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0630p BbicTynnenus B pamkax Il oo6veaunenHoro Konrpecca HOAIO0
u POM10: «Bnepebie B Poccun. Knuinyeckue peKkomeHaayum no
WH()AHTUNbHBIM reMaHrnomam»

«CucreMHOe JieYeHUEe MJIAJEHYECKUX TeMaHTUOM
MPOIMPaHOJIOJIOM — Mo-npexHemy Tepanusi off-label
B Poccumn?» — Bompoc co3igaHus MepBbIX B CTpaHe KJIM-
HUYECKUX PEKOMEHIALMI IO JICYEHUI0 MHMaHTUIbHBIX
remaHruom (MI') ocBeTuna B cBoeM JOKJaae BeLyILIWiA
HayuyHbIil coTpynHuk HUW netckoit OHKOJIOTMY U rema-
tosioru ®I'BY «<HMMULI onkonornu um. H.H. Brioxuna»
MunznpaBa Poccum n.m.H. TarbsiHa CepreeBHa beibi-
meBa. BeicTyrieHue cocrosuioch 26 Hosiopst 2021 . Ha
II o6beaunenHoM Konrpecce HOAT'O u POIO.

IIpobGreMa AMArHOCTUKU U Tepamuyd COCYIUCTbIX
HOBOOOpa3oBaHUIl y AeTeU MOATHUe robl OCTaeTCs «boie-
BOIl TOYKOI» B meauaTpuyeckoil mpaktuke B Poccum.
Haxonsich Ha cThIKe CeluaqibHOCTel — HEOHATOJOTUS,
OHKOJIOTUSI, 1ePMAaTOJIOrUs, NeauaTpusi, Xupyprus, aetT-
cKasi KapAMOJIOTusl, — 9Ta TeMa A0 HEJaBHEro BpeMEeHU
ocCTaBajlach MEXIUCUUIUIMHAPHON U BMECTE C TEM MPO-
(GUABHO «HUYbEH». DTO OCOOEHHO KPUTUYHO, MOCKOJIb-
Ky, TOSIBUBLIMCHh y peOEHKAa B MEPBBIA Mecsll XU3HU,
COCYIMCTbIE OMYyXOJU HaxonsATcs B daze mpoaudepanuu
U XapaKTepus3yroTcs OypHbIM pocToM. [1pu nokanuzanuu
Ha Jivile, B aHOT€HUTAJIbHOU 30HE, MHTEPTPUTMHO3HO,
MPU OCJTOXKHEHHOM TeUeHUU (U3bsI3BJACHUE, UHOULIMPO-
BaHUE, KPOBOTEUEHUE) U B OTCYTCTBUE CBOEBPEMEHHO
afekBaTHo Tepanuu VI' MOTYT MpeAcTaBisiTh yrpo3y s
KU3HU W TIPUBOIUTH K CEPbE3HBIM (DYHKIIMOHATBHBIM
HapylIeHUsIM U KOCMeTUYecKUM naedekTaM. Bbi3biBas
HeoOpaTUMble U3MEHEHUs KOXMU, MITKUX TKaHEW Juila
u mweu, Ul npuBomsaT K couManbHON Ae3amanTalliu
U CHIDKEHUIO KauyecTBa XW3HU MAJIEHbKUX MalUeH-
TOB U wieHOB ux cemeil. Kpome toro, I' MoryT ObITh
YacThl0 CUHAPOMAJIbHON MAaTOJOTUM U COMPOBOXIATHCS
KPUTUYECKUMU COCTOSIHUSIMU (PaHHUIA WHCYJBT U 1p.).
YeyryoaseT npobjieMy HeAOCTaTOYHOCTh CHelMalbHbIX
3HaHUI y Bpaueil — 60JbIIMHCTBO KJIMHULIMCTOB MPOAOJI-
KAlOT MPUMEHSITh TEPMUH «Te€MaHTMOMa» W BKJTIOYAIOT
B HEro BC€ MHOTroo0pas3re COCyIUCTON MaToIOTuU KOXH,
HECMOTPS Ha MPUHUUIUAIBHO pa3Hble TeYEHUE, TPOTHO3
U moaxodpl K JjeudeHuto. Lllupoko pacmpocTpaHeHHbIE
Ha TEPPUTOPUU HAllEW CTpaHbl MOPAJbHO W TeXHUYE-
CKM yCTapeBIlIMe METOJbl Tepaluu, TaKue Kak Kpuojie-
CTPYKLMSI XUAKUM a30TOM, DyKKU-Tepamnusi, Hepeako
MPUBOMAAT K HEYTOBIETBOPUTEIbHBIM (DYHKIIMOHATBHBIM
U KOCMETUYECKUM pe3yJbTaTaM U 00yCIOBIMBAIOT HEOO-
XOJMMOCTb MTOMCKa COBPEMEHHBIX BICOKO((hEKTUBHBIX
MHOTOKOMITOHEHTHBIX MporpaMm JedeHus. OTCyTCcTBUE
MapIIPyTU3ALUN, PErJIAMEHTUPYIOIINX JOKYMEHTOB —
KJIMHUYECKUX PEKOMEHAALUU, TOrpyxkaer poauTeaei
MaJIeHbKUX TaiueHToB ¢ I B uHbopMallMoHHbI! Xaoc,
COCTOsIHME (PpycTpalluy, HEMMOHUMAHUS, KTO «MX Bpay»,
YTO MPUBOJIUT K BEIOOPY HEAEKBATHBIX METOJIOB TEparuu
WJIX HECBOEBPEMEHHOMY Hayvaly JeuyeHus .

WT xapakTepusyrorcs 106pokayecTBEHHOM mposude-
paumeit SHIO0TeTMaTbHBIX KJIETOK U, COTJIACHO Klaccudu-
Kauuu MexXayHapoaHOTO OOIIECTBa MO U3YUYEHUIO COCY-
nuctbix aHoManuii (International Society for the Study
of Vascular Anomalies — ISSVA) 2018 . [1], BKJIOUEHBI
B TIOATPYIITY MTOOPOKAYECTBEHHBIX COCYIMCTBHIX OITyXO-
neit, cocrapisiga okoyio 80 % ux obuiero uucna [2]. UT
BBISIBIAIOT V 4,5—6,4 % HOBOpoxXaeHHbIX [2] 1 10—12 %
JIETei epBOTOo rojia XW3HU, HauboJiee YacTo CpeIu Tpe-
CTaBUTeJIe eBpOINeonIHOM pachl [3], mMpeuMyIeCTBEHHO
B YEJIIOCTHO-IMLEBOM obactu (1o 60 % Bcex ciydaes).
PazButne 3THX 100pOKAYeCTBEHHBIX COCYAMCTBIX OOpa-
30BaHUIA CBS3BIBAIOT C TUTOKCUYECKUM CTPECCOM BO BHY-
TpuyTpoOHOM Tiepuoe. PakTopamu pucka passutus T
SIBJISIIOTCST KEHCKUI T10J1, HEIOHOIIEHHOCTh, CeMEHbIe
cayyau U 1 HU3Kag Macca Tesa npu poxaeHuu. M3pect-
HO, HampuMep, YTO PUCK MJIAJEHYECKOl TeMaHTMOMBbI
yBesmurBaeTcs Ha 25 % Ha Kaxbie 500 T CHUKeHUST Mac-
Ccbl Tesa mpu poxaeHuu [4]. [eMaHrMOMBI OTIMYAOTCS
OYpHBIM POCTOM B TIEPUOJI HOBOPOXICHHOCTH, KOTOPBIiA
CBSI3BIBAIOT C KJIETOYHOW, TMPEUMYIIECTBEHHO 3HAOTE-
JuanbHOU, runepriazueit. Cragusa npoaudepanuu UT
MPOJOJIKAETCS B CpPeAHEM OT 3 0 6 Mec, 4TO O0YCI0B-
JIUBAeT POCT 3a00JIeBa€MOCTU Cpeldu JeTeil B BO3pacTte
OJke K KOHILy TepBOro rojaa XusHu. [1pu poxaeHun
KJIMHUYECKUE TIPU3HAKM COCYAMCTOW IaTOJIOTUM, Kak
MPaBWJIO, OTCYTCTBYIOT WJIM TIPEICTaBICHBI «3HAKaMU»
Oymyleil TeMaHTUOMbI — OKPYTJIBIMU Y4acTKaMu OeJieco-
BaTOro 11BETA, B LIEHTPE KOTOPHIX BUIHBI TOUEYHBIE COCY-
nbl. Hanbosee MHTEHCUBHBIN POCT FeMaHTMOMBI HAOJTIO-
JAeTCsl B TeUEHME TIEPBBIX 2 MeCSIleB XKU3HU pebeHKa,
YTO SIBJISIETCS OMPENESIOINUM (PAaKTOPOM MPU PELIeHUN
BOMpoOca O CpoKax Hayajia JiedeHus. B mocienyroiem
WT nepexoaut B 6—9-MecssuHyio a3y crabuan3aiuu, 3a
KOTOpoOii B TeueHue 3—7 JieT ciaenyeT (a3a CIIOHTAaHHOM
MOJTHOW WJIM YacTMYHOW WHBOJIOLMU. B 3aBucHMOCTH
oT a3bl 1 JOKAIU3AIMU COCYIUCTOrO 00pa30BaHUST TaK-
TUKA BelIEHUS TallMeHTa MOXeT ObITh KOHCEPBAaTUBHOM
Win akTuBHOU. CpouHoro BMelareabcTa Tpedytor U,
MPEACTaBIISTIONINE OTACHOCTh ISl KU3HU, COMPOBOX/IA-
oirecs: (YHKIIMOHATbLHBIMUA HapYUIEHUSIMUA, OCJIOX-
HEHHbIE U3BSI3BICHUSIMU U 00JIE3HEHHOCThIO, MHBOJIIO-
LIMOHUPYIOLIME C UCXOAOM B pybell. OnHUM U3 Haubosee
pacrpocTpaHeHHBIX TTOAX0M0B K yiedeHuo T siBisiercs
MeIMKaMEHTO3Hasl Tepanusi, B MEePBYI0 o4Yepeab puMe-
HeHue OyiokaTopa B-aApeHOPeLenTOpPOB MpOIpaHoioia
B (opme pactBopa misi mpuema BHYTpb. [lpuMeHeHUe
JlazepoTepanuv UMIYJIbCHBIM JIa3epOM Ha KpacuTese
rnocJje rpoBeaeHus1 JiekapcTBeHHoro jeyeHuss T mo3so-
JITeT MUHUMU3UPOBATh BO3MOXHbBIE OCTaTOUYHBIC M3Me-
HEHUs B BUJIE MTOBEPXHOCTHBIX TEJICAHTUIKTA3UI U 1ud-
dy3Hoi1 apuTemsbl. [To moKazaHUSIM OCTAETCSI MECTO U JJIST
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XUPYPTUUYECKOIo 3Tara, 4Jallle B YPIeHTHBIX CHUTYyallUsIX
WIN JUISL yIaJeHUsT OCTaTOUHOTO 00beMa OIyXOJIu IOCie
3aBeplIeHUs (pa3bl MHBOIIOLMU.

Kaxk u3BecTHO, «3pa mporpaHoiona» B aeyeHuu WUT
Hayvanach B 2008 1., 1 ecIy He TI0 BUTAJIbHOM 3HAYMMOCTH,
TO B MacIiiTabax KavyecTBa >KU3HU OJHOIO KOHKPETHOTO
pebeHka ¢ ocnoxxHeHHbIM TeyeHueM MI oHa comocraBu-
Ma C OTKpBITMEM aHTuOuoTukoTeparnuu! IlepopalbHblii
MpHYeM pacTBOpa MPOIPaHOJI0JIa TTOKa3aH K MIPUMEHEHUIO
B KA4eCTBE II€PBOM JIMHUM CUCTEMHOUN Tepalluu aMepu-
KaHCKUMM U €BPOINECHCKUMU MEXIYHAPOIHBIMU DPEKO-
MeHmanusamu 1o gedenuto UI. C 2015 . 8 Poccuiickoit
®depepalii 3aperuCTPUPOBAH JICKApCTBEHHBIN MpernapaT
Iemanrnon® («Ileep ®abp Menukament», Opanius) —
€IMHCTBEHHBI MepopalibHbIN B-aApeHOo0I0KaTOp, O10-
OpeHHBIN 11 Tepanuu npoaudepupyromeit UI' y nereit
MepBOTO roja XMU3HU.

B 2015 r. L. Xiaohan et al. 0bl1a oryoJMKoBaHa Mac-
mrabHasg pabora: «DPdeKTUBHOCTL M 0OE30I1aCHOCTh
MepopaIbHOIO IMPOIPAHOJIOJa B CPAaBHEHUU C IPYTUMU
Metonamu JjedeHuss WMI: mertaaHanus». bbumm uzydeHb
pe3ynbrathl 61 uccaenoBanus ¢ yyactruem 5130 manueH-
ToB. B pesynsrare neuenue U mpomnpaHononom B popme
pacTBopa ISl IpueMa BHYTPb IpU3HaHO Oojiee 3dek-
TUBHBIM U 0€30ITaCHBIM 10 CPaBHEHUIO C IPYTMMU METO-
namu nedenus: (KC, nazeporepanueit, apyrumu B-aape-
HOOJIOKATOpaMU U XUPYprudeckuM jedeHneM). OmHako,
HECMOTpSI Ha BCE 3TU OTKPBITHUsI, TANbl U JTOCTUKECHUS
nuardHoctuku, tepanus I B Poccum 6omnee 10 et ocra-
€TCS HEpETJIaMEHTUPOBAHHOM.

JlekapcTBeHHBI mnpemapar IemMaHruon® BKIIOYEH
B aMepUKaHCKHUE U eBPONEHCKIEe MEKIyHapOIHbIC PeKO-
MeHmanuu no jedyeHuto MI. Ero mpuMmeHeHue mokazaHo
npu WT BBICOKOro pucKa MO pa3BUTHUIO KU3HEYrpoxKa-
IOIIUX OCHOXHEHUH, (OYHKUMOHAJIBHBIX HapyIIeHUI
WIX U3bSI3BICHUM, CTPYKTYPHBIX aHOMAIUIA U Pa3BUTHUS
HeoOpaTUMOTo KocMeTuuyeckoro nedekra. B kadecTBe
MepBoii TMHUU cucteMHoil Teparnuu YT pekoMeHayeTcs
repopanbHbIii  pacTBop mpomnpanonona (Iemanruon®)
B mo3e 2—3 mr/kr/cyT. Jloy Ha mpueM pacCUUTHIBAIOT
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¢ yyeToM Beca pebeHka. PekoMeHmoBaHHasi HadyajbHasi
no3a: 1 Mr/kr/cyt B 2 mpuema (YTpOM M BEUYE€pOM IIO
0,5 mr/kr). PekomeHmoBaHHasl TepareBTUYECKas 103a:
3 Mr/kr/cyT B 2 mpuema (YTpoM U BedepoM I1o 1,5 Mr/Kr).
WHTepBan MexIy OByMsI IIpUeMaMM JOJKEH COCTaBJISATh
He MeHee 9 u. CxeMa TUTpOBaHUS OO3bI: IO 1 MI/KT/CyT
B TedyeHue l|-ii Hemenw, mo 2 MI/KI/CYyT B TEYEHME
2-1i Hemenu, ¢ 3-it Hemeau — 1o 3 mr/kr/cyt [5]. Jleue-
HHUE IEMOHCTPUpPYET BIEUAT/ISIONICe BpeMsl OTBeTa Ha
tepanuto. bosnee yem y 90 % neteii, moyyaBIIuX IMpo-
MpaHOJION, Yepe3 24 4 rocJie Havasa JeYeHUs OTMedaeTCs
n3meHeHue 1Beta MI' oT MHTEHCUBHO-KPACHOTO 10 Myp-
MYPHOTO U CMSTYeHHe oOpa3oBaHUs. Takue CUMIITOMBI,
Kak 3aTpyIHEHHOe IbixaHue/onpika B caydae MI npixa-
TEJIbHBIX IIyTel WM TeMOOMHAMUYECKME HapyLICHMS,
00BIYHO MPOXOIAT B TeueHMe 48 4. B cimyyae pacmonoxe-
Hus UI' B o6macTyl 171a3 Mpou3BOILHOE OTKPBITHE MOXKET
HaOJIomaTbesd yepes 7 aHeii [6, 7].

Ha ocHoBaHMM MEXIyHAapOZHOTO M OTEYECTBEHHOIO
onbiTa cucreMHoro JedeHus WI mepopanbHbIM pac-
TBOpOM TIpomnpaHojioia B 2021 . BriepBbie Ipodeccuo-
HaJabHBIMM accouuanusaMmu (Poccuiickoii accoumaimeit
JNETCKUX XUPYyproB, HaltmoHaabHBIM OOIIIECTBOM JETCKUX
reMaToJIOrOB M OHKOJIOroB, Becepoccuiickoii o011ecTBeH-
HOIi opraHu3anueil «Accolualys IeTCKUX KapAuoJIOroB
Poccun») moaroroBiieH M HampaBJieH Ha COIJlacoBaHUeE
MPOEKT KJIMHUYECKUX peKoMmeHaauuii «lemMaHruoma
WH(pAHTWIbHAs» B  MMHUCTEPCTBO 3IpaBOOXpaHEHUS
Poccuiickoit @eneparivn.

JlerutumnHoe meaukameHTo3Hoe JnedeHue UT 3apern-
CTpUPOBaHHBIM B Poccuu JieKapCTBEHHBIM IIpeIiapaToM
Temanrnon® B COOTBETCTBUU C YTBEPKICHHBIMU MuUHM-
cTepcTBOM 3apaBooxpaHenusi Poccuiickoit Deneparuu
KIMHUYECKMMU PEKOMEHIALIMSIMM, IIPOBOAMMOE IIOJI
KOHTpPOJIEM [IETCKOro KapauoJjora, I03BOJUT COOTBET-
CTBOBaTb COBPEMEHHOMY YPOBHIO MUPOBBIX CTaHIAPTOB,
MPUHIIMIIAM [0Ka3aTeJbHON MEIUIMHBI, O00eCIeYuT
BBICOKYIO 3(P(PEKTUBHOCTL M 0O€30MaCHOCTh JICYEHUS
namueHTa, npodecCUOHaIbHYIO U JIMYHYI0 YBEPEHHOCTD
Bpaya.
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