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Beenenune. Jlnmbparnueckue manspopmaipn (JIM®D) sBisitoTcst BpoxkAEHHO# maronorueil TuMpaTHIeckux COCy0B, BO3HUKILEH
B Iporecce sMOproreHes3a. AKTyaJIbHOCTh TeMbI 00yCIIOBJICHA PEIKOCTBIO STHX (JOpM MaToNOruy, pasHOOOpa3HeM KIMHHYECKHX
TIPOSIBIICHUH, OTCYTCTBHEM KIIMHUYECKUX PEKOMEHJANUH II0 JICUEHHUIO.

Ilenb: aHaIM3 COOCTBEHHOTO ONBITA THATHOCTHKY U JieueHns1 IM® B XHUpypruiuecKoM OTAEISHUH HOBOPOXKIEHHBIX U JeTeH rpy/-
HOTO BO3pacTa.
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Introduction. Lymphatic malformations (LM) are a congenital pathology of lymphatic vessels that arose during embryogenesis.
The relevance of the research topic is due to the rarity, variety of clinical manifestations, and the lack of clinical recommendations
for treatment. Aim. To evaluate our experience of surgical and conservative treatment of LM in the surgical department for new-
borns and infants.

Materials and methods. We performed a retrospective analysis of infants with various forms of LM treated at our department
from 2017 to 2022. The study protocol was approved by the local ethics committee. The patients’ parents gave written voluntary
informed consent to participate in the study.

Results. Depending on the form of a LM, the infants underwent conservative therapy, sclerotherapy or surgical resection of the LM.
Conclusions. Genetic tests for the spectrum of overgrowth syndromes are necessary for all LM patients to clarify the etiology of
the process, prevent recurrence and complications.
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BBenenne

nMmparndeckue maibdopmanuu (JIMD) sBistoT-

csl BpOXKIAEHHOM marosoruei crpoeHust aumdaru-

YECKHUX COCYIOB, KOTOpas BO3HHKAeT B IIpolecce
sMOpuorenesa [1-3]. OLeHUTh UCTUHHYIO pacHpOCTpaHEH-
HOCTb COCYAUCTHIX Majibopmarmii (M®D) TOBOJIBHO CIOKHO,
MOCKOJIBKY B JINTEPAType 4acTO BCTPEUACTCS HENPaBHIBLHOC
yrnoTpedieHne TEPMHHOB, HECMOTPS Ha UMEIOIILYIOCS HCUep-
MBIBAIONIYI0 Kiaccuukaimio MexayHapomHoro ooiiecTsa
n3yueHus: cocyaucThix anomanuii (International Society for
the Study of Vascular Anomalies — ISSVA) [4—6]. [Ins yTou-
HEHUs JaHHBIX 0 pacnpocTtpanéHHocT JIM®, Teuenun 3ab0-
neBaHus, 3QHEKTUBHOCTH METUKAMEHTO3HOTO JICYCHHS B Ha-
CTOSIIeE BPEMst IPOBOIUTCS MPOCHEKTHBHOE MCCIIEIOBAHKE!.
B nociemaue rofpl ObUT JOCTUTHYT 3HAYUTEIBHBIN MIpOrpece
B NIOHUMAaHHUU MOJIEKYJSIPHBIX OCHOB maroreHesa JIM® 3a
CU€T BBIABJICHHUS T€HETHYECKUX NMPUYMH U ONpeeeHus Be-
JOyLIMX MEXaHU3MOB MX (POPMHUPOBAHHSA B HKCIIEPHUMEHTAIIb-
HBIX ycsoBusx [7, 8]. OOHapykeHbI naroreHHble (POPMBI TeHa
MDFIC, xogupyto1ero 0ejKH, y4acTBylomue B (hopMHpOBa-
HUHM KJIATIAHHOTO armapara KpOBEHOCHBIX M JTUM(paTHYSCKUX
cocynoB. JleuImT TaHHOTO TeHa YMEHBINAET CIIOCOOHOCTh
TUMpaTHYECKAX SHIOTEIHANBHBIX KIETOK K MHTrpanuu. B
9KCIIEpUMEHTE OBLIO MOKAa3aHO, YTO HAIMYUE TAKOH MyTalluH
MIPUBOIUT K HAPYILICHUSIM CTPOCHUSI KIIAIIaHOB, PACIIUPEHHIO
COCYZIOB M (DPOPMHUPOBAHHIO XMJIE3HBIX BHIIIOTOB B IIEBPAJIb-
HOU, OPIOIIHOI NOJIOCTSIX U B niepukape [9].

I'eHeTnueckn neTEepPMHUHUPOBAaHHAs H30BITOYHAS IPO-
Oykius pakropa pocTa sHIoTeNnus cocyoB-C 1 ero OCHOB-
HOTO PEIENnTopa, KOTOPBI PEryIupyeT pa3BuUTHE JHMQa-
THUYECKOH CHCTEMBI M OKCIIPECCUPYETCS] HCKIFOYUTEIBEHO B
TuM(pATHIeCKUX YHIOTENHAIBHBIX KIIETKAX, BIUSIET Ha I10-
BBIILICHHE TMM(AaHTHOTeHe3a, a TAKXKE CIIOCOOCTBYET pa3BU-
THIO TIPOCTHIX U reHepann3oBaHHbIX JIM®. Bo3HukHOBEHHE
MHAKTUBUPYIOLIUX MyTalWi NPUBOAUT K HENOPa3BUTHUIO
nuM@daTudeckod cucTeMbl U (OPMHUPOBAHHUIO IEPBUYHBIX
TuM(GOCTa30B M XUIE3HBIX BBIMOTOB. YacTh ONUHOYHBIX
COMATHYECKUX MYTaluil (UKCHPYeTCs B TeHax, KOTOpbIC
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KOAMPYIOT KOMIIOHEHTHI IIyTeH Iepejadd CUrHalla OHKOTeH-
Horo ¢akropa pocra [10, 11].

B 2013 r. ObUT IPEAJIOKEH CIIEKTP CHHIPOMOB H30HI-
tounoro pocta (PIK3CA-Related Overgrowth Spectrum —
PROS), ob0senunsiromuii 3 Tpymnmsl peAKUX 3a00IeBaHHN:
3a0osieBaHMs ¢ M30BITOYHBIM pa3pacTaHHEM TKaHeil; Oones-
HU, UMEIOIIKE B CBOEM cocTaBe cocyaucteie MD; Gone3Hu
6e3 cocynucteix M@ [12]. OTr Gone3HU 00y CIIOBIEHBI COMa-
TUYECKUMH MyTalUsAMH B IeHe, KoaupyomeM docdarunu-
nmuHo3uTON-3-kuHa3y (PIK3CA), — perynsaTopHBI OEIoK,
KOHTPOJUpYIOIUH KitoueBble (yHkuuu xnerku [13, 14].
Jannas myrtamus BoisiBisiercss B 80% ciry4aeB KHCTO3HBIX
JIM®, mpuuéM npH MaKpOKUCTO3HBIX MOPAXKEHUSIX Yallle,
YeM IPH MUKPOKHUCTO3HBIX. MyTarun PIK3CA npoucxonst
de novo Ha IOCT3UTOTHOM 3Tare; COOTBETCTBEHHO, AJISl HUX
XapaKkTepeH MO3auLU3M, YTO B 3HAYUTENIbHOI CTelneHu 3a-
TPYAHAET JUArHOCTUKY U TpeOyeT TLIaTeIbHOro 0Toopa Ma-
TepuaJa 1Ji1 IpoBeaeHus aHanusa [15]. B HacTosee Bpems
BCE COCYIHCTHIC aHOMAJHWU IPUHATO CHCTEMaTH3HUpPOBATh
cornacHo kinaccudukanuu ISSVA (tadm. 1) [16-18].

Knaccudpuxanus — numparndecknx — ManbhopMmaruii
(JIMD):

* mpocTas (KUCTO3HAA);

* KpPYNHOKHCTO3HAS;

* MEJKOKHCTO3Has;

* CMeNIaHHas KHCTO3HAS;

* TCHEepalM30BaHHAS JINM(ATHICCKAsT aHOMAJIHS,

* Kanomu(opMHBI THM(pAHTHOMATO3;

* JIM® B 6one3nu ['opxam—CrayTa;

e kaHaJabHBIM THII JIMO;

* «mpuoOpeTEHHas» mporpeccupymomas aumdaruye-

CKasi aHOMaJIHs;

* TepBUYHBIA JUMpoOcCTas;

e npyrue.

OpHuM U3 BO3MOXHBIX HpossieHuil JIM® sBusercs
MEPBUYHBINA XWJIE3HBIM BBINOT. BOIpoCh! JIeueHHus XHIIE3-
HBIX BBINIOTOB KpaifHe aKTyaJbHBI, MMOCKOJBKY, yYUTHIBAs
PEIKOCTh 3TOH MAaTOJIOTHHU, HE CYHIECTBYET OOIICIPHHATO-
ro 3(dexTuBHOr0 MPOTOKONA TEeparuu, MMaTOJIOTHYSCKUE
norepu nipu xunornepuroneyme (XI1) u xunoropakce (XT)
JIOCTaTOYHO OBICTPO HPUBOAAT K Pa3BUTHIO BOAHO-JICK-
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TPOJIMTHBIX HAPYIUICHWH, TUNOAILOyMUHEMUH, aHEMUH,
muMQoreHuH, HapyIISHUSIM CBEPTHIBAIOIIEH CHCTEMBI KpO-
Bu. Yucno HeOmaronpusatHeix ucxonoB npu XI1 u XT no-
cturaet 30-50% [19-21]. DTHonorus Xun€3HbIX BBHIIIOTOB,
Kak u Bcero crnekrpa JIM®, nenocraroyno uzydeHa. OHu
MOTYT OTHOCHUTBCSI K T€Hepalu30BaHHbIM AU((DY3HBIM JIUM-
(dartudeckuM aHOManusAM, KaHanbHoMy Tuny JIM® unu sB-
JIATBCA OCJIOKHEHHUEM IIPH JIeueHUHU KUCTO3HBIX JIM®. Ecth
nansbie 0 cBsa3u XII ¢ renetnueckumu cungpomamu Llep-
meBckoro—Tepuepa, Hdayna, Knunmnens—Tpenone—BebGepa,
Topama, Hynan [22, 23].

IMopoku pa3BuTHa JUMGATHUECKON CHUCTEMBI MOTYT
HMMETh MOAOCTPOE TEUEHHE M HOCUTHh IPOTPECCHPYIOLIUIMA
XapakTep, COOTBETCTBEHHO K MOMEHTY POXIECHHSI CUMIITO-
MBI 3200JI€BaHUSI MOTYT OTCYTCTBOBaTb, IIOSTOMY HEKOTO-
pble aBTOPBI NPEAIATAlOT XWJIE3HBIM BBINOT, BO3HMKIIMMI
110 3 Mec XKU3HH, CYUTATh BPOXXKIEHHBIM [24, 25]. PazButune
BTOPHYHOTO XMJIE3HOTO BHITNIOTA CBA3aHO C TPABMAaTHYECKUM
Ppas3pbIBOM JUM(PATHIECKOTO COCYAa — IOBPEXKICHUEM MIPH
ONEpaTHBHOM BMELIATENbCTBE MM MOCTAHOBKE LIEHTPAIIb-
HBIX BEHO3HBIX KaTeTEPOB, a TAKKe IPU JIIOOBIX COCTOSHU-
SIX, KOTOpBIE BIEKYT 3a OO0} OBBIIIIEHNE JABJICHUS B JIUM-
(arnyeckux cocymax [26].

AKTyaqbHOCTH BOIIPOCOB TUATHOCTHKH U JIEYEHUS CO-
cymucteix M@ y nereit 00yciioBlieHa IIMPOKUM CIIEKTPOM
KJIMHUYECKHUX MPOSBICHUN Jake B paMKax OJHOW HO30I0-
THYECKOH (POPMBI, @ TAKXKE CBSI3aHHBIMU C TUM TPYIHOCTSI-
MU TP TIOCTAHOBKE IMAarH03a U IPOrPECCUBHBIM TEUECHUEM.
Yacto nmuMdaTudeckre o0pa3oBaHUs UMEIOT CIOKHYIO aHa-
TOMHUYECKYIO JIOKAJIU3AIUI0, IPUIETAl0T K KPYNHBIM COCY-

JIUCTO-HEPBHBIM ITy4KaM. XUPypPrHIECKOe JICIEHUE OTIIYa-
€TCsl YaCThIMU PEIUIMBAMH M PUCKOM Pa3BUTHS TSHKENBIX
ocnoxxaenuit [27, 28]. Kpome TOro, mockoibKy 3THOJIOTHUS
JIM® ocraércst HeTOCTaTOYHO U3YUEHHOM, OTCYTCTBYET 00-
IIEeNPU3HAHHAS TaTOTeHEeTUYECKasl Tepamms.

Heab paboTbl — NpOaHAIM3UPOBATH COOCTBEHHBIH
OIBIT JMATHOCTUKU ¥ JICYCHUS JIMM(PATHUECKUX MalbPop-
Maluii B XMPYPrUYECKOM OTACIICHHH HOBOPOXKIEHHBIX H
JIETe! TPyAHOTO BO3pacTa.

MaTepnamﬂ H METOAbI

[IpoBenéH peTpOCIIEKTHBHEIH aHAIN3 UCTOPHH OONe3HH
JIETEeH, HAXOMUBIINXCA B XUPYPrHUECKOM OTJEIIEHUN HOBO-
POXAEHHBIX U AeTeH rpyaHoro Bo3pacta ¢ 2017 mo 2022 . ¢
nuaraozamu: JIM®, XTI, XT. Becero nmpoananusupoBano 27
WUCTOpHIA 00JI€3HU, U3 HUX 15 OOJBHBIX MMENHU KUCTO3HBIN
tun JIM® (Taba. 2).

Pacnpenenenue kucto3HsIx M@ 1Mo JTOKaIH3aIin:

* YEIIOCTHO-JIUIEBast 0061acTh — 1;

* e —35;

* MOIMBbIIIeYHast 00nacTp — 2;

* OpbDKeiiKa KUK — 3;

* 3a0pIOMIMHHOE IPOCTPAHCTBO — 1;

* KOMOMHUPOBAaHHBIE TOPAKEHHUS:

* 1es + noaMsblnIeyHas oonactb — 1;

* YEIIOCTHO-IUIEeBast 00nacTp + mes — 1;

* 1es + cpepocrenue — 1.

Tpoe HaOmomaeMbIX HaMH OOJBHBIX HWMENH CIIOXKHBIC
¢dopmbr KBJIM, B 2 cinyvasx — JIM®, accounupoBaHHYIO
¢ runeptpodueii koneuHocTH (cuHApoM Knnnmens—Tpeno-

Tab6numa 1 | Table 1

Kunaccunpuxanus cocynucroix oopasoannii (ISSVA, 2018)
Classification of vascular anomalies (ISSVA, 2018)

CocyaucTbie aHOMAIHU
Vascular anomalies

Anomalies of:

* origin course;

* number;

« length diameter;

« persistence (of embryonal
vessel)

! !
CocyaucTsle OImyXosu Cocymucteie M® | Vascular malformations
Vascular tumors | | | |
JloOpokauecTBeHHEIE; IIpoctsie KombunupoBanHbie ITo HanMEHOBaHUIO KPYITHBIX AcconunpoBaHHBIE
MOrPaHUYHBIE UIIH Simple Combined COCyZIOB C IpyTMMHU aHOMATHAMHI
YMEPEHHO arpeCcCUBHbIC; Of major maned vessels Associated with other
3710KaueCTBEHHbIE anomalies
OBreE:ggégt);?; raljgr;;eressiv e Kanunnspuas MO; KanunnspHao-BeHo3Has [Topaxaromrue: Cunnpom
malignan BeHo3Hast M®; JIM®; M®; kanumspHO-muMba- * apTepuy; Knunnens—Tpenone;
apTepuoBeHo3Has MD; THyeckas MD; * BEHbI; CHH/IPOM
apTepPUOBEHO3HAS BEHO3HO-JTUM(paTHIeCKast * TUM(aTHYECKHE COCYIBI IMapkca—BeGepa;
¢buctyna M®; kanunsapHO-BeHO3-  AHOMAJUH: cunzapom CLAPO;
Capillary malformation;  Ho-muMmdparugeckas MD * IPOUCXOXKICHHUS; cunapom CLOVES;
venous malformation; (KBJIM®) u np. * X012, CHHIPOM
LM; Capillary + venous * YUCIIa; Cryprxe—Bebepa u np.
arteriovenous malformation; capillary + * IPOTSHKEHHOCTH U IUaMETPa; Klippel-Trenaunay
malformations; ; * IepcUcTeHnus (AMOPHOHATIB- syndrome;
arteriovenous fistulae venous + LM; capillary +  Hble cocysbl) Parkes—Weber
venous + LM Affecting: syndrome;
« arteries; CLAPO syndrome;
* veins; CLOVES syndrome;
« lymphatics Sturge—Weber

syndrome et al.
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Tabnuua 2 | Table 2
ITanueHTHI ¢ KHCTO3HBIM THIIOM JIM®
Patients with cystic LM
Bospact
Ianuen- n(}:cé:l Ml(i)r::l:xrﬂ CKIIepo3HpyIo- Thumo- Tenerixa
1 24 ’ Juaruos PO3HpY Vnanenue pest Oxtpeorus |  Cupoaumyc T'ucronorus | (PROS)
ThbI JHHU . . mias Tepanus . . . . . .
. Diagnosis Resection | Lymphor- | Octreotid Sirolimus Histology | Genetics
Patients Age at Sclerotherapy
> rhea (PROS)
admission,
days
1 35 JIM® men - + - - - Kucrosnas Her
U CPENOCTEHUS JIM® JIAHHBIX
LM of neck Cystic LM No data
and mediastinum
2 30 JIM® mren cnpasa 2 - - - - - Her
LM of the right side of the JIAHHBIX
neck No data
3 7 JIM® noaMebImedHON - + + - 0,05 mr Kucroznas Her
o0JacTu cieBa 2 pa3a B JIeHb JIM® JAHHBIX
LM of the left axillary area 0.05 mg Cystic LM No data
2 times/day
4 135 JIM® mren 2 - - - 0,2 Mt 2 paza - Her
U TIOJMBILIEYHOM 001aCTH B JIEHb JTAHHBIX
crpaBa 0.2 ml
LM of the right 2 times/day
axillary area
5 25 JIM® Gpsixeiiku TONCTOM - + - - - Kucrosnas Her
KHIIKHA JIM® JTAHHBIX
LM of mesocolon Cystic LM No data
6 13 JIM® ureun cnpaBa - + - - - Kucrosnas Her
LM of the right side JIM® JTaHHBIX
of the neck Cystic LM No data
7 64 JIM® noaHmKHEUEII0CT- — - - — 0,1 mu 2 paza - Her
HO¥ 00acTH, IeH ClieBa, B JICHb JTAaHHBIX
JTHA TIOJIOCTH PTa, S3bIKa, 0.1 ml No data
HaJropTaHHHUKA 2 times/day
LM of the submaxillary
area, left side of the neck,
oral cavity floor, tongue,
epiglottis
8 28 JIM® 1ieu cieBa 1 - — - - - Her
LM of the left side JTAHHBIX
of the neck No data
9 25 JIM® wren cripaBa - + - - - Kucroznas Her
LM of the right side JIM®D JTAaHHBIX
of the neck Cystic LM No data
10 39 Menxkokucrosnas IM® - + - - 0,5mi2paza Kucroznas PROS+
3a0pIOIIMHHOTO B JICHb JIM®
NPOCTPaHCTBA 0.5 ml Cystic LM
Microcystic LM 2 times/day
of retroperitoneum
11 151 JIM® Opbxeiik M CTCHKU - + - - - Kucroznas  PROS+
TOHKOM KHMILIKHK JIM®
LM of mesoileum Cystic LM
and intestine
12 156 JIM® GpbxeiiKl TOHKOH - + + 14 nneit | — Kucrosnas  PROS+
KHIIKA days JIMD
LM of mesoileum Cystic LM
13 38 JIM® 1ieu cieBa 1 - - - - - Her
LM of the left side JTaHHBIX
of the neck No data
14 3 JIM® neBoii mexku 1 — — - — — Her
LM of the left cheek JIaHHBIX
No data
15 224 JIM® neBoii mogMbIIIey- 2 — - - — — Her
HO# 001acTH TTAHHBIX
LM of left axillary area No data
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He—Bebepa) [22] (Ta6u. 3). Camoii cinoxxHOI Tpynno 00Jb-
HBIX OBUIM JICTH C PA3JIMYHOTO THIA XMIE3HBIMU BBITIOTAMH
(n=10) (Tab. 4).

Bospact manueHToB Ha MOMEHT Havalia JICYeHHs COCTa-
BHJI OT 3 1o 224 mHeli, MequaHa — 35 mHei. J{eBodek ObI-
jo 11, manpunkoB — 16. Jlnarto3 cTaBUIM Ha OCHOBAaHHUH
JTAHHBIX YJIBTPa3BYKOBOTO MCCIICAOBAHUS W KOMITBIOTEPHOMN
Tomorpaduu. [Ipy HaTMYUK XUIE3HOTO BBHIIIOTA TIPOBOIMIN
OMOXVMHUYECKUN W IUTOJOTHYECKUN aHaIu3 APCHAKHOU
KUAKOCTH. [laliMeHTy ¢ KOMOWHUPOBAHHBIM THUIIOM COCY-
nuctoit M® BeinonHeHa Ouoncusi 00pa3oBaHus, MallHeHTaM
¢ cunapomom Knumnmnens—Tpenone—Bebepa — anruorpa-
¢udeckoe uccieoBaHre. Y 4YacTH MAIlMEHTOB B paMKax
Hauaroit coBmectHo ¢ HMMUII onkonoruu um. H.H. bioxu-
Ha MunszapaBa Poccuu paOoThl BBIITOJHEHO T€HETHYECKOE
WCCIIEIOBAaHNE Ha CIEKTP CHHAPOMOB H30BITOYHOTO POCTA.
[MarmentaM C TMOJIOKUTEIBHBIMU pE3yJabTaTaMM Ha3Haya-
JIaCh TApPreTHAS TEPAIUs AJNESIUCHOOM.

Hetsam ¢ kucto3HbiMU JIM® 00bEM XUpYpruueckoro Jie-
4yeHus: ObLUT BHIOPaH B 3aBUCUMOCTH OT JIOKAIHM3AIKUU 00pa-
3oBaHus [29-31].

Bcem mampienTaM npy BBISIBICHUH JTUMQOpEH Ha3Hada-
JIOCHh TIONTHOE TMapeHTepajbHOE MUTaHWE, KOHCEPBATUBHAS
Tepanusl CHHTCTHYSCKIM aHAJIOTOM COMAaToCTaTHHA — OK-
TpeoTuaoM B n03upoBke 5—10 Mxr/kr/4. [Ipu oTcyTcTBUH
sdpdexra B TeueHne 10—14 nHell TPUHUMAIIOCH PELICHHE O
Ha3HAUYEHUH UMMYHOCYIIPECCUBHOM TEPANuy CUPOIUMYCOM
B cTapToBoii go3upoBke 0,1 Mr/cyT (cycnensust 1 mr/mi) ¢
KOppPEKIHEeHN 0351 J0 JTOCTHKEHHS KOHIIEHTPALINH B IJ1a3Me
kposu 8—14 ur/mn [32, 33].

HccnenoBanne mpoBOIMIIOCH TPU JTOOPOBOJBHOM WH-
(hOPMHUPOBAHHOM COIVIACHU 3aKOHHBIX MPEACTABUTEIICH Ta-
uueHToB. [IpoTokon uccieoBanus 000peH He3aBUCUMbIM
JIOKAJIbHBIM ATHYECKUM KOMHUTETOM.

Pe3ynbrartsl

Jlokanuzanus aumarnyeckux maiabhopmaiuii B 00-
JIACTH IIEH SBJIIETCS OJHOW M3 CaMbIX YacTO BCTpeYaro-
muxcs popm [34]. B Hamem otaeneHun OBLIO IPOIEYEHO
5 Takux manueHToB. B 3 ciyudasx BBRIIOJIHSIIOCH CKIIEPO-
3UpOBaHUE MEHOOOPA3yIOIUM BEIIECTBOM, B 2 CiIydasx
— paauKanbHOE yhaleHue obpazoBaHus. PenuauBos He
otMmeudanock. Pe6énky ¢ JIM® wyemtocTHO-nHIIEBOH 00-
JIACTH BBITIOIHEHO CKJIEPO3MPOBAHHE MEHOOOPa3youIuM
BEIIECTBOM, 10 JaHHBIM YJIBTPa3ByKOBOTO MCCIIETOBAHUS
MSTKUX TKaHeWd 4epe3 7 Mec MOoCie MPOoUEayphl MaToJio-
TUU HE OTMEUEHO.

[Ipu nokanu3anuu B MOAMBIIIEYHON 00nacT y 1 00Jib-
HOTO BBITIOJIHEHO CKJIEPO3UpOBaHue u e B 1 ciydae mpo-
W3BEACHO pajJuKanbHOe yhaleHue oOpasoBanus. [locie
OIIEPaTHBHOTO BMELIATENbCTBA OTMeYajach UINTeIbHas
aumMopest, 4To NOTpedoBaI0 Ha3HAUYCHUS UMMYHOCYIpeC-
CUBHOM Tepamnuy, OblJIO IPOBEIEHO JIEYEHUE CUPOIUMYCOM
C MOJIOKUTETBHBIM 3D (HEKTOM, SIBICHUS TUM(OPEH KYITUPO-
BaHbI, PEIUIUBOB HE OTMEYAIOCh.

Bceem persm ¢ nokanuzamued mporecca B OpbDKeiike
KHIIKK BBITIONHEHBI PaJAUKaIbHOE YIaJleHne 00pa3oBaHUs,
pe3eKIMsl y4acTKa KHUILIKH, Hecylero obpasoBaHue, Hajo-
JKEHUE MEXKHUIIIEYHOT0 aHacToMo3a. Y 1 GobHOro B mocie-
OIIEPAIlIOHHOM IepuoAe oTMeyanach JuMopes, KoTopas
ObLTa KynupoBaHa HazHaYeHHEM oKTpeoTHaa [35, 36].

IIpu noxanuzanun JIM® B 3a0promMHHOM HPOCTpaH-
CTBE BO3HHUKIIM JUArHocTuueckue tpyaHoctu. duddepen-
OUAIBHBIN JIMATHO3 TPOBOIMICS C 3—4 THIIOM TEPaTOMBI
KpECTLOBO-KOIMIUKOBOH obnactu. [locie mpoBeaeHus: KOM-
MBIOTEPHOI ToMorpaduu ¢ KOHTPACTUPOBAHHEM 3aIlOfio0-
3pera JIM®, a maTorucToONOrMYECcKoe MCCIeJOBaHUE TOJ-
TBEPIWIIO TUarHo3 kuctozHou ¢opmsel JIM®D. Kimanueckn
y 3TOro OOJBHOTO OTMEYAIOCh Pa3BUTUE CYHOPOXKHOIO
cHHJpoMa, TipH BhimonHeHHH MPT ¢ KOHTpacTHpoBaHHEM
OBUTH BBISIBIICHBI MHO)KECTBEHHBIC aHOMAJIHH Pa3BUTHUS KO-
pbl OONBIIUX TONYMIAPUI TOJIOBHOTO MO3Ta M MO3KEUKa;
BTOpHUYHAs nedopManusi U aCUMMETPUYHOE PACHIMPEHHUE
OOKOBBIX JKEITYJOYKOB, TIPU IMPOBEACHUU DIIEKTPOIHIIe(a-
JorpaMMbl B OOJPCTBOBAaHMU M BO CHE PErHCTPUpPOBAsach
SNUIENTU(POPMHAS. aKTUBHOCTH. BBINOIHEHO reHeTH4yeckoe
HCCIIeIOBaHNE Ha CIEKTP CHHIPOMOB H30BITOUHOIO POCTa,
TIOJTy4YeH TIOJIOKUTENBHBIA Pe3yNbTat, Ha3HaueHa TapreTHas
Tepanus almneIncuoom.

VY 3 GosBHBIX UMENOCh OpaXeHHe Ooyee 4YeM OTHOM
AHATOMHMYECKOW 00J1acTH, YTO MOTPeOOBaIO KOMOUHUPO-
BAaHHOH Tepanmuu: CKIEPO3UPOBAHMS, PE3CKIUN U Ha3Ha-
YeHHUs] UMMYHOCYIpecCUBHOM Tepanuu. Kpome namuen-
TOB ¢ KUCTO3HOU (hopmoii IM®D B oTHeNeHHH TTONTYYUIH
nedeHue 2 00abHBIX ¢ cuHApoMoM Kiunnens—TpeHone
(KBJIM® c¢ runeprpodueii KOHEUHOCTH) U | MalUenT co
cioxuoit popmoit KBJIM®D (auaruo3 ycTaHOBJICH Ha OC-
HOBaHUM THUCTOJIOTUYECKOTO HCCienoBaHus). Becem atum
00JbHBIM OBLa MOZO0paHa HMMYHOCYIIPECCHUBHAs Tepa-
nusi, ogHako y 1 GONBHOTO POAMTENN OTKA3aJlUCh OT Je-
yeHus. Y peb€nka c tsokeneiniedt popmoit KBJIM®D nHa
(oHe Tepanuy OTMeYaJach BhIpaXKEHHAs! MOJTO0KUTEIbHAs
JUHaMHKa U 3a 2,5 rojla OTMEYeHa IPAKTHYECKH I10JIHAs
perpeccusi obpasoBanuii. OxgHako B JMambHEWIIEM KOH-

Tab6numa 3 | Table 3

IMaumeHTbI ¢ KOMOMHHPOBAHHBIM H ACCOLMHPOBAHHBIM C APYTHMH aHOMAJIMSIMH THIIAMH coCyAucTbIX MP

Patients with combined and associated with other anomalies type of vascular anomalies

ITanment Jnarnos Jleuenne Ucxon T'eHeTHUECKO€E MCCIIEIOBAHNE
Patient Diagnosis Treatment Outcome Genetic test

1 KBJIM® Cuponumyc Ymep He mposoauiocs
Capillary + venous + LM Sirolimus Lethal outcome No data

2 Cunapom Knunnens—Tpernone—Bebepa Cuponumyc Ponurenu oTka3amuch OT JEUESHUS He npoBoaunock
Klippel-Trénaunay—Weber syndrome Sirolimus Parents refused treatment No data

3 Cunznpom Kimnnens—Tpenone-Bebepa Cuponumyc IMomyuaer mo HacTosIEE BPEMs He npoBonuinocs
Klippel-Trénaunay—Weber syndrome Sirolimus On treatment until now No data
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IManMeHThbI ¢ XUWJIONEPUTOHEYMOM M XHJIOTOPAKCOM
Patients with chyloperitoneum and chylothorax

ORIGINAL ARTICLE

Tabnuua 4 | Table 4

Ileostomy closure (anastomosis)

Bo3spact Bpems BO3HUKHOBEHUS
Ha MOMCHT XHJIE3HOTO BBITIOTA U
Ol'[epaTI/lBHBIe BMEIIaTCJIbCTBA, poBeaec- BBIIIOJIHCHU A
ITamu- Tuarnos TPEAIIECTBOBABIINE PA3BUTHIO HHS OTIEPa- |y o i BBIIOT JIPCHUPOBAHHUS, CyTKH
e}.rr DiagnOSiS XITU'[CSHO]"O BBITIOTa 1y, CYTKH Chylous exudate ) TIocCJI€ onepaunu
Patient Surgical treatment before JKU3HU Time of chylous exudate
the manifestation of chylous exudate Age of manifestation and
surgery, drainage placement,
day of life postoperative day
1 Bpoxaénnsnii XI1 He 65110 - XI1 C poxeHus.
Congenital CP No surgery Chyloperitoneum JlpenupoBanue
OPIOIIHOM MOIOCTH
Ha 122-e CyTKH JKU3HU
From birth. Abdominal
drainage was placed
on the 122" day of life
2 VATER-accomnmanus: arpe3ust Hanoxenune nyoneno-ayoneHoasa- 1 XI1 22
JIBEHAJILATUIICPCTHOM KHIIKH; aTpe- CTOMO3a; BBIBEJICHHE KOJIOCTOMBI; Chyloperitoneum
3Ms aHyca M IPSIMON KHILIKH, TOPAKOCKOIIMYECKast MepeBs3ka
6e3 cBHILA; aTpe3us MULIEBOA TPaXEOMHUILEBOIHOTO CBHILA;
C TPaXeoNMUILEBOAHBIM CBHILIOM; racTpoCTOMHS; 330(harocToMus;
BPOXIEHHBIH rHapoHedpo3 ciiea LIUCTOCKOIHSL.
VATER syndrome (anal atresia; distal ~ Duodenal atresia repair (Kimura
tracheoesophageal fistula, esophageal  diamond duodenoduodenostomy),
atresia; atresia of duodenum; colostomy, thoracoscopic ligation
left kidney anomaly) of tracheoesophageal fistula;
gastrostomy; esophagostomy;
cystoscopy.
3 BpoxaéHHast kuieyHas Herpoxo- Pe3zexiyist MeMOpaHsI 1
JUMOCTb; aTpe3Hsl TOIeil KUIIKU JIBEHA/IIATHICPCTHON KUIIKH
1-ro Tuma; He3aBepIIE€HHBIH TOBOPOT  Resection of intestinal membrane*
KUIIEYHUKA.
Congenital intestinal obstruction; Hanoxenne MexkuimetHoro 18 XII 22
Intestinal atresia, type L. Intestine | amactomosa Chyloperitoneum
malrotation Primary intestine repair
(anastomosis)
4 Omdarornene GOIBIIIX pa3MEpOB IlepBnunas paaukanbHas IIACTHKA 3 XIT 7
(pa3mep nedekra 7 x 8 cm) nepenHer OPIOLIHOW CTEHKH Chyloperitoneum
Giant omphalocele (size of the defect Primary closure of omphalocele
7 x 8 cm)
5 ATpe3sus THILEBOAA C TPAaXeoIu- Topakockonuueckoe HaJIoKeHHE 3 XT 4
IICBOIHBIM CBHIIOM; BPOXKIEHHBIN 330¢aro-330(aroaHacToM03a; Chylothorax
MOPOK Cep/ia: mpaBochopMupoBaH- HepeBs3Ka TPaXEOMHIIEBOJHOTO
HOE IIPaBOPACIIONIOKEHHOE CEPILE; CBHIIA
KPaHHOCHHOCTO3 Thoracoscopic ligation
Distal tracheoesophageal fistula, of tracheoesophageal fistula,
esophageal atresia; congenital heart primary esophageal atresia repair
disease:dextrocardia;
craniosynostosis
6 MexkoHUEBBIH HieyC Hanoxxenue nineocTomsl 14
Meconium ileus Ileostomy
PexoHCTpyKIIHS HIIE0CTOMBI 25
Re-ileostomy
3aKkpbITHE WIICOCTOMBI;, HATIOKEHHE 122 XT 3
MEXKHUIICYHOTO aHACTOMO3a Chylothorax

IIpooonxcenue mabn. 4 cm. na cmp. 248.
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Bo3spact Bpewmst BozHUKHOBEHUS
Ha MOMCHT XHJIE3HOTO BBINOTA U
OHCpaT]/IBHLIC BMCIIATCJILCTBA, poBeac- BBITIOJIHCHUA
Haun- HI/IaFHO?: Hpe[[IHSCT']'BOBaBH_II/Ie Pa3sBUTHUIO HUs onepa- XUNE3HBIA BITOT JApE€HUPOBaHUs, CYTKH
eI-.IT Diagnosis XITIJ]CSHOI"O BBITIOTa 1M, CyTKH Chylous exudate ) TocCJe onepanumn
Patient Surgical treatment before JKH3HH Time of chylous exudate
the manifestation of chylous exudate Age of manifestation and
surgery, drainage placement,
day of life postoperative day
7 ATpesust NUIIEeBo/a ¢ JUCTAIBHBIM TopaxoTomusi, epeBsi3ka TPaxeo- 0
U IPOKCHMAJIbHBIM TPaxeoIHIIEBOl-  IHUIIEBOAHOTO CBUINA; HAJOKECHHE
HBIM CBHILIOM; AUBEPTHKYIT MeKKes 330(haro-330¢aroaHacToMo3a
Proximal and distal tracheoesoph- Thoracotomy, ligation of distal
ageal fistulae, esophageal atresia; tracheoesophageal fistulae, primary
Meckel’s diverticulum esophageal atresia repair
JlamapoTtomust; yoaneHue AUBEPTU- 20 XIT 15
KyJia Mekkenst; GpyHIOIUTHKALS 11O Chyloperitoneum
Hucceny; ractpocromus
o Kagepy
Laparotomy, resection of Meckel’s
diverticulum, Nissen fundoplica-
tion, gastrostomy by Cader
Pazo0ieHre H301HpOBAaHHOTO 47
TPaxEOIHUIEBOJHOTO CBHILA B
LICHHOM OTJeJIe; racTPOCTOMHS;
(dyHIOIIIMKALUS
Ligation of proximal tracheoesoph-
ageal fistulae, re-fundoplication,
re-gastrostomy
8 JIM® GpbrKeiiKi TOHKOM KUIIKA Vnanenne 00pa3oBaHUS; HAIOKeE- 156 XII 6 (ZpeHNpOBaHKE HE
Cystic LM of mesoileum HHE MEKXKHIIIEYHOTO aHaCTOMO3a Chyloperitoneum  HpPOBOAMIOCH, IPEHAXK
Laparotomy, partial intestinal MOCJIE OTIePALIIHN)
resection, intestinal anastomosis 6 (abdominal drainage
was placed during the
initial operation)
9 Jlo6aBo4Hasi BepXHsis 1I0J1asi BEeHa Cy»xeHue JIErOYHON apTepuH; Te- 81
B KOPOHAPHBIIl CHHYC; OTKPBITHIN PpeBsi3Ka OTKPBITOTO apTEPUATIBHOTO
apTepHaNbHBINA IPOTOK; BPOXKIAEHHAS pOTOKA
BBICOKAsl YaCTHYHAs HEPOXOIH- Pulmonary artery banding, ligation
MOCTh; MeMOpaHa JBeHa II[aTH- of the open arterial duct
MIEPCTHOW KHUIIKH; HEe3aBEPIIEHHBIN
AT L oo oo 122 X1 2
draining into the coronary sinus; open ~ AHACTOMOS 110 K_I_»lMypa, orepanys Chyloperitoneum
arterial duct; congenital high partial TpH HE3ABCPLICHHOM IOBOPOTE
obstruction; KHIIEYHHKA. Laparptomy;
duodenal membrane, intestinal ]_Duodenal atresia repair (Kimura
malrotation dlamopd duodenoduodenostomy);
operation for intestinal malrotation
10 Bpoxnénusiii XT; cnoHTaHHBII Her - XT C poxnenwns. Jpern-
ITHEBMOTOPAKC CIIpaBa Nil Chylothorax pOBaHUE IJIEBPAIbHOMN
Congenital chylothorax; spontaneous MIOJIOCTH Ha 2-€ CYTKH
pneumothorax on the right JKH3HA
From the birth.
Chest drainage was
placed on the 2" day
of life

TpOJIb KOHHOCHTpALlMU CHUPOJIUMYCa B IJIa3M€ KPOBU HE
MPOBOJIMIICS, POJAMTEIHN MEPENLTH HAa TaOIeTHPOBAHHYIO
dbopmy mpemnapara Mo COOCTBEHHOMY YCMOTPEHHIO, 3TO
TIOBJICKJIO Pa3BUTHUE OCHO)KHCHHﬁ, IMIPUBEAIINX K He6na—
TOIIPUATHOMY UCXOLY.

JledeHne XWIIE3HBIX BBHINIOTOB y BCEX OOJIBHBIX OBLIO
KOHCEPBAaTUBHBIM. B IepByI0 odepens Ui yMEHBIICHHUS
MPOAYKIUK JTUMQBI ITAIHEHTH TIEPEBOIMINCH Ha IMOJ-
HOE MapeHTepalbHOe MUTAaHWEe W Ha3Hadanach Teparws,

IIpU OTCYTCTBUU 3¢ deKxTa NPoBOIWICA MOA00P UMMYHO-
CYIIPECCUBHOIl Tepanuu cupoiaumycoM. B Hameil paborte
KOHCEPBaTUBHOE JICUCHHE NPUBEIO K IOJIOKUTEIHHBIM
pe3ynsTaTaM y BCEX MAIHEeHTOB. JledeHnme OKTPEeOTHAOM
Obu10 3 dexTBHO y 5 mereil. HexxenaTenpHBIX peakmuid
U OCJIOKHEHHI NP 3TOM He oTMeueHo. Ha3HaueHHas mpu
OTCYTCTBUHU IOJIOKUTENIBHOW JUHAMUKH UMMYHOCYIpec-
CHBHasl Tepamusi CUPOJIMMYCOM Jajla MOJOKUTEIbHbIN pe-
3ynbTar Bo Bcex 5 HabOmroneHusix. Oxnako y 1 GombHOTO
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morpeboBaJIach OTMEHA ITIperapara depe3 8 Hel B CBA3H
C pa3BUTHEM OCIJIO)KHEHUH (apTPUT KOJIEHHBIX CYCTaBOB
U YrHETeHHE OEJIOro POCTKa KPOBH), XOTsI KOHIIEHTPAIIHS
npemnapara B IJla3Me KPOBU COOTBETCTBOBAJA MPUHATOMY
TepaneBTHYecKoMy Kopunopy. Ilocne oTMeHsl mpemnapara
peunnuBa XII He oTMedanocs.

Oo0cyxneHue

O¢ddexkTuBHBIM METOIOM JIeUeHHUS] KHUCTO3HBIX (QOpM
JIM® sBnsiercst xupyprudeckuii [37], U TONbKO B cilydae
HEBO3MOXHOCTH TTPOBEICHHUS CKIIEPO3UPOBAHUS HITH PaJiv-
KaJIbHOIO yJaJleHus 00pa3oBaHUsl PacCMaTpUBAETCs BOIIPOC
0 KoHcepBaTHBHOM Tepanuu [38]. B Hameli BEIOOpKe naHHAs
TaKTHKa Takxke Obuia a3pdexrnBHON. OIHAKO aHATIH3 MaTe-
pHana CBUIETEIbCTBYET, YTO B JMHAMHUKE ITPH JICYSHUH ITUX
OOJIEHBIX HY>)KHO IO BOBMOKHOCTH Yallle JOMOJIHATh XUPYP-
TrMYECKoe JeueHHe KOHCepBaTUBHOI Tepamnueil 1 npodu-
JIAKTUKU OCJIOKHEHUI U peiuI1BOB.

Jpyroii 0coOEHHOCTHIO TPOBENEHHOTO JICUCHUS SIBIISI-
€TCsl yCTaHOBIIEHHAS B KIIMHUYECKHUX YCIOBHUSIX dMITUPHUYE-
CKasl 3aKOHOMEPHOCTB: YTOOBI UMETh OCHOBAaHHS ISl TIPO-
BeJleHUs1 TapretHoil tepanuu JIM® y HOBOPOXKAEHHBIX U
JeTell paHHero BO3pacTa, HeOOXOIUMO BBIOIHATH T€HETH-
YeCKHU aHaJM3 Ha CIIEKTP CHHIPOMOB M30BITOYHOTO POCTA.
B nameii BeiOopke 3 00IbHBIM ObUT BBIIIONHEH 3TOT aHAJIM3,
y BCEX IOJIyYeHbl MOJOKUTEIbHbIE PEe3YJIbTaThl, Ha3HAUCH
TapreTHbIl npenapar ajinenucud ¢ xopowmum 3¢dexTom.
[Ipu GopMupoBaHUH XWIE3HBIX BHIIIOTOB B IOCIEOIEpa-
IIOHHOM HepHoze Y OOMBHBIX 0€3 TeHeTHUSCKOTO aHaIn3a
HEBO3MOXXHO JIOCTOBEPHO ONPEAEINTh NMPUYMHY Pa3BUTH
910i1 (opmbl maronoruu [39, 40]. BeisicHeHHE NPUYHHBL
MO3BOJIMT HA3HAYUTh MATOTEHETHYECKYI0 TEpamuio H
YAYYLIUTh IPOTHO3.

Ha ceropHAmHui 1eHb NPpU Pa3BUTHH XUIIE3HBIX BBINO-
TOB, TIEPBUYHBIX WJIM BO3HHUKIINX B ITOCJIEONEPAITHOHHOM
nepuosie, 0OJIbHOMY Ha3HA4aeTCs IOJIHOE IapeHTepajb-
HOE MUTaHWe, Tepalus OKTPEOTHAOM, YTO CIIOCOOCTBYET
CHIDKEHHIO mpoaykuuu numdsr [41]. [Ipu orcyrctBuu
a¢pdexra nocne 10—14 nuelt HAOMIONEHUS 32 TAKUM 0OJb-
HBIM PaccMaTpUBAETCA BONPOC O HA3HAYEHUH UMMYHOCY-
MpeccuBHO Tepanmuu cupoaumycom [42]. Opnako moxa
HEeT 4€TKUX PEKOMEHJIALM o cpokaM oxkuaaHus 3¢pdex-
Ta OT Tepanuu OoKTpeoTuaoM. [lo Hamemy MHEHHIO, ITPH
OTCYTCTBUH MOJIOKUTENHHON JTUHAMHUKY B BUJIE YMEHBIIIE-
HUs 00bEMa OTHAEISEMOro Mo apeHaxy Oonee 7—10 nHei
ClelyeT MEHATh TaKTUKy JiedeHus. B Hamieli BbIOOpKe
CPeIHHE CPOKHM MONy4eHUS MOIOKUTEeNbHOro 3ddexra ot
BBEJCHHS OKTPEOTHIA COMOCTABUMBI C UMEIOIIUMUCS JaH-
Heimu (10-14 nueit) [41].

MMMyHOCynpecCuBHasi Tepanus CHUPOJIMMYCOM HC-
TOJIb3YeTCsl B JIeUeHUH pa3nudbix ¢popm JIM®D ¢ xopo-
MM TepaneBTHICCKUM dppextoM [43]. DTOT momoxu-
TEIBHBINA OMBIT OBUI KCTPANIOJIMPOBAH HA IMAIMEHTOB C
XWIE3HBIMU BBHIMIOTAMU, T03UPOBAHHE IperapaTa mpoKc-
XOIMUT aHAJOTHYHBIM 0Opa3oM. B cBoém uccnenoBanuu
MBIl ONMHPATHCh HA PEKOMEHAALMH 1O TO3UPOBAHUIO CH-
ponuMyca y HOBOPOXKIEHHBIX [44], olHaKO TepaneBTHYe-
CKOT'O KOpUAOpa KOHLIEHTpALMi Ipenapara B 1jia3Me Kpo-
BH B HEKOTOPBIX CIy4asX MbI JOCTHUTATH MPU MEHBIIUX
JI03UpOBKax. PekoMeHaaInu 1Mo JUINTeTbHOCTH Kypca UM-
MYHOCYIPECCUBHOM Tepamuu y 60ibHEIX ¢ JIM® noxka He
pa3paboransl [45, 46].

ORIGINAL ARTICLE

3akirouenue

VYuureiBas penkocts JIM® B nomyssiiuy, NoidydeHHbIE
HaMM JJaHHBIE OCHOBaHBI Ha HEOOJNBIION CEpUu Clydaes.
TpeOyercs nanbHeillee HaKOIJICHNE OIBITA BEACHHUS TaKUX
OOJIBHBIX U1 pa3pabOTKH IPOTOKOJIOB 00CIIeJ0BaHUS U T110-
BbIIeHUS 2PPEKTUBHOCTH HX JiedeHUs1. HecoMHEHHO, 4TO
B mporiecc ob0cienoBanust 00mbHEIX ¢ JIM® crenyeT BKIIIO-
YaTh TCHETUYECKUH aHaJIH3 Ha CIIEKTP CUHIIPOMOB H30BITOY-
HOTO pocTa [47, 48].
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