TOPUHOSIapUHronora.

M KoHeYHOo, Hafao NOMHUTL O BLICOKOWN CTEMNEHN BEPO-
ATHOCTU HANMUMUS FeMaHrMOMbI B MOLMIOTOYHOM/OKOMO-
FMOTOYHOM MPOCTPaHCTBax NpW JIOKanmM3auum omyxosnu
B 0bnacTn 3-ro cerMeHTa U LUeM, Kak 3TO 0TMeYanoch
y Hallero naumeHTa. Takasi ToKanu3aums reMaHrmombl
MOKET NPMBECTM K 0BTypaumn BEpPXHUX AbIXaTeNbHbIX
nyTeW ¢ NeTanbHbIM UCXOAOM.

MpencTaBneHHbI KITMHUYECKUIA ClyYal Takske
MHTEpECEH TeM, UTo y pebeHka bbino aMarHocTMpoBaHO
HapyLueHve putMa — WPW-cuHgpom (pucyHok 10). 3To
BPOXOEHHaa MaTonorus, KoTopas xapakTepuayeTcs
HanWuMeM [OMOSTHUTESNbHbLIX aHOMaslbHbIX NPOBO-
oAwmx nyTei (Ha 9K npencTasneHo nenbTa-BOMHOM,
pucyHok 10), No KOTOpbIM UMMYILC MOKET NPOBOAUTLCS
13 NPeACcepans B KeNyAOoYKM, BbI3biBasi 3a4acTylo CMep-
TeflbHble HapyLUeHns puTMa. M3BecTHoO, YTo 3TO gocTa-
TOYHO pefkas dhopMa HapyLlleHWs puMTMa, yacToTa
BcTpeyaemoctn coctasnaeT 0,15-0,25% B obwen
nonynauun. Kak npasuno, 3T0T CUHAPOM He CBA3aH CO
CTPYKTYpHOWM maTonoruen ceppua. Ho B page cnyvaes
WPW-cuHapom couetaetcs ¢ BMNC (OAMMKIT v OMNM),
KoTopble BbiNKM y HalLero naumeHTa.

Ecnm npu npocton UIM Bonpoc 0 HasHaueHwun Hece-
NEKTUBHbIX B-610KaTOPOB MOXKET 0bCyxAaTbCs, TO Npy
HarMuMM OCIOKHEHHO POpMbI (FeMaHrMoMbI C BOBJleYe-
HWEM BUTanbHbIX CTPYKTYP, CErMeHTapHas reMaHruoma),
KoTopasi Habnioganach y Halwero nauueHTta (Bosne-
YEHWe rMasHWLbI, CIIe3HOM XKernesbl, YLUIHOW PaKOBWHbI,
CNU3UCTbIX 060MI0YEK MOSIOCTH pTa, OKOJOMIOTOYHOMO
npoCTpaHCTBa), Tepanus AonkHasA BbiTb MHULMMPOBaHA
MaKcuMarnbHO BbICTpo. B HalleM KNMHUYEeCKOM cryvae
AvarHo3 6bin NocTaBfeH AOCTaTO4HO MO3AHO, 1 pebeHok
MOCTYNWI C Y}Ke UMEIOLLIMMUCS OCTIOXHeHusaMK (paspy-
LUEHWE XPALLEBON COCTABMAIOLEN YLIHOW PaKOBUHbI C
BTOPUYHBIM UHMLMPOBAHWEM W CENCUCOM), NMPOAOSI-
YKEHHBIM POCTOM COCYAMCTbIX 06pa3oBaHuUi B FasHuLE U
OKOJS10rfI0TOYHOM NPOCTPaHCTBE. B Lenax MakcumarsbHo
BbICTPOro paspeLLeHns reMaHrMoMbl AOMONHUTENbHO
Bb1N10 peleHo HasHauntb MT B KOMBUHaUMKM: LMKIO-
docdaH + BuHBnacTuH. KombuHuposaHHas cneundou-
yeckas Tepanus NO3BOMMSIA B TeYEHWE 2 Hefl JOCTUYb
cTabunusauum 3abonesaHnsa ¢ nocnegyowmnM BbICTPbIM
paspelleHneM reMaHrmomol. Ha koHTponbHon MPT,
BbINMONHEHHOM Yepes 14 mec oT nepBuyHoro obcneno-
BaHWA, 0TMEYaeTCs 3HauMMasn MOSIOKUTENbHAA AUHA-
MWKa B BMLE paccacbiBaHWA reMaToMbl B MPOEKLMU
COCYOMCTOro CrneTeHus neBoro BOKOBOro Xenymouka,
O[lHAKO COXpaHsfeTcs BHYTPeHHAs ruppouedanus
(pucyrok 11).

OnutenbHocTb Tepanuu B-bnokaTtopamu coctasmna
16 mec. lMNepuog HabniogeHns K MOMEHTY HamucaHus
LaHHoW cTaTbn — 17 Mec.

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
2020 | Tom 19 | Ne 3 | 95-104

Tabnuua 3
FT]O nonkeH 6biTb obcneposaH Ha PHACE-cuHapom
6

Table 3
Who should be screened for PHACE syndrome [6]
Neo Kputepuu
Criteria
1 [letvt ¢ cermeHTapHoii Ul ronosbl
Segmental infantile hemangioma of the head
2 Oetn ¢ Ul (MeHbLuero pasmepa unm ¢ TUNMUYHOM

Mopdhosiorueit 1 iokanusaumeit) u xapakTepHbIMM 6onbLLMMY
KpuTepuaMu (HanpuMep, CpeanHHble BEHTparibHble AeddeKTbl,
KOapKTaLus aopThbl v T. 4.)

Infants with infantile hemangioma (smaller or lacking typical
morphology or distribution) and characteristic/major anomalies found
in PHACE (eg, midline ventral defects, coarctation of the aorta, etc)

3 [etun 6e3 Ul Ha Koxe, HO MMeloLLIMe Apyrue XapaKTepHble
aHoManuu (6onbLume KpuTepum)
Infants without cutaneous infantile hemangiomas with other
characteristic anomalies found in PHACE (major criteria)

3AKNIOYEHUE

Wtak, netn c bonbLlion cermeHTapHon UMM, nokanu-
30BaHHOW Ha nuue, nuMmeloT puck passutua PHACE-cun-
apoma. lMpubnuantensHo 31% peten ¢ UM nnowansio
22 cM? (5 x 4,5 cMm), NokanusoBaHHON Ha nuue, uMeloT
[0Ka3aHHbIM PHACE-cuHapom [14]. OgHako Heobxoanmo
OTMETUTb, YTO MaUMEHTbl, UMEIOLLME KPUTEPUN JaHHOIO
CUHAPOMa, MOTYT MMETb MHYIO0 Nnokanusaumio U Boso-
cucTas YacTb FOSOBbI, LLESA, BEPXHAS MOMOBUHA IPYLHOM
KNeTKK, NPOKCUMarbHble 0TAenbl BEPXHUX KOHEUYHOCTEV)
(rabnmuya 2) [11]. N pame nHtpaopbutanbHoie U, He
BbIXOASALLME 3a NPefensl riasHuubl, MoryT bbiTb acco-
unmposaHbl ¢ PHACE-cuHapoMoM [22].

MoaToMy nonHoe obcrnenoBaHWe [OMKHbI MPOXOAUTb
BCe naumeHTbl, umetowwme VI yrkasaHHbIX IoKanmsauum,
a Takxe petu ¢ 2 bonbwnmn kputepusamm PHACE-cuH-
OpOMa U C OTCYTCTBYIOLLEN HA KOME reMaHrMomow
(rabnuua 3) [6].

Taknm obpasom, gmarHos «PHACE-cuHppom»
MoxeT BblTb 3anopo3peH npu Hanuumn U ¢ nokanwu-
3auueit B obnacTu ronosbl/len/BepxHeit NOMOBUHbI
FPYAHON KNETKU WU NMPOKCUMAarbHbIX OTAENOB PyK K
MOATBEPXAEH MHCTPYMEHTanbHbIMK MeTofamu obcne-
poBaHus, Takumm Kak KT, MPT, kapauonoruyeckue
MEeTofbl UCCIeRoBaHuA. YTo ke KacaeTcs aHruorpadmm
n Buoncun, oHM He ABNSIOTCA PYTUHHbIMU METOJaMU
nccrnenoBaHus.

Maumentsl ¢ PHACE-cuHapomMoM npepctasnsioT
AOCTaTOYHO reTEPOreHHYI0 rpynmy, YTO CBA3AHO Npeae
BCEro CO CTEMEHbIO BOBMEYEHUSI BHYTPEHHNX OpPraHoB
B MaTOSIOrMUYECKUii NpoLece, TAKecTbio (3HauMMocTbio)
npefncTaBneHHbix ManbdopMauuii cocypos LIHC u
CEepaeyYHO-COCYAMCTON CUCTEMBI B LIeSIOM. A HEBPOJIOTU-
YeCKMe 1 CepaeyYHO-COCYANCTbIE MPOABIIEHNS, KOTOPbIE
BCTPEYaloTCa Npy 3TOM CMHAPOME, NMOPON UMEIOT OYEHb
TSKENbIA XapakTep, NPMBOASA K Cepbe3HbIM (DYHKLMO-
HamnbHbIM PacCTPOMCTBaM.




INeuenune 3abonesaHus 3aBucuT OT obbema nopa-
EHNA U MMeeT MyNbTUAUCLMNIMHAPHbLIA NOAX0M C
pa3speLleHNeM KapamMonorMyeckmx U HeBpPOSIOrMYECKMX
npobreM, a Takske TopMoskeHueM pocta UIM. CtaHaapToM
npu Ul aBnseTca Tepanusa HecenekTuBHbIMK B-Broka-

He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAMAN OTCYTCTBUE KOHCDSIMKTA WHTEpPecoB, O
KOTOPOM HeobxoamMMo CoobLLUTb.
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