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CaHkT-MeTepbyprekuil rocyaapCTBEHHbIN NeanaTpuYeckuin MeauuynHekuin yrueepeuteT, CaHkT-TeTepOypr, Poccus

AHHOTALMA

NumdpaHrnoma — pobpokayecTBEHHAs ONYX0nb, YacTo NPeACTaBnAtoLas cobor BPOXAEHHYK aHOManMo NMMMATUYECKON CUCTEMBI,
Hanboree 4acTo NPosIBNSIOLLAsACS B BUAE MSATKMX OYrpucTbix 06pa3oBaHnin KPaCHOBATONO UM CHHIOLLIHOTO LiBETA HA KOXKE W CIIN3UCTBIX
obonoukax. XoTs Yalle OHa npoTekaeT HECCUMNTOMHO W SBASIETCA NN KOCMETUYECKM AEEKTOM, KpYMHbIe (DOPMbI MOTYT BbI3bl-
BaTb OCMOXHeHMs. [aTonorus pa3BmBaeTCs 13-3a HapyLLEeHs SMOpUoreHe3a, korga M3oNMpoBaHHbIE IMMAaTYECKIE NONOCTH HE CO-
€[IMHSIOTCA C OCHOBHOI CETbHK) COCYOB, YTO MPUBOANT K UX PaCLUMpEHMI0, (MOPO3y OKPYXatOLMX TKAHEN U BTOPUYHBIM UBMEHEHNSM
Koxu. KoHcepBaTVBHbIE METOAbI NeYeHUst ManoaddEeKTVBHbI, TO3TOMY OCHOBHLIM NOAXO040M OCTAETCS XMPYPrUYECKOE YaarneHne umm
ManovHBa3uBHbIE NPOLEAYPLI B 3aBUCKMOCTM OT pasmepa v iokanuaauu 0bpasoBaHus.

B onucaHHoM Hamu cnyyae npefcTaBneHa 15-neTHss nayneHTka ¢ obLWMPHONM NuMdaHrmoMoi npasoro 6eapa, kotopas Habnoaa-
nacb B [egmaTpnuyeckom yH1BepcuTeTe ¢ AeTcTBa. HECMOTPS HAa MHOTONETHEE NEYEHe (3TanHble CCEYEHNs, CKNepoTepanms), co-
XPaHANUCh PELMAMBMPYIOLLME NanUMIoOMaTo3Hble paspactaHus v numdgopes. MarHNTHO-pe3oHaHcHas Tomorpadns BbISBUNA MHO-
XECTBEHHbIE KMCTO3HbIE MOMOCTM A0 1 CM B MOAKOXHOI KneTyaTke. [MCTONOrMYecku NoATBEPKAEHA NMMMMAHINOMa C XPOHNYECKNM
BocnaneHueMm 1 cnaboil akcnpeccuen daktopa pocta aHgotenus cocynos (VEGF).

HecmoTpst Ha cnabosbipaxeHHyto akcnpeccuto VEGF, Bbina oTMeyeHa nonoxutensHas AuHamuka npu HazHaveHun npenaparta Cupo-
numyc. PebeHok nomyyan neyYeHmne ¢ NONOXUTENbHBIM KIMHNYECKUM 3PdeKTOM Ha (DOHe OcTarnbHbIX METOAOB TEpanuK, B TO BpEMS
KaK Xupyprudeckue nogxogpl Obinn MeHee ahdekTvBHbI. 3athMKCUPOBaAHO 3HAYUTENBHOE YITyYLUEHe MECTHOTO CTaTyca, BKKYas
YMEHbLUEHNE NUMDATUYECKNX My3bIPEKOB 1 OKPY)XXHOCTW MSrKUX TkaHewn beapa.

KntoueBble cnoBa: cocyancTble Manbgopmauuy, MMgaHrioma, AeTH, SKCNPECeus 3HLOTeNus
Kak uutmpoBatb
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Result of using Sirolimus in a child with lymphangioma
of the thigh. Case report
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Saint Petersburg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

Lymphangioma is a benign tumor, often representing a congenital anomaly of the lymphatic system, most commonly manifesting
as soft, nodular reddish or bluish lesions on the skin and mucous membranes. While typically asymptomatic and merely a cosmetic
concern, larger forms may cause complications. The pathology arises from disrupted embryogenesis, where isolated lymphatic cavities
fail to connect with the main vascular network, leading to their dilation, fibrosis of surrounding tissues, and secondary skin changes.
Conservative treatments are largely ineffective, making surgical excision or minimally invasive procedures the mainstay of management,
depending on the lesion's size and location.

The case we describe is a 15-year-old female patient with an extensive lymphangioma of the right thigh, who had been observed at the
Pediatric University since childhood. Despite years of treatment (staged excisions, sclerotherapy), recurrent papillomatous growths and
lymphorrhea persisted. MRI revealed multiple cystic cavities up to 1 cm in the subcutaneous tissue.

Histologically confirmed lymphangioma with chronic inflammation and weak expression of vascular endothelial growth factor (VEGF).
Despite minimal VEGF expression, sirolimus demonstrated clinical efficacy. The patient responded favorably to this treatment, whereas
surgical approaches had proven less effective. Significant local improvement was documented, including reduction of lymphatic vesicles
and soft tissue swelling in the thigh.
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NMumdpanrmoma — 3To JOBPOKAYECTBEHHAs OMyXOMb, B
OCHOBE KOTOPOM 0BbIYHO NEXWT BPOXAEHHAs aHOManus M-
taTyeckon cuctembl. Ouaru NopaxeHns MoryT BO3HUKaTb Ha
nbom yyacTke Tena, BbITNALAT kak MArkOTKaHHble 06pa3oBa-
HWs ¢ GyrpucToil MOBEPXHOCTHH KPACHO-0YPON U CUHIOLLHOM
okpackn. Manbopmauus yacto npoTekaeT GECCUMMTOMHO,
SBNSASCb KOCMETMYECKON Npobnemoi, Ho, JocTuras GonbLumx
pa3MepoB, AaeT Hayano onacHbIM COCTOSHUAM. JlumdaHrmo-
Ma SBMSETCS [JOCTATOYHO peaKoi natonornet. Mo pasnuyHbim
AaHHbIM, oHa coctaenseT 1,3-10,6% cnyyaeB Bcex cocyau-
CTbIX onyxonei (B 4eTCKOM Bo3pacTe — 1o 25%), BcTpeyaeTcs
¢ yactoton oT 1 Ha 20-250 TbIC. NOCTYNNEHUA B XUPYprisye-
ckue cTauuoHapbl. OBbIYHO UX BbISBMAIT Y HOBOPOXAEHHBIX 1
mnageHues (90% cnyyaes), pexe B nepeble 2-3 rofa Xu3Hu
pebeHka, HO MOryT AUarHOCTUPOBATL ELLE BHYTPUYTPOBHO Unu
ropasgo no3xe Bo B3pocnom Bo3pacte [1, 2]. laHHble gemorpa-
(DMYECKON CTATUCTUKN PACXOAATCS: HEKOTOPbIE NCCMeLoBaHNS
yKa3blBaloT Ha npeobnagaHne NOBEPXHOCTHBIX NMMaHTOM Y
KEHLUWH, TOrfa Kak gpyrue OTMeYatoT TpoekpaTHoe yBenude-
HWe YacTOTbl 3TOV MaToONorMM cpean MyX4uH. bonblas yactb
obpa3oBaHui paccMaTpuBAETCS Kak BPOXKAEHHbIE COCYaANCTbIE
ManbgopmaLm, a He UCTUHHble onyxonn. OBbIYHO OHW BO3-
HWKaloT y Nnoaa B koHue | nbo B Havane |l TpumecTpa BHyTpU-
yTpobHoro passutua [3, 6]. XoT NPOMCXOXAEHME NaTONOrmm
0CTaeTCs 40 KOHLA He W3yYeHHbIM, 3TUOMNOrMYECKUMN (PaKTo-
pamn MOTyT BbICTyNaTh:

«  AHomanuu smbpuozeHesa. BO3HWKHOBEHME MaATONOrMM
CBA3bIBAOT C NMOPOKaMM 3MOPMOHANBHOMO Pa3BUTUS NNM-
(haT4eckom CUCTeMbl (OW3OHTOrEHE30M). YKasblBaloT
Ha ponb COCYAMCTOrO SHAOTENMAnbHOrO daktopa pocra
(VEGF-C) un peuentopos k Hemy (VEGFR-3), Bnnstowmx
Ha NponuMepaTMBHYK akTUBHOCTb KIETOK.

«  [eHomMHble U 2eHHbIe Mymayuu. BeisiBneHo, 4to bonee no-
NOBWHBbI CITy4aeB aHroM acCoLnMpOoBaHbl C XPOMOCOMHbI-
Mu abeppauusmn y nnoga. Yacto numdanrnomel Habso-
patT npu cuHgpomax Lepelesckoro-TepHepa, [ayHa,
Tpucomuu 13, 18. AyTOCOMHO-OMUHAHTHOE HacnefoBa-
HWe HabntogaeTcs Npu cHapome HyHaH.

*  WHmokcukayuu. HapyweHue pa3sutus numgaTuyeckmx
COCYZI0B MOXET 0nocpefoBaThCs BHYTPUYTPOOHbIM TOK-
cuyeckum nospexaeHnem. OnucaHbl cnyyan onyxonen y
[ETEN, POAMBLUMXCS OT XEHLLUMH, NOABEPrLUUXCS BO Bpe-
Msi BepeMeHHOCTI BO3AENCTBUIO CBUHLIA MW €ro COeam-
HEeHWIA.

BTopuuHbIi XapakTep uMeloT onyxomu, 00yCnoBneHHble
HapyLeHem NumMdaT4ecKkoro ApeHaxa (MoBEPXHOCTHbIe aHo-
ManuM npu nuMmdanrute, numdorpaHyneme, NaHHUKYINTe),
CBs3aHHble C ManbpoTaLyei 1 3aBOPOTOM KULLEYHWUKA (BHYTPK-
BptowwHbie). CocyancTble ManbgopmaLun MOryT pasBuBaThHCS
nocrne MexaH14eckon TpaBMmbl, B YaCTHOCTU Ha (hOHE CHHAPOMA
lopxama-CroyTa.

MatoreHes. MexaHn3mbl pa3BuTUs NMMMMAHTMOMbI N3yYe-
Hbl HEJOoCTaTOYHO XOpoLwo. OCHOBHBLIM MaTOMOrMYECKUM Mpo-
L|eCCOM MHOTWE UCCeA0BaTeN HasblBakT 00beaNHEHNE M-
aTyeckmx UMCTEPH B rMyOOKOM MOAKOXHOM MPOCTpaHCTBE.

OHw oTZeneHbl 0T HOPMarnbHOW COCYAMCTON CETH, HO coobula-

l0TCA C MOBEPXHOCTHLIMI Kanunnapamu 4epe3 BepTukanbHble

paclMperHble kaHanbl. [lpegnonoxuTensHo, LUCTEpHbI BO3-

HWKaIOT U3 MPUMUTUBHOMO NMMEATUYECKOTO MELLOYKa, Hecno-

co6HOro 06BEANHNUTLCS C OCTambHOM YacTbio NUMMATNYECKON

cucTembl B amMbpuoreHese. [MnepTpoupoBaHHble MbllLeYHble

BOMOKHA, BbICTUMAKLLME CEKBECTPUPOBAHHbIE Y4acTku, MoA-

AEPKMBAIOT PUTMUYECKNE COKPALLIEHUS CTEHKM, YTO NPUBOAMT K

YBENUYEHUIO AaBMNEHNS C AnnaTtalmein BOCXOOAWMX K KOXe Ka-

Hanos. BOKpyr M3MeHeHHbIX NUMMAaTUYECKNX COCYA0B NOBEPX-

HOCTHBIX W ryBOKMX OTAENOB AepMbl MPOUCXOLAAT NPOLECCHI

hnbpo3a, anuaepMnc NoaABepraeTcs akaHTosy, nanunnomaro-

3y, runepkepatosy. HekoTopble BapnaHTbl iMmMd)aHrmom conpo-

BOX[AKOTCS BbIPaXXEHHBIM MHUNbTPATUBHBIM POCTOM, HO 6e3

paspyLLeHust TKaHen.

Knaccudmkaumsa. Mcxogs ms nokanusauuu, pasnuyarot
MOBEPXHOCTHble (KOXM, MOAKOXHOW KneTyaTtku) u rnybokue
numdanrmombl. Mepsble MOTYT nopaxatb npakThyecku nobyio
30HY, 0COBEHHO YacTO BOBMEKAKOTCA rONoBa, Les, NOAMbILLIEY-
Hble BnaguHbl. [nyBokme oBHapyXMBalOTCA BO BHYTPEHHWX
opraHax (meveHb, ceneseHka, MoYKM) W nonocTsax Tena (ab-
AOMWHarbHas, 3abplolMHHOE NPOCTPAHCTBO, CPEAOCTEHME).
B knuHW4eckoit aHruonorm pacnpoctpaHeHa natomopdonoru-
yeckas knaccudukaLmus onyxonem:

«  kanunnspHble (npocTele) — OBpasyoTes npu paspacTa-
HUM TMMATUYECKUX KanunnspoB KOXW U NOAKOXHBIX Tka-
Hel; OnyxoneBuAHbIE o4ar UMerT HebonbLuve pasmepsl,
TOHKOCTEHHbIE, OXBATbIBAIOT OTPAHUYEHHbIE Y4aCTKY;

*  KaBEPHO3Hble — XapaKTepu3ylTCs pacluMpeHeM LOBOSb-
HO KpYMHbIX MPOTOKOB C 06pa3oBaHWeM NOMOoCTEN U Lenen,
3aMoNHEHHbIX NUMAATUYECKON KIOKOCTbIO; UMEIOT NEeTNN-
CTO€ CTPOEHME W3-3a MHOXECTBA COeANHUTENBHOTKAHHbIX
neperopofiok, Ha paspese HanoOMUHAKT rybyaTyio TKaHb;

*  KUCTO3Hble — NpeacTaBnstoT coboit NOMOCTU PasNMYHOro
pasmepa, M30MMpOBaHHbIE OT CMEXHBIX MMdaTUYEeCKuX
COCY0B; 3anorHeHbl CepPO3HbIM, XUME3HbIM UMK remoppa-
TMYECKM COAEPXMUMbIM; ObIBAIOT €AMHWUYHBIMIA UM MHO-
XECTBEHHbIMU, COOBLLAIOLLMMUCS MeXaY COBOA.

Kpome Toro, BCTpeyarTcs CMeLLaHHbIe OMyXonu (Mumdan-
rnogubpoma, numdgremanrnoma). Mo aTmonorun Manbgop-
MaLun BbIBalOT NepBUYHBIMK (BPOXAEHHBIMW) U BTOPUYHBIMM
(npnobpeTeHHbIMK). KpuTepuit pacnpocTpaHEHHOCTH NO3BONS-
€T BblAENUTb nokasnbHble U AnddysHble POpMbI, @ C y4eTOM
BNMSAHWA Ha Grinanexaluue TKaHu U opraHbl AMMAaHrmombl Mo-
ryT npoTekaTb 6€3 BUANMBIX HapyLUEHMI UK CONPOBOXAATHCS
SBHOW AMCYHKLMEN 1 CTPYKTYPHBIMW AeopMaLnsiMu.

KnuHnyeckas kapTuHa onpefensetcs nokanusauuen,
TUCTOMOTMYECKON CTPYKTYPOW, PacnpoCTPaHEHUEM OMyXonu,
aHaToMO-Tonorpauyeckumm  0COBEHHOCTSMU  BOBIEYEHHbIX
y4acTKoB, 3(h(PEKTUBHOCTBbID MPOBOANMOrO pPaHee mneyeHus.
AHromMaTo3Hble oyarv pacnonararwTcs B noboi obnactu, rae
ecTb numdounaHas TkaHb. Yacto nopaxaiotcs nuuo (rybel,
A3bIK, OKOMOYLIHO-XEeBaTenbHas 3oHa), Tynosuwe [9]. Ho B
NaToNorM4YeckNin MPOLLECC MOTYT BOBNEKaTbCs NuMdaTuieckue
y3nbl, BHYTPEHHWNE OpraHbl, KOCTHas TkaHb. Pa3BuTne onyxonu
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MeafleHHOE, CUHXPOHHOE C pocToM pebeHka, B BoMblUMHCTBE

cnyyaeB GeccumMnTomMHoe.

KanunnspHas numgaHzuoma HaunHaeTcs kak HebonbLuoe
MoCcTeneHHo ynnoTHaLeecs naTHo. OBpasoBaHne NMEET He-
YeTKMe rpaHnLbl 1 BYrpuCTyo MOBEPXHOCTb, NOKPbITYHD MESKM-
MU (2—4 MM B OWaMETpeE) Y3enKoBbIMM 3rieMEHTaMW dnacTny-
HOW KOHCUCTEHLWMW, OKpalUEHHbIMW B PO30BO-KPACHbINA LBET.
[Mrowaab nopaxeHHOM KoX1 Co BpeMeHeM paclumpsietcs. MHo-
ro auckomdopTa, KPOMe 3CTETUYECKOro, aHOManus 0BbIYHO He
npuHocuT. VHorga 13 y3emnKkoBbIX 3NEMEHTOB NPOCAYMBAETCS
numda, npy TpaBMaTh3aLMM OHW KPOBOTOYAT. YBENNUMBASICH B
obbeme 1 npuobpetas auddy3HbI XapakTep, Onyxonb 4aBuT
Ha noanexallue CTPYKTypbl, YTO MOXET CONPOBOXAATLCS KOCT-
HbIMK feopMaLmsmm y oeTen.

[Mpu KUCMO3HOU MNN KUCMO3HO-Ka8EPHO3HOU UMb aHauo-
Me nnua 1 Wem HabnaaeTcs orpaHUYeHHas npunyxnocTb pas-
mepom ot 3 o 30 cm B gnameTpe, obpalleHHas Hapyxy unu
B CTOPOHY POTOBOM nonocTh. Koxa Hag Helt 0BbI4HOM OKpackm
VAN C LMAHOTWYHBIM OTTEHKOM, pacTsHyTa, cBobogHa um cna-
SiHa C OMyXOmneBOil Maccoil. [1OBepXHOCTb Ovara rmagkas unm
ByrpucTas, KOHCUCTEHLMS Msirkas, nanbnauus 6e3bonesHeHHa.
XapaktepeH cuMnTOM (hIIOKTyaLum.

Oco6eHHOCTBI 0BWUPHBIX NUMEaHauoM B NOMOCTH PTa,
Len, CPeAOCTEHNS, TynoBULLa ABASETCS NEPUOANYECKU BO3-
HVKatoLee BoCMmaneHne. JTO COMPOBOXAAETCSH NUXOpPaALKOW,
obuieit cnabocTbio, NOSBNEHNEM NOKaNbHbIX CMATOMOB — 0O-
KpaCHEHUsi, OTEYHOCTM, Pe3Koi BOMEe3HEHHOCT MOPaXEeHHOM
30Hbl. BocnanutenbHbIn npouecc anutes 1-2 Hefenu u nocre-
MEHHO CTWXaeT, Jenas onyxonb Gonee NNOTHOM.

[OnarHocTuka. MpeanonoXuTs NOBEPXHOCTHYH NUMdbaH-
MOMY HECMOXHO MO XapaKTEPHOW KMMHUYECKOW KapTUHE, WC-
TeYEHM0 MMMMbI NP €e NyHKTUpPOBaHUU. B guarHocTnyeckm
CMOXHbIX Cryyasx, BKMOYas aHoManuu rnybokom nokanumsa-
Lyn, Bpayy — COCYANCTOMY XMPYPry HEOBX0AMMbI AaHHbIE Me-
TOZOB MHCTPYMEHTaNbHON BU3yanusauyuu [6, 9]

*  YnbmpacoHoepaghusi onyxonu. YNbTpa3ByKOBOE wcche-
poBaHue (Y3W) noBepXHOCTHbIX NMUMQAHIMOM BbiSBASET
yBENMYEHNE 0ObeMa MSATKUX TKaHEl, MOBbILIEHWE WX aKy-
CTUYECKOW MAOTHOCTU C MHOXECTBEHHbIMM TUMO- U aH-
9XOreHHbIMU y4acTkami OKPYrIoi Unu oBanbHoN opMbl,
0ObeAMHEHHBIMM B eAuWHbIA KOHrmomepar. 3xorpadus
OnpegensieT He TOMbKO CTPYKTYPY M NOKanM3aumo omyxo-
11, HO M COCTOSIHNE OKpYXaroLnx 0bpasoBaHui.

*  MagHumHo-pe3oHaHcHas momoepagus (MPT). Mo pe3ynb-
TataM MPT msrkux TkaHel yaaeTcs TOYHO onpefenuTb
CTeNeHb NopaXeHust 1 MOPdONOrNYECKME XxapaKTEPUCTUKN
cocyaucTon manbgopmauuu. PedynbTtathbl ncCrnefoBaHUs
nomorarT copMupoBaTh NpaBuibHyl0 neyvebHylo Tak-
TUKY, n3bexaB HeoBOCHOBAHHbIX XMPYPrUYecKuX BMella-
TEMbCTB.

*  Jlumgpoepagpus. Tlo3sonsetr uccnegoBatb COCTOSIHUE
nMM@aTnYeckux COCyAOB, OMpedenuTb pasmepbl o4a-
ra  ero cBA3b C COCeAHWMU opraHamu. Jiumdorpadus
OCYLLECTBNSETCA NyTeM BBEAEHUS HEMOCPEACTBEHHO B
OnyXxonb BOJOPACTBOPUMOTO KOHTPACTHOTO BeLLeCTBa W

BbINOSIHEHWS! CepUN NPULIENbHBIX PEHTTEH-CHUMKOB B ABYX
MPOEKLMSIX.

B gmarHocTuke MOBEPXHOCTHOWM OrpaHWYeHHON NUMdaH-
TMOMbI MOMOraeT AepMaToCKOMWS, onpedensiollas y3emnku ¢
MPO3paYHON XNAKOCTHIO M BbIPAXEHHbIN NaKyHAPHbIA PUCYHOK.
Mpy HaKoMMEHUM KPOBSIHUCTOTO COAEPXMUMOr0O OTIINYMS OT re-
MaHMMoOMbl MOMOraeT YCTaHOBUTb TUCTOMOTMYECKOE WCche-
[OBaHWe, AONONHEHHOE WMMYHOrMCTOXMMUYECKUMM TecTamu
(c aHTureHom dpaktopa VIIl, nammHuHoM).

JiumdonaHble 0bpasoBaHus npuxoauTcs auddepeHLmnpo-
BaTb OT APYrvX OMyXOnen — TepatoMam, fIMNoM, KUCT weu. He-
koTopble Manbgopmauun creayeT oTnnyaTb OT BPOXAEHHON
CMOHOBOCTU, CMIMHHOMO3TOBOW TPbIXKM, OrpaHUYEHHON CKIepo-
aepmun. Mpn MHTPaabAOMUHANBHOM NOpPaXeHU HeobxoanMo
UCKITIOYaTb OCTPYHO XUPYPrYECKyto NaTonoruio.

Neyenne numdpanrmombl. Hu ogHa 13 KOHCEPBATUBHBIX
cTpaTerui Tepanuu He gokasana cBoen 3eKkTUBHOCTU Mpu
numdarnyecknx manbgopmaumsax. Obecneyntb ymeHbLIEHNE
OMyXOMNEeBO MacChl MM MOSTHOE €€ yaaneHne MOoryT NnLb WH-
Ba3nBHble MeToauku [4, 6, 8]. Cnocob Koppekumu BbIGuparoT,
ONMpasiCh Ha NoKanW3aLmMio NMMMQaHIMoMbI, pasmepbl, FyouHy
3aneraHusi, pacnpocTpaHeHue, Hamuume OCHOXHEeHWA. [Jony-
CTWUMbI CriefytoLLmne BapuaHThbl:

«  Cknepomepanusi. BeefeHne B COCYAWUCTYIO aHOManuio
Ckneposupyowmx Bewlects (bneomnuynHa, nuuymbanuna,
9TOKCWCKNEepona) BedeT K COKpalleHWo ee pa3mepos.
CkrepoTepanusi 4aeT XOpOLIUA KOCMETUYECKUIA pe3yrib-
TaT, a noTomy Gornee MpeanoyTUTENbHA NPU NMOPAKEHUN
LIENHO-NNLIEBOI 30HbI. [MokasaHa nepeg onepauuen Unm
NP1 HEBO3MOXHOCTY BbINOMHWTL MOSHYHO PE3EKLMIO.

«  PadukanbHoe ucceveHue. [lpn yaaneHWM OMyXornesoro
ovara Haubonee LenecoobpasHo TpagMLMOHHOE XMpypri-
yeckoe BMeLLaTeNbCTBO. PaaumkanbHy 3KCLM3NI0 CHMTaIOT
MeTogoM Bbibopa Npyu KPYMHbIX kaBePHO3HbIX 06pa3oBaHm-
X 1 HeOOXOAMMOCTY BbINONHEHWS YPrEHTHON onepauum.
OgHako yaaneHue rnybokux ManspopmaLuii ConpoBoXaa-
€TC$1 BbICOKMM pUCKOM peumnanga [5, 7].

*  ManouHsasueHbie memoObl. JleyeHne NOBEPXHOCTHBIX
NUMGaHTIMOM MOXET MPOBOAUTLCS YINEKUCNOTHBIM fla-
3epom, kpuoTepanuen, anektpokoarynsumein. OHn meHee
TpaBMaTUYHbI MO CPABHEHWIO C TPAANLMOHHBIM UCCEYEHN-
€M, MO3BONSIOT COKPaTUTL CpokK peabunutauum. WHorga
AN MONyYyeHUs 3Ha4yMMoro adpdekta [OCTAaTOMHO BCErO
O[IHOW MpoLeaypbI.

B nocneonepauyoHHOM nepuoge Anst OLEHKI NOMyYeHHbIX
pesynbTaToB W puUcka PeLanBa BbINOMHSAOT KOHTPOMbHbIE UC-
cnepoBaHns. HasHavaloTes HecTepouaHble NpoTWBOBOCMANM-
TenbHble, aHTbakTepuarnbHble CpeacTBa, Mpu nokanuaalum
OMyXOMeMN Ha HWKHUX KOHEYHOCTSX MPUMEHSIETCH KOMMPEeccH-
OHHas Tepanus.

OnucaHue KnuHMYeckoro HabnrogeHus. [launeHTka,
15 ner, ¢ paHHero Bo3pacTta HabnwgaeTcs u nonyyaet neve-
HWe B MUKpOXMpyprudeckom otaeneHun CaHkT-lMetepbyprekoro
rocyZjapCTBEHHOTO NeAMATPUYECKOTO MEANLIMHCKOTO YHUBEPCH-
T€Ta No noeozy 0bwwnpHoi numdaxromsl npasoro beapa. Xa-
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no6bl Ha MOMEHT MOCTYNNEHNS HA MHOXECTBEHHbIE CMWBalo-
LMecs NanuInoMaTo3Hble paspacTaHns No nepesHeHapyxHoM
MOBEPXHOCTU NpaBoro Gefpa, MOCTOSHHOE MOATEKaHue nuM-
thaTyeckoro oTaensemoro 13 obnacT nocneonepaLyoHHbIX
pyOLoB 1 nanunnom. B aHamHe3e B BO3pacTHOM MPOMEXYTKE
¢ 5 0o 14 net Habntoganach M nonyyana neveHne B KIMHKUKE
lMepmnaTpnyeckoro yHuBepcuteTa. BbinonHsnuch aTanHble uc-
ceyeHus nuMdaHrnomsl 6eapa, ceaHcbl ckneposvpoBaHus. Ha
(hoHe NPOBOAMMOrO NeYEHUsi OTMEYaeTCs peLuanBMpYloLLee
TeyeHme.

IMpu ynbTpassykoBom nccrnegosaHun 1 MPT no HapyKHOM
MONYOKPYXHOCTN B MOAKOXHO-KMPOBOW KneTyaTke Ha (poHe
pyOLOBbLIX MOCNEONEPALMOHHBIX W3MEHEHUI ONpesensTcs
MHOXECTBEHHbIE pa3HOKanMOEepHbIE KUCTO3HbIE NONOCTH, Cu-
BatoWMecs mexay coboi, copepkalyMe eanHUYHbIE NONOCTY
6e3 NoTOKOB 40 1 CM B AMameTpe.

Bbino npuHATO pelieHne 0 npoBefeHun Guoncuu Ans
MMMYHOTVCTOXMMUYECKOTO WCCMEeA0BaHNS C aHTUTenamm K
thakTopy pocta aHgoTenns cocygos (VEGF). B nomyyeHHbix
AaHHbIX B MaKpOCKOMUYeCKOM omucaHuu: 1. MpucnaH nockyt
KOXM CEPO-PO30BOr0 LBETA C MENKOBYIpUCTON MOBEPXHOCTHH
pasmepamu 2,5%x1,3 cMm. K koxe npunexut knetyatka pasme-
pamu 2,5%1,8x1,1 CM, KenToBaToOro LBeTa, J0NbYATOr0 BUAA.
Ha paspese onpeaensTcs MHOXECTBEHHbIE MeSKe NoNocTy
puameTpoM o 0,2 cM, 3anofHEHHbIe MPO3PaYHbLIM KULKAM
cogepxumbiM. 2. Mpucnad nockyT koxu GenecosaTtoro LBeTa,
MOKPbITBIA Borlocamu, pasmepamu 1,7x1,0 cm. Hag noBepxHo-
CTbI0 BbICTYMAKT HEMHOTOYUCTIEHHbBIE OKPYTITble TOHKOCTEHHbIE
nonoct guametpom ot 0,2 cm go 0,5 cm. K koxe npunexut
knetyatka pasmepamm 1,0x0,7x0,4 cm, xenTtoBaToro LBeta,
ponbyatoro suga. Mukpockonuyeckoe onucanue: matepuan 1
1 2 NpefCTaBneH dparMeHTaMm KXW C MpuUnexalimum y4acTkom
XMPOBOIA TKAHU C OAHOTUMHON MOPCHONOTMYECKON KAaPTUHON, B
KOTOpOW OMPEAEnsioTCS MHOrOYMCIEHHbIE Pa3HOro pasmepa
HenpaBuIbHOM OPMbI NMYCTbIe NOMOCTK, @ Takke NoocTH, 3a-
MOMHEHHbIE 303MHOMUIBHBIMW Maccamm, BbICTNIaHHble yno-
LEHHbIM 3HOOTENMEM, OMpeaensioLLMecs NPeuMyLLECTBEHHO
cybanutenuansHo. Kpome aToro, onpefenstoTcs nomnoctu B
Bonee rnybokux cnosix, BKMOYas XMPOBYKO knetyaTky. Bokpyr
nonocTei OTMeYaeTCsl KpynHooyaroBas numdouuTapHas WH-
unbTpaums, ¢ 06pasoBaHNeM MHOXECTBA TMMDOMAHBIX don-
NINKYNOB €O CBETNbIMM LeHTpamu. dkcnpeccus VEGF cnabo
BbIpaXeHa B SHAOTENUM NuMdaThieckux cocygos, 6e3 npusHa-
koB mponudepaumnn aHaoTenMoumToB. 3aknoueHne: Nlumdan-
rMoMa C XpOHWYECKUM BOCMamNEHNeM.

B cBSA3M C HEBO3MOXHOCTbIO PaVKanbHOrO X1pYpPrvecko-
ro nieyeHns ObINo NpUHATO HasHayeHue Npenapata Cuponumyc.
OpHNM M3 COBPEMEHHBIX METOLOB NEYEeHUs TakuX CIOXHbIX
NauMeHTOB SBNSETCH cneuuduyeckas UMMYHOCYNpeccnBHas
Tepanus npenapatom Cuponumyc (panamyH). Cuponumyc ss-
nsietcst nHrnéutopom nytm mTOR, KOTOpbIN NPeaCTaBASET CO-
Boit cepuH/TPEOHMHKMHA3Y, perynnpyemyo dhochonHo3NTMa-
3-kuHason (PI3K) 1 npotenHkuHason B (Akt). Myte PI3K/AKT/
mTOR [elcTByeT B KayeCTBe rNaBHOMO nepeknoyaTens Ha
MHOrOYMCHEHHbIE KNETOYHbIE MPOLECCHI, BKMOYAs KNEeTOYHbIN
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Puc. 1. BHelWHuin BUA KOXW NaLueHTa ¢ AMarHo3oM «nnmMdarrinoma
npasoro beApa» A0 W nocne Havana npumeHeHns npenapata Cuponu-
myc (pasHuua B 3 Mecsiua)

Fig. 1. Skin appearance of a patient diagnosed with lymphangioma
of the right thigh before and after starting treatment with Sirolimus
(3 months difference)

Puc. 2. /\ameHeHuMs npaBoii HIXKHEN KOHEYHOCTM Ha (hOHe NpoBeaeH-
HOWM Tepanuu (pasHnua B 3 Mecsua)

Fig. 2. Changes in the right lower limb against the background of the
therapy (3 months difference)

katabonuam 1 aHabonuam, NOABUKHOCTb KNETOK, aHMMOreHe3 1
pocT knetok. MHrmbutopsl mTOR, Takue kak Cuponumyc, 6no-
KMpYIOT nocneaytowuin cuHtes benka u nocneayioLLyt nponu-
hepaLmio KNeToK U aHroreHes.

MauveHTka nonyyana CuponuMyc nepoparnbHo, ABaXabl
B [1eHb. KoppekTupoBKka [03bl Kak Ha HavanbHOM aTane neve-
HWS, TaK U B MOCMeAYLLEM NPOBOAMNIACE C y4eTOM Mnoaaep-
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XaHUs YPOBHS KOHLEHTpaLMU npenapaTta B KpOBM B Npeaenax
8-15 Hr/mn. B TeyeHue yxe NepBbiX MECSLEB NleYeHus OT-
Meyarcs MOSIOXMTENbHbIA OTBET Ha NPOBOAWUMOE NEYEHVE, a
MMEHHO: yMeHblUeHe 0OBbEMOB ManbgopmaLumn, CHKEeHue
Borneit, KynMpoBaHWe KPOBOTEYEHWN, YMeHblUeHNe B ob6beme
nanunnomMaTo3HbIX paspacTaHuii Ha KOXE, YMEHbBLUMICS 00beM
okpyxHocTu 6eapa go 8,0 cm B anameTpe (puc. 1, 2).

B npeactaBneHHOM KnuHM4eckom cnyvae Tepanus Cu-
ponumycom, mTOR-uHrMbuTOpPOM, NpPOAEMOHCTpUpOBana
KIMHUYECKY0 9h(PEKTUBHOCTL Y NaLlueHTa ¢ NUMQaHrnomon
Benpa, HECMOTPS Ha OTCYTCTBME BbIPAXKEHHOW 3KCMpeccum
VEGF n mapkepoB nponudepauun sHI0TenuanbHbiX KneTok
B numdatnyeckux cocygax. Habmoganace nonoxurensHas
OWHaMuKa B BuAe perpecca numdatnyeckmnx ny3blpbKoB,
YMEHbLUEHUS OTeKa W BOCMANUTENbHbIX U3MeHeHUR. [lony-
YeHHble [JaHHble CBWUAETENLCTBYIOT O MOTEHLUManbHONM Tepa-
neBTUYECKOW LieHHocT Cuponumyca npu OTAEnbHbIX ¢op-
Max NUM@aHroM, B YaCTHOCTM, B CMy4asx pe3nCTEHTHOCTU
K XMPYPruyeckoMy NeveHnto, HeCMOTpS Ha TO YTO npenapat
He ABNAETCA Tepanuel Nepeoi NMHUA B NEYEHUN JaHHON na-
Tonoruu.
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