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BBeaeHue. KUCTO3HbIE AUMADATUHECKME MOABGDOPMALLUKN — BTO FEHETUYECKM OBYCAOBAEHHBIE MOPOKM PA3-
BUTUS AMMODATHUHECKMX COCYAOB. MNPUMEPHO B 50-75% CAYH4OEB K MOMEHTY POXAEHUS YXKE MMEIOTCH KAMHKMYE-
CKME MPOABAEHMS, MPU HOAMYUM KPYMHBIX OBPA30BAHMM Y HOBOPOXAEHHbIX U AETEM MOYAHOTO BO3PACTA BO3MOX-
Hbl XKM3HEYTPOXAIOLLLME COCTOAHMUSA U3-30 CACBAEHMS BHYTOEHHMX OPraHOB.

MaTtepuaabl U MeToAbl. 3a Nepuroa € 2017 no 2024 1. B XMPYPIMHECKOM OTAEAEHNM HOBOPOXAEHHBIX U AETEN
rpyaHoro so3pacta Pray «HMULL 3a0po0Bbs aetemn MnH3apasa Poccum npoaedeHo 10 naumentos ¢ KAM 6pioLu-
HOM MOAOCTU. BO3paCT NnaumeHToB ObliA OT 25 AOC 158 aAHeM (7 aeBoyYeEK M 3 MAABYMKA). BCcem naumeHTam OblAo
BbIMOAHEHO POAMKOABHOE YAQAEHME OOPA30BAHMA AQMAPOTOMHBIM AOCTYMOM, Y YOCTM MALLMEHTOB TAKXKE OblAQ
BbIMOAHEHA Pe3eKLMI TOHKOM KMLLIKM. MHTPAONEPALMOHHBINM MATEPUAA ObIA OTMIPABAEH HO TMCTOAOTMYECKOE U
MOAEKYAFPHO-TEHETUYECKOE MCCAEAOBOHME.

Pe3yAbTaTbl. POAMKAABHOE YAOAEHME KMCTO3HBIX AMMADATUHECKMX MOABCDOPMALMI BObIAO BBIMTOAHEHO BCEM
AeTam (N=10), Npm NPOPACTAHMKM OOPA3OBAHMS B CTEHKY TOHKOM KMLLIKM (N=3) OblAQ BbINOAHEHA pe3ekums (10-12
CM) C HOAOXKEHMEM MEXKMLLEYHOTO AHACTOMO3d. BOCCTOHOBAEHME MACCOXA MO KMULLIEYHUKY MPOUCXOAMAO B
CPOK OT 2 AO 5 AHEWN. [TPU HOAMYMU MHTOKTHOM CTEHKM KMLLIKM PE3EKLLMS HE MPOBOAMACCH, BOCCTAHOBAEHME NMAC-
CQKA MO KMULLIEYHMKY MPONCXOAMAO HA 2—4 MOCAEONEPALMOHHbIE CYTKM, B CPEAHEM HA 3 MOCAEOMNEPALIMOHHBIE
CyTKM. [TOCAEONEPALUOHHBIE OCAOXHEHMS B BUAE AMMOAPOPEN (N=4) BbIAM KYNMMPOBAHbI HO3HOYEHUEM KOHCEP-
BATMBHOM TEPAMMKM OKTPEOTUAOM. 10 PE3YABTATAM MOAEKYAIPHO-TEHETUYECKOTO MCCAEAOBOHUS BbIAC BbISBAE-
Ha myTaums PIK3CA (n=9), CLOVES-CMHAPOM (N=2), HO3HAYEHA TAPreTHAN TEPANMI MHIMBUTOPOM OOCAOTUAM-
AMHO3UTOA-3-KMHA3bI C BbIPAXKEHHBIM MOAOXKMTEAbHBIM SCDADEKTOM.

3akAlodeHue. B neprose HOBOPOXAEHHOCTU KMCTO3HbIE AUMODATMHECKME MOAABGOOPMALLUKM MOTYT BbI3bIBATb
OCAOXHEHMS, 4TO OOYCAOBAMBAET CPOYHOCTb XMPYPIMYECKOTO AeYeHUs. KOHCEPBATUMBHAS TEPAMNMS MOXET ObliTh
HA3HAYEHA TOALKO MPUW OTCYTCTBMM PUCKA PA3BUTUS XKMIHEYTPOXAOLLMX OCAOXKHEHUM.

HeoBXOAMMO BbIMOAHATE MOAEKYAIPDHO-TEHETUHECKOE MCCAEAOBAHME BCEM MALMEHTAM C KUCTO3HBIMM AMM-
PATUHECKMMM MAABCDOPMALMIMM, YTOOBI MOKCHMMOABHO PAHO BbISBUTL PACCTPOMCTBA CNEKTPA CUMHAPOMOB
M3OBITOYHOTO POCTA M HA3HAYUTL TAPTETHYIO TEPANMIO. TAKME NALMEHTbI AOAXHbI ObITb HOMPOBAEHbI K AETCKOMY
OHKOAOTY AAS PELLEHMS BOMPOCA O HEOOXOAMMOCTH HA3ZHAYEHUS TAPTETHOM Tepanun. HeoBXOAMMO MPOBOAMTD
NnepUoAMHECKME OCMOTPbI TOKMX MALLUEHTOB, MOCKOABKY KAMHMYECKME MPOSBAEHMS CMNEKTPA CUHAPOMOB M30bI-
TOYHOIO POCTA MOTYT BbITb HEOYEBMAHBIMM K MOMEHTY POXAEHMS, A HOAMYME AMMADATUHECKOM MAABGDOPMALLMM
MOXET OblITb AULLIb MEPBLIM MPOFBAEHNEM CUHAPOMAABHOM MATOAOTMM.

KAtoueBbie CAOBA: KMCTO3HbIE AMMODATUYECKME MAALCDOPMALMM, HOBOPOXKAEHHbLIE, OKTPEOTUA.

Introduction. Cystic lymphatic malformations (CLM) are genetically determined malformations of the
lymphatic vessels. In approximately 50-75% of cases, clinical manifestations are already present at birth; in case
of large formations life-threatening conditions are possible due to compression of internal organs in newborns
and infants.

Materials and methods. From 2017 to 2024, 10 patients with abdominal CLM were operated on at the Surgicall
department of newborns and infants of the “National Medical Research Center of Children’s Health” of the
Ministry of Health of the Russian Federation. The patients’ age ranged from 25 to 158 days (7 girls and 3 boys).
All patients underwent laparotomy with radical resection of CLM; some patients also underwent small bowel
resection. Intraoperative material was sent for histological and molecular genetic examination.

Results. Radical CLMresection was performedin all children (n=10); in case of smallintestine wallinvasion (n=3),
partial small bowel resection of 10-12 cm was performed followed by enteroenteroanastomosis. Gastrointestinal
tract function was restored within 2 to 5 days. Postoperative complications of lymphorrhea (n=4) were treated
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conservatively by octreotide. According to the results of molecular genetic tests, PIK3CA mutation (n=9). Two
children with CLOVES syndrome received targeted therapy of a phosphatidyl-inositol-3-kinase inhibitor with good
outcomes.

Conclusion. Cystic lymphatic malformations in neonates may cause severe complications, which demanded
urgent surgery. Conservative therapy may be prescribed only if there is no risk of life-threatening complications.
Molecular genetic tests should be performed in all patients with CLM to identify overgrowth spectrum disorders
as early as possible and to prescribe targeted therapy. Such patients should be referred to a pediatric oncologist
fo decide on the need for targeted therapy. Periodic examinations of such patients are necessary, since clinical
manifestations of overgrowth spectrum syndromes may not be obvious at birth, and the presence of a lymphatic
malformation may be only the first manifestation of syndromic pathology.

BeBeaeHue. KUCTO3HbIE AMMODATUHECKME MAABADOPMALMKU — BTO FeHETUHECKM OOYCAOBAEHHbBIE
MOPOKM PA3BUTUI AMMADATUHECKMX COCYAOB. B COOTBETCTBMM C KAQCCHADUKALMEN MEXAYHAPOAHO-
ro OBOLLLEeCTBA MO M3YHEHMIO AMMAOATUHECKMX MOAbCDOPMALMK (ISSVA) KMCTO3HbIE AMMODATUHECKME
MOABCDOPMALMU OTHOCATCH K MAABGOOPMALMAM C MEAAEHHBIAM MOTOKOM.

OBPA30BAHMI AMAMETPOM BOAEE 2 CM TPAKTYIOTCH KOK MAKPOKUCTO3HBbIE, MEHEE 2 CM — MUKPO-
kKMcTO3Hble [1; 2]. OAHOM U3 NPUYMH GOOPMMUPOBAHMSA TOTO UAM MHOTO BUAO KMCTO3HOM MOAbJDOPMO-
LLMK BO3MOXKHO ABASETCS CTPYKTYPO OKPY>XXAIOLLLEM COEAMHUTEABHOM TKAHM, HOAMYME BOAEE KOMMOKT-
HOM CTPOMbI MPUBOAMT K GOOPMUPOBAHMIO MMUKPOKMCTO3HBIX MOPCXKEHMM, HAMPOTUB, PbIXAOS COEAM-
HUTEABHAS TKAOHb MO3BOASET CAOOPMMPOBATLCS KPYMHOKMCTO3HBIM OBPA30BAHMSIM.

B LeAOM, AMMADATUYECKME MAABGOOPMALMM COCTABAAOT OKOAO 10% OT OBLLLETO YUCAQ COCYAM-
CTbIX OHOMOAOAMK. [TOPOKKM PA3BUTUA AMMADATUHECKOM CUCTEMbI DOPMMUPYIOTCH CO BTOPOTrO MecsLd
BHYTPUYTPOBHOTO PA3BUTMSA, KOTAQ BO3HUKAET NEPBMYHAN AMMADATHMHECKA cucTema [3]. NMpumepHo
B 50-75% CAYHOEB K MOMEHTY POXAEHMUS YXKE MMEIOTCH KAUHUYECKME MPOSBAEHUI AMMAOATUHECKOM
AHOMAAMK. KpymnHble OBPA30BAHMUS MOTYT MPUBOAMTL K PA3BUTUIO TIKEABIX MHAOEKLLMOHHbBIX OCAOXKHE-
HWM, BbI3bIBATb AMCAOATMIO, HAPYLUEHMS AbIXOHMSA MPU CAQBAEHMM COCEAHUX OPTraHOB, O MOBEPXHOCT-
HOE PACMOAOXEHNE MOXET MPUBOAMTL K BbIDCXKEHHBIM KOCMETUHECKMM AETDEKTAM, 3HAYUTEABHO
CHWVKQIOLLLUM KQYECTBO XM3HU [2; 4; 5; 6]. AQ>Ke B PAMKAX OAHOM HO30AOTMHECKOM GOOPMbI KAUHMYE-
CKME NPOIBAEHUI AUMADATUHECKMX MAABADOPMALLMIN KPAMHE PA3ZHOOBPA3HbI: OT BECCUMMTOMHOTO
TEeYEHMS AO TIKEAEMLLIMX XKMIHEYTPOXAIOLLLUX COCTOAHMM.

KnCTO3HbIE AMMTDATUHECKME MAABTDOPMALMM PACIOAQIAOTCH HOMBOAEE YOCTO B MECTAX GOOP-
MUPOBAHUA DMOPUOHAABHBIX AMMODATUHECKMX MELLIKOB, KOTOPbIE ACQIOT HAYOAO MEPBUYHOMY AMM-
dOATUHECKOMY CNAETEHMIO [2; 7].

MNoaaBAgioLLLEE BOABLLMHCTBO AMMADATUHECKMX MOABCDOPMALLMIM AOKAAMIYIOTCS B OBOAQCTU LLIEU
(okKOAO 75%) 1 MoAMBbILLEYHOM OBAQCTH (20%), 3HAYUTEABHO pPeXe PACMPOCTRAHAOTCS B CPEAOCTE-
HWe, HanboAee PEAKO BCTPEYAIOTCS MAABCDOPMALMM, UCXOAILLLME M3 MOAB3AOLLIHO-MAXOBOTO Nep-
BUYHOTO AMMODATUYECKOTO MeLLka [6; 8; 9; 10; 11].

Mo CTPYKType KMUCTO3HbIE AMMOPATUHECKME MAABGOOPMALMKM MPEACTABAEHbI TOHKOCTEHHbIMM
KMCTO3HO PACLUMPEHHBIMMU AMMADATUHECKUMMU COCYAOMMU (PUC. T A), UMEIOLLMMM HEMPABUABHBIN
LLMPOKMI MPOCBET, BbICTAOHHbIMM MAOCKMMU SHAOTEAMAABHBIMM KAETKOMM CO CKYAHOM MO CPOBHE-
HUIO C DHAOTEAMOABHBIMM KAETKOMM KPOBEHOCHBIX COCYAOB LIMTOMNAG3MOM [12; 13]. B cTeHkax o6-

Puc. 1. AUMAOOUMTAPHBIE CKOMAEHUT ADOAAMKYAIPDHOTO TUMNA (FEMATOKCHUAMH-303MH, X)
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PA30BAHMA BCTREYAKOTCS MyYKM OHOMAABHO OPUEHTUPOBAHHbBIX TAOAKOMbILLIEYHBIX KAETOK, CKOMAEHMS
AMMAOLMTOB U MAA3MALMTOMAHBIE AEHAPUTHBIE KAETKM (MOMYAILMI MMMYHHBIX KAETOK, MIPAKOLLMX
BADKHYIO POAb BO B3AMMOAENCTBUM BPOXKXAEHHOTO M MPUOBPETEHHOTO MMMYHHBIX OTBETOB).

TakMe CKOMAEHMS AMMADOLLMTOB M MAC3IMALMTOMAHBIX AEHAPUTHBIX KAETOK HABAIOACIOTCS MNP
PA3AMYHBIX BOCMAAMUTEABHBIX, AYTOMMMYHHbIX, MHADEKLMOHHBIX M HEOMAACTMHECKMX MPOLLECCOX B
OPraHU3ME M HA3bIBAKOTCH TRETUYHBIMM AMMADOMAHBIMKM OPTAHAOMM (PUC. T B). X GoopMMPOBAHME,
BO3MOXHO, CBA3AHO C HMU3KMAM AMMAOOOTTOKOM BHYTPU AMMAOATUHECKOM MAABGOOPMALMM, YTO CMO-
CODOCTBYET 30AEPXKKE MMMYHHBIX KAETOK, KOTOPbIE, B CBOIO OYEPEAb, MOTYT CMOCOOCTBOBATL POCTY
OBPA30BAHMSA, MPOAYLMPYT AMMODOTOKCUH M APYTHME AMMOOAHIMOTEHHbIE ADAKTOPbI. MAQ3MALMTO-
MAHbIE AEHAPUTHBIE KAETKM — MOMYAALMSA MMMYHHbIX KAETOK, CNEUMAAMIMPYIOLLIMXCS HA BblpABOTKE
MHTEPdOEPOHA [14]. B CTpOME HACTO BbISBAIETCH PUOPO3 M MPUIHAKM BOCMIAAMTEABHOM MHADUABTPO-
UMK, MAKPOKMCTO3HBIE M MUKPOKMCTO3HbBIE MOPOXKEHUI ALOOOM AOKAAM3ALMM HEOTAMHMMBI MPU TU-
CTOAOTM4ECKOM M MMMYHOTUCTOXMMMHECKOM MCCAEAOBAHMM, OAHAKO XAPAKTEP OBPA30BAHMS MO-
XKET 3ABMCETb OT AHATOMMHECKOTO MMKPOOKPY>XEHMS [15]. MapKepOM AMMADATUHECKOTO dDEHOTMMNA
SHAOTEAMS aBASIOTCH CD31+, NOAOMAAQHMH. TTOAOMAQHUH MPUHATO CYUTATb HOMBOOAEE AOCTOBEPHbLIM
MAPKEPOM AAY AMMTADATUYECKMX COCYAOB [12; 13; 16; 17].

HedCHbIM OCTaeTCd MEXAHM3IM COOPMUPOBAHMA TOTO UMAM MHOTO TUMA KMCTO3HbIX AMMADATUYE-
CKMX MOAbdpOPpMaLLM. OAHOKO B MOCAEAHEE BPEMI HOMETUACSH NPOTPECC B U3Y4EHMM AQHHOTO BO-
MpOoCA: ObIAM BbISBAEHbI PA3AMYMS B DKCMPECCUM TEHOB MPU MAEHTUYHOM TMCTOAOTHUHECKOM M MMAMY-
HOTMCTOXMMMYECKOM KAPTUHE MPU MOKPO- M MUKPOKMUCTO3HBIX MOABGOOPMALMAX. B MMKPOKMCTO3-
HbIX MOABGOOPMALMAX HODAIOAQETCH TMMNEPAKTUBALLME AHTUAMNOMNTOTUYECKMX M MPOAMADEPATUBHBIX
MEXAHM3IMOB, CBEPXIKCMPECCUI MATPUKCHOM METOAAOMPOTEA3bI-?, YTO MPUBOAUT K PACTBOPEHMIO
BHEKAETOYHOTO MATPUKCA, BbICBOOOXKAEHUIO MPOAHTMOTEHHBIX GOAKTOPOB, CTUMYAMPYET MUTPALLMIO
M MHBA3MIO SHAOTEAMAABHbBIX KAETOK. DTO MOXET ODBACHUTL CAOXKHOCTh PAAMKOABHOTO YAQAEHMS U
BbICOKYIO YOCTOTY PEUMAMBUPOBAHUI MUKPOKUCTO3HOTO KOMMOHEHTA MOCAE XMPYPIMYECKMX BME-
LLIOTEABCTB. B MOKPOKMCTO3HBIX MOABGOOPMALMSX BbIABAEHBI HOPYLLUEHMSA PETYAILMM MPOLLECCOB KAE-
TOYHOTO ABIXOHMA M AAQMTALMM K TMITOKCUKM. PEMOAEAMPOBAHME MATPUKCA, MUIPALME U PA3BUTHE
3HAOTEAMS B YCAOBMSIX TMMOKCUM MPUBOAMT K PDOPMUPOBAHMIO LLIMPOKMX MPOCBETOB, HAODAIOAQEMbIX
MPY AQHHOM dbopme Maabdbopmaumn [18].

AMMAOIHAOTEAMAABHBIE KAETKM PA3BMBAIOTCY M3 BEHO3HbIX MPEALLECTBEHHMKOB MO (LLEHTPOOEX-
HOMY) MYTU K M3 KAETOK MAPAKCUMAABHOM ME3ZOAEPMbI MO KLLEHTPOCTPEMUTEABHOMY) MOA AENCTBUEM
PAAC OAKTOPOB POCTA, OKA3bIBAIOLLLMX BAUSHUE HA MUIPALMIO, MOAIPUIALMIO KAETOK IHAOTEAMS [3;
7:19; 20; 21]. TMpm 3TOM B KOYECTBE OCHOBHOTIO MYTU MEPEAQYM CUTHAACQ MCTMOAb3YETCS BHYTPUKAETOY-
Hbl NyTb PISBK-AKT-mTOR. Mpu 80% KMCTO3HbIX AMMAOATUHECKMX MAABCDOPMALMM MPUYUHHAS MYTALLMS
ObIAQ MAEHTUAOULIMPOBAHA B FEHE, KOAMPYIOLLLEM DOCAOTUAMA-MHO3UTOA-3-KMHA3Y. AQHHOS MYTO-
LM MPUBOAMT K M3OBITOYHOMY POCTY 3a cHeT akTmaLmm NyTr PISK-AKT-mTOR [22]. Takmm oBpasom,
3TO ABAIETCS TEOPETUHECKOM OCHOBOM BO3MOXHOCTM MOAYHEHUI MOAOKMTEABHOIO 3O EKTA OT NPU-
MeHEHMA MHTMBUTOPOB PIBK 1 MTOR. B 2014 roay ObIAQ BbIAEAEHA TPYMANA PEAKMX 3000AEBAHUM, MPU-
YUHOM KOTOPBIX ABAFETCH comaTmieckas mytaums PIKSCA — cnektp CMHAPOMOB M3DbITOYHOTO POCTa
(PIK3CA-Related Overgrowth Spectrum (PROS)). OAHUM U3 KAMHUYECKMX MPOSIBAEHMUIM AQHHOM MATO-
AOTUU IBASETCH HAAMYME COCYAMCTbIX AHOMOAMM C 30MEAAEHHBIM KDOBOTOKOM, B TOM YUCAE AMM-
doatnyeckmx. B HacTosee Bpemsi AMCKYTABEAbHBIM OCTAETCS BOMPOC, CHUATATb AW M3OAMPOBAHHbBIE
AMMPATUYECKME MAABADOPMALMM YACTLIO CMEKTPA CUHAPOMOB M3BBLITOYHOTO POCTA C MMHUMOAb-
HbIMM €T0 MPOIBAEHUIMM MAM KAQCCHUAOULLMPOBATL MX KOK CBA3AHHbIE PACCTPOMCTBA, HE BXOASILLIME B
CMEKTP CUHAPOMOB M3DbITOYHOTO POCTA. [2; 23; 24]

LLeAb UCCAEAOBAHUSA. YAYHLLIEHNE PE3YALTATOB AEYEHUT HOBOPOXKAEHHbLIX M AETEM TPYAHOTO BO3-
PACTA C KMCTO3HbIMM AMMADATUHECKMMUM MAABCDOPMALLUAMM OPIOLLIHOM MOAOCTM.

MaTtepuanbl U metoabl. 30 nepmoa ¢ 2017 no 2024 r. B XMPYPIMHECKOM OTAEAEHMIM HOBOPOX-
AEHHBIX 1 AETEN TPYAHOTO BO3pacTa PrAY «HMMUL, 300008ba A€TEMN MUH3APOBO POoCCum ObliAm NPO-
A€YEHbI 9 MAUMEHTOB C KMCTO3HBIMM (MAKPOKMCTO3HBIMM U MUKPOKMUCTO3HBIMM) AMMAOATUHECKMMM
MAABCOOPMALMAMM BPIOLLIHOM MOAOCTM. BO3pACT NAUMEHTOB OblA OT 25 A0 158 AHel (6 aAeBoOYeK U 3
MOABYMKA). BCeM MALMEHTAM MPU MOCTYMAEHMM BBIMOAHEH CTAHAOPTHBIM HOBOP AQBOPATOPHLIX MC-
CAEAOBAHUI MEPEA MPOBEAEHMEM OMNEPATUBHOIO BMELLATEABCTBA: OBLLIMI AHAAM3 KPOBM, OBLLIMIA
QHAAM3 MOYU, BUOXMMUMIECKMIM AHAAM3 KPOBM, KOANYAOTPAMMA, FRYMNna KPOBK U pe3yC-doakTop. TaK-
Xe, YYUTbIBAS HOAMYME OOBEMHOTO OBPA3OBAHMS, MALMEHTOM MPOBEAEHO MCCAEAOBAHME OHKOMAP-
KEPOB (OAbCDAGDETONPOTEMHA, DEPPUTUHA, AQKTATAETMAPOIEHA3bI, LLLEAOYHOU GOOCHATA3bI, HEM-
poCneLMdUIECKOM EHOAO3DI).
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Ta6anua 1. YpoBeHb AALDOYMUHA Y MALMEHTOB C KMCTO3HBIMM AMMADATUYE CKMMUM MOAABCDOPMALUAMM

XapakTtep Macca Teaa () Pasmepbl O6bem o6pa3zoBaHMUA YpoBeHb
MaAbdopmaLum o6pasoBaHus (cm) (cm?) aAbGyMUHA (r/A)

KPYMHOKMCTO3HAS 3050 9,6x7,6%7,3 282,3 29
3560 10,0x6,0x7,0 420,0 30
2990 10,9%4,6x8,3 220,6 31
4110 6,9%7,2x11,6 305,4 23

MEAKOKMCTO3HAS 3300 2,5%2,7%8,3 56,0 33,4
4980 3,5%3,0x4,7 49,4 37

CMELLIaHHAOS 3890 2,3%x4,5%5,6 57.9 41,1
4670 4,5%3,0%2,5 33,7 43,2
6180 4,5%3,5%3,0 47,5 43,4

Bcem naumeHTam BbIAO BbIMOAHEHO PAAMKAABHOE YAQAEHME OBPA30BAHMS AQMNAPOTOMHBIM AO-
CTYMOM, Y HYOCTU MALMEHTOB TAKXKE ObIAC BbIMOAHEHO PE3EKLMA TOHKOM KMLLIKM (MPK MPOPACTAHMM
0Bpa30BAHMS). MHTPAOMNEPALMOHHbIM MATEPUAA ObIA OTIPABAEH HA TMCTOAOTMYECKOE M MOAEKYASP-
HO-TEHETUYECKOE MCCAEAOBAHME.

Pe3yAbTATbIl. BOALLLUMHCTBO NALMEHTOB ObIAM AOHOLLIEHHBIMM U MMEAM XOPOLLME POCTO-BECOBBIE
MOKA3ATEAM K MOMEHTY POXAEHUS. BHYTPUYTPOBHO OCAOXHEHMM, CBA3AHHbBIX C HOAMYMEM AM, BbIsB-
AEHO He BbIAO. AMLLIL B OAHOM CAY4aE ObIAO BBIMOAHEHO KECAPEBO CEYEHME B SKCTPEHHOM NOPSAKE
Ha cpoke 30 HeAeAb reCTaLMM MO MPUYMHE PA3BUTUS XXMIHEYTPOXAIOLLLEM MAPOKCHU3MOAABHOM TAXM-
KAPAMM Y MAOAQ, KOTOPAS MAHUADECTUPOBAAQ M3-30 CAOBAEHMA OObEMHBIM OBPA30BAHMEM. [ToCAE
POXAEHUS Yy 7 MALUMEHTOB B MPEAOMNEPALMOHHOM MEPUOAE OTMEHAAOCH PA3BUTME OCAOXHEHMUM B
PE3YAbTATE CACBAEHMS XM3HEHHO BAXKHBIX OPrAHOB AMMODATMHECKOM MOAABCDOPMALMEN B BUAE Abl-
XATEABHOM HEAOCTATOYHOCTU, YHOACTUHHOM KMLLIEYHOM HEMPOXOAMMOCTH, MAPOKCUIMOAABHOM TAXMKAP-
ANN.

AAS MAUMEHTOB C KPYMHBIMM KMCTO3HBIMU AMMODATUHECKMMU MAABTDOPMALMAMM BbIAC XOPOK-
TEPHA TUMOOABOYMMHEMMS, CBI3AHHAS C MATOAOTMHECKMMMK MOTEPAMM B MOAOCTM OBPA3OBAHMS
(TaBA. 1).

AAS PAAMKOABHOTO YAQAEHUS KMCTO3HOM AMMODATUHECKOM MOABCDOPMALMM BCEM MALMEHTAM
ObIAC BbIMOAHEHO AQMAPOTOMMS, PEBM3MA OPTAHOB OPIOLLIHOM MOAOCTM C BbIAEAEHMEM OBPA30BAHMS
B MPEAEACX 3A0POBbIX TKAHEM. HO PUCYHKE 2 MPEACTABAEHA MHTPAOMNEPALMOHHAN KOPTMHA OBPa30-
BAHMS.

My NPOPACTAHMKU OBPA3OBAHMSA B CTEHKY KMLLIKM
BbIMOAHSAM PE3EKLMIO MOPOAXKEHHOTO YH4ACTKA C HAAO-
KEHMEM MEXKMLLIEYHOTO aHACTomo3d (n=3). MporTs-
>KEHHOCTb YAOAEHHOTO Y4OCTKA He mpeBbiLLlaAa 10-12
CM, 4TO, YYMTbIBAS HOPAMOABHYIO OBLLLYIO AAMHY KMLLIKM,
HE MOBAMAAO HA MULLLEBAPUTEABHYIO COYHKUMIO. Boc-
CTAHOBAEHME MACCOXKA MO KMLLEYHMKY MPOUCXOAMAO
B CPOK OT 2 AO 5 AHeMN. MpK HOAMYUM MHTOKTHOM CTEHKM
KMLLIKM pe3ekUms HE MPOBOAMACQCH, BOCCTAHOBAEHME
MACCOXKA MO KMLLEYHMKY MPOUCXOAMAO HA 2—4 MOCAe-
ONepaLMOHHbIE CYTKM, B COEAHEM HA 3 MOCAEONEPa-
LLUOHHbIE CYTKM.

OCAOXHEHMS B MOCAEOMNEPALMOHHOM MEPUOAE B
BUAE AMMODOPEN OTMEYAAMUCH B 4 CAYHASsX, ObIAM Ky-
MUPOBAHbBI HA3HOYEHMEM KOHCEPBATMBHOM TEpAnMmM
OKTPEOTMAOM. Ha3Ha4YeHMEe Npenapara NPOBOAMAOCH
«off labely B COOTBETCTBMM C KPUTEPUAMM HOAUYMS XKM3-
HEYrPOXAIOLLLETO COCTOSHMUSA, OTCYTCTBMS 3APENMCTPU-
POBOHHOM MNATOTEHETMHECKOM TepAanuM, OMMUCAHHOM
2o EKTUBHOCTM OT NpUMeEHeHM3. ijenopoT BBOAMAM PUC. 2. AMMADATUYECKAS MAALCDOPMALMA
BHYTPMBEHHO B OTAEAbHbIM BEHO3HbIM AOCTYN B HEMpe- BPIOLLIHOM MOAOCTH
PbIBHOM pexmme B Ao3mposke 10-12 mKr/kr/4yac Ha
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dOOHE MOAHOTO NAPEHTEPAABHOTO MUTAHMS. [PUW KYMMPOBAHMM AMMADOPEU MPOBOAMAM MOCTEMNEHHYIO
OTMEHY MPENAPATA M BOCCTAHOBAEHME SHTEPAABHOM HATPY3KM AEHEDOHOM CMECHIO C MOHMXKEHHbIM
COAEPXKAHUEM AAMHHOLLEMOYEYHBIX XXMPHbIX KUCAOT M MOBLILLUEHHBIM COAEPXAHUMEM CPEAHELLEMNO-
YEYHbIX TPUTAMLLEPUAOB.

Hamm BbIA NPOBEAEH AHAAM3 BAMAHMA OObEMA OOPA3OBAHMSA HO AOAKT PA3BUTUA MOCAEONEPALM-
OHHOU AMMADOPEN (TADA. 2).

CTATMCTUYECKM 3HAYMMbIX PA3AMYMM (P=0,439) (MCMOAB3YyEMBIM METOA: U-kKpmutepmm MaHHO-YMT-
HW) MOAYYEHO He BbIAO, 4TO MO3BOAMAO CAEAQTH BIBOA O TOM, HTO PA3MED OBPA30BAHMA HE BAMIET HA
PUCK PA3BUTUI AMMADOPEN B MOCAEONEPALLMOHHOM MEPUOAE.

Takke BCEM MAUMEHTAM OBIAO BLIMOAHEHO MOAEKYAIPHO-TEHETUHECKOE MCCAEAOBAHME: B 8 13
9 CAY4QEB MOAYHEHO HaAMYMe myTaumn PIK3CA. AHOAM3 TOYEK MYTALMKM MOKA3AA, YTO AAY KUCTO3-
HbIX AMMODATUHECKMX MOAABGOOPMALMK XAPAKTEPHA HOMOOAEE 4ACTO BCTPEYAIOLLLAACH MYTALMSA
E545K, ee HaAM4ME BBISBAEHO B 6 CAYHQasX (75%), B 2 CAyHQsX OTMEYEHA MmyTaums B Touke ES542K (25%).
B ABYX CAYy4QsX ObIA MOATBEPXKAEH AMArHo3 crHapoma CLOVES (Congenital Lipomatous Overgrowth,
Vascular malformations, Epidermal naevi, Scoliosis/skeletal and spinal syndrome). ¥ a1mx nauMeHToB
ObIAO BbIIBAEHO COYETAHUE BPOXKAEHHOIO AMMOMATO30, AMMADATUHECKOM MAABGOOPMALMM, SMUNAEP-
MOABHOTO HEBYCA M OHOMOAMM PA3BUTUA CKEAETA. B 0BOUX CAY4aaX ObIAM OMNPEAEAEHBI MYTALMM B
wropadmx toykaxn: E545R (n=1) n E542K (n=1). CuHapom CLOVES npeACTOBASET COBOM KPAMHE PEAKYIO
MATOAOIMIO C PACAPOCTPAHEHHOCTbIO MeHee 1 cAay4asd Ha 1000 000 HaceAaeHMsd. AeTIM ObIAQ HO3HO-
YEeHQ TAPreTHas Tepanma MHIMBUTOPOM DOCAOTUAMA-MHO3UTOA-3-KMHA3bI C BbIPAXKEHHBIM MOAOXKM-
TEAbHbIM AP0 EKTOM.

O6cyXaeHUe. AHTEHATAABHAS YABTPA3BYKOBAS AMATHOCTMKO AMMODATUHECKMX MAABCOOPMALLMIM
BO3MOXHQ YALLLE CO BTOPOro TPMMECTPA BepemeHHOCTH [25]. YinTbiBOS BOAbLLIOE KOAMYECTBO CO-
OBLLLEHMIM O COYETAHMU AMMADATUHECKMX MOAABGOOPMALMK C PA3AMYHBIMKM CUHAPOMAMM (LLep-
wesckoro-TepHepa (Shershevsky-Turner), AayHa (Down), Kamnneas—Tpenone-Bebepa (Klippel-
Trenaunay-Weber), Topama (Gorham), HyHaH (Noonan), PekauHrxayseHa (Recklinghausen), 2a-
Bapaca (Edwards), Matay (Patau), CLOVES) [26], npu MX BbIABAEHUM PEKOMEHAOBOHO MCCAEAOBAHME
KAPMOTUMA NAOAQ, MPEHATAABHOE KOHCYABTUPOBAHME OYAYLLIMX POAUTEAEN C LLEABIO MPUHATUS pe-
LLIEHWS O MPOAOHIMPOBAHUM BEPEMEHHOCTH, ONMPEAEAEHMI CMOCODA POAOPA3PELLIEHNS U AQABHEN-
LLIEN TOKTUKM.

B AMArHoCTrKe AMMADATUHECKMX PA3ZAMYHBIX AOKOAMIALLMM MPUMEHAOT YABTPA3BYKOBOE MCCAE-
AOBQHME, MPU KOTOPOM B CAYHAE KMUCT BU3YAAMIMPYIOT AHIXOTEHHOE OBPA30BAHME C BbIPOXKEHHBIM
HOPY>XHbIM KOHTYPOM M MEPETOPOAKAMM BE3 KDOBOTOKA, TOABKO B MEPETOPOAKOX MOXET PEMMCTPU-
POBATHCSH HE3HAYUTEABHBIM KPOBOTOK. B CAYy4OE HOAMYMSI KDOBOMIAMAHUA MAM MPU MPUCOEAMHEHUM NH-
dEKLMM XAPAKTEP IXO-CUTHAAA OT COAEPXKMMOTO MOXET M3MmeHnTbCd [10; 11]. Mpum CAOXHOM AHA-
TOMMYECKOM AOKAAM3ALMKM MPUMEHAETCH MATHUTHO-PE3IOHAHCHASR MAM KOMMBIOTEPHAS TOMOTPATOUS
AAS YTOYHEHMS XOPAKTEPA npoLecca. MNpr MCCAEAOBAHMM BO3MOXHO MCMOAb3OBAHME MPOTUBOCDA3-
HbIX MOCAEAOBATEABHOCTEM iN-phase/out-of-phase (IP/OOP), 0AHOPOAHOE CHMXEHME MHTEHCUBHO-
ctm MP-curHaaa Ha OOP MOCAEAOBATEABHOCTU XXMAKOTO COAEPXKMMOIO CBUMAETEABCTBYET O XMAE3-
HOM ero xapakTtepe [8; 11].

AeveHne AMMAATUHECKMX MAABCDOPMALMM M MOCAEONEPALMOHHON AMMADOPEN B 3ABUCUMO-
CTM OT TMNA, AOKAAM3ALMM U PACAPOCTPAHEHHOCTU MOPOXKEHUI MOXET ObITb XUPYPIMYECKMM, KOH-
CEPBATUBHBIM MAM KOMBOMHUPOBAHHbLIM [1]. OXXMACQHWME CNOHTAHHOM PErPECCUM B HAOCTOALLLEE BPEMS
HE CYMTOETCH OMNPABACHHBIM, MOCKOAbKY MCCAEAOBAHMA AOKA3OAM, HTO ACKE B CAYHOE COKPALLLEHMS
06beEMOB OBOPA3OBAHMA MOAHAS CMOHTAHHAS PErPECCUF HEBO3MOXXHA. YYMTbIBAS COBPEMEHHDIE B3rAd-
Abl HO MPOUCXOXKAEHME M CYLLLECTBYIOLLLYIO KAQCCUAPUKALMIO AMMODATUYE CKMX MOABGOOPMALMIA, XM-
PYPrM4eCKOe BMELLIATEABCTBO BOAbLLE HE ABASETCH ABCOAIOTHO MPUOPUTETHBIM M EAMHCTBEHHO BO3-
MO>HBIM CMOCOBOM AEYEHMS.

TabAamua 2. AHOAM3 BAMSHUS OObeMA OOPA30BAHMS HA PA3BMUTUE MOCAEOMNERALMOHHOM AUMTDOPEM

KaTeropum O6bem o6pasoBaHus V o

Me Q1 -Q3 n

OTCYTCTBME OCAOXKHEHMM 56,20 30,10-249,40 5
Avmdbopes 220,60 170,15-251,45 4 0437
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B CTpyKType XMPYPRIrMYECKMX METOAOB AEYEHMS BEAYLLLYIO POAb, BE3YCAOBHO, UIPAET YAOAEHME
0B6beEMHOro OBPA30BAHMS B MPEAEAOX 3A0POBbIX TKAHEM [1]. POAMKAABHOE YAQAEHME BO3MOXHO MPU-
MEPHO B 60% CAYHOEB KMCTO3HbIX AMMODATUHECKMX MAABGOOPMALMM, YALLLE ITO KACAETCH KPYMHO-
KMCTO3HbIX 0Opa30BaAHMIM [21]. OAHAKO M 3TO COMPIKEHO C PIAOM TpyaHOCTEN. OBPA30BAHMS YOCTO
MMEIOT CAOXKHYIO OHOTOMMHECKYIO AOKAAM3ALMIO, MHTUMHO MPUAEXAT K KPYMHbIM COCYAMCTO-HEPB-
HbIM MYYKAM, 4TO OBYCAOBAEHO MEXAHM3IMOM PA3BUTHE AMMADATUHECKMX COCYAOB M3 DMBPUOHAAb-
HbIX BEH M PACMOAOXEHMEM MEPBUYHBIX AMMADATUHECKMX MELLIKOB. A MHAOUABTPATMBHbBIM XAPAKTEP
POCTA MEAKOKMCTO3HbIX AMMADATUHECKMX MAABGOOPMALMIM KPAMHE PEAKO MO3BOAIET MPOBECTU PO-
AMKOABHOE YAQAEHME [?]. DTO B 3HAYUTEABHOM CTEMEHM YXYALLAET PE3YALTATbI OMEPATUBHOIO BME-
LLIATEABCTBA, YBEAMHYMBAET PUCK PA3BUTUA THKEABIX OCAOXHEHUM U PELMAMBUPOBAHMS [?]. YacToTta
OCAOXHEHMIN XMPYPIMYECKMX BMELLIATEALCTB COCTABASET 19-33%, HOCTOTA MOCAEOMNEPALLUOHHBIX pe-
LLMAMBOB COCTABASET OKOAO 12% MPKU BU3YAABHO PAAMKAABHOM YAQAEHUU U AOCTUraeT 53% npu Ya-
CTUYHOM pPE3EKLMM.

MeAMKAMEHTO3HAR TEPANME AMMADATUHECKMX MAABCDOPMALMM U3HAYAABHO PACCMATPOMBAAACH
KOK BCMOMOIATEAbHbIM KOMMAOHEHT MPM PA3AMYHBIX BUAGX XMPYPIMYECKOro AedyeHus. OAHOKO B MO-
CAEAHEE AECATUAETME BBMAY 3HOYUTEABHBIX YCMEXOB B M3YYEHUM MATOTEHE3IA DOPMUPOBAHUI AMM-
ADATUYECKMX MAABGOOPMALMM TAPTETHAS JDAPMAKOTEPAMMUS BBIXOAMT HA NepBbii MACH. C 2008 roaa
HOYOAM MOIBAATHCS MEPBbIE COOBOLLLEHMA O BO3MOXKHOCTU MPUMEHEHUI CUPOAMMYCA AA KOHCEPBO-
TUBHOM TEPAMMU AUMADATHUHECKMX MAABCDOPMALLMM. CUPOAMMYC SBAFETCH MMMYHOCYMNPECCUBHBIM M
MPOTUBOOMYXOAEBbIM CPEACTBOM, M3HAYOABHO MCMOAb3OBABLLMMCS KOK QHTMOAKTEPUAABHBIM MPENO-
pPAT. AEMCTBME CUPOAMMYCQA CBA3ZAHO C UHIMOKMPOoBAHMEM MTOR-KMHA3bI, SBAMOLLLENCS BAKHEMLLIMAA
dEPMEHTOM PETYAALLUM KAETOYHOTO LLUKAQ. [TPU MHIMBUPOBAHMM MULLIEHU PANAMMLLUHA MAEKOMMUTA-
toLmx (mammalian target of rapamycin (MTOR)) KAETOYHbIN LIMKA OCTAHABAMBAETCS HO FPAHMULLE Me-
pPUoAQ NOKOA 1 dpasbl penamkaumm AHK. Kpome Toro, panammLLH BbIKAKOYAET OTBET SHAOTEAMAABHbIX
KAETOK HO MPOAHIMOTrEHHbIE DAKTOPSI, YTO 3HAYUTEABHO 3AMEAAIET AHIMMOreHe3. CUPOAMMYC UHIMOU-
pyeT VEGF-MHAYUMPOBAHHYIO TMNEPMPOHULAEMOCTb MHUKPOCOCYAOB. TEPAMNEBTUYECKOM KOHLLEHTPO-
UMeEM NpenapaTa B NAA3me KpoBm cumtaeTca 10-15 HI/mMA. B CBA3M C OTCYTCTBMEM KAMHUHYECKMX pe-
KOMEHAQLMM 1M COOTBETCTBYIOLLIMX MOKA3AHMM B MHCTPYKLLMM K NPENAPATY HA3HAYEHWUE MPOBOAMTCH
«off-labely. NpoBeAEHHbIE MCCAEAOBOHMSI MOATBEPXKACIOT 3AAEKTUBHOCTb CUPOAMMYCA B OTHOLLIE-
HUM KYMTUMPOBAHUA AMMODOPEN, B TOM YUCAE NPU FEHEPAAMIOBAHHBIX MOABADOPMALMAX, YMEHbBLLEHWE
OOAM 1 MOBbILLEHUE KAYECTBA XXM3HU Y MALMEHTOB C AMUMADATUHECKMMM MOABGOOPMALMIMM. OAHAKO
BAMSAHME HA M3ObITOYHBIM POCT B CAYYAE HOAMYMA myTauMm PIK3CA OKA3OAOCH HE CTOAb HE3HAYUTEAD-
HbIM [23]. AOCTMXEHMUI B OBHAPYXKEHUM TEHETUYECKMX MYTALMKA MU MHOTOOBOELLIAIOLLIME PE3YAbTATHI
MCMOAb3OBAHUA CUPOAMMYCA MPUBEAM K MCCAEAOBAHUAM MO MCMNOAB3OBAHMIO CNELMAOUYECKOTO MH-
MMOUTOPa GOCAATUAMA-MHOIUTOA-3-KMHA3bI (JANEAMCHO) B KOYECTBE TAPrETHOM TEPANUKM Y NALMEH-
TOB, UMEIOLLLMX MyTaLLMKM B reHe PIK3CA.

3akAlo4eHue. B neproae HOBOPOXAEHHOCTM KMCTO3HbIE AMMADATUHECKME MAABDOPMALMM MO-
IYT BbI3bIBOTb OCAOXKHEHMS, 4TO OBOYCAOBAMBAET CPOYHOCTb XMPYPIMYECKOTO Ae4YeHMsd. B aTom CBA3m,
HECMOTPS HO OBOLLLYIO TEHAEHLMIO CMELLLEHMS BLIBOPA METOAQ B CTOPOHY KOHCEPBATUBHOM TEPAMMM,
AN AETEN TPYAHOTO BO3PACTA PAAMKAABHOE YAOAEHUME OBPA30BAHMA OCTAETCH (30AOTbIM CTAHAQP-
TOM) Ae4EeHUI. KOHCEPBATUBHASA TEPAMMI MOXKET ObITb HO3HAYEHA TOABKO MPU OTCYTCTBMM PUCKA PA3-
BUTUSA XKU3HEYTPOXAIOLLIMX OCAOXKHEHUI U B CAYHAE HEBO3MOXHOCTM MPOBEAEHMS ONEPALMM.

HeoBXOAMMO BbIMOAHATE MOAEKYAFOHO-TEHETUHECKOE MCCAEAOBOHME BCEM MALMEHTAM C KMCTO3-
HbIMM AMMADATUHECKMMM MAABGOOPMALMAMM, MOCKOABKY 3TO MO3BOAIET MOKCHUMOABHO PAHO YCTAHO-
BMTb HOAMYME PACCTPOMCTB CNEKTPA CUMHAPOMOB M3OBITOYHOTO POCTA M HA3HAYUT TARTETHYIO TEPAMMIO,
4TO 3HAYMTEABHO YAYYLLIOET MPOrHO3. BCe A€M C BbIABAEHHOM MYTALMEN AOAXKHbI OblTb HOMPABAEHbI HA
KOHCYABTALMIO K AETCKOMY OHKOAOTY AAS PELLIEHMS BOMNPOCA O HEOOXOAMMOCTU HA3ZHAYEHMS TAPTETHOM
TEPAMUU MHTMBUTOPOM GOOCTOTUAMA-MHOIUTOA-3-KMHA3bI. KDOMHE BAXKHO MPOBOAMTL MEPUOAMHECKME
OCMOTPbI AQHHOM FPYMMbl MALLMEHTOB, MOCKOABKY KAMHMYECKME MPOIBAEHMSI CMEKTPA CUHAPOMOB M30bI-
TOYHOTO POCTA MOTYT ObITb HEOYEBUAHBIMM K MOMEHTY POXAEHMSA, A HOAMYME AMMADATUHECKOM MOAb-
OOPMALMM MOXKET BbITb AWLLIb MEPBLIM MPOIBAEHUEM CUHAPOMAABHOM MATOAOTMM.
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