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OnbIT UCcnonb30BaHUA aHanora
coMaToCcTaTUHA U UMMYHOCYNPeCCUBHOM
Tepanuu B JIEYEHUM CII0XKHbIX chopM
XUsionepuMToHeyMa u XunoTtopakca

Y HOBOPOXAEHHbIX U AeTel FPYAHOro
BO3pacTa
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XWNonepuToHeyM M XMIOTOPAKC — PefK1e NaToIorMyeckne COCTOSIHUA C BbICOKOM NeTasnibHoCTbIo,
METOAMKA NEeYEHNsT KOTOPbIX OJHO3HAYHO He onpefeneHa. Llenb nccnenosaHns — BbIMOMHUTL aHanM3
OrbiTa NPUMEHEHUA CUHTETUYECKOrO aHanora CoMaTocTaTMHa — OKTPEOTHAA U UMMYHOCYMNPECCUBHON
Tepanum CYPONIMMYCOM Y ieTel NPy TIeYeHUN XMIONEPUTOHeyMa 1 xurnoTtopakca. Viccnenosarve onobpero
HE3aBMCUMbIM 3TUUECKVM KOMUTETOM W YTBEPXKAEHO peLleHveM yueHoro coseta ®I'AY «<HMULL spoposbs
petei» MuHsppasa Poccun. PopuTtenu nauveHToB ganm cormacue Ha ucnonb3oBaHne MHopMaumm, B
TOM uuncne cpoTorpachuin feTen, B HayUHbIX UCCRenoBaHuAX u nybnmkauusax. NpoBeaeH peTpoCneKTUBHbIV
aHanua 9 ctopui bonesHu feTel C BPOMKAEHHBIM XMUIIONEPUTOHEYMOM U XMNOTOPakcoM 3a nepwop, ¢ 2018
no 2022 r. BceM feTaM Npyu BbISIBNEHUM XMIE3HOT 0 BbINOTA BbINOSHANOCH PEHMPOBAHNE, OCYLLECTBANCS
nepeBof, Ha NOJIHOE NapeHTeparibHoe NUTaHWe, HasHayanacb KOHcepBaTUBHaA Tepanus. Nepeas NUHUA
KOHCEepBaTUBHOW Tepanuu — OKTpeoTua, B TeueHne 14-20 gHel, npy oTCyTCTBUMM 3dhpdeKTa Ha3Havancs
cuposnMMyc. IhIEKT OT KOHCEPBATHUBHOM Tepanmu OKTPeoTUAOM B Jo3upoBke 5—10 MKr/Kr/u nonyueH
B 5 HabniopgeHuax, B criyyae OTCYTCTBWSA MOSIOKWUTENIbHON AMHAMWKM Ha 14-e CyTKu HasHauvanacb
Tepanusi cMponMMycoM B ao3svposke 0,05-0,2 Mr/cyT, KoTopast fiana Nono)UTESbHbIN Pe3ysibTaT BO BCeX
HabniogeHusx (n = 4). Halwe vccnenosaHve JEMOHCTPUPYET, UTO Tepanus CUPONMMYCOM OKa3blBaeTCs
3O PEeKTNBHOM B CIIOMKHBIX CIy4asax XMIIOMEPUTOHEYMa M XMII0TOpaKca y AeTen Aaxe B nepuope
HOBOPOKAEHHOCTU. B CBSA3W C peaKOCTbIO JAHHOM NaTONOrMM BbIBOL OCHOBAH Ha HEBONbLLON cepum
crnyyaes. [INA NoATBEPKAECHNS HALLIMX BbIBOAOB M BbIPabOTKM 0BLLIENPUHATOr0 MPOTOKOMA ANAarHOCTUKA 1
NeYeHns He XxBaTaeT LiefieHanpaBIeHHbIX MHOMOLIEHTPOBbIX MCCNeaoBaHnii. [1o pa3paboTku KIIMHUYECKUX
peKkoMeHpauuii No Tepanuu XMIIoNepUToOHeyMa M XMoTopakca HasHayeHWe MMMYHOCYMNPECCUBHON
Tepanuu cnepyeT paccMaTpvBaTh MHAVBUAYAIbHO M MO PELUEeHWIO BpaueBbHON KOMUCCHN YUPEXAEHNA.
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A somatostatin analogue and immunosuppressive therapy
in the treatment of complex forms of chyloperitoneum
and chylothorax in newborns and infants

A.S. Gurskaya?, M.A. Sulavko?, R.R. Bayazitov', |.V. Karnuta?!, E.V. Ekimovskaya?, 0.N. Nakovkin?,
D.M. Akhmedoval, A.A. Klepikova?, R.A. Khagurov?, N.V. Petrova!l, V.A. Skvortsova!

National Medical Research Center for Children’s Health of Ministry of Healthcare of the Russian Federation, Moscow
2The N.F. Filatov Children's Clinical Hospital of Department of Health of Moscow, Moscow

Chyloperitoneum and chylothorax are rare conditions with high mortality rates whose optimal treatment strategy remains
unclear. The aim of the study was to evaluate the results of chyloperitoneum and chylothorax treatment with a synthetic
somatostatin analogue (octreotide) and immunosuppressive therapy with sirolimus. The study was approved by the Independent
Ethics Committee and the Scientific Council of the National Medical Research Center for Children’s Health of Ministry of
Healthcare of Russia. The patients' parents gave their consent to the use of their children's data, including photographs,
for research purposes and in publications. We conducted a retrospective study of nine children diagnosed with congenital
chyloperitoneum and chylothorax who had been treated from 2018 to 2022. All the children received either abdominal or pleural
drainage, parenteral nutrition, and conservative therapy with drugs. The first line of therapy was octreotide for 14-20 days
that was then switched to sirolimus if there had been no effect. The effectiveness of conservative therapy with octreotide
at a dose of 5-10 pg/kg/hour was observed in 5 cases. If there had been no effect by day 14, the patients were started on
sirolimus at a dose of 0.05-0.2 mg/day which proved to be effective in all the patients (n = 4). Our study showed that sirolimus is
effective in complex cases of chyloperitoneum and chylothorax in newborns and infants. Because of the rarity of these disorders,
our conclusions were based on the analysis of a small cohort. To confirm our results and develop uniform diagnostic and
treatment guidelines, further, more targeted multicenter research is needed. Until such guidelines are adopted, decisions on the
treatment of chyloperitoneum and chylothorax should be made on an individual basis and approved by the medical committee
of a treatment center.
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OPUTUHAJNbHBIE CTATbU

unoneputoHeyM (XM) wu xunoTopakc

(XT) — naTonoruyeckme COCTOAHMSA, NPOSBASIO-

LLIMeCs CKOMSIeHneM NUMAaTUUYECKON MUOKOCTH
B 6pIOWHON M rpyoHOM MOMOCTAX COOTBETCTBEHHO.
MpuHATO pasnunyaTb NEPBUYHBIN U BTOPUYHbIV XMITE3HBIN
BbIMOT. [epBMYHbIE COCTOSAHMS CBA3bLIBAIOT MO0 € Hammn-
UMeM BPOMKOEHHbLIX NMOPOKOB Pa3BUTUA NUMpaTUUYECKon
CUCTEMbI, BKIIOYAIOLLMX B ceDA aHOMarbHYI0 CTPYKTYpY
nMMdpaTUYeCKOro fepesa Uiy NOBbILLEHHYIO NPOHMLae-
MOCTb CTEHKM NMMdIaTUYEeCKMX COCYA0B, NMbo C Hespe-
NOCTbIO NMMAIATUYECKUX COCYAOB U LUCTEPH, UTO MOMKET
cnocobcTBOBaTh TpaHccynauuy. Hanvune nsMeHeHuin B
CTPYKTYpe nuMcpaTUUecKoro Aepesa (paclumpeHue unm
OKKIMIO31sA COCYAOB, NMMMAHIMOMbI) MPUBOAMUT K IMCDO-
CTa3y, MNOBbLILLEHWIO JaBIeHUA B NPOCBETE COCYAOB, YTO
cnocobeTayeT nuMdbopee. EcTb gaHHble o cBa3n XI1 ¢
reHeTuyeckummn cuHgpoMamu LLlepeliesckoro—TepHepa,
HayHa, Knunnena-TpeHoHe—Bebepa, Nopama, HyHaH
[1]. BpospaeHHble NOPOKM pasBUTMA UMDATUUECKOIA
CUCTEMbI, KaK NpaBuiio, UMeDT NOLOCTPOE TEYEHME U
HOCAT NPOrpeccupyoLLWii XxapaKTep, MO3TOMY CUMMTOMbI
3a60neBaHNA K MOMEHTY POXAEHUS MOryT OTCYTCTBO-
BaTb, B CBSI3N C YEM XMIE3HbIN BbINOT, BO3HUKLLUWA
[0 3 MECSALIEB U3HM, CUNTAETCA BPOMKAEHHbLIM [2, 3].

Pa3BWTWe BTOPMYHOrO XMIIE3HOMO BbINOTA CBA3AHO C
TPaBMaTUYeCKUM pa3pbiBOM IMMAATUUECKOr0 Cocyna,
MOBPEXAEHMEM MpPU OMNepaTUBHOM BMellaTeNbCTBe
WM NOCTaHOBKE LieHTPasibHbIX BEHO3HbIX KaTeTepos,
a Take C NobbIMU COCTOAHNAMU, KOTOPbIE BIEKYT 3a
coboM NoBbILLEHWE AaBMNEeHUs B IMMAIaTUYECKMX COCyaax
(chaBneHue u3BHe HOBOOOpa3oBaHWEM, NpopacTaHue
3110KayecTBeHHbIM 0bpa3oBaHMeM cCOCyAa, XpoHuue-
CKWUW renaTuT, LUMPPO3 MeyeHu, nopTanbHas runep-
TeH3us, Tybepkynes nuMmdaTuyeckmnx y3nos, cnaeyHas
GonesHb) [4].

lMpY UCKMIOYEHWMM BTOPUYHBIX MPUYMH YCTaHaBMmMBa-
€TCs AMarHo3 NepBMYHOIO XMIIE3HOMO BbINOTA.

HezaBMCMMO OT MPMUMHBI OPMMPOBAHMUS XUTE3HOI 0
BbinoTa natonoruyeckune notepu npu XM n XT nocte-
MEeHHO MPUBOAAT K Pa3BUTMIO BOLHO-3MEKTPOSNIUTHBIX
HapyLleHui, runoansbymmuHemun, aHemun, numdo-
MeHUW, HapYLUEHUAM CBEpTbIBAIOLLEN CUCTEMbI KPOBM.
KonnuecTtBo HebnaronpusATHbIX ncxonos npu XM v XT, no
OaHHbIM OTeYeCTBEHHbIX 1 3apybeskHbIX aBTOPOB, OCTW-
raet 30-50% [3, 5-8].

OCHOBHbIMM MeTOAaMM AMAarHOCTUKM Ha coBpe-
MEHHOM 3Tane ABNAITCA YNbTPa3ByKOBOE UCCEf0BaHNE
(Y3M) nnu koMrbloTepHas ToMorpadous M aHanu3 cocTaea
MOSTyYEHHOW NPY APEHUPOBAHUMN KUOKOCTU. Kputepusamm
XUIE3HOrO XapaKTepa BbINOTa MPUHSATO CUMTaTb BbICOKOE
cofepskaHue TpurnuLepuaos, umtos onee 0,001 x 10°/n
¢ npeobnapavnemM numdpounTos no 80-90% [3, 8]. Y
HOBOPOMAEHHbIX [IETEN, KOTOPbIE HE MOyYanu 3HTeparnb-
HOrO MWUTaHWS, NOBbILLEHNE TPUITIULEPUAOB B APEHAXKHON
MUOKOCTU MOKET ObITb HE3HAUUTESTBHBIM.

ObLEeNPUHATOro NPOTOKOMA NIEUYEHUS XUIE3HbIX
BbIMOTOB B HACTOSLWMA MOMEHT He paspaboTaHo.
INeyeHne paHHbIX COCTOSHWI HAaUMHAIOT, KaK NpaBwuIo, C
KOHCEpBATMBHbIX MEpPONPUATHIA. B nepsyio ouepenb ons
YMeHbLUEHWsi NPOAYKLMM NUMIbI MOKa3aHO Has3HayeHve
MUTaHKA C MOJHBIM UCKITIoUeHNeM upos [9], Hanbonee
3hpeKTUBHBIM ABMAETCS NepeBof pebeHka Ha nonHoe
napeHTepanbHoe nutanue [1, 3, 4]. Mo HeKoTopbIM NnUTe-
paTypPHbIM AaHHbIM, YaCTb XM/1E3HbIX BbINOTOB MOXET
BbITb KynUpoBaHa NyTeM Ha3HauYeHUA TOSIbKO MapeH-
TepanbHOro NUTaHUs Ha ANuUTenbHbIA Cpok (3—4 Hen),
HO 3TO HeceT B cebe KomnoccarnbHble PUCKU MOPAMKEHMS
neyeHun, aTpodnn KULLEYHUKA, NHCDEKLMOHHBIX OCII0MK-
HEHWI, CBA3AHHbIX C UCMOMb30BaHMEM LIEHTPANbHOMO
BEHO3HOI0 KaTeTepa 1 CTOSIHUEM [ipeHasxa.

Haunbonee uvacTto BCTpevalLmMMca B nutepaType
KOHCepBaTMBHbIM METOLIOM feYeHUs ABMSETCA HasHa-
UeHWe NpPOMU3BOAHOIr0 ECTECTBEHHOMO FOPMOHA COMATO-
cTaTtuHa — okTpeotuaa [4, 5, 8, 10]. OkTpeoTnn obnanaet
aHanornyHbIMM COMaTOCTaTUHY (DapMaKoNorMyecKnmm
adpchbekTaMu, HO 3HaUMTENBbHO BOSbLUEN MPOQOSIKUTENb-
HOCTbIO IECTBMA 3@ CYET YANMHEHWA Nepuoaa NosyBbl-
BefeHus. MexaHnsm cHukeHnsa nuMdoobpasoBaHus npu
NPUMEHEHUM COMATOCTaTUHA 1 OKTPEOTMAA He [0 KOHLA
nsyyeH. CumtaeTcs, 4To NpepoTBpaLLleHne numdoobpa-
30BaHWsA NPONCXoaMT brarogaps YMEHbLLEHMIO CEKpeLmm
FOPMOHOB KEMYAOUHO-KMLLIEYHOro TpaKTa (CekpeTuH,
racTpuH M Ap.), CHUXKEHMIO MOTOPUKM KULIEYHWKA U
BMCLIEPaibHOr0 KPOBOTOKA.

YuuTbiBasi OTCYTCTBME OOHO3HAUYHbIX PEKOMEH-
[auui, AMTENbHOCTb Tepanvu ONpenenseTcs B KaaoM
KOHKPETHOM Cllyyae WHOMBMAYanbHO M BapbupyeT
B LUMPOKOM Amana3oHe — oT 1 go 8 Hed, Mo JaHHbIM
pasnuuHbIX NUTEPaTypPHbIX MCTOYHMKOB, OAHAKO,
COrNacHoO HalMM HabniogeHUsM 1 MO AaHHbIM HeKo-
TOPbIX 3apyBesKHbIX aBTOPOB, MPU OTCYTCTBUM TEHAEHLMM
K CHUMXEHMIO KOMMYECTBa OTAENSEMOro Mo ApeHasy B
TeyeHue 5—6 oHen adhchpekTa OT fanbHEMLLEero neveHus
oXunaaTb He cTouT. CepbesHbix NoBOUHbIX 3IHPEKTOB Npu
MCMOJIb30BaHNN OKTPEOTMAA, Kak MpaBus1o, He 0TMeva-
€TCA, 0iHAKO OrPaHUYEHHBIN OMbIT ASIMTENBHOMO NpUMe-
HEHUS! He JaeT BO3MOMHOCTU B HACTOALLMA MOMEHT
afleKBaTHO ouUeHNUTb BesonacHOCTb [aHHOro MeTopa.
BcTpeualoTcst eanHnyHble Nybnvkaumm, onvcbiBaloLwme
pa3BUTME HEKPOTU3UPYIOLLErO SHTEPOKONUTa Ha hoHe
BBE[leHUA OKTPeOoTWaa, YTO CBA3bIBAIOT C YBEMUYEHNEM
COMPOTMBIEHNS COCYAOB M CHUXEHMEM KPOBOTOKa B
KuweyHmke [11].

Mpu He3adhHEKTUBHOCTM ANIUTENBHO MPOBOAVMOM
KOHCEepBaTUBHOW Tepanuu paccMaTpuBaeTCsA BOMPOC
06 onepaTMBHOM fleyeHUn. Y B3pOCIbIX NaLMEHTOB
BO3MOKHO BbINOSHeHWe nuMmdporpacum B npegonepa-
LIMOHHOM repuoge B Liensax obHapysKeHUs nokanusaumm
MCTOYHMKA NMMCOPEMN, OOHAKO 3TO yoaeTcsi AaneKko
He Bcerga, a y AeTew rpygHoro BospacTta nuMMmdo-
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rpadomsi He MPUMEHSETCS B CUITY TEXHUYECKUX TPYOHO-
cTei v cepbesHbix NobouHbix adpdexTos [4]. B cnyuae
BbISIBTEHUSI UICTOYHMKA NMUMDOPEN Npu onepaTUBHOM
BMeLLaTeNbCTBE BO3MOMKHO HafOXEHVe LWBOB Ha uMda-
TUYECKNIA COCYA, yCrex B 9TOM Cryyae MOMeT AOCTU-
ratb 85%. Ecnv nokanusaumio NCTOUHWKA YCTaHOBUTH
He ypaeTcs nbo MMEeIDTCA MHOMECTBEHHbIE [eDeKThl,
MPUMEHAIOT PMBPUHOBBIV KMEN, YTO YUPEBATO Pa3BUTUEM
BbIPaXKEHHOIO CNAeYHOro MPOLLecca U CEPbE3HbBIX OCIONK-
HeHWit NpY NonafaHuM Krest B CUCTEMHbI KpoBOTOK [12].
Y naumeHToB CTapLuero Bo3pacTa MPUMEHSIOT XMMKU-
Yyeckoe BO3[ENCTBME MYTEM HaHECEeHUs CKIepo3aHTa
(kanubpoBaHHbIN Tanbk, TeTpaLUMKWH, 6eTanuH). Xupyp-
FMYeCcKoe NeyeHve y feTel rpyaHOro Bo3pacTa OKasblBa-
eTcst HeaPeKTUBHBIM B BOMBLUMHCTBE CIyYaeB B CUNy
HanMums BO3PACTHbIX aHAaTOMUYECKUX 0COBEHHOCTeN: Y
[eTeil paHHero Bo3pacTa LUMCTepHa FPyAHOro MpoToKa
BblpaxeHa cnabo, MMeeTca pacChbiMHON TUM CTPOEHMUS
nuMdbaTnyecKoro aepea B bpIoLLIHON NOMOCTU.

OTcyTcTBME HaLeKHOro 3PdIeKTa OT OMUCAHHOM
KOHCEpBaTWBHOW Tepanuu U XMPYPruyecKoro neyeHus
obycnoenuBaeT fanbHEWLLIMI MOUCK BapUaHTOB Kynu-
POBaHWA XMIEe3HbIX BbINOTOB. B aToM cBA3K Bbin B3AT
3a OCHOBY YCMELUHbIN OMbIT NPUMEHEHUA CUPONMMYyCa
B JIEYEHWUN COCYAMCTBIX ManbdopMaLui, B TOM ynche
numdanrmoM. Cvponumyc siBNSeTCS MMMYHOCYMpec-
CWMBHbIM M NPOTMBOOMYXONEBbLIM CPEACTBOM, U3Ha-
YasibHO MCMOMNb30BaBLUMMCA KaK aHTMBaKTepuarnbHbIN
npenapat. [leicTBMe cuponMMyca CBA3aHO C UHMMU-
6upoBaHneM mTOR-kuHasbl (mammalian target of
rapamycin), SBRAOLLENACA BasKHEULLIUM (DEepPMeHTOM
perynsaumm KNeTouHoro umkna. lNpu nHrmbmpoBaHum
MTOR KNETOYHbIN LMK OCTaHaBNMBAETCA Ha rpaHuLe
nepuopa nokos u asbl pennukaummn JHK. Kpome Toro,
panamMuLMH BbIKIIOYaeT OTBET SHAOTENUANbHLIX KNETOK
Ha MPOaHIrMOreHHble (PaKTOPbl, YTO 3HAUNTESNTbHO 3aMef-
nseT aHrnoreHes. Cuponumyc uHrnbupyet VEGF-uHay-
UMPOBaHHYIO rMMeprpoHMLaeMocTb Mikpococyaos [13].
B cBA3M C OTCYTCTBMEM KIMHWUYECKUX PEKOMEHZALMA U
COOTBETCTBYIOLLUMX MOKA3aHWM B MHCTPYKLUMK K npena-
paTy HasHaueHue nposopuTcs “off-label”.

Lenb uccneposaHus — oueHUTb 3OPEKTUBHOCTD
fleYyeHnsa M NpoaHanu3MpoBaTb MPaAKTUYECKUIA OMbIT
MCNOMb30BaHNA CTaHAAPTHOW Tepanuu OKTPEOTUAOM U
MMMYHOCYNPECCHBHOW TEPANUU CUPOSTMMYCOM B JIeYEHUM
XM wn XT y HOBOPOKAEHHbIX U AeTEN MPYyAHOrO BO3pacTa.
B nepvope HOBOPOXAEHHOCTM W Yy LOETel rpPymaHoro
BO3pacTa MMMYHOCYNPECCHBHAA Tepanus B LiefIsxX Kynu-
POBaHWSA XUME3HOro BbINOTa MPUMEHANACch BNepBble B
Poccuinckon ®epepaumn.

MATEPUAIbI N METO[bl NCCINEOBAHUA

lpoBeneH peTPOCMEKTUBHbIA aHanM3 UCTOpUR
BonesHu feTen, HAXOOMBLUMXCS B XMPYPrMYECKOM OTAe-
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FTEHMN HOBOPOKAEHHbIX M AeTel rpyaHOro BospacTa
OrAayY «<HMWL 3poposba geten» Munsgpasa Poccum
3a nepuop ¢ 01.01.2018 no 31.12.2022. WUccnepo-
BaHMe 0f0BpPeHO HE3aBUCUMbIM STUYECKUM KOMUTETOM U
YTBEPKOEHO peLleHneM yyeHoro coseta ®IrAY «HMUL
310poBbs feTer» MuHanpasa Poccuun. Pogutenu naum-
EHTOB [aJin corflacue Ha UCMosb3oBaHue MHdOpMaLmMK,
B TOM uucrne dpoTorpacpmin geTen, B HayuHbIx uccne-
poBaHuAx u nybnukaumax. Bcero npoaHanvanMpoBaHo
9 uctopuin bonesnn. BospacT nauneHToB Ha MOMEHT
BbIIBJIEHWA XWE3HOro BbiNoTa cocTasun oT 4 [0
162 pHen, meanaHa — 42 pHa. [leBoyek Bbino 5, Manb-
unkoB — 4. Ha MOMeHT NOAroTOBKM MaTepuana uccneno-
BaHWsA BCE JETM }UBbI, BO3PACT — 0T 7 MecsileB Ao 4 ner.

OunarHos XM/XT cTaBunics Ha OCHOBaHWM AaHHbIX
Y3W opraHoB BpioLLHON NONOCTU, BUOXMMUYECKOTO U
LIMTONMOrMYECKOr0 aHaNN30B APEHAKHOM MUAKOCTU.

Mpu BoisBnenun XM unun XT ONS CHUNKEHUA
BbIpabOTKM XWUME3HOM KMOKOCTWU BCE OAETU MepeBo-
OWMNNCb Ha MOJSIHOe MapeHTepasibHoe NUTaHWe, HasHa-
yanacb KOHCepBaTWMBHas Tepanus CUHTETUYECKUM
aHanoroM comMaTocTaTvHa — OKTPEOTUAOM B JO3MPOBKe
5-10 MKr/Kr/u, nHgY3nsi NPOBOAMIIACH KPYrIOCYTOUHO
B OTAENbHbIA OT OCHOBHOWM MHADY3MM BEHO3HbIN LOCTYN
B HEMPEpbIBHOM pexume. [py OTCYTCTBUM TEHAEHLMM
K YMEHbLLUEHMWIO KOJIMYECTBA OTAENSEMOrO MO LpeHay
Ha ¢poHe npoBoaMMon Tepanuu B TeyeHne 10-14 pHew
paccMaTpuBarncs BONpoC 0 Ha3Ha4YeHUM MMMyHOCynpec-
CVBHOW TEepanuu CMponMMycoM. PeLlieHne o HasHayeHun
npenapaTa Mo XM3HEHHbIM NMOKa3aHUAM MPUHMMANOCh
BpayebHbIM KOHCMITMYMOM Ha OCHOBaHUM peKoMeHJaLui
MexayHapoaHoro obLuecTsa No N3yyYeHuio COCYAUCTbIX
ManbdgopMaumii (ISSVA). Pogutenu netei noanucbl-
Banu uHdopMmnpoBaHHoe A0BpPoOBONbHOE cornacue Ha
npuMeHeHve npenapata “off-label”. Kputepusmu ans
Ha3HayeHusa mpenapaTta B TakOM CUTyaLun SBMAIOTCS
HanMune M3HEYrpoKaloLero COCTOSAHUSA, OTCYTCTBUE
cneundnyYecKoro NeYeHns, HayyHble AaHHble, aHanm3
KOTOPbIX MO3BONAET NPEANOSIOKUTb MOSOMUTENbHbIN
3hdheKT OT HasHaueHus npenapaTta. B uenax npodu-
NaKTUKM UHADEKLIMOHHBIX OCMOMHEHMIA (MHEBMOLMCTHOM
MHMEKUMM) OeTAM HasHayanacb NPOTUBOMUKPOOHas
Tepanwus npenapaToM Ko-TpuMokcason (cynbdoMe-
TOKCa30/1 + TpumeTonpum) — 36 Mr/Kkr/cyT B 2 npuema
3 pa3sa/Hep Ha BCe BpeMsi NPOBOAMMOI UMMYHOCYMpPeC-
CuBHOM Tepanuu. [penapaT cMpoONMMyC CTapTOBO Ha3Ha-
yarncs B MMHMManbHoi gosuposke 0,05 Mn (cycneHsus
1 Mr/mn) 2 pa3sa B geHb ¢ uHTepBanoM 12 u BHe 3aBu-
CMMOCTM 0T Macchl Tena pebeHka c nocnepyioLlen
KOPpeKLMen [03MPOBKM MO pesyfibTaTaM UCCNefoBaHus
KOHLEHTPaLMUW CUMPONIMMYyCa B KpPOBW, TepaneBTuye-
CKMM KOPUAOPOM KOHLIEHTPaLMKU CUMTanmnCh NoKasaTenm
8-14 Hr/mn. WUccnenoBaHns KOHLEHTPaLUMK NpoBoau-
nucb Ha 10-14-e cyTKku OT Hauyana Tepanuu U panee
Kax[ple 2 Hef, B CTaLMOHape, Ha aMbynaTopHOM aTane —
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1 pas/Mec B TeueHWe BCero Kypca nedenus. Mpu nosy-
UEHWW KOHLIEHTPAaLMKM NpenapaTa B nfia3Me KpoBw BbiLLe
LOJIKEHCTBYIOLLIErO 3HAYEHUS U HEBO3MOKHOCTU YMEHb-
LUeHWs O3MPOBKM NpenapaTa NpoBOAMIOCH pa3BefeHne
LeiCTByIOLLEro BeLlecTBa B bonblueM 06beMe KUAKOCTY,
uTO crnocobcTBOBaNO BO3BPALLEHMIO KOHLEHTpaLUuu
CUpOMMMycCa B NPUHATLIA TEPaNeBTUUYECKUA KOPULOP.
Tepanusa cMpoOnMMYCOM MPOBOAMIIACH MOA MNepwu-
0MYECKUM KOHTpOSieM obLlero n BUoxmmMmyeckoro
aHanu3oB KpoBM, remocTasmorpammsl, Y3U opraHos
BptoLuHOM monocTu. PerynsipHoe onpeneneHne KOHLEH-
Tpauuu npenapaTta B CbIBOPOTKE KPOBW MPOBOAMIOCH
1 pa3/Mec, Tak KaKk B CUMy aKTUBHOrO pocTa W yBenu-
yeHMa Macchl Tena pebeHka TpebyeTcs KOppPeKLMS [O3bl.

PE3YJIbTATbl UCCJTIEAOBAHUA

Huxe KPaTKO WM3J10)KeHbl OaHHble N0 KaXAaoMy
KITMHKUYECKOMY CJ1y4alo, BKJTIOYEHHOMY B Halle Uccneno-
BaHMe. Pacnpep,eneHMe NnauMeHTOoB NO CPOKRY recrtauumu,

Tabnuua 1

BO3pacTy, Macce Tena, KONMMYeCTBy OTAENSEMOro Mo
OpeHaxy, CpOKaM Ha3HauyeHus Tepanuu v OnuTenb-
HOCTU KYPCOB OKTPEOTUAA U CUPONIMMYCa NPEACTaBEHO
B Tabrmuye 1. Cnepyet OTMETUTb, UTO KOHCEpPBATUBHOE
neyeHne okasanocb 3(pPEKTNBHBIM BO BCEX CITyYasX.
Tepanusa okTpeoTMaoM bbina achdexTuBHa B 5 cryyasx.
HexenaTenbHbIX peakuuMin U OCIOXHEHWUIA Npu 3TOM
He oTMeuyeHo. HasHaueHHas Npu OTCYTCTBUM MOJSIONKN-
TeNbHON OMHAMUKWU UMMYHOCYMNpecCuBHasa Tepanus
Dana nosfoXUTENbHbINA pesynbTaT BO BCeX HabiofeHuax
(n = 4), ogHako B 1 crniyyae npw NpoBeaeHUn fieveHns
panaMuuvHoM noTpeboBanacb OTMeHa npenapaTa
uepe3 8 Hep B CBSI3M C Pa3BUTUEM OCMOMHEHWIt (apTpuT
KOMEHHbIX CYCTaBoB), yrHeTeHueM BGefioro pocTka
KPOBW, KOHLEHTpaLMA npenapaTa B NnnasMe KpoBU Ha
TOT MOMEHT COCTaBnsna 8 Hr/Ms, YTo COOTBETCTBYET
NPUHATOMY TepaneBTMYecKoMy kopupopy. Ha doHe
OTMeHbl npenapaTa, MpPOBeLEHUs aHTUMUKPOOHOW K
NMPOTMBOrPMBKOBOW TEpaNuM yaanochk NOSIHOCTbIO paspe-
LUNTb SIBIIEHWSI apTPUTa, OBUMKEHNS B KONEHHBIX CyCTaBax

PacnpepneneHne nauneHTOB N0 CPOKY recTaLmu, BO3PacTy, Macce Tena, KONM4ecTBy OTAENSEMOrO MO JPEHaxY,
CPOKaM Ha3HauyeHWsi Tepanuu 1 AIMTESIbHOCTM KYPCOB OKTPeOTMAa U CUPOSIMMyca

Table 1

Patient distribution by gestational age, age, body weight, volume of drainage fluid, time of treatment initiation and the

duration of treatment with octreotide and sirolimus

Mapametp

MauuneHTbl
Patients

Parameter
Nel Ne2 Ne3

No4 Ne5 Ne6  No7  Ne8 No9

Cpok rectaumu, Hep,
Gestational age, weeks 34 33 35

37 36 285 385 39 37

Macca npu posneHuu, r
Body weig’ht gt birth, g 2050 1982 2900

2490 2430 800 2970 3190 2600

Macca npu noctynneHum, r
Body weig?ht at adrYﬁission. g 5400 2470 3500

2870 2340 2280 3870 6415 3730

[lnarHos X X Xn
Diagnosis ChP ChP ChP

XM XT XT XN XN

ChP ChT ChT ChP ChP Xn ChP

MakcuManbHoe KonnyecTBo

OTAENSeMOro Mo ApeHasky, Mi1/cyT 400 150 260
Maximum volume of drainage fluid,

ml/day

600 40 30 100 50 350

Bo3spacT Ha MOMeHT Hauana

Tepanuu OKTPeoTUAOM, OHU

Age at the time of octreotide 122 85 42
treatment initiation, days

10 4 127 35 162 134

[lo3anpoBKa OKTpeoTnaa, MKr/Kr/u
Dose of octreotide, pg/kg/h 10 10 10

10 5 10 10 10 10

[IinuTenbHOCTb Kypca oKTpeoTuaa,
e 18 10 10

Duration of treatment with octreotide,
days

14 10 10 12 14 10

AdhchekT _ + +

Outcome

BospacT Ha MOMeHT Havana

Tepanuu CUPONIMMYCOM, fHN 140
Age at the time of sirolimus treatment
initiation, days

24 53 144

LloaupoBKa cvponumyca,

0,1 (0,9) c yBenuuexmem

0,1 (0,7), c 14-x cyTok

mr/cyT (Mr/M?/cyT) 0.2 (0.9) 0o 0,2 (1,7) 0,1 0,05 (0,3)
Dose of sirolimus, mg/day ’ ’ 0,1 (0,9) with a subsequent (0,7) 0.1 (0,7); 0,05 (0,3)
(mg/m?/day) increase to 0,2 (1,7) starting from Day 14
OtcyTcTBre numdbopew oT Havana

Tepanun CUpoJsIntMyCcoM, OHU

The absence of lymphorrhea since the 12 13 14 8

start of treatment with sirolimus, days

[nuTensHoCTb Kypca, Hepx 16 8 8 8

Duration of treatment, weeks

”pMMe‘-IaHMe. * — 0TMeHa B CBA3M C pasBUTUEM OCII0KHEHWI MMMyHOCyﬂpeCCMBHOﬁ Tepannu.
Notes. * — discontinuation due to immunosuppressive therapy-related complications. ChP — chyloperitoneum; ChT — chylothorax.
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BOCCTAHOBJIEHbI B NOSTHOM 06beMe. [1OBTOPHOro Hako-
MAEHNS MUOKOCTU B BPIOLLIHOM NOMOCTU He BbISIBIIEHO.
Bbin BbINONTHEH BUOXMMUYECKUIA U LIUTONOrMYECKIUI
aHanu3 OpeHa)XHOM MMOKOCTU MaLMEHTOB, BKIMOYEHHbIX
B MCCMEeNoBaHue, faHHble NpencTaBneHbl B Tabmmue 2.
B rabrmue 3 npvBeneHa oueHka HenkoBbIX MOTEPb U
UX KOpPEeKLUMS.

MauueHT Nol

Iunarnos: XI. Taxenas 6enkoBo-3HepreTuyeckas
HEeOOCTaTOYHOCTb. HepoHoLleHHOCT 34 Hepenu.

B xvpypruyeckoe otpeneHne HOBOPOMKAEHHbLIX W
peten rpynHoro Bo3pacta ®IrAY «HMWL, spopoBbs
peten» MuHsgpasa Poccum nocTtynmn B Bo3pacTe
4 MecsiLeB, B TeYeHUEe BCeEro BPeMeHW Lo rocnuta-
nu3auun obpallano Ha cebs BHUMaHWe NocTeneHHoe
yBenuuyeHne B obbemMe XMBOTa, MO MECTY KUTENbCTBA
obcrnenoBaHue v nieyeHne He NpoBoaMock. lNpu nocty-
nneHun pebeHKy AMarHOCTMPOBAH acLUMT, BbIMOJIHEHO
LOpeHVpoBaHWe OpPIOLIHOM MOMOCTH, MOJTYYEeHO OKOMO
600 mMn xunesHow skupkocTu. lMepeBedeH Ha nosHoe
napeHTepanbHoe NUTaHWe, HasHaYeH OKTPeoTud, Ha
dhoHe npoBoamMoii B Teuenne 10 gHen Tepanum coxpa-
HAMacb BblpaskeHHaa numdopes 6e3 TeHAEHUMM K
yMeHbLUEeHMIO. 10 KM3HEHHbIM MOKa3aHUAM MPUHATO

Tabnuua 2

peLleHne 0 BBEAEHUM B BpioLuHyio nonocTb 1% BOAHOro
pacTBoOpa HenonHoi cepebpsiHOM COMM MOMMaKPUIIOBON
KWUCINOTbI C UHTErPUPOBaHHbBIMKU HaHOYacTULaMm cepebpa
(5 BBEmEHMIt uepes AeHb). [laHHbI NpenapaT 3aperu-
CTpUpOBaH Ha TeppuTopun Poccuinickon depepaunm n
paspeLLEeH K NMPUMEHEHMIO B ETCKOM Bo3pacTe. HasHa-
YEHWe OCHOBBIBANOChH Ha OMbITEe UCMOMb30BaHWS AAHHOIO
npenapaTta y geteyn ¢ nuMdaTMyeckummn Manbdopma-
umsmu [14]. Numcbopelo KynuposaTb He yoanoch, B
CBfI31 C YeM peLLeHneM BpayebHoM KOMUCCUM Ha3HaueHa
Tepanusi cuponuMmycoM. Ha dhoHe npoBoaMMow Tepanuu
0TMeYaeTCs MOCTENEHHOE CHUKEHUE KOSMYeCTBa OTAe-
NIEMOro MO ApeHasky, Ha 12-e CyTKM OTHENSEMOrO HeT,
OpeHax ynaneH Ha 14-e cyTku. BeinncaH B yooBneTso-
pUTENBHOM COCTOAHUU. PeumanBoB He 0TMeYanocs.

MaumenT No2

Ounarnos: XI. ATpesus nuwesoga C OUCTasbHbIM
TPaxeonuLleBoAHbIM cBUeM. ATpe3ns 12-nepcTHom
KWLLKK, aHyca, becceuleBas chopMa. HegoOHOLEHHOCTb
33 Hepenw.

Y pebeHka npeHaTanbHO BbISBMNEHO Hanuuue
KULLEYHOM HenpoxoanMocTu. Ha 1-e cyTku moctynun
B XMPYPruyeckoe OTAeSIeHne HOBOPOXAEHHbIX U JeTen
rpynHoro Bo3pacta ®IAY «HMWL 3popoBbs peTen»

BroxvMmMuecknin 1 ULMTONOMMUYECKNI COCTaB IPEHAKHOM KUAKOCTH

Table 2

Biochemical and cytological composition of the patients’ drainage fluid

MauneHTsl LuTos, x 10°/n TNumdbountsl, % 06wwwii 6enok, r/n Tpurnuuepuasl, MMonb/n
Patients Cytosis, x 10°/L Lymphocytes, % Total protein, g/L Triglycerides, mmol/L
Nol 8,4 96 10,58 0,25
No2 11,7 95 33,9 37,88
Ne3 6,9 83,2 24,36 0,19
No4 4,952 89,4 29,81 0,63
Nob 0,6 87 26,71 0,03
No6 0,108 78,6 4,1 1,94
No7 19,8 88,7 31,23 9.1
No8 1,126 65,9 31,68 5,97
No9 13,1 65,2 27,03 17,55
Tabnuua 3
OueHka BenkoBbIX NOTepb, KOPPEKLUA
Table 3
The evaluation of protein loss, management
nongg::zsgz%ﬂﬂero MUHUManbHbI MUHUManbHbIA NoKasaTenb Konuuecteo :(::H"c"q‘;;::%
Maunents Genka Topmia 2643 timy /n  (uopwa 35514 A1 T/} r/n  Mpenapsros _nenaparos
Patients Nllll:l?r';ﬂ; Eg';{i’rz{:i]n' lre/vj;l Migimum albumin !ével Minir?1um ir’nmL!nog’lobulin G level alja1|>6y|:4m-|a "M¥r¥$g:’;‘%2¥’;:'"a
(normal range: 51-73 g/L), éggi’;‘zllll'_alngﬁ (normal range.g§L32-14.11 g/L), al.{)t?nri]rl:?:\tf)s;igas immunoglobulin
g/L ’ infusions
Nol 28,32 16,36 0,82 9 5
No2 33,9 24,7 1,82 = =
No3 32,21 21,84 2,27 2 =
No4 19,95 11,3 0,92 8 5
Ne5 36,76 24,34 4,02 5] =
Neb 38,32 22,71 0.5 2 =
No7 45,91 27,25 2,65 = =
No8 31,68 24,47 2,54 = =
No9 42,51 26,16 1,21 1 3
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MwuHsgpaBa Poccum, BbiNonHEHbI OnepaTyBHbIE BMeLLa-
TENbCTBA: HaNoXeHWe Ayo4eHOAyOofeHOaHacToMO3a,
BblBE[leHMe KOJTOCTOMbI, TOPAKOCKOMMYECKas NepeBs3ka
ANCTanbHOrO TPAaxeomnuLLEeBOLHOMO CBWLLA, racTpo-
cToMus, 33ocparoctomusa. B Bospacte 1 MecsAua Ha
hOHE aKTMBHOIO PacLUMPEHNUs IHTEpasbHON HarpysKku
OTMEYeHO B3fyTue XuBoTa, o Y3W Bu3yanusmpoBaHa
cBobogHas KuMAKOCTb B BPIOLLIHOM NONOCTM M NOMOCTM
Manoro Tasa. BoinonHeHa MyHKUMS, OLHOMOMEHTHO
nonyyeHo okono 150 Mn xunesHon KuakocTn. PebeHky
Ha3HayeHO NapeHTeparnbHoe NMTaHne, Tepanus OKTPeo-
TUOOM C NOMOXWTENbHBIM 3hdPeKTOM. [IpeHax ynaneH
Ha 13-e cyTKW. YuuTbiBas HanmMume MHOMECTBEHHbIX
BPOMKIEHHbIX MOPOKOB Pa3BUTKS, B AasibHeNLLEM pebeHok
HEeOAHOKpaTHO onepupoBaH, peunansoB XI1 He BbiAB-
neHo.

MauuneHT No3

Owarnos: XI1. ATpesust Towen kuwku. Hesasep-
LIEeHHbIW MOBOPOT KWLWEYHWKA. HepoHOLWEeHHOCTb
35 Hepens.

Mocne poxaeHus y pebeHka oTMeYanuch Npu3Haku
KMLWeyHON HenpoxommMocTu. B Bospacte 1 cyTok
M3HU NPOBefeHa pe3eKUnst MeMBpaHbl TOLLEN KULLIKM.
B panbHelweM B CBA3KM C COXPaHAILMMUCA SIBME-
HUAMU YaCTUYHON KWLLEYHOW HeMpoXoanMocTh pebeHok
NOCTYMNWI B XMPYPrUYECKOe OTAENEHNE HOBOPOXKAEHHbIX
n petei rpyaHoro Bo3pacta ®rAY «HMUL 3poposbs
peten» MuHsgpaBa Poccuw, BbiMonHEHa penanapo-
TOMMS, HamoxeHne 00yXMBalOLLEro NNKaLMOHHOIO
MEeKKMLLEYHOro aHacTomosa no de Lorimier—Harrison.
B nocneonepaunoHHOM nepuoge Ha dpoHe BO30OHOB-
NEHWSI FPYAHOr0 BCKApMIMBaHWSi OTMEYEHO YBeSIYeHne
B 06beme xuBoTa, Y3W BbIABMIO BOSbLLIOE KOMMYECTBO
CBODOAHOM MMOKOCTU B BPIOLLHOM NOMOCTU, BbIMOMHEHbI
NYHKUWS1 ¥ OpeHupoBaHue bpiowHol nonoctu. OgHoMo-
MEHTHO MoflyyeHo okofio 260 Mn xunesHoro otaense-
Moro. HasHaueHO MOSIHOEe NapeHTepasibHOe NuUTaHue,
Tepanusa OKTPEOTUOOM C MOSMOMUTESIbHON AUHAMUKOW.
Uepes 5 gHelt 0T MOMeHTa Hauyamna Tepanuu B0306-
HOBIEHa 3HTepanbHas Harpy3ka, ApeHasx yaaneH Ha
8-e cyTku. PebeHok BbiNMCaH B YAOBNETBOPUTENBHOM
COCTOSIHWM.

MauuneHT Ne4

OunarHos: XM. Omdanouene 6onblnx pasMepos.
BposkaeHHbI nopok cepaua (BMNC): nedekt Mexskeny-
LOYKOBOMN NEPEeroponku, BTOPUUHBIA AedeKT Mexnpen-
CepoHON Meperopoaku. JleroyHasa runepreHsus:
HEe#oCTaTOUHOCTL KpoBoobpalueHus (HK) 2A, dyHKuUm-
oHanbHbIi Knace (®K) Il no Ross. HenoHOLWEHHOCTD
36 Hepenb.

Cpasy nocne poxpeHusi pebeHok nepeBefeH B
XMPYPruyeckoe OTAENEHNE HOBOPOMOEHHBIX U AeTen
rpynHoro Bospacta ®IAY «HMWL 3popoBbsa peTein»

MuHsgpaBa Poccuu, BbIMonHeHb! ynaneHwe amMbpuo-
HanbHbIX 0BoMoYeK, pa3aeneHve 3MBpMOHaNbHbIX CMaek,
nepB1YHan paamKasnbHas nnacTvka nepegHen BpioLwHoON
CTeHKM ¢ hopMmpoBaHmneM Heomnynka. Ha doHe Hauana
3HTEpanbHON Harpy3kin OTMEYEHO BbiPaXKeHHOE yBenn-
yeHue pa3MepoB xmBoTa. [1pu npoBeaeHun Y3 BbisB-
neHo bonblloe KONMMYECTBO CBODOAHOW KMOKOCTU B
BptowHon nonoctu. lMpu ApeHMpoBaHMM BpIOLLHON
nonocty nosyyeHo 400 Mn xmMnesHow kuagkocTu. HayaTta
KOHCepBaTMBHasA Tepanusa: NofiHoe napeHTepanbHoe
nuTaHve, okTpeoTua. B Teuenne 14 gHein NoONOXKMUTENBHON
OVMHaMWKM HE OTMEeYasniochb, MPUHATO PeLleHne O Ha3Ha-
YeHUW cuponuMyca. ABneHns NMMdopen NOMHOCTbLIO
KynupoBaHbl Ha 13-e cyTKu Ha dhoHe Tepanuu cupo-
nuMmycoM. PebeHoK BbinncaH B yLOBNETBOPUTESIBHOM
cocTosHun. ObLuas NpoformKMTENbHOCTL Kypca cocTa-
Buna 8 Hep. Tepanusa npenapatom cuponumyc bbina
OTMEHEHa B CBSI3W C Pa3BUTUEM MHPEKLIMOHHBIX OCIIOK-
HeHWiA (apTPUT NPaBOro U NEBOrO KOSEHHbIX CYCTaBOB),
yrHeTeHveMm Benoro pocTtka KpoBu. KoHUeHTpauus
CMpONMMyca B Mila3Me KPOBWM Ha MOMEHT pasBUTUSA
OCIOMHeHu cocTaensana 8 Hr/mn. Ha choHe oTMeHbl
npenapaTta CMpoIMMycC, NPOBEAEHUsT aHTUMUKPOBHON 1
NpOTUBOrpMOKOBOM TEpaNUM yaanoch NOSIHOCTLIO pa3pe-
LUNTb SIB/IEHWSI apTPUTa, OBUMKEHNS B KOJNEHHBIX CyCTaBax
BOCCTaHOBfEHbl B NOIHOM obbeMe. [1pu nposefeHum
KOHTpoNbHOro Y3W opraHoB BpIOLLHOM NMOMOCTM HaKOo-
nreHnst CBOBOAHON MMAKOCTU HE 0TMEeYanoch.

MauuneHT Ne5

OunarHos: XT. ATpesusa nuwieBoga C AUCTasibHbIM
TpaxeonuuieBogHbiM cBuleM. BIC: npaBocdopmu-
poBaHHOe npaBopacnonoskeHHoe ceppue. [oakoso-
obpasHas Nouka, KarMKONMeno3KTasus NeBoro CerMeHTa.
KpaHnuocmHocTos. HefoHoLLeHHOCTb 36 Hepenb.

B Bo3pacTe 2 cyTOK sKu3HM pebeHOK nocTynun B
XMPYpPruyeckoe OTAENEHNe HOBOPOMKAEHHbBIX U feTew
rpyaHoro Bo3pacTta ®rAY «HMWL 3popoBbs petein»
MwuHsgpaBsa Poccun. OnepupoBaH Ha 5-€ CYTKM U3HKU —
TOPaAKOCKOMUA, NepeBA3Ka TpaxeonuiieBofHOrO
CBMLLA, HanoxeHue 33odharoasodaroaHacTomosa.
Ha 4-e nocneonepaunoHHble CYTKM BbIIBIIEHbI NPU3HAKK
XT. HasHaueHa Tepanus OKTPEOTUAOM C MOSOKUTESIbHOM
LOVMHaMUWKON, NOSIHOe NapeHTepanbHoe nuTaHue. Yepes
5 cyT nocrne Hayana Tepanuu ABMEHWS TMMAPOPEN Kymnu-
poBaHbl. [lpeHax yoaneH Ha 11-e nocneonepauuoHHble
cyTku. [py npoBeneHnn fanbHenwero obcnenoBaHus
neyexus pebeHka peunanBOB He 0TMeYasnoch.

MauuneHT Neb

Owaruvos: XT. lupoponepukapa.
UNeocToMbl. HepoHoLLEeHHOCTb 28 Hepenb.

Ha 12-e CyTKM W3HWM B CBSI3N C SABMEHUAMMU
KULLEYHOW HEMPOXOAMMOCTM MPOBefEeHa NanapoToMus,
BbIBEIEHWE ABOMHOMN MeocToMbl. B Bo3pacTe 2 MecsiLeB

Hocutenb
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4 pHeln pebeHOK NOCTYNWM B XUPypruyeckoe oTae-
fleHne HOBOPOKLEHHbIX U AeTel rpyaHOro BospacTa
®rAy «HMUL 3poposbs peten» Munsgpasa Poccum,
BbIMOSIHEHbI TANapoTOMUA, PeBU3US OPraHoB BpIOLLIHON
MOSOCTN, YCTPaHEHWEe CMaeyvyHOW HEempOXOAMMOCTH,
PEKOHCTPYKUMA CTOMbI. B Bo3pacTe 4 MecsLeB NOCTYNMN
B XMpYpPruyeckoe oTAe/IeHNe HOBOPOXAEHHbIX U OeTeW
rpyaHoro Bospacta ®rAY «HMWL 3poposba peten»
MuHapnpaBa Poccum, NpoBEREHO 3aKpbiTUE UIIEOCTOMbI,
HaNoMeHNe MEeXKMLLIEYHOr0 aHacToMo3a. Ha 2-e nocne-
onepauunoHHble CYTKM y pebeHka 0TMeYeHO yxyaLleHue
COCTOSIHWA, BbISABNEHbI MPW3HaKW rupponepukapna
¥ rMopoTOpaKca, NPoM3BefeHa MyHKUMUA MneBpasibHoN
MofocTH, NofyyYeHo okono 30 MM XWMNEe3HON MUOKOCTU.
HasHaueHa KoHcepBaTUBHas Tepanus: 3HTepanbHas nayaa,
okTpeoTua. CocTosHMe C MONOMWUTENbHON AMHAMUKOW.
MneBpanbHbI ApeHax yoaneH Ha 5-e CyTku, Tepanwus
OKTPEOTWUAOM OTMEHEHa, PELWAVBOB He Habmioaanocs.

MauueHT No7

IunarHos: XI. ATpesus nuwesofa ¢ AUCTanbHbIM
MW MNMPOKCUManbHbIM [UCTalnbHbIM TpPaxeonuLiesBo-
OHbIM cBULEM. AreHesus xemnyHoro nyseips. BIC:
LEDEKT MEKKENYN0YKOBON MEeperopoaKn, YaCTUYHBbIV
aHOMarbHbIN ApeHax nerouyHbix BeH, HK 2A.

Mo MecTy xuTenbcTea y pebeHka BbisBNeHa
aTpesus nuuieBoAa, NPOBEOEHO 3KCTPEHHOoe onepa-
TUBHOE BMeLLAaTeNbCTBO — MPABOCTOPOHHASA 3aaHebo-
KOBasi TOPAKOTOMMS, MepeBsA3ka TPaxeonuLLIEBOAHOMO
CBULLA, NITAaCcTUKa NULLIEBOAA «KOHEeL, B KOHeL>, [peHu-
poBaHWe 3afHero cpefocTeHus. B nocneonepaunoHHOM
nepvoae nocrne Havyana 3HTepanbHON Harpysku oTMe-
Yyanocb yxyflleHne COCTOSIHUS, B CBA3W C MOAO3pe-
HMEM Ha HECOCTOATESIbHOCTb @HACTOMO3a BbINOSTHEHO
MOBTOPHOE OMepaTWBHOE BMELLaTeNbCTBO — racTpo-
CTOMUSA, (DYHAONSIMKALMSA, MHTPAOMNEPALIMOHHO BbISIBIIEHO
Hannume 200 mn BbinoTa B BpiowwHon nonoctu. B panb-
HeWLleM oTMeyasiocb HapacTaHue obbema cBobopHOM
MMIOKOCTU B BpIOLLIHOM NofnocTu no gaHHbIM Y3W. Beinon-
HEeHO npeHupoBaHue BpioLIHOW NonocTU. HasHaueHbl
MapeHTepanbHoe MuTaHue, KOHCepBaTMBHAas Tepanus
OKTPEOTMAOM, Ha 3TOM (POHE OTMeYEeHa MONOKUTESIbHAS
AMHAMUKa, YMEHbLUEeHWe KONMYecTBa OTAeNsaeMoro no
APEHaxy, HO Nocsie NOBTOPHOro ONepaTUBHOIO BMeLLa-
TEnbCTBa — NEePeBA3KU NPOKCUMAnbHOMO Tpaxeonuiue-
BOLHOIO CBULLA, PEKOHCTPYKUMM (DYHAOMSIMKALIMOHHON
MaHKeTbl, FaCTPOCTOMWUM — NPU BO30OHOBMEHWUN 3HTE-
panbHOro KopMmreHus BbisiBneH peuvans XI1. HasHa-
YeHa MMMYHOCYMNpPeCcCUBHas Tepanus CUPOSIMMYCOM,
Ha 14-e cyTKM OT Hauana neyvyeHusa OTAENAEMOro no
LpeHaxy HeT. B panbHelwem peunansos He Hbino.

MaumeHT No8
OunarHos: XT. JlumcbaHrnoma 6pbiskEKN TOHKOWM
KMLLIKM.
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B BospacTe 1 Mecaua npu npoBeAeHUu
Y3/ no MecTy »KUTeNbCTBa BbLISIBIEHO Hanuuue
MHOTOKaMepHOro »WAKOCTHOro o0b6beMHOro
obpasoBaHusa B BptoLLHOM NonocTy. BeinonHeHa anarHo-
CTUYeCKas anapocKOmnus, BbIABIEHO Hanuune npoTs-
YKEHHOMO NMOPaKEHNS BPBIKENKM, MHOKECTBEHHbIE KUCTDI
[0 3—4 cM B onaMeTpe, cofepyKaLline XUMesHyIo KUOKOCTb.
B Bo3pacTe 5 MecsiLEB B XMPYPruYECKOM OTAENEHUN HOBO-
POMKOEHHbIX U AeTein rpyaHoro sBospacta ®rAY «HMUL
300poBbA AeTen» MuHagpasa Poccum BbINoHEHO onepa-
TMBHOE BMELLATENbCTBO: yAaneHue nuMAaHrmoMmbl
BpbIKENKN TOHKOW KMLLIKM, HaNIOEHUE 3HTEPOSHTEPO-
aHacToMo3a. B nmocneonepaunoHHoM nepuope Ha ¢oHe
BO30OHOBIEHNS 3HTEPANbHON Harpy3kn 0TMEYEHO NosiB-
NEHVE OTOENSEMOr0 XUNE3HOr0 XapaKTepa no ApeHaxy
13 BPIOLLHOM NOMNOCTU. SHTepasnbHasa Harpy3ka OTMEHeHa,
Ha3HayeH OKTPeOTUA, Ha 3TOM (DOHE OTMEYAETCH YMeHb-
LLEHME KONMYECTBA OTHENSEMOro 13 BpIoLLIHOM NonocTy,
OPEHaX yaasneH Ha 9-e CyTku OT MOMEHTa Hayarna Tepanuu.
PebeHoK BbinMcaH B yI0BNETBOPUTENBHOM COCTOAHUM.

MauueHT No9

Ovarnos: XI. Cunppom [layHa, meMbpaHa
12-nepcTHom kuwku. BIC: pedheKT MexkenynoukoBow
neperopoaku, nobaBoyHas BepxHss nosiasi BeHa B KOpPO-
HapHbIA CUHYC.

B BospacTe 2 MecsLEeB rocnuTannsnpoBaH no MecTy
MUTENbCTBA C ABIEHWUSAMU BbICOKOW KWLLIEYHOW Henpo-
XO[MMOCTH, KOTOPblE KYyMMpPOBaHbl KOHCEPBaTMBHO. B
BO3pacTe 2 MecsiLeB BbINOSIHEHA MepeBsi3ka OTKPbI-
TOro apTepuanbHOro NpPoToKa, onepaumst Muller, cyxu-
BaHuWe nerouHou aptepun, HK 2A. B Bo3pacTe 4 mMecsiLeB
roCnuTanu3npoBaH B 3KCTPEHHOM MOpsAAKe C ABne-
HUAMMW BbICOKOW KWULLEYHOW HEMpPOXOAMMOCTM MO MecTy
MUTENbCTBA, NEPEBEAEH B XMPYPruyeckoe oTaeneHne
HOBOPOKOEHHbIX U OeTei rpynHoro Bospacta ®OrAY
«HMWL, 3popoBbs feter» MuHagpasa Poccun. Beinon-
HEHO omepaTMBHOE BMELLATeNIbCTBO: flanapoToMus,
AyoaeHopyopeHoaHacTomMo3 no Kimura, onepaums npu
He3aBepLUEeHHOM MOBOPOTE KuLeYHuKa. B nocneone-
paUMoOHHOM nepuope Ha hoHe BO30BHOBNEHUSI 3HTE-
pasibHOM Harpy3kn OTMEYEHO HaKOMIEHWUE KUOKOCTU B
BpioLLHOM NOMOCTM NO AaHHbIM Y3W, BbINOMTHEHbI MyHKLMA
¥ OpeHVpoBaHue BpIoLLHOM NofiocTu, nofyyeHo 350 mMn
YMIOKOCTU XME3HOro XxapakTepa. PebeHok nepeseneH Ha
MOMHOE NapeHTeparnbHoe NUTaHue. HasHayeH OKTpeoTHa.
Tepanusa B TeueHne 10 gHent 6e3 adpdpekTa. PelueHnem
BpayebHOW KOMUCCHUM Ha3HaYeH MMMYHOCYMNPECCUBHBI
npenapat cuponumyc. [lpeHax ynaneH Ha 8-e cyTku.
BbinuncaH B yNOBMETBOPUTENBHOM COCTOSHUM.

OBCYXXIAEHUE PE3YJIbTATOB UCCITELOBAHUSA

B npoBeneHHOM MccregoBaHuM BCce AeTU UMenu
XMPYPrUUYECcKyto NaTonoruio, YTo NOATBEPIKAAET coue-




OPUTUHAJNbHBIE CTATbU

TaHuWe NMOpOKOB Pa3BUTUSA NUMATUUECKON CUCTEMBI C
OpYr¥MM NOPOKaMu pa3BUTUS, B YaCTHOCTM TpebyioLmmMm
XUPYPruyecKoro BMeLLaTeNbCTBa.

[aHHble uccnenosaHuii 06 apheKTUBHOCTU NEYeHNs
OKTPEOTMAOM BeCbMa MPOTMBOPEYUMBLI, HO B HAcTO-
ALLUA MOMEHT 3TOT MeTof sfBnseTca Hanbonee vacTo
MPUMEHAEMBIM U MaKCcMMarnbHO Be3onacHbiM, MO3TOMY
BCE [€TW B HALLEM UCCEAOBaHWUM CTapTOBO Mosyyanu
Tepanuio OKTPEOTUAOM W N MPU OTCYTCTBUM YIlyu-
LUEHMS KIIMHUYECKON KapTWHbI paccMaTpuBancs BOMpoc
0 Ha3Ha4YeHUW MMMYHOCYNpeccuBHoOM Tepanuu. B 6onb-
LUMHCTBE NUTEPATYPHbIX MCTOYHUKOB TEPanus OKTPeo-
TUAOM CuMTanacb HECOCTOATENBbHON MOCME HECKOSIbKUX
Helenb NMPUMEHEHMS, MO HALLIEMY MHEHMIO, 3TOT CPOK
LOJ1KeH BblTb COKpaLLEH M NpU OTCYTCTBUM TEHLEHLMU
K CHUMKEHMIO KONMMUYeCcTBa OTAENSAEMOro no ApeHay B
Teuenne 7-10 gHel cnepyeT paccMaTpuBaTb BOMpPOC
00 M3MEHEHWUN TaKTUKKN feveHns. [nutenbHas BbiKKU-
OaTenbHas TaKTUKa B 3TOM Cllyyae He MMeeT CMbICHa,
MOCKOJIbKY Aa)e He OYeHb 3HAUWUTENbHOE KOonnye-
CTBO OTAENSEMOro Nno gpeHaxy Ana pebeHka paHHero
BO3pacTa HensbekHO BEeAEeT K NoTepam Benka, }M1MaKocTu,
3MEKTPONUTOB, HaPYLUEHUAM CBEPTbIBAIOLLEN CUCTEMBI
KPOBM 1 MMMyHUTETA.

Cpoku nonyyeHus achdpekTa OT Tepanuu OKTPeo-
TUAOM B HaLLEM UCCIIef0BaHWM CONOCTaBWUMbI C IMTEpa-
TYPHbIMKU BaHHbIMK K cocTasnsanm oT 10 o 14 gHen, B
cpenHeM 11 gHen.

Mo HawwmM HabmopgeHWsAM CpenHsas NPOSOMKUTENb-
HOCTb Tepanuu CMpOSIMMYCOM A0 nofyuyeHns adpdekTa
B BUAe OTCyTCTBMA nuMdiopen cocTasuna 12 axen,
3TO MEHblUe, YeM B aHafIOrMYHbIX UCCefoBaHMUAX
MHOCTPaHHbIX aBTOPOB. [NMUTENbHOCTb Kypca B HalleM
uccnepnosaHuMn coctasuna ot 8 no 16 Hep, B aHano-
rMUHOM 3apybeHOM uccnenosaHmy — ot 2 ao 22 Heq [8].
Hn B 00HOM NUTEpaTypHOM UCTOYHVKE HaM He BCTPeTU-
NOCb PEKOMEeH[aLMiA MO AIMTENIBHOCTU Kypca MMMYHOCY-
MPEeCcCMBHON Tepanuu, KpUTEPUU BO3MOMKHOCTU OTMEHBI
Tepanuu Take He onucaHbl. 3Tu Bonpockl TpebyioT
[anbHEeNLWero n3yyeHus.

B 3apybexHbIx nccnenoBaHusix ecTb AaHHbIe O
Bonee BbICOKMX U CcybTepaneBTUYECKUX KOHLEHTpa-

LMSIX, KOTOPbIE OKa3anuch 3ddPeKTUBHLIMU [8], TouHbIN
KOPWLOP MOKa He onpepefieH, B HACTOSALWMUA MOMEHT
KOHLEeHTpaUus 3MMUPUYECKM IKCTpanosinpoBaHa c
NeYeHNs NOPOKOB Pa3BUTUS NMUMAATUUYECKON CUCTEMBI,
XOTS, BO3MOXHO, U Bonee HW3Kasa KoHUeHTpauus bynet
Takke a(pdeKTMBHa, NOSTOMY B bBynyLumnx uccrnenosa-
HUAX HEODXOAMM KOHTPOMb KOHLIEHTpaLMKU CponuMyca
yepes paBHble MPOMEXYTKM BpeEMEHM B Lenax bonee
TOYHOrO ONpefesieHNs TepaneBTUYECKOro Kopuaopa.

3AKJTIOYEHUE

[aHHOe nccnepoBaHne MokasbiBaeT, YTO Tepanus
CMPONMMYCOM OKa3blBaeTCs 3DEKTUBHOM B CIIOKHbBIX
cnyyaax XM u XT y neTen pase B nepuone HOBOPO-
OEHHOCTU. B cBA3M € peakocTbio faHHOM naTonoruu
BbIBOJ OCHOBaH Ha HebonbLion cepun cnyyaes. [Ans
MOATBEPKAEHNA CAEMaHHbIX HaMW BbIBOAOB, BbIPaboTKM
06LLEeNnpVHATOro MPOTOKOSa ANArHOCTUKM U NTEYEHNS He
XBaTaeT LefieHanpaBfieHHbIX MHOMOLEHTPOBbLIX UCCHe-
poBaHui. [1o pa3paboTKM KAMHUYECKMX PEKOMEHOALMI
no Tepanuun XIM n XT Ha3HauyeHne NMMYHOCYNPECCUBHOM
Tepanuu cregyeT paccMaTpuBaTh MHAMBUAYANbHO M MO
PEeLLEHMIO BHYTPEHHEN BpauebHoM KOMUCCUM.

UCTOYHMUK ®MHAHCUPOBAHUA
He ykasaH.

KOH®INUKT UHTEPECOB
ABTOpbI CTaTbW NMOATBEPAMIIM OTCYTCTBME KOH(PIUKTA MHTEPECOB, O KO-
TOPOM HEOBXOANMO COOBLLUTD.
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