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2. CootrHourenne koaos MKb-10 u MKB-9:

MKB-10 MKB-9
Kon Ha3zBanmue Kon HaszBanue
Q42.0 BpoxneHHbie OTCYyTCTBHE, 48.792 | 3agHecarutaiabHas
aTpe3us U CTCHO3 aHyca 1 nepeaHecaruTaibHas
PSIMOM KUTITKK CO CBUIIIEM AHOPEKTOIIACTUKA

Jara paspadorku: 2016 rox.

IHonb30BaTe/ I POTOKOJIA: JETCKUE XUPYPIH.
Karteropusi nanmeHToB: 1€TH.

IIIkaJjia ypoBHS 10KA3aTEJIbHOCTH

BricokokauecTBeHHBIN MeTa-aHaMM3, cuctemMatuueckuit 0030p PKU wim xpymHoe
PKMU ¢ oueHb HU3KON BEPOSITHOCTBIO (++) CHCTEMAaTHUECKOM OIIMOKU pe3yJIbTaThl
KOTOPBIX MOT'YT OBITh PACIIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO IMOIMYJISIIHIO.

BricokokauecTBeHHBIM  (++) cucTemMaruyeckud 0030p  KOTOPTHBIX  WJIU
HCCIICIOBAHUN CITy4ail-KOHTPOJIb WM BbIcOKOKadecTBEHHOE (++) KOTOPTHOE WU
MCCJIEIOBAHUM CIIy4ail-KOHTPOJIb C OY€Hb HU3KUM PHUCKOM CHCTEMATHUYECKOU
ommbku win PKW ¢ HeBbIcOKUM (+) pPHUCKOM CHUCTEMaTUYECKOM OIIMOKH,
pe3ynbTaTbl KOTOPBIX MOTYT OBITh PACIPOCTPAHEHBI HAa COOTBETCTBYIOLIYIO
MOMYJISILUIO.

KoroptHoe wumm wucciienoBaHue CIIy4al-KOHTPOJIb WM  KOHTPOJIUPYEMOE
uccienoBanue 0e3 paHJAOMU3AIMU C HEBBICOKMM PHCKOM CHCTEMaTHYECKON
omuOku (+), pe3ydabTaThl KOTOPBIX MOTYT OBITh PACIpPOCTPAHEHBI Ha
COOTBETCTBYIOIIYIO TonyJisinuto Wi PKM ¢ o4eHb HU3KMM WM HEBBICOKUM
PUCKOM CHCTEMAaTHYeCKOW omuOku (++ wiu +), pe3yabTaThl KOTOPHIX HE MOTYT
OBITH HEMTOCPEJICTBEHHO PACTIPOCTPAHEHBI HA COOTBETCTBYIOINIYIO MOMYJISAIIHIO.

Omncanue cepur CIy4aeB MM HEKOHTPOJIUPYEMOE MCCIIEOBAHUE WIIM MHEHHE
DKCTIEPTOB.

7. Onpenenenune [3, 7, 10]: AHopekTayibHbIe Mab()OpPMAIIUU — BPOXKICHHBIA TOPOK
Pa3BUTHS aHOPEKTAILHON 00J1aCTH, TPEOYIOUINI XUPYPTrUYECKON KOPPEKIIMU Ha pa3HbIX
JTanax B 3aBUCUMOCTH OT (POPMBI.

Kaaceupukammus [1, 6]: B nacrosiiee Bpems obGrienpusHana CoryiacuTeabHast

Kpukenbekckas kimaccudukanus aHopekTaibHBIX MopokoB (I'epmanus, 2005 rox), B
KOTOPOM HET pEerucTpaludd TaKUX [OHATHH, KaK  «BBICOKHE», «HHU3KHUE,
«IPOMEXKYTOUHBIEY.




BoJbine KIMHUYeCKHEe TPYNIbI

Peaxue jjokajabHbIE BapHaAHTbI

ITpOMEXKHOCTHBIN CBUIIL

JIMBEPTUKYII NIPSAMOMN KUILIKU

PekToyperpanbHbIi CBUILL
(OynpOapHBIil 1 MPOCTATHYECKUH)

ATpesus (CTEHO3) MPSMON KUIITKH

PexToBe3MKaAIBHBINA CBUII]

PexToBarnHajbHBINA CBUII]

BectubynsipHblii cBUII

H-ducryna

Kioaka
ATpesust 0e3 cBUIla
CrteHo3 aHyca -

Hpyrue

9. MUATI'HOCTHUKA U JEYEHUE HA AMBYJIATOPHOM YPOBHE:

1) /IuarHocTu4yecKne KPUTEPHH:

Kajnoobr:

®  OTCYTCTBHE aHyCa Ha TUIIMYHOM MECTE

e  Ha HaJW4ue BBIICJIICHUS KaJla U3 BIIarajiviia

®  Ha HaJU4yue€ KOJOCTOMBI;

AHaMHe3 JKM3HU:

e  HAJIWYUE TEPATOreHHBIX (PAKTOPOBBO BpeMsl OEPEMEHHOCTH (aHEMUS, UH(PEKIINOHHBIE
3aboneBaHusi mMatepu B | TpumecTpe OepeMEHHOCTH,BPE/IHbIE MPUBBIUKH, MPUMEHEHUE
JIEKapCTBEHHBIX IperapaToB 00JIaJal0IINX TePaTOTeHHBIM (haKTOPOM U JIPYTHE).
Du3uKajIbHbIEe 00CJ1e10BAHMS:

Oommii ocmoTp/perrectum: AHyc Ha THIIMYHOM MECTE OTCYTCTBYET.aHAIbHBIMH

pediiekc ocnmabiieH.

ATpe3usi aHyca ¢ PeKTOBeCTHOYJIAPHBIM CBUIIIEM:

®  HaJIMYHE KOJIOCTOMBI,;

®  OTCYTCTBHE aHyCa B THITUYHOM MECTE;

e  Ha HaJWYHWe BBIJICICHUS Kajla U3 BlIarajuiia

JlabopaTopHble UCCJIeI0BAHMS .

e  00mMii aHANMKM3 KPOBH — JICHKOIIMTO3, BO3MOXKHO aHeMHs, yckopeHHoe COD;

e  OOmMIf aHATIU3 MOYH — JICUKOLUTYPUS, CBA3aHHASI C BTOPUYHBIM MUETOHE(QPUTOM,
B TMO3JHUX 3alylICHHBIX CTaJUSIX BTOPUYHBIE HM3MEHEHHUS TMOYEK CO CHUKEHUEM
(yHKIUH, B CBSI3U C HAJIMYMEM CBUIIA B MOUYEBBIICIUTEIIBHYIO CUCTEMY;

e  OMOXMMHYECKMM aHaJIuM3 KpPOBU — BO3MOXKHO HW3MEHEHUsI CBS3aHHbIE C
BTOPHUYHBIMU MATOJIOTHSAMU TIOYEK (ITOKa3aTelld KpPeaTHWHHWHA, KIMPEHC KpeaTMHWHA,
npoba PebGepra, moueBuHa);

e  OakTepuUalbHBII TOCEB MOYM ¥ HA YyBCTBUTEIBHOCTh K aHTHOMOTHKAM —
oTpeieNICHHe MUKPOOHOTO Mei3axka, onpeaesieHue YyBCTBUTEIIBHOCTH K aHTUHOMOTUKAM C
LIETIbI0 TIPOBEACHUS a/ICKBATHOM aHTHOAKTEpUATIbHON TEepaIluu.

NHcTpyMeHTAbHBIE HCCJIEIOBAHUS:

° OKI' — s MCKIIOYEHMsT TAaTOJOTMU CepAla C LENbl0 MPeaonepaioHHON
MOJITOTOBKH;

e DOxoKI' — nmng HCKIIOYEHHST BO3MOKHOTO COIYTCBYIOIIETO IOPOKa pPa3BUTHS
CEPACYHO-COCYAUCTON CUCTEMBI,



L YHI)TpaSBYKOBOG HCCIICAOBAHNC OpraHOB 6pIOIIIHOI>i INOJIOCTH M TIIOYCK— OJIA
HCKIIFOYCHMUA BO3MOKHBIX COMYTCTBYHOIINUX IIOPOKOB Pa3BUTHUA OpraHoB
MO‘I@BBI,IIGHHTCHBHOﬁ CHUCTEMEI.



2) JAMarHOCTHYeCKHii aJITOPUTM:
ANropuT™ BBIOOpA METO/Ia JICUCHHS Y HOBOPOYXKICHHBIX JIEBOUYEK C aHOPEKTAIbHBIMU aHOMausiMu (A.Pena) (cmoTpers Cxemy 1)
Cxema 1. ITauueHT ¢ aHOPEKTAJBLHOM MaJIb(opManmel (IeBOYKH).
OcMOTp MPOMEKHOCTH U aHAJIM3 MOUH (B TeueHue 24 yaca)

— T~

Cauin (= 95%) HeT cuia (=5%)
Kioafa BarunanbsHb1i Koxubiit BokoBas peHTreHOrpadus «proneposition,
WM BECTUOYISIpHBINY»  (TIPOMEKHOCTHBIN )
CpouHasia
OIIEHKA COCT. Jwnacras <I cm Jwnacrtaz >1 cm
MOYCITIOI.CUCT
,, l
Kosoctomus Konocromus Konoctomus
Barunocromus
4-8 nen;
OTBCACHUC MOYHN MCKJIFOYUTH COUYCTAaHHBIC HUCKIIIOYHNTH COUCTAaHHBIC
IIOPOKH IIOPOKH, IIpU
IIpu HOpMAJIbHOM HOPMAJIbHOM P@3BUTHU
pa3BuTHU peOeHKa pebenka
MuEIMaTbHas PSARP

6 Mec.y HOBOPOXKIECHHOTO
0€e3 KOJIOCTOMUH

v v v

PSARVUP PSARP PSARP



3) MuddepeHunanbHblii  IHATHO3 W  O0DOCHOBAHHME  JIONOJHHTEIbHBIX
HCCJIeJOBAHMM:

JInarno3s Oo0ocHOBaHMeE 115 Oo6caenoBanust | Kpurepun
nuddepeHIMATBHON HCKJIIYEHUA
AMArHOCTHKH JMArHo3a

PexroBaruHaibpH | OTCYTCTBHE aHAJIBHOTO OO6muit ocmoTp | e [Ipu ocMoTpe

BIM CBUII] OTBEPCTUS NPU HATTMYUHU Per rectum YCThsI CBUIIIA HE
(bUCTYIIBI BO BATraJIMINA BU3YJIM3UPYETCH;

® OTMCYACTCA
TOJIBKO Y ICBOYCK.

PextoBectnOynsa | OrcyrctBue  aHanpHOro | O0muii ocMoTp | @ [Ipu ocMoTpe

PHBIN CBHIIL OTBepcTUs MpHU Haiauuuu | Per rectum OTMEYaeTCsl CBUII] B
¢Guctyisl B IpesaBEpUU IpeLIBEPUH
BJIaraJIniia BJIArajuIlg,;
® OTMEYAETCS TOJIBKO
y J€BOYEK.
Pexronpomexno | Orcyrcteue  aHanpHOro | O0muii ocMoTp | @ Ilpu ocMOTpeE B
CTHBII CBULII OTBepcTUs IpU Hanuuuu | Per rectum obiactu
(ductysl Ha IIPOMEXKHOCTD
IIPOMEXKHOCTU BU3YAJIU3UPYETCS

yCThE CBUIIIA;

® OTMEYAETCs KaK Yy
JI€BOYECK, TaK U Y
MaJIbYMKOB

4) TakTuKa JIeueHus :

HemennkaMeHTO3HOE JIe4eHHEe. PEKUM U JUETA 110 TSKECTU COCTOSHHUS MMALMEHTA.
Jueta: cron Nel6 ctom, 166 crom.

MeaukamMeHTO3HOe JieYeHHe. B 3aBHUCHUMOCTH OT CTENEHHM TSKECTH 3a00JIeBaHUS U
KJIMHUYECKUX CUMIITOMOB corjacHo nmpuHiunam MIBBJIB.

Tepanust Ha TOrOCMUTAIBLHOM 3TaIl€ 3aBUCUT OT HAJUYKS TOTO UJIM UHOTO CUHAPOMA!

®  AaHEMHMYECKMH CHUHAPOM TpeOyeT 3aMECTUTEJIbHOM Tepanuyd OJHOrPYIITHON
JTEUKO(DUIBTPOBAHHOW IPUTPOIMTAPHON B3BEChIO MpU cHMkeHuUU (cormacHo I[Ipukasza
No 666 «OO0 yrBepxkaenun Homenknarypsl, IlpaBui 3arotoBku, mnepepabOTKH,
XpaHEHMsl, pealn3alusi KpoBH, a Takxke [IpaBun XpaHeHHs, NEpenuBaHUs KPOBH, €€
KOMIIOHEHTOB U TMIpenapaToB KpoBH oT «6» Mapta 2011 rona, [IpunoxxeHue Kk npukasy
Ne417 Ipuxkas ot 29.05.2015 roga.);

®  IeMOpparu4ecKuil CHHAPOM — OCTAaHOBUTH KPOBOTEUYECHHE, 3aMECTUTEIbHAS
Tepanus OAHOTPYNITHBIM JEUKO(PUIBTPOBaHHBIM, BUPYCHHAKTUBHUPOBAHHBIM
TPOMOOKOHILIEHTPATOM, NP AePUIUTE TUIa3MEHHBIX (pakTopoB cBepThiBaHus U JIBC
cunapome Tpanchyzus C3II;

® pM HAIMYUKM  HMHPEKUUOHHBIX  OCJIOKHEHMM —  aHTHOaKTepHuasbHas,
MPOTUBOTPUOKOBAS TEPATHSL.



Ilepe4yeHbOCHOBHBIX M /IOMOJHHMTEIbHBIX JIEKAPCTBEHHBIX CPeICTB: CMOTPUTE
NYHKT 12, NOAMYHKT 5.

AJITOPUTM JIeMCTBHII TNPH HEOTJOXKHBIX curyamussix corjacio HMBB/B —
pykoBoactBo BO3 mo BeaeHuto Haubosee pacnpoCTpaHEHHBIX 3a00JeBaHU B
CTalMOHapax MEPBUYHOIO YPOBHS, afantupoBanHoe K yciosusim PK (BO3 2012 r.).
Jlpyrue BUAbI JIe4eHHS: HET.

5) Iloka3aHus 1Jisi KOHCYJIbTAIIMU CHENHATHUCTOB:

®  KOHCYJBTAIUS AUETOJIOTA — MPHU MOAO0PE MUTATENBHBIX CMECEil;

®  KOHCYJbTalUs AETCKOTO He(pOJIOora — JIEUEHNE BOCIAIUTENbHBIX H3MEHEHUN
MOYEK;

®  KOHCYJbTalHs JAETCKOIO ypoJiora — IPU COYETAHUH MOPOKOB MOYEBBIICTUTEIbHON
CUCTEMBI;

®  KOHCYJbTalUs JE€TCKOI0 TMHEKOJIOra — IMPU COYETaHUU MOPOKA HAPYKHBIX U
BHYTPEHHHX IOJOBBIX OPTaHOB,;

®  KOHCYJbTalUA IPYTUX Y3KUX CHELUAIUCTOB — IO MOKA3AHUSIM.

6) IIpoduiaakTuyeckne MepONPHUATHS:
IepBuuHasi npouiIaKTHKA. CHUKEHNE BO3JACHCTBHS HA POYKECHHUILY PA3JIMYHBIX
npuund BIIP. BIIP paznuuaror 3HIOT€HHBIE U DK30I€HHBIE.
®  DHJOICHHbIE NPUYUHBl (BHYTpEHHUE (AKTOpPbl) — OTHOCSTCS HW3MEHEHUs
HACJIEJCTBEHHBIX CTPYKTyp(MyTallMH), SHAOKPUHHBIE 3a00J€BaHUS U  BO3paACT
POIUTENEH;
®  S3K30r€HHbIC IPUYUHBI ((PAKTOPBI OKPYKAIOUIEH CPEe/bl): OTHOCITCS — (PU3UUECKUE
(daxTopbl (paavalMOHHBIE, MEXAHUYECKHE); XUMHUYECKHE (PaKTOpbl (JIEKAPCTBEHHbBIC
BEILIECTBA, XMMHUYECKHE BEIECTBA, NpPHUMEHSEMble B OBITY MU IPOMBIIUIEHHOCTH,
SHJIOKPUHHBIC 3a00JIeBaHUS, TUTIOKCHSI U JIP.), OMOJIOrHYecKue (BUPYChI, TPOCTEHIIINE).
Bropuynasi npoguiaakTUKa: MpoPHIaAKTHKA TOCIEONEPAIIMOHHBIX OCIOKHEHHI:
e  [epel BBINIMCKOM IPOBENCHUE TPEHUHIA C POJMTEISIMU 10 YXOAY 3a KOJOCTOMOM
(mpaKkTUYEeCKHEe HABBIKA U TEOPETUUYECKUE OYKIIETHI);
®  yXOJ 3a KOJOCTOMOW B aMOyJIaTOPHBIX YCJIOBHUSAX BKJIIOYAET B ce0s MOCTOSHHYIO
CMEHY KaJIONpUEeMHHKa, 00pabOTKy KOKM BOKPYT CTOMBI acToi Jlaccapa i apyrumu
KpEeMaMH B LIEeJIAX IPEeIOTBPAIICHUS pa3apaxeHnuil (00ydeHHbIE POJUTENH );
e  OyxupoBaHHe HeoaHyca Oyxamu ['erapa o cxeme Ha 6 MECSIIEB;

ByxupoBaHue HeoaHyca y XUpypra o MecTy >KMTEJIbCTBY IO cxeMe Ha 14 cyTku
1ocJie oTepaluu O BO3pacTHOro Oyxa.
° 1 pa3 B neHb 1 Mecsi;
° 1 pa3 B 21114 2-i1 Mecs;
° 1 pa3 B 3 nHs3-i1 Mmecs;
e 1 pa3 B Hememo ¢ 5-6 MecsIl.
(Mo oxoHYaHMIO OYKMPOBaHUS HEOaHyca HEOOXOJAMMO HAOIIIOCHUE XUPypra Mo MECTy
KUTEJICTBY NPU HEOOXOJUMOCTH MpPOJUICHHE OYKUPOBAHUS IO WHAMBHUIYAIbHBIM
MOKa3aHHSIM)

OcHOBHBIC NPUHIHUIIBI 0Y:)KUPOBAHUA HEOAHYCA:

®  aTPaBMAaTHUYHOCTH U 0€300JIC3HEHHOCTb,



®  [ocTeneHHoe HehOpCUPOBAHHOE YBEJIMUEHUE AUaMeTpa 0yxa;
e  OyXHUpOBaHME B TE€UEHHUE JUIUTEIHLHOTO BpeMeHHU (B cpeHeM 1 rof mocie

AHOPEKTOIJIACTUKH ).

MakcuMaibHble BO3pacTHbIE pazMepsl Oyxel (Tadnauua 1) (pekomenaanuu
A.Pena, KOJOpEeKTAILHBIN TIeMuaTpuiIecKuil 1ieHTp, L{uHnmaHaTH):

Tabimnna 1. MakcumaJibHbIe BO3PACTHbIE pa3Mepbl 0y KeH.

Bospacr Homep Oy:ka I'erapa
1-4 mecsry 12
4-8 mecsiIn 1
8-12 mecsitien 14
1-3 roxa 15
3-12 ner 1
Crapme 12 ner 17

7) MOHI/ITOPI/IHI‘ COCTOAHUSA MAIIUECHTA BKJIIOYAET.

L4 KOHTPOJIb  HaJIM4HA

€)KeTHEBHOT'O

AJICKBATHOTO  BO3pacCTy  OIIOPOKHCHUA

KUIICYHUKA;

®  KOHTPOJIb OCHOBHBIX BUTAJIbHBIX (PYHKIUH;

e  KOHTpoJib JlabopaTtopHbix mokazareneir (OAK, OAM, OuoxumMuyecKuil aHaiu3
KPOBH, KOAryJorpaMmma,).

8) MHMuaukatopbl 3(PPeKTHBHOCTH JIeYeHHUsI: aHOPEKTAIBHON MalibhopMaIuu
CIEYET CUUTATH!

€KEeTHEBHYIO OJTHO-, IBYKPATHYIO AedeKaIuio;

MHUHUMAJIbHAs CTEIIEHb YHKOMPE3A,;

MO3bIBBI Ha Jie(peKaluio;

HaJINYMe HEOAHYCa,;

OTCYTCTBHE PEUHUINBA PEKTOBArMHAJIbHOIO CBULIA,;

OTCYTCTBHE CTE€HO3a HEOAHYCA.

10. TIOKA3AHUSA JJiA TOCIIUTAJIM3ALONUU C YKA3AHUEM THUIIA
IF'OCIIUTAJIM3ALINU:

10.1 Iloxka3anusi AJIA IUIAHOBOM TOCHHMTAJM3ALMHU: OINEPATUBHAS KOPPEKUHS B
BO3pacTe oT bMecseB 10 1 roja.

10.21Toka3anus Ajsi IKCTPEHHON rOCNUTAIN3ANMNHU: HET.

11. TAATHOCTHUKA W JIEYEHUE HA DTANE CKOPOIl HEOTJIOKHOM
MOMOIIIHU: Her



12. JIMATHOCTUKA U JIEYEHUE HA CTAIIUOHAPHOM YPOBHE:

1) IlmarHocTuyecKue KPUTEPUU HA CTAIIMOHAPHOM YPOBHE:

Kanodb1, anHamMHe3 32001€eBaHUsI CMOTPETH MYHKT 9, moAmyHKT] .

JlaGopaTopHble ¥ HMHCTPYMEHTAJIbHbIC HMCCJICJIOBAHUSI. TPU  SKCTPEHHOMN
TOCIUTAIIU3AIMKI MPOBOJATCS JUATHOCTUYECKHE OOClieIoOBaHUsl, HE MPOBEACHHBIC Ha
aMOyJIaTOPHOM YpOBHE, a TakKe JUIsl KOHTPOJIS TEUSHHsI TTOCIEONepallMOHHOTO IEpHoia
— COIVIACHO ITyHKTAa 9, moamyHkra 1.

2)/InarHoCTHYECKHUI AJTOPUTM: CMOTPETH IIYHKT 9, MOAIMYHKT 2.

3) IlepeyeHb OCHOBHBIX JMATHOCTHYECKUX MEPONPUATHI:

®  yJIBTPA3BYKOBOE UCCIIEIOBAHUE OPraHOB OPIOIIHON MOJIOCTH U MOYEK;

4) IlepedeHb JOMOJTHUTENbHBIX JMATHOCTHYECKUX MEPONIPUATHIA:

e  0OwIMII aHATTU3 KPOBH;

e  0OUIMI aHAJIU3 MOYH;

e  OHOXMMHMYECKMH aHaiu3 KpoBU (0OmMH Oelok M ero (Qpakuuud, MOYEBHHA,
KkpeatuHuH, octarouHsii azor, AJIT, ACT, rmroko3a, oOmuid OuiupyOouH, npsMas u
HenpsiMast ppakuus, aMuiasa, KaJlui, HaTpui, XJ10p, KaJablui);

e  Koaryinorpamma (mpoTpoMOMHOBOE Bpemsi, (GUOPUHOTEH, TPOMOMHOBOE BpEMH,
AYTB);

e  OIpeJelIeHUe TPYIIbI KPOBU U pe3yc-(haKkTopa;

e OKIT;

e  peHrreHorpagus KpecTua B MNpAMOM M OOKOBOM MPOEKUHUHU, OIpPEAEIICHUE
KPECTLOBOTO UHAEKCA U ONPEACICHUS NaTOJOTUH KPECTLA U KOITYUKA

[6, 13];

° MPT Ta3a;

e  peHtreHrpadus c KOHTpacTHpOBaHUEM(UCTaTbHAS cTomorpadus,
npokTorpadus);

o KT npsimoii kumiku u chuHkTepHoro anmnaparta B 3D;

e V3U cepaua mpu MOAO3PEHUM Ha pa3jMuHble NMAapOKU M HapyLIeHHUs pPaOOThI
cepana;

e  HeilpocoHOrpagusi HpU HEOOXOAUMOCTH HWCKIIOUYEHHS] IATOJIOTUU TOJOBHOIO
MO3ra,

e  a”anu3 Mouu no HeunmnopeHko.

5) TakTuka Je4eHus:

HemenukaMeHTO3HOE Je4eHHME — pPEXKUM M JUeTa B 3aBUCUMOCTH OT TSKECTH
COCTOSIHUS ITALIUEHTA.

PexuM — nanatHeli, B paHHEM I1OCJIEONIEPALMOHHOM NIEPUOE ITOCTEIIbHBIM.

Jluera — cton Nel6 cron, 166 (BbICOKOKaOpHiHAS IUETA C TIOTYTOPHBIM TI0 CPABHEHHIO
C BO3pPacTHbIMM HOPMaMH KOJIMYECTBOM O€JIKOB, BUTAMHUHU3WpOBaHHas, Ooraras
MHUHEPAIBHBIMA ~ BEUIECTBAMM; IIPU  HA3HAYEHUM TJIFOKOKOPTUKOMAOB  pAalMOH
00O0raIarT MPOIyKTaMHU, COACPIKAITIMHA MHOT'O COJICH KaJlusl M KaJIbIIHS).

®  yXOJ 3a LIEHTPAJbHBIM KaTETEPOM OCYILIECTBIIAECTCS OOYYEHHBIM MEIUIIUMHCKUM
IIEPCOHAJIOM, CMEHA KaTeTepa 10 JIECKE 3alpelacTcs;



®  [I0CJI€ aHOPEKTOIIACTUKY YCTaHABIMBAETCS YpeTpalbHbli KaTteTep Dosuies;

° €XEJIHEBHAs NepeBsi3Ka 2-3 pa3a B JCHb;

e NB! noacymmuBanue nocieonepanoHHON paHbl A MPOYUIAKTUKHA PACXOXKICHUS
JENMKATHBIX IIBOB IPOMEKHOCTH;

®  yXOJI 32 MOYEBBIM KaTe€TEpPOM.

MeaukamMeHTO3HOe JieYeHHe — B 3aBUCHUMOCTU OT CTENEHU TSDKECTH 3a00JIeBaHUS U
KJIMHUYECKUX CUMIITOMOB:

e  aHTuOaKTepuaibHas Tepamus C LEIbl0 NPOQUIAKTUKUA MOCIEONEPAMOHHBIX
OCJIOKHCHUM

®  AHTUMHUKOTHYECKas Teparus.

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEACTB:

e 00e3001MBaHME HEHApPKOTMYECKUMH aHaJIbl€TUKaMU — JUI1  aJE€KBAaTHOTO
00e300JIMBaHNUs B IOCIEONEPAIUOHHOM IIEPUO/IE;

e uH(py3UOHHAsT  Tepamus, OpPUEHTHUPOBAHHAs HAa  KyNUPOBAaHUE  BOJHO-
ANEKTPOJIUTHBIX PACCTPOMCTB — B PAHHEM IOCJIEONEPAMOHHOM IIEPUOJIE.

Tabauna cpaBHeHNUs NpenapaToB:
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Ne
n/n

HaumenoBanue
JIC

Iyt
BBe/IeHH S

Jlo3a u KPATHOCTH NPUMEHeHUs1 (KOJIMYECTBO Pa3 B JIeHb)

JnuTean
HOCTh
NpPUMeHEeHUs

Y,

CCbIJIKA

AHTHOAKTEepHaJIbHBIE CPEACTBA: D-lTakTaMHbIe aAHTHOMOTHKH H IPYTrHe AHTHOAKTEPUAIbHBIE C
(AaHTHOMOTHKM MOAOUPAKTCHA B 3aBUCUMOCTH OT Pe3yJibTaTa YYBCTBUTEJIbHOCTH MUKPOO

peacrBa

a)

nepypoxkcum

B/M, B/B

JUTSL XUPYPrUUeCcKO MpOPUIaKTUKH IETIM OT 1Mec 10
18net nedypoxkcum peKOMEH1I0BaHO BBOAUTH
BHYTpHBEHHO 3a 30 MuH. 10 miporiexypsl S0 mg/kg (max.
1.5 g), B mocneaytorieM B/M in60 B/B o 30 mg/kg (max.

750 mQ) xaxapie 84acoB ISl MPOIIEAYP BHICOKOTO PUCKA
UH(DEKIUN.

7-10 nueit

nedrazuaum

B/M, B/B

Jlo3upoBKa I JIeTel COCTAaBIISIET: 10 ABYX MecsieB — 30
MT Ha KI' Beca B/B, pa3JCJICHHBIC Ha JBa pa3a; OT JBYX
MecsreB 110 12 get — 30-50 Mr Ha KT Beca B/B,
pasjielIecHHbIC Ha TPU pasa.

7-10 nueit

aMHUKallnH

B/M, B/B

B/M nnu B/B aMUKaIlMH BBOIST Ka)KIblE€ 8 YaCOB U3
pacyeta 5 Mr/kr wnu kaxasie 12 gacos no 7,5 mr/kr. [lpu
HEOCJIOKHEHHBIX OaKTEpUATbHBIX MHPEKIHSIX,
MOPA3UBLIMX MOYEBbIE MMYTH, TOKA3aHO TPUMEHEHUE
aMHUKalnHa Kakaele 12 yacoB o 250 mr.
HoBopoXkAeHHBIM HEJOHOIIEHHBIM JIETSIM MpernapaT
HAYMHAIOT BBOJIUTH B 03UpoBKEe 10 MI/KT, TIOCIIEe YeTo
NEPEXOJIAT Ha 103y 7,5 MI/KT, KOTOPYIO BBOJST KasK/Ible
18-24 gaca. [1pu B/M BBeieHunn tepanus jmrcs 7-10
THEH, TIpu B/B — 3-7 THEH.

7-10 nueit

I'€HTaMUIInH

B/M, B/B

B/M, B/B, MECTHO, CYOKOHBIOHKTHUBAJIbHO. J[03a
yCTaHABIMBASTCS WHIUBUYaIbHO. [IpH mapeHTepabHOM
BBEJICHUH OOBIYHAS CyTOYHAs J03a MpH 3a00ICBaHUIX
CpEIHEH TSHKECTH IS B3POCIBIX ¢ HOPMAaJIbHOM
dbyHKIMEH TOYeK OMHAKOBA TP B/B M B/M BBEJICHUN — 3

7 nuen
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MT/KT/CYT, KpaTHOCTh BBEJICHHUS — 2—3 pasa B CyTKHU; MPH
TSDKEIBIX HHPEKIUAX — J10 5 MI/KT (MakCUMaJbHas
cyTouHas ao3a) B 3—4 npuema. Cpeansis
IPOJIOJKUTEILHOCTD JieueHus: — /—10

nHel. B/B MHBbEKIIUM MPOBOJIAT B TCUCHHE 2—3 JHEH,
3aTeM Mepexo T Ha B/M BBeqeHue. [Ipu nHdpekusax
MOYEBBIBOJIAIIUX MyTEH CyTOUHAs 103a JJIsl B3POCIBIX U
nereit crapuie 14 ner cocrasusiet 0,8—1,2 mr/kr.

JleTsiM paHHETO BO3pacTa Ha3HAYAIOT TOJBKO 10
KU3HCHHBIM TTOKa3aHUSAM TIPH TSDKEITBIX WH(DEKITHSX.
MakcuMalibHasi CyTOUHasl 103a JJIs IETe Bcex
BO3PACTOB — O MI/KT.

MCTPOHHUAA30J1

B/B

Heonaransubiii nepuoa  5-10 mg/kg B 2npuéma.
Jletn ot 1mec o 1roma 5-10 mg/kg B 2 mpuéma.
Hetn ot 1 roma no 18xer 10 mg/kg (max. 600 mg) B 2
npuéma.

7-10 nueit

IIporuBorpudkosbie JIC (1151 npopuiIakTHKH TUcOaAKTEPH03a)

dykoHazon

B/B

[Tpu B/B BBefieHNM (IFOKOHA30J1a ACTIM MpU
KaHIUI03HOM TTOPAKCHUHU KOXKH U CIU3UCTOMN M3 pacyeTa
1 — 3 mr/kr. IIpu HHBa3UBHBIX MHUKO03aX J03a MOBBIIIACTCS

110 6 — 12 Mr/xkr.

7-10 nueit

CuMmnromaTuyeckas TEpalus

anbOyMUH
10%.

B/B

B/B kanenbHO npu oNepaiioHHOM HIOKE,
rUNoAIbOyMUHEMUH, TUIIONIPOTEUHEMUH. Y JeTel
anbOyMUH Ha3HAYaeTcs U3 pacyera He Oosiee 3 MI/KT
MaccChl TeJla B CYTKH (110 MOKA3aHUSIM)

10
ITIOKa3aHUusIM

aIb0yMHH

B/B

PazoBas mo3a ns gereit cocrasusier 0.5-1 r/kr. [Ipemapar

I10
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20%. MO>KHO IPUMEHSTH Yy HEJIOHOIIEHHBIX TPYIHBIX JeTel (10 | MOoKa3aHUIM
MTOKa3aHUSIM)
9. bypocemu B/M, B/B CpenHsisi cyTouHas J103a Ji B/B UM B/M BBEJICHUS Y 1o
nerer no 15 aer - 0,5-1,5 mr/kr. [MOKa3aHUSIM
Nudy3uonnas repanus
10 Hatpus B/B ®makoH no 200 miu 1o
XJIopuaa MTOKA3aHHUSIM
pacTBop
CJIOKHBIN
[Kamus XJmopu
+ KaJIbIIHS
xJjiopun +
HATpUS
XJIOpU].
11 JEKCTpO3a B/B ®nakon 200 ma o
5%, 10%1 [MOKa3aHUsIM
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XHupypru4yeckoe BMeIIaTeJbCTBO:

MeToabl ONIEPATHBHOIO M IMATHOCTHYECKOI0 BMEIIATE/IbCTBA:

e  33JHECAaruTAJIbHAs AaHOPEKTOIUIACTHKA 1O [IeHbs.

1. Heasn NpoBeIeHUs npouexypbl/BMelIaTe/ibCTBA: yCTpaHEHUE
PEKTOBarMHajJIbHOTO CBUILA.

2. Tloka3aHusi U NPOTHUBONOKA3AHUS JJIsl IPOBeIeHNUs NPoueaypbl/
BMELIATEJIbCTBA. KIMHUYECKOE U PEHTTEHOJIOTUYECKOE ITOATBEPKACHHAE ITOPOKA.

3. IlepeyeHb OCHOBHBIX M JOMOJHHMTEJBHBIX IHATHOCTHYECKHMX MEPONPUSITHH:
coryacHo nmyHKTa 12, noanyHkra 3, 4.

4. Meroauka  mnpoBeleHUusi  npoueaypbl/BMemartenbcTBa:  Ilon  oOmum
00e300/IMBaHNEM B TOJOKEHUHU Ha KMBOTE, MOCJIEe 00pabOTKU ONEParMOHHOTO IOJI,
IIPOU3BOJUTCS pa3pe3 JUIMHHOW 10 5-7 ¢M IO MEXATOAu4HON ckiajgke. C MoMoIbro
AJIEKTPOCTUMYJIATOPA TMPOU3BOAUTCS CHUHKTEPOPEPIEKCOMETPHs, 10 OOHApyKEHHUS
BOJIOKOH Hapy»KHOro cuukrepa. [Ipsamas kumika MOOMIM30BBIBAETCS OT BJIArajvila U
BBIJICIISICTCS OT CBUILA OCTPBIM U TYIBIM ITyTAMH. [[pOU3BOINTCS aHOPEKTOIIIACTHKA 11O
Meroauke [lenns. ['emocTas anexkTpokoaryisuen 1o xoay onepanuu. Pana ymmsaercs
ITOCJIONHO. AcenTUyecKas MOBA3KA.

7) IllokazaHus AJ KOHCYJIbTAIUU CHIEIMAJTMCTOB:

e  KOHCyJbTallUsl JETCKOIO aHECTE3MOoJIora — OIPENCIICHUs U UCKIIOUYCHHUE
BO3MOYKHBIX IIPOTUBONOKA3aHUM K OIEpalsIM;

®  KOHCYJbTAIUs JUETOJIOTA — IIPU MOA00PE MUTATEIBHBIX CMECEH;

®  KOHCyJbTallUsl JIETCKOro Hedposiora — JICUCHUE BOCHAIMTENIBHBIX W3MEHEHUU
MOYEK;

e  KOHCYJbTaIMs IETCKOTO ypoJiora — MpU COYETAHUU MOPOKOB MOYEBBIAEIUTEIIHLHON
CUCTEMBI;

®  KOHCYyJbTallUsl JETCKOrO TMHEKOJIOra — IIPU COYETaHUM ITIOPOKA HAPYKHBIM M
BHYTPEHHHUX IOJIOBBIX OPTaHOB;

e  KOHCyJbTallMsl PEAHMMATOJOTa — PAHHUM MOCJICONEPAUOHHBIN MEPUOA B
YCJIOBHSIX OT/ACJIEHUS peaHUMAalMy, POBEAECHNSI MTHTEHCUBHOM TEpaIlny;

®  KOHCYJbTalMA IPYTUX Y3KUX CIELHATUCTOB MO MOKA3aHUSIM.

8) TIloka3zaHusi 18 TmepeBoJAa B OTAeJeHHe WHTEHCHBHOW Tepanuum W
peaHMManum:

®  YrHETEHUE CO3HAHUS;

®  pe3Koe HapylleHHue kUu3HEeHHO BaXHbIX GyHKUUA (OKB®): remonnnamukmy,
IbIXaHUs, TJIOTAHUS, BHE 3aBUCUMOCTH OT COCTOSIHHSI CO3HAHUS;

e  HEKYNUPYEMBII SMWIECNITHYECKHUI CTaTyC WIH TIOBTOPHBIE CYIOPOKHBIE PUTTIAIKH
®  TUIEPTEPMHS HEKyIUpyEMas;

®  [IOCJEONepalMOHHBIE OCIOKHEHUS (KPOBOTEUEHHE, SBEHTPALIMS KUIIICUHUKA,
ABAarMHaIusl KUILIEYHUKA).

9) Unaukaropsbl 3G PeKTUBHOCTH JIeYEHHSI.
®  HaJM4yue HEOaHYCa,;
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®  OTCYTCTBHE pEIU/MBa CBUIIA;
®  OTCYTCTBHE CT€HO3a HEoaHyca.

10) JajabHeiiee BeJeHUe: MEPEX0]l HA OUYEPEAHON 3TaNl KOPPEKIUH aHOPEKTAIbHOU
Mab(popMaIiu.

13. MEJUIIUHCKAS PEABWJINTAIIUSA: cornacHO MNpPOTOKOJA JEYEHUS 10
peadmmTanuu JaHHOW HO30JIOTHH.

14.ITAVINIMATUBHAS ITOMOIIb: et

15. CokpanieHusi ucnosb3yemMblie B IPOTOKOJIE:

B/B BHYTPHUBEHHO

B/M BHYTPHUMBIIIIEYHO

AJIT ajlaHMHaMHHOTpaHcdepasa

APM aHOPEKTAJIbHBIE MaTb(POPMALIHH

ACT acapraramMuHOTpaHcdepasa

AUYTB aAKTUBHPOBAHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BPEMsI
BC BECTUOYJISIPHBIN CBUII

3CAPII 3aJHECATUTaIbHAs] AaHOPEKTOIIACTHUKA

MNBBJ/IB WHTETPUPOBAHHOE BeJICHHE O0JIE3HEN JETCKOr0 BO3pacTa
COD CKOPOCTb OCENAHUS SPUTPOLIUTOB

KT KOMITbIOTEpHAsI TOMOTpadust

MPT MarHUTHO-pE30HaHCHask ToMorpadus

MO MEJIMIIMHCKAs] OpraHu3alus

Y3U YJIBTPa3BYKOBOE UCCIICOBAHNE

Y] YPOBEHb JOKA3aTEIbHOCTH

16. Cnucoxk pa3padOTYUKOB MPOTOKOJIA ¢ YKa3aHHeM KBAJIU(PUKAIUMOHHBIX
JAHHBIX:

1) AxmapoB Hypman HypkuHOBHY — J1.M.H., 3aBeAyIoMi otaeneHuem xupypruu PIKIT
«Hayunblii neHTp nenuatpuu u nerckoit xupypruu M3 CP PK».

2) AdnatonoB Hypsxan bakbiTOekoBHY — Bpau 2 KaTteropuu otaeiacHus xupyprun, PI'KIT
«Hayunblii nenTp neauatpuu u nerckoi xupypruu M3 CP PK».

3) AxtapoB Kaxpuman MaxmyTkaHOBUY — Bpad | KaTeropuu OTIECICHHS XUPYPIHH,
PTKIT «Hayunslii nenTp neauatpuu u aetckuii xupypr M3 CP PK».

4) OcnanoB Mapar MaxuTtoBud — Bpad xupypr, AO «HaruoHabHbI HAYYHBIA TEHTP
MaTEepUHCTBA U AETCTBay, I'. ACTaHa.

5) PycremoB [lacran 3eiHOJIIaeBHY — Bpay OTHEICHUS NeTCKoW xupyprun Ounnana KO
«UNIVERSITYMEDICALCENTER» AO  «HanuoHanbHbIi ~ HAy4YHBIM  LEHTP
MaTEepUHCTBA U JAETCTBay, I'. ACTaHa.

6) Kanuesa Mupa MapaTtoBHa — Bpau KIMHUYECKU# dapmakosior, kadenpa KasHMY

uM. C.J[.Achennuspona.

17. Yka3zaHue Ha OTCYTCTBHE KOH(PIUKTA HHTEPECOB: HET.
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18. Ciucok peneH3eHToB:
1) MapnenoB AManxoi bakueBud — 1.M.H., ipodeccop Kadeapbl IeTCKOW XUPYPIHH,
PI'TI na IIBX «KaparanauHCKui rocy1apCTBEHHbI MEAUIIMHCKUI YHUBEPCUTET.

19. IlepecmoTp mpoTokoJia yepe3 3 rojaa Mocje ero OmyOJMKOBAaHUS U C JAaThbl €ro
BCTYIUICHUSI B JEHUCTBME WIM TNPU HAJIMYUM HOBBIX METOJIOB C YPOBHEM
J0Ka3aTeJIbHOCTH.

20. Cnucoxk uCNoJIb30BAHHON JNTEPATYPHbI (HEOOXOAUMBI CCHLIKH HA BaJIMJIHbIE
HCCJIeJ0BAHMS HA NMePeYUCIeHHbIe HCTOYHUKH B TEKCTE MPOTOKOJ1A).

1) AlbertoPena, M.D., Marc Levitt, M.D., «The treatment of anorectal
malformationsy», 2006

2) Axmapor H.H., Cwmarynosa /[I.Y., Auno P.P. HoBbwlii cnoco0 HanoxeHus
KoJloctoMbl 'y gaeteil. BectHuk Kazaxckoro HanmonaneHOoro MeauunHCKOTO
Yuupepcutera, 2007, Ne2, C. 8-10.

3) AwunoB P.P. AkryanpHble  BONPOCHI  KIacCH(DUKAMKH  aHOPEKTaJIbHBIX
Manbshopmaruit y nerei. [lenuarpust u nerckas xupyprusi Kazaxcrauna, 2008 - No2, ctp.
30-32

4) Jlénromkun A.U., Jlykun B.B., OxynoB E.A. AHOpeKTalibHBIC TOPOKH PA3BUTHS//
bronn. nns Bpaueit. — M, 2004. - Ne2(42). — C.19-31.

5) Jlémromkun A.U., Komuccapor M.A. Ilenuarpudeckas KOJOMPOKTOJIOTHA. — M.,
2009. — 398c.

6) Opmantaece K.C., AxmapoB H.H., AwumoB P.P. Artnac aHOpEeKTaJbHBIX
Manbshopmanuii y gereit. — Anmatsl, 2011 r., 176 ctp.

7) Holschneider AM, Koebke J, Meier-Ruge W, Land N, JeschNK Pathophysiology
of chronic constipation on anorectal malformations. Long-term results and preliminary
anatomical investigations. // Eur J Pediatr Surg. — 2001. - Ne11. — P.305-310.

8) Jlykun B.B. PekroreHuTansbHbIE COYCThS MPH HOPMAIbHO CHOPMHUPOBAHHOM
3aJHEeM MpoxoJie y AeBouek. Jluc. kana.Men.Hayk. - M., 1977. - 149 c.

9) Ocunkua B. T., bamaranckuit JI. A. Xwupyprudeckas TaKTHKa MpH
aHOPEKTAJIbHBIX MOpoKkax pa3putus// "Hactosimee n Oynyiiee AETCKOW XUpypruu':
Marepuains! konpepenunu. — Mocksa, 2001. — C. 193.

10) TypcynkynoB b.III. CoBeplieHCTBOBaHHWE IUATHOCTUKH W XHUPYPTHYECKOTO
JICYCHUS IETEN C AaHOPEKTAIbHBIMU MMOPOKAMHU PA3BUTHUA: AUCC., K.M.H. — AnMatsl, 2006.
- 89c.

11) Tsuchida Y., Saito S., Honna T., Makino S., Kaneko M., Hazama H. Double
termination of the alimentary tract in females: a report of 12 cases and a literature
review. J PediatrSurg 1984; 19:292-6.

12) Kourklis G, Andromanakos N. Anorectal Incontinence: Aetiology,
Pathophysiology and Evaluation //ActaChir Belg. — 2004, - Ne 104. P. 81-91.

13) Ziegler M.Moritz, AzizkhanG.Richard, Weber S. Tomas. Operative pediatric
Surgery, USA, 2003, p. 1339.

14) MathurP,Mogra N, Surana S, et al. Congenital segmental dilatation of the colon
with anorectal malformation. // J Pediatr Surg. — 2004. - Ne §(39). — P.18-20.
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15) Watanabe Y, Ikegami R, Takasa K Three-demensional computed tomographic
images of pelvic muscle in anorectal malformations. // J Pediatr Surg. - 2005. - Ne40. —
P.1931-1934.
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