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Pesiome

LLeAb. [MoBbiLLEHME DA EKTUBHOCTU ACYEHUI AETEN C M3OAMPOBAHHBIMM M AMADADY3HBIMM BEHO3HBIMM MOAb-
OPMALUIMM HOPY>KHBIX MOAOBBIX OPFAHOB, O TAKXE C CMHAPOMOM KAamnneas—TpeHoHe, C BOBAEYEHNEM B NA-
TOAOTUYECKMIM MPOLLECC, MOMMMO HMXKHEN KOHEYHOCTH, M MOAOBBIX OPraHOB, MPU MOMOLLLM MOAOMHBA3MBHOM
CKAEPOTEPANUM BAEOMULMHOM M CUCTEMHOTO A€YEHMS NPENAPATOM PAMNAMULLMH.

MaTepuaabl U meToabl. B 1ccaeaoBaHMe ObiAM BKAIOYEHBI 30 MALMEHTOB, CTRATUAOULIMPOBAHHBLIX HO ABE
rPynnbl HO OCHOBAHMK OBbEMA M PACMPOCTPAHEHHOCTU COCYAMCTOM MAAbCDOPMALMK. B nepsyto rpynny
BOLLIAM MALMEHTbI MYXCKOTO MOAQ C M3OAMPOBAHHBIMM BEHO3HBIMKM MAABGOOPMALMIMM MOAOBOTO YAEHA M
MALUMEHTKM XXEHCKOrO MOAQ C MOPAXKEHMEM OOABLLIOM MOAOBOM ryObl. Bropas rpynna BKAIOYAAQ MALMEHTOB C
AMADAY3HBIMM BEHO3HBIMM MAABGOOPMALMAMM MPOMEXKHOCTU/MOLLIOHKU, HUXKHEM KOHEYHOCTU, BKAKOHAS MALM-
€HTOB C CMHAPOMOM Kannneas—TpeHoHe. NAauMEeHTaM NEPBOM rPYMMbl MPOBOAMAACH ITAMHAS CKAEPOTEPANMS
C UCMOAB30BAHMEM BAEOMULMHA. [TALMEHTAM BTOPOU FPYyMMbl ObIAG HO3HAYEHA CUCTEMHAS TEPAMUI PANAMMU-
LLUHOM.

Pe3yAbTaTbl. B MepBOM rpynne NaUMEHTOB CKAEPOTEPANMI BACOMMULMHOM MPOAEMOHCTPUPOBAAC BbICOKYIO
3P EKTUBHOCTb, XAPAKTEPUIYIOLLLYIOCS PEAYKLMEN 0ObEMA BEHO3HOIO KOHrAOMepaTa Ha 60% m Goaee. Bo
BTOPOM rpynne NAuMEHTOB, MOAYHOBLUMX PANAMMULMH, YXKE YepEe3 OAMH MECHLL OT HOYAACQ TEPAMMM OTMEYAAACH
MNOAOXMTEABHAS AMHOMMKA: PEAYKLLMA BOAEBOTO CUHAPOMA, CHUXXEHME MAO3IMEHHOM KOHLLEHTPALMK D-aAnmepa
M MHIMOUPOBAHUME HEOBACKYAIPM3ALMM MATOAOTMHECKMX BEH.

KAto4eBble cAOBA: BEHO3HAS MAALCDOPMALMS, CKAEPOTEPANMS, BACOMULMH, CUHAPOM KAannness—TpeHoHe,
Kaaccuapmkaums ISSVA, panammumH.

Summary

Research purpose. To enhance treatment outcomes in children with isolated and diffuse venous malforma-
tions of the external genitalia and Klippel-Trenaunay syndrome by utilizing minimally invasive procedures and
systemic rapamycin administration.

Materials and Methods. The study included 30 patients stratified into two groups based on the volume and
extent of the vascular malformation. Group 1 consisted of male patients with isolated venous malformations
of the penis and female patients with involvement of the labia majora. Group 2 included patients with diffuse
venous malformations of the perineum/scrotum, lower extremity, including patients with Klippel-Trenaunay syn-
drome. Group 1 patients underwent staged sclerotherapy using bleomycin. Group 2 patients were prescribed
systemic therapy with rapamycin.

Results. In Group 1 patients, bleomycin sclerotherapy demonstrated high efficacy, characterized by a re-
duction in venous conglomerate volume of 60% or more. In Group 2 patients receiving rapamycin, positive dy-
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namics were observed as early as one month after the start of therapy: reduction of pain syndrome, decrease in
plasma concentration of D-dimer, and inhibition of neovascularization of pathological veins.

AKTYQABHOCTb. BcCaeacCTBME CNEUMAOUYHOCTM, HU3KOM PACAPOCTPAHEHHOCTH, CAOXHOCTMH
AMOTHOCTMKM  COCYAMCTbIE  MOABCDOPMALMKU  OCTAKOTCH BHE COOKYCA MPUOPUTETHBIX HAYYHbIX
MCCAEAOBOHMM. HQ TeKyLMM MOMEHT OOLLAS 4ACTOTA BPOXAEHHbBIX COCYAMCTbIX CQHOMOAMM Y
HOBOPOXXAEHHbBIX oLeHmBaeTcs B 10-13%, Npum 3TOM AOMUHMPYIOLLLYIO TRYMMYy COCTABASIOT BEHO3HbIE
MaAbcbopmaumm (BM), AEMOHCTPUPYIOLLIME PACYETHYIO NPEBAAEHTHOCTL 1/5000-10000 [1].

BeHO3Hble MOABGOOPMALMKM XAPAKTEPUIYIOTCH 3HAYUTEABHOM KAMHWMYECKOM reTEPOreHHOCTHIO,
BAPBUPYIOLLLEM OT  AOKOAM3OBAHHBIX  HOAYASPHbIX  OOPA30BAHMM A0  OOBLUMPHBIX  TAYOOKMX
MOPOXKEHUM, MHADUABTPUPYIOLLIMX CMEXKHbBIE AHOTOMMYECKME PETMOHBI M, B OTCYTCTBME OAEKBATHOM
M CBOEBPEMEHHOM TEPAMNEBTUYECKON MHTEPBEHLMM, MOTEHLLMAABHO MPMUBOAILLIMX K PA3BUTMIO
>KM3HEYTPOXAKOLLMX COCTOSHMM.

LLeAb. TlOBbiLLIEHNME B3CDAPEKTMBHOCTN AEYEHUA AETEWN C M3OAMPOBAHHBIMK U AMADADY3HbIMM
BEHO3HbIMM MOABCOOPMALMAMM HAPRYXKHBIX MOAOBbIX OPraHOB, O TAKXKE C CMHAPOMOM KAMMNeAs—
ToEHOHE MyTEM MOAOMHBO3MBHBIX METOAOB AEYEHUS U CUCTEMHOIO BO3AEMUCTBMA MPENAPATOM
PAMCMMULMH.

MaTepuanbl U MeToAbl. B AGHHOE MCCAEAOBAHME ObIAM BKAKOYEHDBI 132 BOAbHBIX C PA3AMYHBIMM
dopmamm BM, oBpaTtmBLLIMXCA B HALL LLEeHTP B Nepmoa € 2021 no 2024 roa, 13 KOTOPbIX ObIAO OTOBPAHO
30 NAUMEHTOB KAK C M30AMPOBAHHbBIMM BEHO3HBIMM MAABCOOPMALLMAMM HOPY>KHBIX MOAOBbBIX OPIAHOB,
TAK M C AMAPAY3HBIM MOPAXKEHUEM MPOMEXKHOCTH, MOAOBbIX OPTAHOB M HMXKHEM KOHEYHOCTU. Mbl
OPUEHTUPOBAAMCH HO CAEAYIOLLLME KPUTEPUM BBIBOPA:

1. BospacTt (< 16); mbl BbIBPAAM BO3PACT 16 AET B KOYECTBE TPAHMLI, MOCKOAbKY 3TO ObIA
NOrPAHMYHbBIM BO3PACT CPEAM HALLIMX MALLMEHTOB.

2. PacnoAoXeHMe MNOpPOaXEHUS (HAPY>XHbIE MOAOBbIE OPrAHbI — B CAy4OE€ WM3OAMPOBAHHOTO
MOPCKEHUA M B KOMMAEKCE CO CMEXHBIMM AOKOAMIALMAMM B CAYHaE AMADAY3IHOTO MOPAXKeEHUs, a
TAKXKE B KOYECTBE CUMMMNTOMA B COCTABE CMHAPOMA KAMMNEAs—TpeHOHE).

3. Pasmep nopaxeHus (CpeaHni AMAMETP MOMEPEYHOTO CEYEHMA BEHO3ZHOTO KOHTAOMEPATA HA
Y3U/MPT: y maabimkos —0,8 cm, y aeBodek — 3 cm) [3].

4. BOBAEYEHME TKAHEN Y MALMEHTOB XEHCKOTO MOAQ — TMM | (TWN |: BOBAEYEHA TOABKO KOXA M
MOAKOXKHASA KAETYATKA; TUM |I: BOBAEHEHBI MbILLILLBI, KOCTU MAM CYCTCABbI C BOBAEYEHMEM KOXM U MOAKOXKHOM
KAETYATKM MAM BE3 HeE). XAPAKTEP BOBAEYEHMSI TKAHEM MO AQHHBIM MPT BbIA KAQCCHUAOUUMPOBAH HA
ABQ TUMA B COOTBETCTBMM C KAQCCHdomKaALUMEN bupmumHrema [4].

5. PAeBOAUTbI (€CTb UAM HET). OHU BU3YAAM3MPYIOTCH KOK MPAHYASPHbIE OOPA30BAHMS BbICOKOM
MAOTHOCTM HO MPT man MCKT.

M3 MCCAEAOBAHMS ObIAM MCKAKOHEHBI MALMEHTbI C KOMBOUHMPOBAHHBIMU DOPMAMM AMMODATUKO-
BEHO3HbIX MOABCDOPMALMM U U3OAMPOBAHHbLIE  KAMUAAIPHBIE  COOPMBI.  AMArHO3 BEHO3HOM
MOABCDOPMALMU OCHOBBIBAACH HO KAMHUYECKOM M MHCTPYMEHTAABHOM OBCAEAOBOHMSIX.

MaumeHTbl OblIAM PA3AEAEHBI HO 2 rpynnbl: 1 rpynna — NAUMEHTbI-MAABYMKM C M3OAMPOBAHHBIMM
BEHO3HbIMM MOABCDOPMALMAMM MOAOBOTO YAEHA U AEBOYKM C MOPOAXKEHMEM HAPY>KHOM MOAOBOM
ryobl, 6€3 AMAAY3HOTO MOPAXKEHUS MPUAEXKALLUMX TKAHEM MPOMEXKHOCTM, MOLLIOHKM; 2 rpynna —
NAUMEHTb C AMADAOY3HBIMM BEHO3HBIMM MOAABDOPMALMIMM MOAOBBIX OPFrAHOB, MPOMEXHOCTH,
HIDKHEM KOHEYHOCTM, BKAKOYAS MALLMEHTOB C CMHAPOMOM KAMMneAs—TpeHoHe. BO3pacT naumeHTos
OblA OT 3 AO 16 AET, M3 HUX MPEUMYLLLECTBO COCTABMAM AETU AOLLIKOABHOTO M MAQALLIETO LLKOABHOTO
Bo3pacTta — 70%. M30AMPOBAHHbIE BEHO3HbIE MAABCDOPMALMM MOAOBBIX OPTAHOB AMATHOCTUPOBAHbI Y
16 MOABYMKOB M 9 AEBOYEK, AMADADY3HbIE CUCTEMHbIE GOOPMbI HOBAIOAGAMCH Y 5 AETEM — 3 MAABYMKOB
1 2 AEBOYEK.

OCHOBHOWM >XOAOBOWM MALMEHTOB U UX POAUTEAEN ObIAO HOAMYME BM3YAABHO BbIAEASIOLLIMXCS,
PACLUMPEHHbBIX, MATOAOTHMYECKM AECDOPMMPOBAHHBIX BEHO3HbBIX COCYAOB. B 3 CAy4asax doAeBaKTa3bI,
PACMOAQratoLLMeCs HA TOAOBKE MOAOBOrO YAEHO BOAM3M OTBEPCTMA YpPETPLI, ACCGOOPMUPOBAAM
€€ dPOopMy, 4YTO OTPAXKAAOCH HA XAPAKTEPE MOYEMCMYCKAHMI. B CAyd4asgx, KOraa BEHO3HAS
MOABCDOPMALMA MMEAT MECTO HE TOABKO HO MOAOBBIX OPFAHAX, HO M B OBAQCTM MOAOTO TA3Q,
HO KOHEYHOCTAX, Y MALUMEHTOB HA MEPBbIM MAQH BbICTYMAAM XXAAODbLI HO BOAMU, TIKECTb — BOAbLLIE B
BEYEepHeEe BPEMSA — B OOAQCTU HUXKHUX KOHEYHOCTEM. DTOT KPUTEPMIM B OCHOBHOM ObIA MEPBOMPUYMHOMN
OBPALLLEHMS K BDAYY M OTMEHAACSH Y BCEX MALLMEHTOB C AMADADY3HBIM MOPCXKEHUEM.

KAMHMYEeCKUM Kputepumem BbIAO PAHHEE MPOSIBAEHME O4Ara MOPAXKEHMS C MPOrPECCUPYIOLLMM C
BO3PACTOM POCTOM. Y 3 MOABYMKOB MATOAOTMYECKME PAEDOIKTA3bI HO MOAOBOM YAEHE MPOAOAXKAANCH
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M HO MATKME TKAHM MOLLIOHKM. Y BCEX AEBOYEK PACLLMPEHHASN KAMMAAIPHAS CETb M OAEBIKTA3bI
HOCUAM OAHOCTOPOHHMM XAPAKTER MOPAXKEHUS M PACMOAATAAMCH B MATKMX TKOHAX OOAbLLIOM MOAOBOM
ry6obl, a B 30% CAy4OEB PACMPOCTRAHAAMCH U HA MPOMEXKHOCTb MAM BEPXHIOK TPETb BeApd. Y OAHOM
AEBOYKM KAMUAAIPHAOS CETb PACMPOCTPAHAAACH BBEPX OT MOAOBbLIX OPraHOB, MPOPACTAN B MATKME
TKAOHW B AOBKOBOM OOAQCTM M OBAQCTM MAXOBOU CKAQAKM.

BOAb OLLEHMBOAACH C MCMOAb3OBAHMEM BEPOAABHOM YUCAOBOM PEMTUHIOBOM LLIKAAbI (NRS)
M ncumcaanacb ot 0 oo 10 (0 = otcytctene 60AM, 10 = HEBLIHOCKMMAS OOAb) MPU MEPBOM BU3UTE
nauMeHTa. bbiIAO NPOAEMOHCTPUPOBAHO, YTO OLLEHKA POAMTEAS XOPOLLIO COFAGCYETCHA C OLLEHKOM
pebeHKa. ECAM MOAEHBKMM MAUMEHT HE MOT OLLEHMTb CBOKO OOAb, TO 3AMPALLMBAAACH OLLEHKA
POAMTEAS. TPU M3OAMPOBAHHBIX BM HO HOPY>XHbIX MOAOBBIX OPraHAX OLLEHKA KOAEDAAQCH HA YPOBHE
0-1, MpY CHUHAPOMOABHBIX M AMAOADY3HBIX MOPAXKEHMIX BEHO3HOM CUCTEMbI HMXKHUX KOHEYHOCTEM
C MOPOXKEHMEM MOAOBbBIX OPFrAHOB MALMEHTbI OLLEHMBAOAM CBOE COCTOSHME B CpeaHeM Ha 7-8. Y 3
MOLUMEHTOB BbISBAEHbBI OYHKLLMOHOABHbBIE HOPYLLUEHMS, CBA3AHHBIE C TMMOTPOTOUEM MbILLILL HMXKHMX
KOHEYHOCTEM MO NPUYMHE NPOPACTAHMA MATOAOTUYECKMX CTRYKTYP B MX TOALLLY.

Bcem nmaumeHtam B 0OBI3ATEABHOM MOPFAKE MPOBEAEHO YAbTPO3BYKOBOE MCCAEAOBAHME C
AOMAEPOBCKMM KAPTUPOBAHMEM, OLLEHMBAAOCH CTROEHME BEHO3HOM CUCTEMbI U XAPAKTEP KPOBOTOKA
Mo rAy©oKOM U MOBEPXHOCTHOM CUCTEMAM BEH HUXKHUX KOHEYHOCTEM, HOAMYME YHACTKOB TPOMBDO3a U
dAEOUTA, OLLEHMBAAOCH BOBAEYEHME B MATOAOTMHECKMI MPOLECC BAMIAEXKALLUMX OPrAHOB, HOAMYME
COMYTCTBYIOLLIMX CQHOMOAMM. AAS YTOYHEHMS XAPAKTEPA, MPOTIHKEHHOCTM U OBObeEMA MOPOXKEHUS
ObiAa nNpoBeaeHa MPT B T1 um T2, stir-pexumax mam MCKT-anrmorpadomd. Kputepmem MPT GbIAO
HOAMYME OOBEMHOTO OBPA30BAHUI, AEMOHCTPUPYIOLLLETO BbICOKMI CUTHOA HA T2-B3BELLEHHBIX (T2-W)
M30BPAKEHUIX C MOAABAEHUEM CUTHOAQ OT XXMPOBOM TKAHM, C LUMPOKMMM BEHO3HbIMM MyACMM [5]. M3
AQBOPATOPHBIX AHAAM3OB HO HOAMYME M PUCK TPOMBOOBOPA30BAHMS YKA3bIBAET MOBbILLEHUE YPOBHS
D-AMMEPA KPOBK, YPOBEHb KOTOPOTO OMPEAEAIAN BCEM MALMEHTAM C AMAPAY3HBIM MOPAXKEHNEM
BEHO3HOM CUCTEMDI.

PYKOBOACTBYSCb MPUHLUMIOM UCHACAIEMOTO KOAMHECTBA MACQHUPYEMBIX CEAHCOB AAT AOCTMIKEHMUS
HOUOOABLLIENM PE3YABTATMBHOCTM AEYEHUS B CAY4AE OFPAHMYEHHBIX MOPOXKEHUMKM C YYETOM KX
PACMPOCTPAHEHHOCTU, AAS 1 TPYMMbl MALMEHTOB HOMM M3BPAHA TAKTUKA AEYEHUT METOAOM STAMHOM
CKAEPOTEPAMMU NPENAPATOM BAEOMMLMH KAK AAT MOABYMKOB, TOK M AAS AEBOYEK. POCYETHOS PA30OBAS
AO3Q MPENAPATA COCTABAIAA 0,5 MI/KI MACCHI TEAC [6]. TEOPETUHECKM BO3MOXKHbBIE AO3bl MPEBLILLIAIOT
AAKTUYECKMM OObEM BAEOMULMHA, HEOBDXOAMMBIM AAS MPOBEAEHMS 1 MpoLLeAypbl. B cpeaHem 3a 1
CEAHC CKAEPO3MPOBAHUI MAABADOPMALMM MOAOBOTO YAEHA BBOAMACH 1 MA CKAEPO3AHTA, MCXOAS U3
MPEANOCHIAKM BEPOATHOCTU BO3HUKHOBEHUS PEAKLMOHHOTO OTEKA B MOCAEONEPALMOHHOM NEPUOAE
BO M30EXAHME CAOQBAEHMA MPOCBETA YPETPLI. B CAyYae AEBOYEK AO3Q ObIAQ YBEAMHMEHO AO 2 MA C
YH4ETOM MX AHATOMO-CPU3IMOAOTMHECKMX OTAMHUIA.

Pe3yAbTaTbl. AAS OLEHKM DADIEKTMBHOCTM MPOBEAEHHOM CKAEPOTEPAMMU AAG BOABHbBIX C
M3OAMPOBAHHBIMKM POPMAMKM BM Mbl CAEAOBOAM CAEAYIOLLLUM MPUMEHIEMBIM KATETOPUAM:

1) BbICOKOS 2O IEKTUBHOCTb — YMEHbLLEHME OOBEMA BEHO3HOTO KOHIAOMEPATA HA 60% U BoAaee;

2) YAOBAETBOPUTEABHASN DADAOEKTUBHOCTb — YMEHBLLEHME OBbEMA BEHO3HOTO KOHIAOMEPATA
HaO 30-60%; 3) HEYAOBAETBOPUTEABHAS J3GOAEKTMBHOCTD — YMEHbLUEHME OOBEMA BEHO3HOIO
KOHrAOMepaTa meHee dem Ha 30%. Tpu HEYAOBAETBOPUTEABHOM PE3YABTATE MPOBEAEHHOM
MPOLLEAYPbI MPUHUMAAOCH PELLIEHME 00 M3MEHEHMU AO3bI Mpenapara [7].

AQHHbIE KPDUTEPUM MPUMEHAAMCH KOK AAS OLLEHKM KODXKAOW OTAEABHOM MPOLLEAYPLI Yepe3 3—6 me-
CILLEB MOCAE €€ MPOBEAEHMS, TAOK U MO 3ABEPLUEHUM ACHEHUA AAT YCTAOHOBAEHMS OBLLLEN DDA EKTMB-
HOCTM BbIDPAHHOM HOMM TEPAMNMM.

M3 25 naumeHTos 1 rpynnbly 11 MOABYMKOB M 6 AEBOYEK YAAAOCH AOBUTLCH 90% SAMMUMHALMKM NATO-
AOTHMHYECKOrO 04Aara B cpeaHem 3a 3—4 ceaHca, octasumecs 10% mbl pACLLEHMBAEM KAK CTAOUAbHbIE
TEAEAHTMODKTA3MM M HEDOOABLLIME BEHO3HbIE Y4ACTKM A0 0,7 CM B AMAMETPE, KOTOPLIE 30 6 MECALLEB
HOBAIOAEHUS HE AEMOHCTPUPOBAAM MPU3HAKOB NPOrPECCUBHOTO POoCTa (Poto 1 A, B 2 A, B). Bcem
AETIM PEKOMEHAOBOHO MPOAOAXKATE AMCNAHCEPHOE HADAIOAEHME Y AEYALLLETO BPAYA.

OCTOAbHbIE 8 MALMEHTOB MPOAOAXKAIOT STAMHOE AEYEHUE C XOPOLLUMM MPOMEXKYTOYHBIM PE3YAb-
TATOM.

CoOCTOgHME 5 NALMEHTOB, KOTOPbLIM BbIAO HO3HAOYEHO CUCTEMHOE AEYEHME, OLLEHMBAAOCH MO CTE-
MEeHM YTACAHMA U/UAM MCHEIHOBEHMS XAPAKTEPHOM CUMMITOMATUKM. BOAU, OTEKOB, HEMOAHOLLEHHOM
ADOYHKLUMOHAABHOM OKTMBHOCTM, OObEMA M MACCHI B CAYHAE MOPAXKEHHOM KOHEYHOCTH, M3 AQBOPa-
TOPHBIX MOKA3ATEAEM — KOHTPOAb YPOBHS D-aMmepa. Y Bcex BOAbHbIX OTMEYAAACH MOAOXKMTEABHAS
AMHAOMUKQ yXE Yyepes 1 Mecdl, MOCAE HOYOAQ MPUMEMA NPENAPATA, MEPBOOYEPEAHO OTMEYAAOCH
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A b

Puc. 1. A — BM roAOBKM MOAOBOTO YAEHA MNALMEHTA 6 AET AO A€YEHMS; b — NOCAE MpoBeaeHMs 3 CEAHCOB
CKAEPO3MPOBAHMUS

A b

Puc. 2. A —BM AeBOM HAPYXXHOM MOAOBOM ryObl MALUMEHTKM 3 AET AO AEHEHMUS;
b — nocae npoBeaeHUs 2 CEAHCOB CKAEPO3UPOBAHMS.

YMEHbLLIEHNE OOAEBOTO CMHAPOMA U CHUXKEHME YPOBHS D-aMmepda. Hepes 6 mecsleB YMEHbLLAO-
AMCb OObEM U MACCA MOPOXKEHHOM KOHEYHOCTU, HTO OOYCAOBAMBOAO YOACTUYHOE BOCCTOHOBAEHUE
ee PYHKLMOHAABHOM OKTMBHOCTM (dpoTo 3 A, b). HoLLeHMe KOMNPECCUOHHOTO BeAbs SBARETCA He-
OTbEMAEMBIM KOMMOHEHTOM KOMMAEKCHOTO A€YEHMA MALMEHTOB C CUHAPOMOM KAMMneAs—-TpeHoHe
[8], CAHOKO HE BCE AETU OXOTHO CAEAYIOT AQHHOMY MPEAMMUCAHMIO. MICXOAS M3 HOLLETO OMbITA, AETH,
BHEAPWBLLUME B CBOK PYTUHY KOMMPECCUOHHbIM YYAOK 2 KAGCCQ, UCTbITBIBOAM MEHBLLIE AMCKOMADOP-
TA M BOAEBBIX OLLLYLLIEHMM B MPOLLECCE MOBCEAHEBHOM OKTMBHOCTU, M HE COOBLLLOAM OO 3MM30AOX
Tpombo3a.

O6cyxaeHne. B AQHHOM MCCAEAOBOHMM HOMM MPEACTABAEH AMYHBIM OMbIT AEYEHUA AETEM C
BEHO3HbIMMU MAABCOOPMALLUIMM MOAOBBIX OPFrAHOB, MPOMEXHOCTU M B KOMMAEKCE CO CMEXHBIMM
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Puc. 3. CrHapom KAannneas—-TpeHOHE y AEBOYKM 9 AET. A — AO Ae4eHUd, b —vepes 6 mecaues OT HaYOAQ TEPANUM
PANAMULIMHOM

AOKQAM3ALMAMM B CAYyHOE AMAOAYIHOTO MOPAXKEHMS. AAF MOAYYEHUT MOAKCUMOABHO OAHOPOAHOM
BbIOOPKM Mbl DOKYCHUPOBAAMCH HO OHAAM3E MALMEHTOB TOABKO C M3OAMPOBAHHBIMU, AMADTOY3HBIMM
BM 1 cuHapomom KAamnneAd—TpeHoOHE C NMOPAXEHMEM MOAOBbLIX OPTAOHOB. [TOAYYEHHbIE PE3YALTATHI
AEMOHCTPUPYIOT 3 MEKTUBHOCTE MOAOMHBA3ZMBHOTO METOAO CKAEPOTEPAMUM AAD MALLMEHTOB
C M3OAMPOBAHHBIMM BM 1 CUCTEMHOTO AEYEHUA MMMYHOAEMNPECCAHTOM PANAMULMH B CAyHQE
NOLUMEHTOB C CUMHAPOMOM KAMNNEAF—TPEHOHE. HOMU TAKXKE CAEAOH AKLEHT HO HEOBXOAMMOCTHU
KOYeCTBEHHOM MPEAOMNEPALMOHHON BU3YAAM3ALMM, NMOCKOAbKY KOPPEKTHO MOCTOBAEHHbIM AMATHO3
M BbIOOP TAKTMKM AEYEHMI B TOM MAM MHOM AMPEKTMBE HEMOCPEACTBEHHO 3CBMCUT OT TOYHOCTM
BOCMPOM3BEAEHNI AOKOABHOTO MAM CUCTEMHOTO MOPAXKEHMS BEHO3HOM CUCTEMBI MALLMEHTOB.

BM — 3TO BPOXXAEHHbBIE AHOMOAMM, KOTOPLIE KAOCCUAOULLMPYIOTCH HO OCHOBE THUMA BOBAEYEHHbIX
COCYAOB (COBCTBEHHO BEHO3HbIE DOPMbI M KOMOUHUPOBAHHbIE BUABI: APTEPUOBEHO3HbIE, KAMUAAIPHO-
BEHO3HbIE, BEHO3HO-AMMAPATUHECKME) U PEOAOTMHECKMX XAPAKTEPUCTUK (HM3KOMOTOuYHbIE). B 92%
CAYHYOEB OHM BO3HMKAKOT CMOPAAMYECKM, U X DSTUOAOTMA OCTAETCA HEICHOU. OAHOKO COMATMYECKAS
MyTaLMa TIE-2, peLentopa TMPO3MHKMHA3bI, MTIPAIOLLLETO PELLIAIOLLLYIO POAb B AHIMOrEHE3e U CEPAEYHO-
COCYAMCTOM PA3BUTUM, MOXKET ObITb OOHAPYXKEHA MOYTK Y MOAOBKMHBI MOPOXKEHHbBIX NALMEHTOB [7].
OTA reHeTM4eCcKas AETEPMUMHAHTA MO3BOAJET MPOBOAMUTL MOTEHLMAABHOE AEYEHUE MHIMOUTOPOM
mTor, TOKMM KOK PANAMMLUMH, MOACBASIOLLIMM MPoAMdbepaumio cocyaos [10].

Haamume BM 1 MX NpOrpecCUpYIOLLMi POCT TEHETUHECKM AETEPMUHUMPOBAHDBI Y>XXE HOYMHAS C
POXAEHUI PEDEHKA, U BU3YAAM3ALMI NATOAOTMHECKMX OYArOB CBA3AHA C POCTOM U COU3IMYECKUM
passutmem naumeHta. O6bMHO BM  xapaktepusytotcs OeCCUMMMTOMHOM KAMHUKOM AO MEPBOM
MOHMAOECTALMU BMNM30AA TPOMOBO3A, TPOMBOMAEDBUTA, 3HAYUTEABHOM KOMMPECCUM COCEAHMX
CTPYKTYP, KOTOPbLIE SBAFIOTCH MPUHYMHOM OOAM, MOCAEAHSA M CTAHOBMUTCS MEPBLHIM MOBOAOM AAS
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Puc 4. A, B, B — KAMHMYECKME BAPUAHTbI TDMAABI CUMMATOMOB CMHAPOMAO KAMMNeAs—-TpEHOHE Yy AeTeN PA3HOrO
BO3PACTA: COCYAMCTbIM HEBYC, JOAEBIKTA3bI, TMNEPTROOMUI KOHEYHOCTH

obpaLLLleHMs K BpA4y, pexXe BCTPEYAITCS KPOBOTEYEHMS. DTUM  COBbLITHMAM  OAQronpmatCTeyet
PACLLUMPEHnE AEDOPMMPOBAHHBIX BEH M3-30 UCTOLLLEHWS KOMMEHCATOPHbIX BO3MOXHOCTEN CACBOM,
AECDOPMUPOBAHHOM COCYAMCTOM CTEHKM, AKTUBHO MPOUCXOASLLLEE B MEPUOA MOAOBOrO CO3PEBAHMS,
B AOMOAHEHME K FBAEHUIO AOKAAM3OBOHHOIO BHYTPUCOCYAMCTOrO CBEPTbIBAHMSA, KOTOPOE 4ACTO
akkomnanupyet BM [11]. B Hawien cepum CAYHOEB Mbl HE HABAIOAQAM KAKOM-AMBO KOPPEAILMM
MEXAY HOHYOAOM BOAM M NEPUOAOM MOAOBOTO CO3PEBAHMS.

TOAAMLMOHHO OCHOBHbIMM OBOCHOBAHHBIMM METOACOMM A€YEHMS BM BbICTYNMAIOT HOLLEHME
KOMMPECCHUMOHHOTO 6eAbS U TPAHCKYTAHHAS CKAEPOTEPANMS. HOLLIEHME KOMMNPECCUOHHOTO TPUMKOTAXKA
HO MOPQXKEHHbIX KOHEYHOCTIX MPEAOTBPALLLAET CTPYKTYPHYIO HEAOCTATOYHOCTb BEHO3HOWM CTEHKM,
OBAErYOEeT BEHO3HbIM OTTOK, OBecnevYMBaeT CHMMMTOMATUYECKOE OBAerieHMe M NpeAoTBPALLLOET
TPOMOBOMPAEDUT 1 M3bg3BAEHME. OAHAKO Y AETEN MX DAPADEKTUBHOCTD HOCTO OMPAHMYEHA MAOXOM
MPMBEPXKEHHOCTBIO K ACYEHMIO. BOAEE TOTO, PACTYLLIMM AETAM TPEBYETCH KOPPEKTUPOBKA TPUKOTOXA
HEe MeHee AByX pa3 B roa [12]. CyTb CKAEPOTEPANUM 3AKAIOMOETCH B MOBPEXAEHUM CTEHOK
AECDOPMUPOBAHHBIX BEH C MX MOCAEAYIOLLLUM KOAAQMCOM. XOPOLLIAS 3GAOEKTUBHOCTb B KOHTPOAE
CUMMATOMOB M MPOrPECCUPOBAHUU MOABGDOPMALLMK BbIAG 3APETMCTPUMPOBAHA C MCMOAL3OBAHMEM
HECKOABKMX  CKAEPO3MPYIOLLIMX QAreHTOB, TOKMX KAK TETPAAEUMACYAbPAT, OAECOMMUUMH U
AQYPOMOKPOTOA [13]. HE3OBMCMMO OT BELLLECTBA, CKAEPO3MPYIOLLIME AreHTbl, BBEAEHHbIE BOAM3MU
HEPBOB WMAM TOHKMX MBILLILL, MOTYT BbI3BOTb MOBPEXAEHME ITWX CTPYKTYP. CoobLLaeTCq O YyacToTe

44



2025 Vol 2.1ss 2 |

OCAOXHEHMM A0 12%, BKAIOHOS HEKPO3 KOXM, MPEXOAILLME MAM MOCTOSHHBIE HEBPOAOTMYECKME
MOBPEXAEHUS, FOUBPO3 MbILLLL MAM GOACLMM M MOYEYHYIO HEAOCTATOYHOCTL [14]. OAHAKO Yy HALLMX
MNOLUMEHTOB HE HOBAIOAOAOCH PA3BUTUS BbILLEYNTOMAHYTBIX MOCAEOMEPALMOHHBIX OCAOXKHEHMM.

BM CyLLLECTBYIOT TAKXXE B KAYECTBE KOMIMOHEHTA CUHAPOMA KAMNNEAI-TPEHOHE, ONMPEAEAIEMOTO
MeXAYHOPOAHBIM OBLLLECTBOM MO MU3YYEHMIO COCYAMCTbIX AHOMOAMM KAK COYETAHME BAPUKO3IHOTO
PACLLUMPEHMUST BEH M/UAM BEHO3HBIX MAABADOPMALLMMU, KAMMAAIPHOM MAABGOOPMALMM U KOCTHOMU 1/
MAM MATKOTKOHHOM MOABGOOPMALMKM KOHEYHOCTEN (dpoTOo 4 A, B, B) [15].

BAPUAHTBI  A€YEHMS CUMHAPOMA HA CETOAHILLHMM  AEHb BECbMA OFPAHMYEHBI KM HOCAT
MOAAEPXKMBAKOLLMI XAPAKTER. AATF AEYEHMI OOLLIMPHBIX M CUHAPOMOABbHBIX BM HOMM M3BPAHA TOKTMKA
CUCTEMHOTO AEYEHUS MPENAPATOM PAMAMULMH. [TEPOPAABHBIM MPUEM NPENAPATA BAArONPUATHO
BAMIET HA MAUMEHTOB C OBOLLUMPHBIMM  MAM  KOMMAAEKCHBIMM  HU3KOMOTOYHBIMKM  COCYAMCTBIMM
MOABCDOPMALMAMM, MALMEHTOB C  CUMHAPOMOABHBIMM  MOPOXKEHUIMM, HEBOCTPUUMMYMBBIMM K
TPAAMLMOHHOM TEPANMM. MHOTME KAMHULMCTBI B HOCTOSLLLEE BPEMSA PACCMATPUBAIOT BO3MOXHOCTb
MPUMEHEHMA PANAMMULMHA, OCHOBBLIBASCH HO €70 3HAYMMOM ddpdoekTe 1 akTmeaumm nytm PI3K/AKT/
MTOR B aHrmoreHese 1 aumaoanrmoreHese [16]. OAHAKO OMNTMAOABHAS AO3A U YPOBEHb B KPOBM, B
AOMOAHEHME K MPOAOAKMTEABHOCTM AEYEHMS, €LLLE HE YCTAHOBAEHBI. Kpome Toro, 6€e30nacHOCTb
ABAJETCH CEPbE3HOM MPOBAEMOMN, OCOOEHHO AAS MALMEHTOB AETCKOrO BO3PACTA, KOrad Tpebyercs
AAMTEABHOE AEYEHME. TToCcAeAyIoLLLEE HADAIOAEHME TPEDYET TLLLIATEABHOTO MOHMTOPUHIA BO3MOXKHbIX
MOBO4YHbIX A IEKTOB B AOMOAHEHME K MHADEKLLMOHHBIM OCAOXHEHUIAM. CAEAOBATEABHO, HEOOXOAMMBI
AQABHENLLIME MCCACAOBAHMI AA9 OMPEAEAEHUS OE30MACHOCTH, 3G EKTUMBHOCTM, OMTUMOABHOM
AO3MPOBKM M AOATOCPOYHbBIX MOBOUYHBIX 3G ADEKTOB, YTOObLI YCTAHOBMUTL AOATOCPOYHbBIE MPEUNMYLLLECTBA
AEYEHMSI CUPOAMMYCOM [17].

BbiBOAbBI: HOLL OMbIT MOKA3QA YCMELHOE MPUMEHEHME CKAEPOTEPAMMM B KOYECTBE METOAQ
AEYEHMSA U3OAMPOBAHHBIX BEHO3HbIX MAABCDOPMALLMM MOAOBOTO YAEHA, HAPYXXHOM MOAOBOM TyObl 1
CUCTEMHOM TEPANMM NPENAPATOM PANAMULMH Y NALUMEHTOB C AMADADY3HBIMM POPMAMIKM BM 1
CUHAPOMOM Kannneas—TpeHoHe 6e3 BO3HUKHOBEHMUS CEPbE3HBIX OCAOXHEHMUI.
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