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Annomayusa. PeOkue cnyuau 8pON*COEHHbIX MENCMBIUEYHBIX 2eMAHSUOM C UHQAHMULLHBIM MUNOM POCA
npeocmassiiom  OUASHOCMUYECKYI0  OULeMMY U3-3a COYemaHus Yepm ONyxoliegoeo npoyecca U
2eMOOUHAMULECKUX HAPYULeHUL, UMUMUPYIOWUX apmepUuoseHo3nble Matbgopmayuu. B pabome npedcmagnen
KAUHUYECKUl CAYYall NAYUeHMKU C BPOHNCOCHHOU MENCMbIUEYHOU 2eMAaHSUOMOU UHGAHMUIbHO20 mMunda
pocma, ONucamvl NAMOPUIUOLOZUHECKUe MEeXAHUZMbL e€ QOopMUPOBanUs, OCOOEHHOCMU OUACHOCMUKU U
pe3yiomamsl KOMIIAEKCHO20 AeyeHus. Onucana unmespaivHas NAmo@U3UOI0SUYecKas MOOelb pPA38Umus
OaHHOU NAMONO2UU, KOMOpPAs GHOCUM SCHOCMb 8 NOHUMAHUE MmakKoeo poda 3aboneeanui. JlanHblil
KIUHUYECKUl Cydatl OeMOHCMpUpyem VHUKATbHbINL NAMO2eHemUu4ecKull Kackao, o00beOuHAowuUL yepmol
ONYX01e6020 pOCMA U COCYOUCmou Marbpopmayuu. Pezyromamul uccnedosanus 6Hocsim 6Kk1a0 8 NOHUMAaHUue
NOSPAHUYHBIX  COCIMOSHULL  MexcOy NponughepamusHblMu U OU3OHMOSEHEMUYeCKUMU — COCYOUCHbIMU
namono2usimMu.

Knwouesvie cnosa: cemancuoma, apmepuosenosnas Matbopmayus, 6pOICOEHHbIE AHOMATULU, COCYOUCTAs
ONYXO0b, UHDAHMUTLHBIL MUN POCMA.
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Abstract. Rare cases of congenital intermuscular hemangiomas with infantile growth type represent a
diagnostic dilemma due to a combination of features of the tumor process and hemodynamic disorders
mimicking arteriovenous malformations. The paper presents a clinical case of a patient with congenital
intermuscular hemangioma with an infantile type of growth, describes the pathophysiological mechanisms of
its formation, diagnostic features and the results of complex treatment. An integral pathophysiological model
of the development of this pathology is described, which brings clarity to the understanding of such diseases.
This clinical case demonstrates a unique pathogenetic cascade that combines the features of tumor growth and
vascular malformation. The results of the study contribute to the understanding of borderline states between
proliferative and disontogenetic vascular pathologies.

Keywords: hemangioma, arteriovenous malformation, congenital anomalies, vascular tumor, infantile type of
growth.

BBenenune.  BpoxJeHHble ~ MEXMBIIIEUHbIE  TEMAHTHOMBI,  XapaKTepHU3YIOLIuecs
MHOGAHTUIBHBIM THUIIOM POCTA, MPEJICTABIAIOT COOON KIMHUYECKH 3HAYMMYIO U CIOXHYIO IS
JIMArHOCTHKYU martojoruto. CoracHO akTyalbHOM Kiaccupukanud MexayHapoaHOro ooiecTsa 1mno
u3ydyeHnto cocyauctelx aHoMaimuii (ISSVA, 2022), pacnpocTpaHEHHOCTb TaKHMX CIy4aceB
ornenuBaercs B 0,7-1,2 na 100 000 HoBOpOokneHHbIX. Ha Tepputopun PecmyOnmuku bemapych 3a
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nocienane 10 ymer Obuto 3adUKCHMpOBaHO He Oonee 5—7 aHAIOTHMYHBIX HAOMIONEHUN (IaHHBIC
rOCyAapCTBEHHOIO YyupexaeHus «PecrnyOnuKaHCKUN HayyHO-NIPAKTUUYECKUI LEHTP JAETCKOM
xupyprun», 2023), 4T0 MOAYEPKUBACT WX YHUKAJIBbHOCTh. Hambombinyro mpobiemMy mpencTaBiseT
BBICOKMH YpPOBEHb IE€PBOHAYAIBHON TUArHOCTUYECKOM OIIMOKH: OKOJO TIOJOBMHBI TaKUX
o0pa3zoBaHMil OMIMOOYHO MHTEPIPETUPYIOTCS KaK apTepHOBEHO3HBbIC Majbhopmanuu (ABM) wimm
3JI0KQYECTBEHHBIE OITYXO0JIU (CApKOMBI), YTO BEIET K HEONTUMAJIbHOW TAKTUKE BEICHUS MAllUEHTA.

Metonuka. B ocHOBe paboOThl JIEKUT aHAIU3 COBPEMEHHBIX JHUTEPATYPHBIX JAHHBIX WU
JeTaJbHOE PETPOCHEKTHBHOE W3yUEHHE MEAMIMHCKON AOKyMeHTanuu. OOBEKTOM HCCIEeIOBAHUS
MOCIIy)KUJIa HUCTOpUsi OOJIe3HM TMAlMEHTKH, HaXOJUBIICWCS Ha JICUEHUU B TOCYIAPCTBEHHOM
yupexaeHun «PecnyONMKaHCKMM  HAyYHO-TIPAKTUYECKUN  LEHTP JETCKOW  XUPYprum» C
yCTaHOBJICHHBIM nuarHo3oMm «llepudepuyeckuii apreprmoBeHO3HBIN MOpok pazButus (Q27,3).
Cocymucras ManbopManusi TpaBoi sroauibl». B mpomecce paGoThl ObUTM  THIATEIBHO
MIpOaHaIN3UPOBAHBI Kalo0bl, aHaMHe3 3a00JIeBaHUs, JaHHbIe (PU3UKAIBHOTO OCMOTPA, PE3YJIbTaThl
1a00paTOpHBIX M HHCTPYMEHTAJIBHBIX METOAOB TUATHOCTUKU (YIBTPa3ByKOBOTO HCCIICAOBAHMS,
KOMITBIOTEPHOM ToMOrpadum), a TakKe MPOTOKOJ XUPYPrUYECKOro BMelarenbcTa. McenenoBanue
IIPOBEJICHO B CTPOrOM COOTBETCTBUU C MPUHUIMIAMH OHOITUKU IpPU IIOJHOM COXPaHEHUU
KOH(HICHIIMATHHOCTH EPCOHANIBHBIX JAHHBIX MallMEHTA.

OcHoBHass 4actb. CoBpeMeHHass HO30JOrMYecKas KOHLeNIus, mpemioxkeHHas ISSVA
(2022), ctporo paznensieT Bce COCYIUCThIE aHOMAIUU Ha JIBE MPUHIUIUAIBHO PA3IMYHbIE TPYIIIbL:
COCY/IMCTBIE OITYXOJH M COCYAHMCTBhIE Malb(OpPMAIH, YTO OCHOBAHO HAa KOPEHHBIX PA3IHUUSAX HX
MaToreHesa U KIMHUYECKOro moBeaeHus [2].

B mpexncraBieHHOM KIMHUYeCKOM HaOmomeHun marueHTka A., 2020 r. p., oOparunace B
rocyAapcTBEHHOE YyupexiaeHue «PecrnyOnukaHCKUN HayYHO-PAKTHUECKHH IIEHTP JIETCKOU
xupypruu» B 2022 romy ¢ xanodamMu Ha Hamuune o0beMHOro oOpa3oBaHUS B OOJIACTH NpaBOU

sronuubl (puc. 1).
' Y
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Puc. 1. Obvemnoe obpazosarnue 8 obracmu npagoul 1200uysl nayuenmru A

[Tpu ynsTpa3ByKOBOM HMCCIIEJOBAaHUH OBUIO BBISBICHO KPYITHOE HEOAHOPOIHOE 00pa3oBaHue
C TMpHU3HAKaMU MHTEHCHUBHOIO KPOBOTOKA, YTO MOTPeOOBaIO JalbHEWUIIEr0 paclIupeHHOIo
obcnenoBanus. [IpoBenennas B 2023 roay KOMIbIOTEpHas TOMOrpadus OpraHoB Ta3a BbISBHIIA
KOMITJIEKC W3MEHEHUU: [WUJIaTallii0 BEHO3HOTO pyclia TOAB3IOLIHBIX COCYIOB M HaJIHuue
apTEPUOBEHO3HBIX  IIYHTOB, 4YTO  CBHUJETEJIBCTBOBAJIO O  3HAYUTEIBHBIX  CHCTEMHBIX
reMOIMHaMUYeCKUX CABUTax. Paciirpenue noiB3I0MHbIX COCYI0B — KOMIIEHCATOpHAs peaKkius Ha
MOBBIIIEHHBIH KPOBOTOK B OIyXOJIM. ApPTEpUOBEHO3HBIE IIYHTBI — pE3yJAbTaT COYETAHUSA
MaTOJIOTMYECKOTr0 aHTHOTeHe3a, HEMOJHOIEHHOCTH COCYAMCTOM CTEHKH M TeMOJMHaMUYeCKON
neperpy3ku. IlepBuunass wuHTepnperanus aaHHbiXx KT ckioHwiace B 1OIb3y JuarHosa
apTEepUOBEHO3HONW Malb(OpMalLMU, YTO CTAJIO OCHOBAHMEM JJIsl BBIIOJIHEHUS SHIOBACKYJISAPHOU
sMmOonu3anuu. HecMOTpst Ha TEXHUYECKHH yCIeX Omepaluy, JOCTUTHYTHIH Onaromapsi OKKIIO3UU
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MHUTAIOMIETO COCY/a, B JaJIbHEHIIIEM NOTPeOOBAIOCh PAIUKAIBHOE XUPYPTHUECKOE BMEIIATEIbCTRO.
Wutpaonepaunonnas kaptuHa B 2024 romy BbisiBHIA oOpa3oBaHue pasmepoM 12x10 cwm,
JIOKAJIN30BaHHOE B TONIIE OOJIBIION SATOJMYHOIN MBIIIIBI, C BBIPaXKEHHOH BacKyssipu3anueii, Ho 0e3
MPU3HAKOB UH(UIBTPATHBHOTO pocTa (puc. 2).
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Puc. 2. Humpaonepayuonnas kapmuna: evlioeieHnoe oopasosanue ¢ MacuimabHOou JUHeNKou

['mcronornyeckoe uccie0BaHUE OKOHYATEIbHO BEPU(PHUIIMPOBAIO JAUATHO3 MEKMBIIIEYHOMN
TEeMaHTMOMBI, YTO THOTPeOOBalO MEpecMOTpa MEPBOHAYAIBHBIX JUATHOCTHYECKUX 3aKIIOUEHUM.
JuddepennnanbHas AMArHOCTUKA MEXKAY COCYAUCTBIMU OMYXOISIMU U Malib(hopMalMsIMU OCTAETCS
OZIHOW M3 Hambosee CIOXKHBIX 3a1a4. KirtoueBble mpoOiemMbl, Kak JEMOHCTPUPYET JaHHBIN Cllydaid,
BKJIIOYAKOT: CXOXKECTh TIEMOAMHAMMUYECKMX XapaKTePUCTHK, a MMEHHO HaJU4M€ IIyHTOB IpHU
MHCTPYMEHTAJIbHON BHU3yalM3alliH, a TaKKe OrPaHMYEHHYI0 BO3MOXXHOCTb OMOIICHMU M3-3a PHCKa
npody3HOro KpOBOTEUEHUs TNPU MHTpaMypaibHON Jokanmu3anuu. CoracHO COBPEMEHHBIM
MOJIEKYJISIPHO-TEHETUYECKUM HCCIIEJOBAHUSM, B OCHOBE BPOXJACHHBIX remMaHruom B 80% ciyuyaes
nexxar comarnueckue myrtanuu B reHax GNAQ/GNAILl, B To Bpems kak ucTuHHble ABM
aCCOLMMPOBAHbI ¢ TepMUHAIBLHBIMU MyTanusaMu B reHax nytu RAS/MAPK (RASA1, EPHB4) [3].
CoBpeMEHHBIE MPEACTABIEHUS O MAaTOIEHE3€ COCYAMCTHIX AHOMAJMH, MOJyYHUBIINE OTPaKEHUE B
oOHoBiieHHOM Kkiaccudukanuun [ISSVA 2025 ropma, mo3BONSIIOT TO-HOBOMY HWHTEPIIPETUPOBATH
CIIOKHBIE KJIMHUYECKHE Cllyyau, T[OJ00HBIe MPEJCTaBICHHOMY HAOMIOACHUIO BpOXKIECHHON
MEXMBIIIEYHOU reMaHruoMbl. OncaHHas MaToJIorusl, IEMOHCTPUPYSI COueTaHHe MPOoIrQepaTUBHON
aKTMBHOCTH JHJIOTEIHMAJBHBIX KIETOK C (OPMHUPOBAHHMEM IMATOJIOTUUYECKUX apTEPHOBEHO3ZHBIX
KOMMYHUKaIUH, IpecTaBiIsieT co00i YHUKaIbHYIO0 MOJEINb /IS M3yUYEHUs IOTPAHUYHBIX COCTOSHUMN
MEXTy OITyXOJIEBBIMU M MalIb(hOpMaIlMOHHBIMH POILIECCAMHU, T7I€ KIIOUEBYIO POJIb UTPAIOT HE TOJIIBKO
XapakTepHble MOP(OIOrHUYecKue W3MEHEHHUs, HO U CIIOKHBbIE MaTo(pU3UOIOTHYECKUEe MEXaHU3MBI,
BKJIIOYAIOIIME HApyILIEHWE aHTUOTEHE3a, COCYIUCTOr0 PpPEMOJEIHUPOBAHMS U CHUCTEMHOM
reMOIMHAMHUYECKON amanTanuy. llaToreHeTHYeCKWH aHai3 [JaHHOrO HAOIIOAEHUS II03BOJISIET
BBIJICIUTH HECKOJIBKO KITFOUEBBIX MEXaHU3MOB Pa3BUTHsI 3a00JI€BaHUSL, CPEIU KOTOPBIX BeyIasi poJib
IPUHAMJICKUT BPOXKAECHHOMY AE(EKTy aHTMOIeHe3a, BEPOSTHO CBA3AHHOMY C COMAaTHYECKUMH
mytamusimu B reHax GNAQ/GNAILIL, 9TO COOTBETCTBYET COBPEMECHHBIM TPEACTABICHUSM O
MOJICKYJISIDHBIX OCHOBaX COCYIHMCTBIX omyxonied [1]. B To Bpems kak ¢dopmupoBanue ABM-
NOJ00HON TeMOIUHAMUKH SIBJISIETCS. BTOPUYHBIM IPOLIECCOM, DPAa3BHBAIOIIUMCS BCIEACTBHE
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MOBBIIICHHOW HArpy3kd Ha COCYOUCTYX0 CHUCTEMY M HapyLIEHHs MEXaHH3MOB ayTOPETyJSLUH
KpOBOTOKA, YTO NPUBOIUT K MPOTPECCUPYIOIIEH AUJIaTallMM MUTAIOLUX COCYI0B U NEPECTpPOiKe
COCYIHUCTOM AapXUTEKTOHUKH C OOpa30BaHMEM IaTOJIOTMYECKHX ILIYyHTOB. KiltoueBoe omiuuue
c(OPMHPOBAHHBIX HIYHTOB OT HCTUHHBIX Maib(opManuii 3aKiI04yaeTcs B UX HpUOOpPETEHHOM
XapakTepe WU IOTEHLUAIbHOM CHOCOOHOCTM K PpErpeccu Iocie JMKBUAALUU IEPBHUYHOIO
o1yxoJieBoro ovara. CylieCTBEHHbIH HHTEPEC MPEACTABISAIOT KOMIIEHCATOPHO-IIPUCIIOCOOUTEIbHbBIE
peaKky COCEAHUX TKAHEBBIX CTPYKTYpP, B OCOOEHHOCTH — 3HAUUTEIbHAs TUIEPTPOGUS ATOIUYHON
MBIIIIBL. V3Ha4aabHO 3amyckaeMmas XPOHMYECKOH HIeMHed, B JalbHEHIIeM 3Ta Truneprpodus
MNOTEHIUPYETCsl MapakKpUHHBIM BIUSHUEM (AKTOPOB POCTa, HPOLYLHUPYEMbIX KICTOUHBIMHU
VIEMEHTaMU OMyXoiau. Dopmupyercs IMOPOYHBIM KpPYI, BEAYLIMH K IMPOIPECCHUPOBAHUIO KakK
pEruoHaIbHBIX TEMOJUHAMUYECKUX PACCTPOMCTB, TAaK U CBSI3aHHBIX ¢ HUMHU AucPyHKmi. Hannuue
MOJOOHBIX CHCTEMHBIX NPOSIBICHHH, HE THIHWYHBIX JJIS CTAHAAPTHBIX BAPHAHTOB TI'€MAHTHOM,
aKLEHTUPYET HCKJIIOYUTEIBHOCTh OIMCAHHOTO KJIMHUYECKOrO HAONIONEHUS U IOATBEPXKAAeT
BOXHOCTH €r0 BCECTOPOHHETO MaTO(QHU3UOIOTUIECKOTO aHAIU3a. YUeT ITUX NaTo(PU3NOIOTHIECKIX
MEXaHU3MOB KpailHEe BakeH [UIi BBIOOpAa mHpaBWIbHOM JieueOHON TakTukH. CoBpeMeHHas
knaccupukamus ISSVA 2025 BBoaur HOByrO Kareropuio — LVM-1 (rubpuaHbie cOCyOHCThIC
MOPaXEHUsI), YTO TIO3BOJIET Oojee TOYHO KIACCU(PUUMPOBATh HOAOOHBIE CIIOXKHBIE CIIydaw,
COYETAIOIINE YEPTHI OMyXOJIH U Manb(opmarmu. B paMkax HacTOSIIETO UCCIIETOBAHUS ITPOBEACHUE
uMMyHorucroxumuueckoro (Biimouas mMapkep GLUT-1) u MonekyasipHO-TeHETHYECKOro aHaJln3a
0Ka3aJI0Ch HEJIOCTYITHBIM B CHJIy OTPaHHUYEHHBIX PECYPCOB AHAarHOCTHYECKoi 0asbl. Tem He MeHee,
J0CTOBEpHas Bepu(UKalus AuarHoza Obula JOCTUTHYTa Onarofapsi NPUMEHEHHIO KOMIUIEKCHOTO
JMarHocTuYeckoro noaxoaa. Ilocneqnuil Bkirovan aHaiu3 TUIMYHBIX KIMHUYECKUX MPOSIBIICHUH, B
YaCTHOCTH CTaJUU AKTMBHOTO POCTA, PE3yJbTaThl BU3YyaJIM3alMOHHBIX METONOB MCCIEIOBAaHUM, a
TaK)Ke T'HCTOJIOTHYECKOE 3aKIIIOUEHHE, MOATBEPAUBINEE MPOTH(EpaHio YHAOTEIHATBHBIX KIETOK
IIPU OTCYTCTBUU MOP(HOJIOTUUECKUX KPUTEPUEB 310KaYECTBEHHOCTH.

3akiaroueHue. AHaIM3 JAHHOTO KJIMHUYECKOTO CIIy4yash BpPOXKIAEHHOM MEKMBIIIEYHON
I€MaHTUOMBI JEMOHCTPUPYET CIIO)KHOE TMeperyieTeHne MNponu@epaTuBHBIX M Te€MOIMHAMUYECKUX
npoueccoB. [IepBUYHBIM 3BEHOM SBIIIETCSI OIYXOJIEBBIM IIPOLIECC, CBA3AHHBIA C HapyLICHUEM
aHTMOTeHe3a, a XapaKTepHble I'eMOJMHAMHUYECKUEe HapylleHHus (LIYHTHpOBaHHME, Ba3oAWNIaTalys) U
TKaHeBble  ajanrauu  (TunepTpodus  MBIIIBI)  HOCAT  BTOPUYHBIA,  KOMIIEHCAaTOPHO-
NPUCTIOCOOUTENIBHBIM XapakTep. OTO MPUHIMIHMAIBHO OTIMYAET JAHHYIO MaTOJOTMI0 OT MCTHHHBIX
Maib(opMalii U 00BSICHAET BO3MOYKHOCTh perpecca reMOANHAMUYECKUX HapyILIeHUH MocIe yaaleHNus
omyxoneBoro cyocrpara. Ciyuail MOJUEpKUBAaeT HEOOXOAUMOCTh KOMIUIEKCHOTO MOAXoJa K
JIMarHOCTHKE, BKJIOYAsh BO3MOXKHOCTb MOJIEKYJISIPHO-TEHETUYECKOTO TECTUPOBAHUS, M BAXKHOCTb
oOpamenust k coBpemeHHbIM Kiaccudukanusm (ISSVA 2025, MKbB-11) ans BeiOopa anekBaTHOM
CTpaTeruu JeYeHUsl.

BriBoabI:

1.B ocHOBe 3abosneBaHUsl JICKHT BPOXKICHHBIA Je(EKT aHTHOTEHEe3a, CBSI3aHHBIA C
HapyumeHreM auddepeHInpPOBKY COCYAUCTBIX CTPYKTYpP Ha SMOPHOHAIBHOM 3TaIle, YTO MPUBOAUT K
(OpMUPOBAHUIO COCYTUCTON OITYXOJIU C ATUITUYHBIM (PEHOTUIIOM.

2. IlpencraBineHHbI  ciydyall JEMOHCTPUPYET CIIO)KHOE B3aUMOJCIHCTBHE OIYyXOJIEBOU
npoiudepanuu (GNAQ/GNAT11-accounnpoBaHHO) U BTOPUUHBIX T€MOJUHAMUYECKUX HapyIICHUN
(ABM-nogo6Hoe mIyHTUpOBaHHE), YTO TpedyeT mepecMoTpa TPaJWIMOHHBIX TMPEICTaBICHUH O
MAaTOT€HE3€ COCYAMCTHIX AaHOMAJIHM.

3. Ilonumanue mNATOPHU3UOIOTUYECKOTO Kackaja, IMpU KOTOPOM TeMOJMHAMUYECKHE
HapyLICHUs SIBJIAIOTCS BTOPUYHBIMU [0 OTHOIIEHUIO K MposuepaTuBHOMY MpPOLECCY, MO3BOJIUT
ONTUMHU3UPOBATH TIOCIIEAOBATEIBHOCTh JICUEOHBIX MEPONPUATHI, HANpaBUB YCHIUS B IEPBYIO
odepesib Ha yCTPAHEHHUE OITyXOJEBOTr0 KOMIIOHEHTA.

4. BHeapeHune B KIMHUYECKYIO NMPAKTHKY COBPEMEHHBIX KJIacCU(UKAIMOHHBIX KPUTEPUEB
(ISSVA 2025), B wacTHOCTH Karteropuu THOpUAHBIX mopaxkeHuil (LVM-1), mo3BOIUT TOBBICHTH
TOYHOCTH TUATHOCTUKHU CJIOKHBIX COCYIUCTBIX aHOMAJNI U N30€kKaTh TAKTUYECKUX OIINOOK.

5. JlaHHOE uccnenoBaHue BHOCUT BKJIaJ B (JOPMUPOBAHUE HOBBIX QJITOPUTMOB TMATrHOCTUKH
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U JICYCHUs], YTO B KOHEYHOM UTOT€ MPUBEAET K YAYUIICHUIO OTAAJIEHHBIX Pe3yJbTaToB M KayecTBa
YKW3HU MALUEHTOB C JAHHOW PEIKON MaTOJIOTHUEM.
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