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XVIIOCA

Taokuxom maxcaou. Tanocun av301apUHUHE SAKKA
6a oughghys eenos manvghopmayusnapu xamoa Knunneno-
Tpenone cunopomu bunan ogpuear OOLANAPHU 0ABONALL
CamapadopiuesuHL OWUPULL.

Taokuxkom  mamepuannapu  6a  ycyuiapu.
Taokuxkomea KoH MOMUPLAPU MYKUMALAPUHUHE XAHCMU
6a MApPKAIeaHaIueu acocuda ukku eypyxea oymunean 30
Hapap bemop kupumunou. Bupunuu 2ypyxea mamocun
AB30CUHUHZ SIKKA 6eHO3 Mdlbpopmayusiapu Oyieam
apKak bemoprap éa kamma 1adbuda wuxacmianuus 0y-
ean aén bemopnap kupumunou. Mkxunuu 2ypyxea npo-
MEJNCHOCb/CEUMKA, NACMKU KUHOUK, ULy JICYMIAOAH
Knunneno-Tpenone cunopomu odunanm xacainamnean oOe-
Mmopnapuune oug@ys 6enos marb@opmayusiapu 0yieamn
bemopnap kupumunou. Bupunuu eypyxoazu demopnapea
OrneoMuyur Kyinanuiean xon0a 60ckuuma-60cKuy ckie-
pomepanusi ymxazunou. Ukxkunuu eypyxoacu dbemopnap-
2a panamuyun OGUIAH MUUMIU MePanusi MauuHIAHOU.

Hamuosicanap. bupunuu 2ypyxoaeu 0Oemoprapoa
oneomuyun Ounan ckiepomepanusi 10KOpPU camapaoop-
JUKHU HAMOUUW 9MmOU, 6y 8eHO3 KOH2LOMepam Xaic-
munune 60% 6a yHOaH Kynpok Kucmu xamavuwiy ounam
maecughnanaou. Panamuyun onean ukkunuu eypyxoazu
bemopnapoa mepanusi OOWIAHEAHOAH Oup ou ymeau,
UHCOOUTL Y32apuiuniap Ky3amuiou. 08pux CUHOPOMUHUHE
Kamativwu, D-OumepHune niama KOHyeHmpayuscu na-
cauy 6a NAMONOSUK EHANAPHUNE HEOBACKYIAPUIAYU-
SCUHUHE UHSUOUYUACU.

Xynoca. Hzonsyusnanean éa ougghyz manocun av-
sonapu 6enos manvghopmayusinapu éa Knunneno-Tpenone
cunopomu 6ynean bemopinapuu cKiepomepanusi 64 pana-
MUYUH ycynu Ounan 0a8orautHuHe camapaoopiu mac-
OUKIaHOU.

Kanum cyznap: senoz manvopmayusi, ckiepome-
panus, oneomuyun, Kiunnen-Tpenone cunopomu, ISSVA
Kaaccupurayuscu, panamuyun.

BenenctBue  crienmUYHOCTH, HU3KOW — pacmpo-
CTPaHEHHOCTH, CIOKHOCTH JHATHOCTUKH COCYIHCTBIE
MaJbQOpMALMKM OCTAIOTCSl BHE (POKyca MPUOPHUTETHBIX
Hay4YHbIX MccienoBanuid. Ha Tekymmii MOoMeHT, oOmias
4acTOTa BPOXKJIEHHBIX COCYAUCTBIX aHOMAJINHA y HOBOPO-
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SUMMARY

The aim of the study. To improve the effectiveness
of treatment in children with isolated and diffuse venous
malformations of the external genitalia, as well as with
Klippel-Trénaunay syndrome.

Materials and methods. The study included 30 pa-
tients, stratified into two groups based on the extent and
distribution of the vascular malformation. The first group
consisted of male patients with isolated venous malfor-
mations of the penis and female patients with involve-
ment of the labia majora. The second group included
patients with diffuse venous malformations of the perine-
um/scrotum and lower extremities, including patients
with Klippel-Trénaunay syndrome. Patients in the first
group underwent staged sclerotherapy using bleomycin.
Patients in the second group received systemic therapy
with rapamycin.

Results. In the first group, bleomycin sclerotherapy
demonstrated high efficacy, characterized by a reduction
in the volume of the venous conglomerate by 60% or
more. In the second group, patients receiving rapamycin
showed positive dynamics as early as one month after the
initiation of therapy, including a reduction in pain syn-
drome, a decrease in plasma D-dimer concentration, and
inhibition of pathological venous neovascularization.

Conclusion. The effectiveness of treatment in pa-
tients with isolated and diffuse venous malformations of
the external genitalia and Klippel-Trénaunay syndrome
using sclerotherapy and rapamycin was confirmed.

Keywords: venous malformation, sclerotherapy,
bleomycin, Klippel-Trénaunay syndrome, ISSVA classi-

fication, rapamycin.

XKIeHHBIX oneHuBaeTcs B 10-13%, mpu 3TOM TOMUHHPY-
IOIIYIO TPYIIY COCTABJSIIOT BEHO3HBbIE Mallb(OpMALIUK
(BM), neMOHCTpHUPYIOIIKE PACYCTHYIO IPEBAIICHTHOCTh
1/5000-10000 [14].
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Benosusle Manbdopmanuy xapakTepU3yIOTCsS 3Ha-
YUTEIHHOM KITMHUYECKOW IeTepOreHHOCThIO, BAPbUPYIO-
1Iel OT JIOKAJIM30BaHHBIX HOMYJISIPHBIX 00pa30BaHUIA 10
OOIIMPHBIX DIYOOKUX MOPaXEHUH, HHPHUIBTPUPYIOMINX
CME)XHBIE aHATOMHYECKHE PETHOHBI M, B OTCYTCTBHE
aJIeKBaTHOM M CBOEBPEMEHHOMN TepareBTUUECKOW UHTEP-
BEHIIMH, MOTCHIHMAIBHO MPUBOMIAIINX K PA3BUTHIO JKU3-
HEYTPOXKAIOLINX COCTOSIHUH.

HEJIb UCCIIEAOBAHUA

TToBbimenue 3pPeKTHBHOCTH JICUSHUS JIeTeH ¢ U30-
JIUPOBAHHBIMU U TU(GHY3HBIMUA BEHO3HBIME MaJIb(hopma-
LUSIMH HAPYKHBIX ITOJIOBBIX OPTaHOB, @ TAKKE C CHHIPO-
moM Kimnmnens-TpeHoHe myTeM MajOMHBAa3WBHBIX Me-
TOJIOB JICYCHHUS U CHCTEMHOTO BO3JICHCTBUS MpPEIapaToM
panamMuIyH.

MATEPUAJ 1 METO/bI

B nannoe uccnenoBanue OblU1n BKIIFOYeHb! 132 00i1b-
HBIX C pasnuaHbiMH (Gopmamu BM, oOpartuBmuxcs B
Ham meHTp B nepuop ¢ 2021 mo 2024 rox, U3 KOTOPBIX
0buT0 0TOOpaHo 30 MALMEHTOB KaK C U30JUPOBAHHBIMHU
BEHO3HBIMH MaJib(pOpMAIIUIMHU HAPYKHBIX MOJOBBIX Op-
raHoB, Tak ¥ ¢ U} Py3HBIM MOpaKEeHUEM TIPOMEKHOCTH,
TOJIOBBIX OPTAHOB M HIDKHEH KOHEYHOCTH. MBI OpHEeHTH-
POBAJIKCh Ha CIICAYIOIINE KPUTSPUH BbIOOpa:

1. Bospacr (<16); mbl BeIOpanu Bo3pacT 16 et B
KadeCTBEe TPaHMIBI, TIOCKOJIBKY 3TO OBUT HMOTPAHWYIHBII
BO3PACT CPEIH HAIINX MAI[HEHTOB.

2. Pacnonoxxenue mnopaxeHusi (Hapy>KHbIE IOJIO-
BBIC OpPTaHbl — B CIIy4ae U30JMPOBAHHOTO MOPAKCHUS U
B KOMIUJIEKCE CO CMEKHBIMH JIOKAJM3AIMAMHU B CITydae
nuhdy3HOro MOpAKEHNUs, a TAKKE B KAUECTBE CHMITTOMA
B coctaBe cuHApoMa Kimnmnens-TpeHone).

3. Pa3mep nopaxeHus (CpeaHuil AuameTp nomneped-
HOTO CE€YEeHHUsT BEHO3HOTO KoHToMepaTta Ha Y3U/MPT: y
MaJpIuKoB - 0.8 cM, y neBouek - 3 cm) [6].

4. BoBiieuenue TKaHeH y NallMeHTOB )KEHCKOTO 0J1a -
tu | (Tum [: BOBIIEYeHa TONBKO KOXKa U IMTOJIKOKHAS KIICT-
yarka; TUN 1I: BOBJIEYEHBI MBIIIIIBI, KOCTH WIIH CYCTaBBI
C BOBJICUEHHEM KOXKH W TTOIKOKHOM KJIETYATKH WK 0e3
Hero). XapakTep BOBJIeUEHUsI TKaHell mo naHHeiM MPT
ObUT KIIaccu(UIMPOBAH HA [[BA THUIA B COOTBETCTBUU C
knaccudukanueit bupmunrema [15].

5. ®nebonmnTsl (1a wiu HeT). OHU BU3YaTU3UPYIOTCS
KaK TpaHyJIIpHBIe 00pa30BaHMS BBICOKOW INIOTHOCTH Ha
MPT wnu MCKT.

W3 wuccienoBanust ObUTH UCKITIOYEHBI MAIUCHTHI C
KOMOWHUPOBaHHBIMUA (popMaMu  JTUM(ATHKO-BEHO3HBIX
MagbGopMaIii ¥ M30JUPOBAHHBIE KamMJUISpHBIE (op-
MbL. [lMarHo3 BEHO3HOH Malib()OpMAIFi OCHOBBIBAJICS
HA KJIMHIUYECKOM U MHCTPYMEHTAILHOM 00CIICIOBAHUSIX.

[TanmenTs! OBUTH pa3meneHsl Ha 2 Tpymnmsl: 1 rpym-
Ma — MAIUEeHTHl - MAaJBIUKN C W30JUPOBAHHBIMHU BEHO-
3HBIMH MaJlb()OPMALIUSMH TIOJIOBOTO WICHA U JICBOYKH
C MOpaKeHUEM HapyXXHOH TOJI0BOW TyObl, 6e3 anddys-
HOTO TIOpPaXeHWS MPHIICKANMX TKaHEH MPOMEKHOCTH,
MOIIIOHKH; 2 TPYIINa — MaIUeHTHI ¢ TUPPY3HBIMU BEHO3-
HBIMHU MaJIb(OPMAIHSIMU ITOJIOBBIX OPraHOB, IPOMEIKHO-
CTH, HW)KHEH KOHCYHOCTH, BKJIFOYAs MAI[ICHTOB C CHH-

npomoM Kimmmmens-Tpenone. Bo3pacT manueHToB ObLT
oT 3 o 16 neT, 3 HUX MPEUMYIIEeCTBO COCTaBUIIH JIETH
JIOLIKOJIBHOTO ¥ MJIAJIIIETO HIKOJIbHOTO Bo3pacTta — 70%.
W3omipoBaHHble BEHO3HBIE Masib(OpMALUU TIOJOBBIX
OpPTraHOB JMArHOCTUPOBAHBI y 16 MaJIBIMKOB U 9 1EBO-
yek, nuddy3Hbie cucTeMHble GOPMBI HAOTIONAIHCH Y 5
JieTeil - 3 MalIbuuKOB U 2 JIEBOYEK.

OCHOBHOM ’kKaJI000M MAaIMEHTOB M UX POJMTEINeH
OBUTO HaJMYNE BU3YalbHO BBIICISIONINXCS, PACIINPEH-
HBIX TTaTOJIOTHYECKH JIe(POPMUPOBAHHBIX BEHO3HBIX CO-
cymoB. B 3 ciydasx ¢iue03KkTa3bl, pacnonararonpecs Ha
TOJIOBKE ITOJIOBOTO 4JieHA BOJIM3U OTBEPCTHS YPETPHI Jie-
dhopmupoBamm e€ Gopmy, 4TO OTPAKAIOCH HA XapaKTepe
MOYeHCIyCKaHus. B cioydasx, korna BeHO3Hast Marbhop-
Marys IMeJia MEeCTO He TOJIBKO Ha TTOJIOBBIX OpraHax, HO
U B 00JIACTH MAJIOTO Ta3a, Ha KOHEYHOCTSX, Y MAlUCHTOB
Ha MEPBbIH IJIaH BBICTYIIAIH KaJ00bI Ha 00U, TSKECTH,
Oosbilie B BedepHee BpeMsl B O0JACTH HIDKHUX KOHEYHO-
CTeH. DTOT KpUTEPHUIl B OCHOBHOM OBLT TIEPBOTPUIHHOMN
oOpalleHus] K Bpady U OTMEYAJICSl y BCEX IMALUCHTOB C
1 dy3HBIM ITOpaKEHHEM.

Knuangeckum KkputeprieM OBUIO paHHEE MpOsBIIE-
HHUE OYara TMOpPa)XeHUS C MPOTPECCUPYIOIINM POCTOM C
BO3pacToM. Y 3 MaJIbdMKOB Harojoruyeckue ¢uedexra-
3Bl Ha TI0JIOBOM WJICHE MTPOIOJKAIMCH U HA MSTKHUE TKAaHH
MOIIOHKH. Y BCEX JIEBOYEK PACIIMPEHHAS KaNUIIpHAS
ceThb U (UIeOdKTa3bl HOCWIN OJHOCTOPOHHHUH XapakTep
MOPaKCHHUS U PACIIONIATAINCh B MSITKUX TKAHSAX OOJBIION
NoJI0BOH TyOBI, a B 30 % cityyaeB pacrpoCTpaHsuInCh U
Ha TIPOMEKHOCTh WJIM BEPXHIOIO TpeTh Oeapa. Y omHOH
JICBOYKH KaIWJUISIPHAS CETh PaclpoCTPaHsIach BBEPX OT
MIOJIOBBIX OPraHoOB IpopacTasi MSIrKue TKaHU B JIOOKOBOM
o6sacT ¥ 001aCTH [MaXOBOM CKIIAIKH.

Bonb onenunBasiach ¢ UCTIONB30BaHUEM BepOaIbHOU
YUCIIOBOM perTuHTOBOM MmKaiel (NRS) u ncumcisiiach
or 0 mo 10 (0 = orcyrcTBue Oomu, 10 = HeBBIHOCHMAS
00J1b) MpH [EPBOM BU3UTE MAIMEeHTAa. BBUTO MpoIeMOH-
CTPUPOBAHO, YTO OLIEHKA POIUTEIS XOPOIIIO COMIIaCyeTCs
¢ omeHkoi pebenka. Eciii ManeHbKUI MAallMEeHT HE MOT
OLICHUTH CBOIO 0OJIb, TO 3alpallBaIach OICHKA POIU-
tens. IIpu u3onupoBaHHbIX BM Ha HapyXHBIX HOJO-
BBIX OpraHax OIleHKa koieOaiack Ha ypoBHe 0-1, mpu
CHHIPOMAJBHBIX M UG PY3HBIX MOPAKESHUSIX BEHO3HOM
CHCTEMBl HIDKHUX KOHEYHOCTAX C TOPaXEHHWEM IMOJIo-
BBIX OPraHOB MAIIMCHTHI OIICHUBAJIU CBOC COCTOSHHE B
cpenHeM Ha 7-8. Y 3-X NallMEHTOB BBISBIICHBI (DYHKIHO-
HaJIbHBIC HAPYIICHHS, CBA3aHHBIE C THITIOTPO(HEi MBI
HIDKHUX KOHEYHOCTEH 10 NMpHUYWHE MPOpaCcTaHUs IaTo-
JIOTHYECKUX CTPYKTYP B UX TOJIIILY.

BceMm nanueHTam B 00s13aTEIBHOM MOPSAKE MIPOBE-
JICHO YIBTPa3ByKOBOE HCCIICOBAHUE C JOIUIEPOBCKUM
KapTUPOBaHUEM, OI[CHHBAIOCH CTPOCHHE BEHO3HOW CH-
CTEMbI M XapaKTep KPOBOTOKA I10 TIIyOOKOW M MOBEpX-
HOCTHOY CHCTEMaM BEH HIKHHUX KOHEYHOCTEH, HATHIHUE
y4acTKoB TpoMmOo3a u (predura, OIEeHNBAIOCH BOBJICUE-
HHE B ITATOJIOTHYECKUI TIpoIiece OMM3IIekKaIIX OPraHoB,
HAJIMYKE COIMYTCTBYIOLIMX aHOManuil. J[is yTouHeHwHs
XapakTepa, MPOTSHKCHHOCTH U 00beMa MopakeHus Oblia
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mpoeneHa MPT B T1 u T2, stir-pesxxumax mamn MCKT-
aaruorpadpus. Kpurepmem MPT Oputo Hammame 00b-
€MHOro 00pa3oBaHMs, JEMOHCTPUPYIOIIETO BBICOKHH
curan Ha T2-3BemeHHbIX (T2-W) n3oOpakeHusix c
MOIaBIICHUEM CUTHAJIA OT )KUPOBOH TKAHU, C ITUPOKUMHU
BEHO3HBIMH TryiaaMu [9]. U3 mabopaTopHBIX aHAIN30B
Ha HaJIM4ue ¥ PUCK TPOMOOOOpa3oBaHus yKa3blBaeT MO-
BBILIIEHUE YPOBHS J[-TrMepa KpOoBH, YPOBEHb KOTOPOT'O
OTIPENIeIISUTA BCEM MAIlMeHTaM ¢ TUPPY3HBIM TTOpaKEeHH-
€M BEHO3HOH CHCTEMBI.

PyKoBOICTBYSICH NPUHILIUIIOM HCYHCIISIEMOIO KOJH-
4YecTBa IUIAHUPYEMBIX CEaHCOB /ISl JIOCTIIKEHUSI Hau-
OospIeil Pe3yNbTaTHBHOCTH JIEUCHUS B CIydae orpa-
HUUYCHHBIX TOPAKEHUH C y4ETOM HX PacHpOCTPaHEHHO-
CTH, A | TPyNIBI MAIMEHTOB HAMM M30paHa TaKTHKa
JICYEHUsI METOJIOM ITAIHOM CKIEpPOTEpaIny Mpernaparom
OJICOMUIIMH KaK JUISi MaJIBYMKOB, Tak M JUIS JICBOYEK.
PacueTnas pa3oBas no3a npemnapara coctasisuia 0.5 mr/
Kkr Maccel Tema [8]. TeopeTwmdeckd BO3MOXKHBIE O3B
MIPEBBIMIAIOT (haKTUUECKUI 00beM OJleOMHIIMHA, HEOOXO-
JUMBIH a71st mpoBeneHus 1 mpouenypsl. B cpennem 3a 1
CEaHC CKJIEPO3UPOBAHUS MaJIb(OPMALINH TTOJIOBOTO HIIe-
Ha BBOAWJICS | MJI CKIIEPO3aHTa, NCXOS U3 MPENOCHLI-
K{ BEPOSITHOCTH BO3HMKHOBEHHSI PEAKI[MIOHHOTO OTEKa B
I0CJIEONEPAIMOHHOM IIEPUOIE BO M30EKaHUE CaBICHUS
IpocBeTa ypeTpsl. B ciydae nesodek, 103a Oblia yBenu-
YeHa /0 2 MJI C yYeTOM HX aHaTOMO-(PH3HOIOTHIECKUX
OTIIMYHUH.

A b

PE3VJIBTATBI U OBCYXXAEHUE

Jus oueHkn 3¢ QPEKTUBHOCTH TPOBEACHHON CKITe-
porepanuu st OOJBHBIX C H30JMPOBaHHBIMH (hopMa-
MU BM MBI crepoBaiy CiienylomuM IIPUMEHSEMbBIM
kateropusM: 1) Bricokas 3¢(exkTHBHOCT- yMeHbIIe-
HHEe 00beMa BEHO3HOro KoHmomepara Ha 60% u 6o-
nee; 2) YnosinerBoputenbHas 3Q(EeKTHBHOCTb- YMEHb-
mieHue 00beMa BEHO3HOro KoHmniomepara Ha 30-60%;
3) HeynoBnetBoputenbHast 3(PQPEKTHBHOCTE — yMEHbB-
IeHne 00beMa BEHO3HOTO KOHIJIOMEpaTa MEHEe 4eM Ha
30%. IIpu HeynoOBIETBOPUTEIBLHOM pe3yabTaTre IpoBe-
JICHHOH TPOLEypbl IPUHUMAJIOCh penieHne 00 n3MeHe-
HUH JI036I TIpetapara [4].

JlaHHBIE KpUTEPHH NPHMEHSUINCh KaK AJIsl OLEeH-
KM KaXIO0H OTHEITbHOW MpoLexypsl depes 3-6 MecsIieB
1ocje ee MPOBEACHUsS, TaK U 0 3aBEPLICHUIO JICYSHUS
JUIsl yCTaHOBJIEHHs 00uel 3(h(eKTHBHOCTH BBIOpaHHOM
HaMH TEpaInu.

W3 25 mammentoB | rpymmer y 11 MamsaukoB u 6
JIEBOYCK yIaioch A00uthest 90% 3IMMUHAIIMK MATOJO-
I'MYECKOro oyara B CpeJiHeM 3a 3-4 ceaHca, OCTaBIINECS
10% MBI pacrieHHBaeM KaK CTaOMIBHBIC TeICaHTHOIKTA-
3UK U HeOoNbIINe BeHO3HBIe yuacTku a0 0,7 cM B aua-
MeTpe, KOTopble 3a 6 MecsleB HaOIoeHNs] He JJeMOH-
CTPUPOBAJIN IIPU3HAKOB IporpeccuBHOro pocra (oro 1
A,bu2A,B). Bcem neTsiMm pekoMeH0BaHO MTPOIOIDKATh
JICTIAaHCEPHOE HAOMIONEHNE Y JIEYAIEro BpaJa.

OcTanbHble 8 MAMEHTOB MPOAOLKAIOT ITAMHOE Jie-
YEHHE C XOPOLINM MPOMEKYTOUHBIM PE3YyJIETaTOM.

®@omo 1. A — nauuenr 6 jet, BM ronoBku noigoBoro ujieHa 1o jgedeHus u b — nmocie nposeaenus 3 ceaHcoB
CKJIEPO3UPOBAHUSI.

CocrosiHue 5 MalMeHTOB, KOTOPbIM Ha3HAYEHO CH-
CTEMHOE JICUCHHE, OLICHUBAJIOCH [10 CTCIICHH YracaHus 1/
WM UCYC3HOBCHHSI XapaKTEPHON CHMIITOMATHUKHU: 00N,
OTEKOB, HEMOJHOIEHHON (PYHKIIMOHAJIHHON aKTHBHO-
CTH, 00beMa M MACChl B CIydae MOPAKEHHONH KOHEYHO-
CTH, U3 JIAOOPATOPHBIX TIOKA3aTEJICH - KOHTPOJIb YPOBHS
J-mumepa. Y Bcex OONBHBIX OTMEYANACh MMOJIOKHUTENb-
Hasl IMHAMUKA YKe depe3 1 MecsIl ociie Hayasa npuemMa
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mpernapara, MepBOOYEPENHO OTMEYANIOCh YMEHbIICHUE
0ONeBOro CHHApPOMA M CHIKEGHHE YpoBHs Jl-nmmepa.
Yepes 6 MecsleB YMEHbLIATUCh 00BEM M Macca Mopa-
KEHHOW KOHEYHOCTH, YTO OOYCIABIMBAIO YaCTHUHOE
BOCCTAHOBJICHHE €¢ (YHKIMOHAIBHOH AKTHBHOCTH
(poto 3 A, B). Homienue KoMpecCHOHHOTO OeJibs SIBIIS-
€TCsl HEOTHEMIIEMbIM KOMITIOHEHTOM KOMILIEKCHOTO Jiede-
HUS TaIUeHTOB ¢ cuHApoMoM Kiummens- Tpenorne [17],
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OITHAKO HE BCE JIETH OXOTHO CIICAYIOT TaHHOMY IpEeIH-
canuro. VIcXois U3 HaIIeTo OMBITA, ISTH, BHEIPHUBIIIHE B
CBOIO PYTHHY KOMIIPECCHOHHBIN YYJIOK 2 KJIacca, UCIbI-

THIBAJIM MEHBIIIE TUCKOM(POpPTa U GONEBBIX OIIYIICHHI B
mporecce TOBCETHEBHOW aKTUBHOCTH, W HE COOOIIAIH
00 3mu30/1ax TpoMO03a.

@omo 2. A — marenTKa 3-x net, BM neBoii Hapy»KHOM MOJI0BOM TYOBI 710 JledeHus 1 b - mocie mpoBeaeHus
2 CeaHCOB CKIIEPO3UPOBAHHSI.

b

®omo 3. Cunapom Kimnnens-TpeHone y neBouku 9 jet. A — g0 nedyenust, b — uepes 6 mecsiuen
OT HayaJia Teparuy ParnaMuInHOM.

B nanHHOM HMCClejOBaHMM HaMU TIPECTaBIICH JINY-
HBII OIBIT JICYECHUSI IETEeH C BEHO3HBIMH Masb(opManu-
SIMH TIOJIOBBIX OPTaHOB, MPOMEXHOCTH U B KOMIIIEKCE
CO CMEKHBIMHU JIOKATM3aIMAMHU B ciaydae auddy3Horo
nopaxxeHust. J1jist momy4eHust MakCUMalbHO OTHOPOJHOM
BBIOOPKHM MBI ()OKYCHUPOBAJIMCH Ha aHAIM3E IMAl[MEHTOB
TOJBKO C M30IUPOBAHHBIMH, Au(dy3HbIME BM 1 cun-
npomoM Knunmnens- TpeHoHe ¢ MOpa)KEHHEM IIOJIOBBIX
opraHoB. [TosrydeHHBIE pe3ylbTaThl AEMOHCTPUPYIOT (-
(heKTUBHOCTH MaJIOMHBa3MBHOTO METO/A CKIIEPOTEPANNN
JUIsl TALMEHTOB ¢ M30JIMpoBaHHBIMU BM 1 cucremHoro

JIeYeHUsT UMMYHOJENPECCAaHTOM pamaMHUIUH B Ciydyae
nauueHToB ¢ cuHapoMmoMm Kiunmnens- Tpenone. Hamu
TaKKe CJIEJIaH aKIEHT Ha HEOOXOANMOCTH KaueCTBEHHOU
MIPEAONIEPAIMOHHON BU3yaIn3alii, OCKOJIBKY KOppPeK-
THO MOCTABJICHHBIH JINarHo3 U BBIOOP TAKTHKU JICYEHHS
B TOW MM MHON AMPEKTUBE HEMOCPEICTBEHHO 3aBHCUT
OT TOYHOCTH BOCIIPOM3BEACHUS JIOKAIBHOTO WM CH-
CTEMHOTO TTOPaKEHHUSI BEHO3HOH CHCTEMbI MALIMEHTOB.
BM — 3T0 BpOX/I€HHbIE aHOMAIHU, KOTOpPbIE KJac-
cU(UIMPYIOTCS HA OCHOBE THIIA BOBJICUCHHBIX COCY/IOB
(cobcTBeHHO BeHO3HBIE (POPMBI M KOMOMHHPOBaHHEIC
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BUZIBI: apTEPHOBEHO3HBIC, KAlMJUIIPHO-BCHO3HBIE, Be-
HO3HO-TUM(ATHIECKNE) M PEOOTHUECKUX XapaKTepH-
cTUK (HM3KONOTOuHBIe). B 92% ciyyaeB oHM BO3HMKA-
10T CHOPAJNYECKH, U MX STHOJOIUS OCTAETCS HESICHOM.
Opnnako comarnaeckas mytarus TIE-2, penenrtopa tupo-
3MHKHHA3bI, NTPAIOLIETO PEMIAIOIIYIO POJIb B AHTHOTEHE-
3€ M CeplIeuHO-COCYIUCTOM Pa3BUTHH, MOXKET OBITH 00-
Hapy’KeHa IOYTH Y MOJIOBHHBI IOPAKEHHBIX MAIIMEHTOB
[1]. Ota renernyeckas AeTEpMHUHAHTA ITTO3BOJSAET TPO-
BOANTH NOTEHIMANbHOE JedeHne uHruoutopom mTor,
TaKUM KaK paraMHuIMH, HOAABISIONMM MPOIU(epauio
cocynos [13].

Hamuune BM u ux nporpeccupyromuii pocT rese-
THYECKH JIETEPMUHNUPOBAHBI yXKE HaUMHAs C POXKICHUS
peOeHKa, ¥ BU3yaJIM3alHsl TaTOJIOTMIECKUX O4aroB CBs-
3aHa C POCTOM M (PU3MYECKUM pPa3BUTHEM MalUEHTA.
OOpryHO BM xapakrepusyrorcsi 6eCCUMITOMHOM KIIU-
HUKOH 10 TIepBOM MaHM(ecTanuy Smu307a Tpomobo3a,
TpoMboduednTa, 3HAUNTEIFHONH KOMIPECCHH COCETHUX
CTPYKTYP, KOTOpBIE SIBJISIFOTCSI IPUUMHOM O0Iu, 1mocies-
HSISL M CTAHOBUTCS TEPBBIM ITOBOJIOM JUIsl OOpalieHust K
Bpady, pexe BCTPEYaroTCsl KPOBOTEUCHUS. DTHM COOBITH-
SIM OJarONMpUATCTBYET pacIIupeHue ae(pOpPMUPOBAHHBIX
BEH M3-3a UCTOMICHHS] KOMIIEHCATOPHBIX BO3MOXHOCTEH
ci1aboi, 1ehopMHUPOBAHHON COCYIUCTON CTCHKH, AKTHB-
HO TIPOMCXOZSAIIETO B NEPUOA TOJIOBOTO CO3PEBAHUS, B
JIOTIOJTHEHNE K SBJIEHHIO JTOKAJIM30BAHHOTO BHYTPUCOCY-
JIMCTOTO CBEPTBIBAHMS, KOTOPOE YacTO aKKOMITAaHUPYET
BM [7]. B Hamteli cepun cirydaeB Mbl He HaOJIIO1aJl Ka-
KOW-JTNOO KOPPENsIMH MEeXIy HadaloM OONW U TepHo-
JIOM TI0JIOBOTO CO3PEBaHUSI.

TpaauimoHHO, OCHOBHBIMHA 00OCHOBaHHBIMU METO-
JaMu JiedyeHus BM BBICTYNaioT HOLIEHHUE KOMIIPECCHOH-
HOTO OeJIbsi M TpaHCKyTaHHas ckieporepanus. Homenue
KOMIIPECCUOHHOIO TPHKOTa)ka Ha MOPaKEHHBIX KOHEY-
HOCTSIX NPEAOTBPAIIACT CTPYKTYPHYIO HEJOCTATOYHOCTD
BEHO3HOW CTEHKH, 00JIer4aeT BEHO3HBIH OTTOK, oOecre-
YMBaeT CUMIITOMaTHYeCKoe OOJerdeHne W MpenoTBpa-
maet TpoMOogueOuT 1 n3bs3BIeHNE. OHAKO Y IeTel nX
3 PEKTHBHOCTD YaCcTO OTpaHUYEHA IIOXOH TPUBEPIKEH-
HOCTBIO JIedeHuto. boree Toro, pactymmm neTiam Tpedy-
€TCsl KOPPEKTUPOBKA TPUKOTAXKA HE MEHEe JIBYX pa3 B TOJL
[12]. CyTb cxnepoTepanuu 3aKI04aeTcs B IOBPEXKICHUN
CTEHOK Je()OPMHUPOBAHHBIX BEH C WX MOCIECAYIOIIM
KoJUTaricoM. Xoporast 3h(heKTHBHOCTh B KOHTPOJIE CHM-
MITOMOB M IPOTPECCHPOBAHNN Manb(opmannuu OblIa 3a-
pPErucTpUpOBaHa C HUCIOIb30BAaHUEM HECKOJIBKUX CKIIe-
PO3UPYIOLINX areHTOB, TAKUX KaK TETPaJeIMICYIIb]ar,
O6nmeomunyH u Jaypomaxporo [3]. HezaBucumo oT Bete-
CTBa, CKJICPO3UPYIOIINE arCHTHI, BBEJCHHBIC BOIM3H He-
PBOB WJIM TOHKHX MBIIIL, MOTYT BBI3BaTh MOBPEXKICHUE
9THX CTPYKTYp. CoOOIIaeTcsi 0 4acToTe OCIOKHEHHH 110
12%, BKJTIO9ass HEKPO3 KOXKH, MPEXOASIINe WIH TI0CTO-
STHHBIC HEBPOJIOTHYECKUE TTOBPEXKACHUS, (PHOPO3 MBIILII]
wim Gacuuil ¥ MOYeyHyIo HeJl0CTaTo4HOCTh [S]. OnHaKo
Y HallIMX MAIMEHTOB HEe HAOJIOAAI0Ch PA3BUTHS BBILICY-
MOMSIHYTBIX ITOCIIEOTIEPALIMOHHBIX OCIOKHEHHH.

BM cymecTBylOT Takke B KaueCTBE KOMIIOHEH-
Ta cuHapoma Kinunnens-Tpenone, omnpenenseMoro
MexlyHapOAHBIM OOIIECTBOM [0 M3YYEHHUIO COCY/IH-
CTBIX aHOMAJIMH KaK COYETaHHE BAPUKO3HOTO pacIinpe-
HUSI BEH W/NIN BEHO3HBIX Mab()opMaruii, KamusIpHOH
MaJb(OpMALUK U KOCTHOHM W/MIIM MSTKOTKaHHOH Malib-
¢dopmaunm koHeunocreit (poro 4 A, b, B) [10].
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MHorue KIMHUIWCTHI B HACTOSIIEE BpeMs pac-
CMaTpHUBAIOT BO3MOXKHOCTh NMPUMEHEHHUS paraMHUIINHa,
OCHOBBIBAsICh Ha €ro 3HaAYMMOM (P (PEKTe M aKTHBAIMH
nytd PI3K/AKT/mTOR B anruorenesze u numQanru-
oreHese [16]. OgHako onTUMajabHAs 1032 U YPOBCHH B
KpPOBH, B JIOTIOJTHEHHE K MPOJODKUTEIBHOCTH JICUCHUS,
emle He ycraHoBlieHbl. Kpome Toro, Ge3onmacHoCTb sB-
JISIETCSl Cepbe3HOW MpoOIeMOoid, 0COOEHHO JUIsl TallueH-
TOB JETCKOTO BO3pacTa, Korjma Tpelyercs UIUTEeIhHOe
neuenne. [locnenyromee HaOmoneHHe TpedyeT Tia-
TEJIBHOTO MOHUTOPUHIA BO3MOXKHBIX MOOOYHBIX 3 dek-
TOB B JIONOJHEHUEC K HMH(MEKIMOHHBIM OCIOKHCHHSM.
CrnenoBaTenbHO, HEOOXOAUMBI TaIbHENIIINE UCCIEI0BA-
HUS UL OTIpesieiieHns 6e30nmacHoCTH, d3PPEKTUBHOCTH,
ONTUMANFHON JTO3UPOBKH H JTOJATOCPOYHBIX ITOOOTHBIX
3¢ PEeKTOB, YTOOBI YCTAHOBUTH JOJITOCPOYHBIC MPEUMY-
LIeCTBA JICUCHHS CUPOIUMYCOM [2].

BBIBO/bI

1. Hamr onbIT okasasn ycrenHoe NpruMeHeHUE CKIle-
poTepanuu B Ka4eCTBE METOA JICUCHUS H30JIMPOBAHHBIX
BEHO3HBIX Mallb()OpMaLKil TIOJIOBOTO WICHA, HAPYKHOM
TTOJIOBOM TYOBI.

2. Bapuantel nedenust cuHapoMa Kinmmess-
TpeHOHE Ha CErONHSNIHUI ICHb BECbMa OrPaHHYCHBI
U HOCAT MOJJCpKUBAMONIMA Xapakrep. s nedeHus
OOIMPHBIX U CUHApPOMaNTbHBIX BM Hamm m30Opana Tak-
THKa CHCTEMHOTO JIEUCHHUS MpernapaToM paraMHUIvH.
[epopanbHeIii pUeM Tpernapara ONaronpHUsITHO BIUSET
HA MAIMCHTOB C OONIMPHBIMH WM KOMIUIEKCHBIMHU HU3-
KOITIOTOYHBIMH COCYANCTBIMH MasTb()OPMALIAAIMH, TaIlld-
€HTOB C CHHAPOMAIIEHBIMHU MTOPAKEHUAMHU, HEBOCIIPHNM-
YUBBIMH K TPAIUIIMOHHOW TEpaInu.

3. OCIIOKHEHUH TKEIOro XapakTepa y MallMeHTOB
00enx rpymi 3aperucTpupoOBaHO HE OBLIO.
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MUHUMAJIbHO UHBA3NBHBIE TEXHOJIO M B HEOTJIOXXHOU
ABLJOMWHAJIbHOU XUPYPIrn JETCKOIO BO3PACTA:
CPABHUNTEJIbHbIN AHAJIN3 PE3YJIbTATOB JIEYEHUS

998 NMALUNEHTOB

Kypbaroe O.0."2, Asauzos M.K. 2, XyppamoB ®.M.3

"HaumoHanbHbI AETCKUA MEANLMHCKUIA LEHTP, TaLUKeHT,

206nacTHOM OEeTCKMIN MHOroNpPOoMUbHbLIN MeaANLMHCKMIA LeHTp, CamapkaHa,
3 TalKeHTCKU rocygapCTBEHHbI MEOULNHCKNIA YHUBEPCUTET

XVII0CA

Taokukom maxcaou. Bonarapoa xopumn Oyuiiuzu
OP2AHAAPUHUHE WOWUTUHY KACATIUKAAPUOA ANAPOCKO-
NUK MEXHONOSUANAPHUHS CAMAPAOOPIUSUHY OAXO0NAUL.

Taokukom mamepuannapu ea ycynnapu. 2017—
2024 nunnap opanueuda 998 bemoprune pempocnexmus
Koeopma maokukomu ymkazunou. bemopnap yu eypyxea
OVIUHOU. TUUPUHSTU- SULTUTAHUWL KACATUKAApY (1 =
838), ymxup kucma xacarnuxnapu (n = 107) éa uuax my-
munuwu (n = 53).

Hamuorcanap. Jlanapockonux onepayusinap 90,1%
xomnapoa (899 6emop) amanea owupuniou, uIapHUHS
91,5% (822 6emop) mysappaxuamau axyunranou, 8,5%
xonamoa Komgepcus manab xuiunou (77 ma xonam).
Bupnamuu ouux, onepayusinap demoprapnune 9,9% uoa
(99 ma xonam) oasxcapunou. Mygpasgaxusmau nana-
pockonusoa ymymuu acopamiaap oapaxcacu 4,2% Hu
MAWKUL 9MOU, O4UK ONePayUsIap 8d KOHEEPCUSLIAPOd
aca 6y kypcamxuy 13,6% ea mene 6yn0u (p< 0,001).
Kacanxonaoa 6ynuw myooamu ypmaua 6,7+2,8 KyHOaH
3,2+1,4 kyneaua Kuckapou.

Xynoca. Jlanapockonux mexHor02usiap Hcapoxan-
JIAHUW 0apadicacutu, acopamiap COHUHU KaMaumupaou
xamoa 6onanapoa Kopux OVUWIUSUHUHE WOWUIUHY Nd-
MonocUsACUOa KacaixoHaoa oyauuL Myo0amuru KUCKap-
mupaou.

Kanum cyznap: nanapockonus, 6onanap, ymxup Ko-
PUH X0namu, MUHUMAT UHBA3UG IHCAPPOXTUK.

Octpble  XHpyprudeckue 3a00JeBaHHUS OPTaHOB
OpIOIIHOI MONIOCTH y eTel cocTaBisaioT 60-75% Bcex
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SUMMARY

Objective of the study. To evaluate the effectiveness
of laparoscopic technologies in urgent abdominal dis-
eases in children.

Materials and methods. Retrospective cohort study
of 998 patients (2017-2024). Patients were divided into
three groups: purulent-inflammatory diseases (n=838),
acute cystic diseases (n=107), intestinal obstruction
(n=53).

Results. Laparoscopic operations were attempted in
90.1% of cases (899 patients), successfully completed in
91.5% (822 patients), with conversion required in 8.5%
(77 cases of attempted laparoscopies). Primary open op-
erations were performed in 9.9% of patients (99 cases).
The overall complication rate was 4.2% for successful
laparoscopy versus 13.6% for open operations and con-
versions (p<0.001). The average hospital stay decreased
from 6.7€£2.8 to 3.2+1.4 days.

Conclusion. Laparoscopic technologies provide re-
duced trauma, fewer complications and shorter hospital-
ization in urgent abdominal pathology in children.

Keywords: laparoscopy, children, acute abdomen,
minimally invasive surgery.

HEOTJIOXKHBIX OIEPaTUBHBIX BMEIIATENFCTB B IIEAWA-
TPUUECKON MPAKTUKE, TIPH 3TOM YPOBEHbH JICTAITBHOCTH



