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KJIWHUYECKHWHA ITPOTOKOJI JUATHOCTUKHU U JEYEHMWSI
BPO’KJIEHHBIE IIOPOKH PA3BUTUS AHOPEKTAJIBHOU 30HBI,
ATPE3USA AHYCA CO CBUIIOM U BE3 CBULIAY AETEMU (I11 aTam)
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2.

CoorHomenne koaoB MKb-10 u MKB-9:

MKB-10 MKB-9
Kon HaszBanue Kon Ha3zBanue
Q42.0 BpoxieHHbIE OTCYTCTBHE, 46.52 | 3akppITH€  CTOMBI  TOJCTOU
aTpe3usl U CTEHO3 MPSIMOU KUILKA
KUIIKU CO CBHUIIEM 45,94 | TonCTOKHIIICYHBI aHACTOMO3
Q42.1 BpoxieHHbIE OTCYTCTBHE, — —

aTpe3nst U CTEHO3 IIPSAMOU
KUIIKU O0€e3 CBUIIA

Q42.2 BpoxaeHHbie OTCyTCTBUE, — _

aTpe3usd U CTCHO3 3aIHCTO
IIpoxoga CO CBHUIIICM

Q42.3 BpoxneHHble 0TCYyTCTBUE, — _

aTpe3usi U CTEHO3 3aTHETO
npoxoja 6e3 CBuIla

Harta pazpadorku: 2016 rox.
IHoab30BaTesin MPOTOKOJIA: Bpauu JETCKUE XUPYpPTH, neauatpsl, BOIL.

Karteropusi nanueHTOB: JICTH.

IlIkaJjia ypoBHA 10KA3aTEJIbHOCTH

BricokokauecTBeHHBIN MeTa-aHau3, cuctematuueckuit 0030p PKU wim kpymHoe
PKMU ¢ oueHb HU3KON BEPOSITHOCTHIO (++) CUCTEMATUUYECKOUW OMMOKHU Pe3yIbTaThl
KOTOPBIX MOTYT OBITh PACIIPOCTPAHEHBI HA COOTBETCTBYIOIIYIO MOMYJISIIHIO.

BricokokauecTBeHHBIH  (++) cHUCTeMAaTHUYeCKHil 0030p KOTOPTHBIX WM
UCCIIEOBAHUN CITy4ai-KOHTPOJIb WU BhicOKkOKauecTBEHHOE (++) KOTOpTHOE WU
VCCIICIOBAHUM CJIy4al-KOHTPOJIb C OYEHb HU3KMM PHUCKOM CHUCTEMAaTUYECKOMU
omubku win PKU ¢ HeBbICOKMM (+) pPHUCKOM CHCTEMAaTHYECKOW OIIMOKH,
pe3ynbTaThl KOTOPBIX MOTYT OBITh PACHpPOCTPAHEHBI HA COOTBETCTBYIOIIYIO
NONYJIALUIO.

KoroptHoe wnM uHcclaenoBaHUE CIIydal-KOHTPOJIb WM KOHTPOJIUPYEMOE
UCClIeJIoOBaHUE 0€3 paHAOMHU3ALMU C HEBBICOKMM PHUCKOM CHUCTEMATHYECKOM
omuOku (+), pe3yabTaTbl KOTOPBIX MOTYT OBITh PacHpOCTPAHEHbl Ha
cooTBeTCcTBYIOIY0 Tonyisinuio uiau PKU ¢ oyeHb HM3KMM WM HEBBICOKUM
PUCKOM CHCTEMAaTHYECKOW OMOKU (++ uiu +), pe3yJabTaThl KOTOPhIX HE MOTYT
OBITh HEMOCPEICTBEHHO PaCpPOCTPAHEHB! HA COOTBETCTBYIOUTYIO MOMYJISLHUIO.

Onucanvie cepud CIy4acB WM HEKOHTPOJIUPYEMOE HCCIIEIOBAaHUE WIIM MHEHHE
HKCIEPTOB.

7.0npenesenne: AHOpEKTalbHAs ManbhopMallusd — BPOXKJICHHBIM IOPOK Pa3BUTHSA
aHOPEKTaJIbHOU 00J1acTu (coryiacHo Majoil MeaquuuHCKOM sHIMKIoneaAuu Malformatio;
nat. malus mmoxo# + formatio o6pazoBanue, GopMUpOBaHUE).




[Mpumeuanue*[3, 7, 10]: AHopekTayibHble Maib()OpMalUd TPEOYIOT XHUPYPTHUYECKOM
KOPPEKLIMM B TIEPUOJIC HOBOPOXKICHHOCTH WJIM pPaHHEM BO3pacTe, B psjIe ClydacB
MHOTO3TallHBIX OIEpaluidi W peadMIUTAIMOHHBIX MEPOIPHITHIA, HaNpaBICHHBIX Ha
COXpPaHEHHE HOPMAIBHON KUIIICUHOW KOHTHHEHITHH.

7. Kuaaccupuxkamusa: B Hactosmee Bpemsa oOmenpusHaHa CoryiacuTenbHas
KpukenGekckast kimaccudukanusi aHopeKTanbHbeIx 1mopokoB (I'epmanus, 2005 rox), B
KOTOPOM HET pPErucTpaluy TAaKUX IIOHATHM, KaK  «BBICOKME», «HHU3KHUED,
«rpoMexyTodHbIe» [1; 6].

OcHOBHasi KJIMHUYECKAas TPynmna Penkue anomaauu
ITpOMEXKHOCTHBIN CBUIIL «PexTanbHBIA MEIIOK)
PexToypeTrpanbHbIil CBHUIII ATpe3us UM CTEHO3 NMPAMOUN KUIITKH
(OynbpOapHBIi ¥ MPOCTATHYECKU)

PexTOBe3UKaJIBLHBIN CBUIILL PexToBarnHajgbHBINA CBHII]
BecTubynsapHblii cBUII H-06pa3nbiii cBuII
Knoaka [pyrue
AHoOpekTanpHasMalibpopManus 6€3 CBUIA | -

AHanbHBIN CTEHO3 -

9. ITUATHOCTUKA U JIEYEHUE HA AMBYJIATOPHOM YPOBHE:

1. luarHocTuyeckne KpUTEPUH:

KanoodbI:

®  Ha HaJMYue HEOaHYCa;

¢  Ha HAJIWYHE KOJOCTOMBI.

AHaMHe3 JKH3HHU:

®  HaIWYUEe TEPATOTCHHBIX (PAKTOPOB BO BpeMs OepeMeHHOCTH (MH(MEKIMOHHBIC
3aboseBaHuss MaTepu B I TpumecTpe OEpeMEHHOCTH,BPEIHbIC NMPUBBIUKH, NMPUMEHEHUE
JIEKapCTBEHHBIX TIpenapaToB, 00JaJal0IINX TEPATOT€HHBIM JACHCTBUEM U APYTHUE).
dusukajabHbIe 00C/1eJ0BAHUA:

OOmuii  ocMoTtp/perrectum:Haauune HeoaHyca Oe3 cTeHo3a (IuaMeTp HeoaHyca
COOTBETCBYET BO3PACTHOMYOYXKY).

ATpe3usi aHyca co CBUIIEM U 0e3 CBUIIA:

®  OTCYTCBHUE Hapy>XKHOTO KHIIIEUHOT'O CBUIIIA;

e  HaJIW4YMe KOJIOCTOMBI,

®  HaJUM4ue HEeoaHyca.

JlabopaTopHbIe UCC/IeI0BAHMS:

° 0OIIMi aHaTN3 KPOBH — BO3MOKHO aHEMUS, JIEUKOIUTO3, yckopeHHoe COD;

e  O0mWMit aHAJIN3 MOYH — JIEUKOLUTYPHS TIPU BTOPUIHOM MUETIOHEPPUTE;

e OHMOXMMHYCCKMH aHaln3 KPOBH — BO3MOXKHBI M3MEHCHHUS, CBS3aHHBIC CO
BTOPUYHBIMU TIATOJIOTHSIMM TMOYEeK (MOKa3aTeid KpeaTMHWH, MOYEBHHA, KIUPEHC
KpeaTHHHHA, TIpoOa Pebepra);

e  0akTepUaJIbHBIA MMOCEB MOYM C OMNpEJEIEHHEM YyBCTBUTEIBHOCTH K aHTHUOMOTHUKAM
JUISL TIPOBECHUS aJICKBATHOM aHTHOAKTEpHUAIbHON TepaIliu;



HNHcTpyMeHTA/IbHBIE HCC/IEI0BAHMSA:

e V3 opraHoB OpIOLIHON MOJOCTU U MOYEK — JUIsl UCKITIOYEHHsI TIOPOKOB Pa3BUTHUS
OpraHOB MOYEBBIJICIUTEILHON CUBTEMBI,

®  peHTreHorpadus KpecTIOBO-KOIMYMKOBOM 00JIAaCTH, ONPEIENIEHUE KpPECTLOBOIO
MHJIEKCA.

2) InarHoCcTUYECKUI aJTOPUTM:

CoOop xanob 1 anamHe3a duznkanbHOE 00CIIeI0BaHNE
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Ocmotp JlaGopaTopHbIe UCCIICIOBAHUS HHcTpyMeHTaIbHBIC
e OAK; HCCIICAOBAHUS
e OAM; e VY3U opraHoB OpromHon
e OHMOXMMHYECKHI aHAIIN3 ITOJIOCTH,
KPOBU; e Pentrenorpadus
e GaKTEepHAIBLHBIIL KPEeCIIOBO-KOITYMKOBOM
MOCEB.MOYH 001acTy.
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I'ocnimtanuzanus B CIICHUAIIM3UPOBAHHOC
OTACICHUC

I[I/IaFHOS YCTAHOBJICH
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3) JunddepennuaibHas IMArHOCTUKA: HET.

4) TakTuKa Je4YeHHsI: CBOIUTCS K CHMIITOMATUYECKON TEPAIINH.
HemennkaMeHTO3HOe JiedeHHMe: PEXXUM M JUETa MO TSKECTH COCTOSHMS MAllMEHTA.
Cron B cooTBeTcTBUE C Bo3pacToMm Nel6,16 6.

MenukaMeHTO3HOE Jie4eHHe: B 3aBUCHMOCTH OT CTENEHU TSDKECTH 3a00JI€BaHUs U
KJIMHUYECKMX CUMIITOMOB coriiacHo npuHiunam MBBJIB [18].

Tepanust Ha TOrOCMUTAIBLHOM 3Talle 3aBUCUT OT HAJUYMS TOIO UJIM UHOTO CUHAPOMA!
[Tpu Hanmuuy MHGEKIIMOHHBIX OCIOXHEHUN — aHTHOaKTepuaibHasi, IPOTUBOTPUOKOBAs
Teparnusi.

IlepeyeHb OCHOBHBIX H IONMOJHUTEIbHBIX JIEKAPCTBEHHBIX CPEICTB.: CMOTPUTE
NyHKT 12, moamyHKT 5.

AJITOPUTM JelCTBHII MPH HEOTJI0KHBIX cuTyanusx: cornacio MBB/IB [18].

Jlpyrue BUAbI JIe4eHHS . HET.

5) MMoka3zanus i1 KOHCYJIbTAIIMH CIIEIHAINCTOB:
®  KOHCYJbTalMs AUETOJIOTa — NMpHU JeUIIuTe MacChl Tea sl KOPPEKIIUUA MUTaHUs;
®  KOHCYJbTalUs JAETCKOTro HedpoJiora — nNpyu HHPEKIIMH MOYEBOIM CUCTEMBI;



®  KOHCYJbTaLHMs JAETCKOI'O ypoJiora — IIpU COYETaHUU C IIOPOKOM
MOYEBBIICIUTEIILHON CUCTEMBI;

®  KOHCYJbTalMs JAETCKOI'O TMHEKOJIOra — IIPU COYETAaHUU C IIOPOKAMU HAPYKHBIX U
BHYTPEHHHMX I1OJIOBBIX OPTaHOB;

®  KOHCYJbTalHMs APYIHX Y3KHX CIELHMAIMCTOB — IO IMOKa3aHUSIM.

6) IIpoduiaakTHYecKHe MEPONPHUSITHSI:
[lepBuunass mnpoduIaKkTUKa: CHUKEHHWE BO3ICHCTBUS HAa POXKEHUILYy MPHUYMH,
Bb3bpiBatome BIIP. Ilpuunnamu BIIP MoryT OBITH SHJIOTE€HHBIE U DK30TCHHBIC
(haKkTOpHI:
®  DOHJIOTCHHbIE NPUYMUHBI (BHYTpEHHUE (HAKTOpPhl) — TEHETUYECKHe (aKTophl,
SHIOKPUHHBIE 3200JICBaHUS M BO3PACT POAUTENICH;
®  DK30reHHBIC MPUYHHBI ((HaKTOPBI OKPY’KAIOIIEH Cpeibl): OTHOCATCSA — (PU3HUECKUE
(dakTopsl (paguallMOHHBIE); XUMHUYECKHE (PAKTOPbl (JEKapCTBEHHBIE BEILECTBA,
XUMHUYECKHUE BEILECTBA, IPUMEHAEMble B OBITY U MPOMBIIIJICHHOCTH U Jp.),
Oouonoruyeckue (BUPYCHI, MPOCTEHINNE), BpeAHbIC MPUBBIYKK (KypeHue Tabaka,
yNnoTpeOIeHNUE aIKOroJisi U HApKOMaHUs).
[Ipodunaktuka nocieonepauoOHHbIX OCI0KHEHUN:
e  [epel BBIIMCKOW NAIMEHTa MPOBEICHUE TPEHUHIA C POAUTEISAMU IO YXOIy 3a
KOJIOCTOMOM (MPaKTUYECKUE HABBIKU U TEOPETUYECKHE OYKIIETHI);
®  yXOJ 32 KOJOCTOMOM B aMOYJATOPHBIX YCIIOBHUSX BKJIIOYAET B CEOSI MOCTOSHHYIO
CMEHY KaJIONPUEMHHKA, 00pabOTKY KOKH BOKPYT CTOMBI TacToil Jlaccapa i aipyrumu
KpeMaMH B IeJISIX TPEIOTBPAICHHS pa3IpaXkeHui (00yUeHUue poanuTeNei);
e  OyxupoBaHue HeoaHyca Oykamu ['erapa o cxeme Ha 6 MecsI1IEB;
ByxupoBanue HEoaHyca HEO0XOMMO HAaYMHaTh nociie 3aKHUBJICHHUS
HocJeonepaloHHbIX MBOB. Pexomennyemsie cpoku — 10-14 neHp mociie MiaacTUKH.
ByxupoBanue BbIosHAIOT Oyxamu ['erapa. KanubpoBouHoe Oy)KupOBaHUE BIMIOJIHSET
Bpay, COOTBETCTBYIOIIMM pa3MepoM U oO0ydass poauTesel pedeHKa Mpoueaype
OyxupoBanus. IlepBblii Oy TOJKEH OECHpPENSITCTBEHHO MPOXOJUTHh B HEOaHyC. byx
3aBOJUTCA Ha paccTosiHue 2-3 cM, Oy)KMpOBaHME BBITIOJIHIETCS JBa pa3a B JeHb. Uepes
HEJe0 Tpou3BoauTCS cMmeHa Oyxa Ha 0,5 pasmepa Oonbiie. [lo gocTukeHuu
MaKCUMaJbHOTO BO3PAaCTHOTO Oy’Ka BBINOIHIETCS 3aKpbhITUE KOJOCTOMBI. 3aTeM
OyKMpOBaHUE MPOJOHKAECTCI MAKCUMAJIbHBIM BO3PACTHBIM OYy>KOM — IEPBBIM MecsI]
OJIMH pa3 B J€Hb, BTOPOW Mecsl] 4epe3 AEHb, TPETH MECSL — JBa pa3a B HEJIEINIO,
YEeTBEPTBIA MeCS — OAMH pa3 B HENENI0, TpU Mecsna — OoAMH pa3 B Mecsad. [lo
OKOHYAHMIO OYy>KHpPOBaHUS HEOAHyca HEOOXOAMMO HAOIOJIEHWE XUpypra Mo MeECTy
KUTEIHCTBY TPU HEOOXOJUMOCTH TPOJJICHUE OYKUPOBAHUS IO WHAWUBUIYAITHLHBIM
MOKA3aHUSIM).
OcCHOBHbIE PUHIUIIBI OYKUPOBAHUS HEOAHYCA!
®  aTpaBMAaTUYHOCTh U 0€300JI€3HECHHOCTH;
®  TIOCTEMEHHOE He(OPCUPOBAHHOE YBEIIMUCHHE AUamMeTpa OyxKa;
e  OyXupOBaHHE B T€UEHHUE JJIUTEIBHOTO BpeMeHH (B cpeaHeM 1 rox mocie
AHOPEKTOIJIACTUKH ).
MakcumanbHble BO3pacTHbie pasmepbl Oyxeit (Tabmuma 1) (pekoMmeHmanuu
A.Pena, KonopekranbHblil nequarpuyeckuid HeHTp, LIMHImHHATH):
5)



Tabauna 1. MakcumanabHbIe BO3PACTHBIE pa3Mephl OyKel

Bospacr Homep Oy:ka I'erapa
1-4 mecsrg 12
4-8 mecsnn 13
8-12 mecs1ieB 14
1-3 roga 15
3-12 net 16
Crapue 12 net 17

10. TIOKA3AHUSA JJISA TOCIIMTAIU3AIIMNA C YKASAHHUEM THUIIA
TI'OCIIMTAJIM3AIINMNA:

10.1 IMToxa3zanug AJI8 MJIAHOBOM ITOCIUTAJIN3AINHT:

® JICTH C aHapeKTAIbHBIMH MalbGOpMallUIMU TMPU OTCYTCTBHU aOCOJIOTHBIX
MIPOTUBOIOKA3aHUM K OTIEpaIluy;

®  TI0CJIE MOJHOro CPOPMHUPOBAHUS HEOAHYCA.

10.2[Toka3anus il IKCTPEHHO# rOCNUTAIN3ANNHI:

®  KJIMHHKA OCTPOM CMACYHOM KUIIEUYHOU HEMPOXOJIUMOCTH.

11.JUATHOCTUKA M JIEUEHUE HA DTAIE CKOPOM HEOTJIOKHOHN
INIOMOIIINA: HET.

12. JUATHOCTHUKA U JIEYEHUE HA CTAIHMOHAPHOM YPOBHE

1) JImarHocTH4yecKue KpUTEPHH:

Kayio0b1, anHaMHe3 3200/1€eBaHUsI CMOTPETH IMYHKT 9, moAyHKT 1.

JlabopaTopHble M HMHCTPYMEHTAJIbHBbIE MCCIACAOBAHUNA — TPU DKCTPEHHOU
TOCTIUTAJIM3AIMK TPOBOJATCS TUATHOCTHYECKHE OOCIENOBaHUs, HE MPOBEJACHHBIC Ha
aMOyJIaTOPHOM ypOBHE, a TaKXKe ISl KOHTPOJISI TEUCHUS MOCIIEONEePallmOHHOT0 epruoaa
— COTJIaCHO MyHKTa 9, moanyHkra 1.

[Tpu panee npoBeaeHHBIX TeMoTpaHchy3usax — MDA kporu HbsAg, HCV; DA kposu
Ha BUY.

2) JIMarHOCTHYECKHIi aJITOPUTM:
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3) IlepeyeHb OCHOBHBIX JMATHOCTHYECKHX MEPONPHSATHIA:

e  V3U opraHoB OprOUIHOM MOJIOCTU U MOYEK — JJI UCKIIOUEHUS MTOPOKOB PA3BUTHUS
OpraHOB MOYEBBIJICTUTEILHON CUBTEMBI;

e  peHtreHorpadus KpPECTIOBO-KOMUMUKOBOW OOJACTH, OMNpENEJICHUE KPECTIIOBOIO
WMHJICKCA,;

®  MpOKCUMaJIbHAs KoJiocTorpadus, uppurorpadus.

4) IlepedeHb JOMOJHUTEIbLHBIX TMATHOCTHYECKHUX MEPONIPUSATHI:
e  DOxoKI' — s HCKITIOUCHHS TTOPOKa Pa3BUTHS CEPACYHO-COCYUCTON CUCTEMBI;
e  DOKI — ns uckiIroYeHUs MaTOJOTHH CEPJIlia IMepe]T MPEACTOSIIEH onpealue;

e  He#lpocoHorpadus - IS HMCKIIOUEHHS TOpPOKAa Pa3BUTUS U MATOJOTHYECKHX
U3MEHEHHI TOJIOBHOT'O MO3Ta;

MPT Ta3a;

KT npsimoit kuiiku u cpuHKTEpHOTO anmapara B 3D

oO1IMi aHANU3 KPOBHU;

OOIITNI aHAIIN3 MOYH;

OMOXMMHUYECKUI aHamu3 KpoBH (00mmMii Oe’lok W ero ¢pakuuu, MOYEBUHA,
kpeatunuH, AJIT, ACT, rroko3a, oOmuii OumupyOuH rero Gppakiuu, amuiasa, Kajiui,
HATpUH, XJIOP, KaJbLIH);

e  Kkoaryinorpamma (mpoTpOMOMHOBOE BpeMms, (UOPHUHOrEH, TPOMOMHOBOE BpEMS,
MHO, AYTB);

e  OMpeJeNeHre TPYIIBI KPOBU U pe3yc-(haKkTopa;

5) TakrTuka JieueHus:

HemenukaMeHTO3HOE JIeHeHHE. PEXKUM M JMETa 10 TSKECTH COCTOSIHUSA NalMEHTA.
PexuM manaTHbli, B paHHEM MOCJIEONEPALMOHHOM IIEPUOJIE MTOCTEIIbHBIMN.

[Tocne 3akpbITUS KOJOCTOMBI B TE€UEHHE 2-3 CYTOK MNPOBOAUTCA MNapeHTEPaTbHOE
nutanue. llocie OTXOXAEHUST CTyjla Ha3HA4aeTCsl dHTepaibHas MOJJEpIKKa
TUIIOOCMOJIApHON cmechto Ha 1-2 nHs. IIpum BoccranoBimennn naccaxka mno JKKT
(oTXOXAEHUE CTyJia, OTCYTCTBHE 3aCTOMHOIO OTHEISIEMOTO M3 JKEJIyJKa, OTCYTCTBHE
MPU3HAKOB Tape3a KUIIEYHWKA) HAYMHAETCS DHTEPAIbHOEC NUTAHUE U €ro o0beM
MOCJIEA0BATEILHO YBEJIWUYMUBACTCS, MNPOMOPIMOHATIBLHO CHIDKACTCS 00BbeM HHQY3UHU.
Yepes 5-7 nHel nauyMeHT MOCTENEHHO MEPEBOAUTCS Ha OOBIUHYIO JUETY.

®  YXOJ 32 LICHTPAJIbHBIM BEHO3HBIM KaTETEPOM;

®  c)XKEJHEBHAs NepeBs3Ka.

MenukaMeHTO3HOe JieYeHHe — B 3aBUCUMOCTH OT CTENEHU TSHKECTH 3a00JICBaHUS U
KJIMHUYECKUX CUMITTOMOB:

e  aHTuOaKkTepuajbHas Tepamus C IMeJIbl0 MNPOMUIAKTUKH TOCICONEePAIIMOHHBIX
OCJIOKHEHUM,

®  AHTHUMHUKOTHYECKAs Tepamus JJIs MPOPIIAKTUKHA TPUOKOBBIX OCIOKHEHHUI.
IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB:

e  0OJICYyTOJICHWE HEHAPKOTUYECKUMH aHaJbleTUKaMH — JJIS  aJeKBaTHOTO
00€300JIMBaHUS B TIOCJICONEPALIMOHHOM MEPUO/IE;



e  uH(pY3UOHHAs  Tepamnusi, OPUEHTUPOBAHHAS  HA  KYNUPOBAHHE  BOJHO-
AIEKTPOJUTHBIX PACCTPONCTB B pAaHHEM IOCIICONEPAIMIOHHOM MIEPHO/IE.



Tabauua cpaBHeHNs IPeNapaToB:

Ne | HaumeHoBaHmue Iyt J03a u KpPaTHOCTH NPUMeHeHHsI (KOJIMYEeCTBO Pa3 B JIeHb) Jlnurenn YA,
n/n JIC BBeIeHUA HOCTh CChLIKA
NpPUMEeHeHHsl

AHTHOAKTEepHAJIbHbIE CPEACTBA: D-ITakTaMHble aHTHOMOTHKM M IPyrHue AHTHOAKTEPHAIbHbIE CPeICTBA
(aHTHOMOTHKM NOAOMPAIOTCH B 3aBUCHMOCTH OT Pe3yJIbTATa YYBCTBHTEJIbHOCTH MUKP00Oa)

1. | uedypokcum | B/M, B/B | Wi XUPYPrUYECKOW MPOPUIAKTUKU AETAM OoT 1Mec a0 18mer 7-10 nuei A
e ypokcuM peKOMEHA0BAaHO BBOJIUTh BHYTPUBEHHO 32

30munyT A0 npoueaypsl S0 mg/kg (max. 1.5 g), B
nocieayromeM B/M 1160 B/B mo 30 mg/kg (max. 750 mg)
Kaxxible 84acoB JUIsl IPOLIETYP BBICOKOTO pUCKa MH(EKIUH.

2. nedrazuaum B/M, B/B Jlo3upoBka a1 AeTel COCTaBIsAET: 10 ABYX MecsieB — 30 Mr 7-10 nueit
Ha KT Beca BHYTPUBEHHO, pa3JieJICHHBIC HA JIBa pa3a; OT JIBYX
mecsteB 10 12 netr — 30-50 Mr Ha KT Beca BHyTPUBEHHO,
paszieJICHHbIC HAa TPH pasa.

3. aMMKaLUH B/M, B/B BHYTpHUMBIIIEYHO WM BHYTPUBEHHO AMUKAIIUH BBOJST 7-10 nuei A
KaXXJIble 8 4acOB U3 pacyeTra 5 MI/KT WM Kaxble 12 yacoB 1o
7,5 mr/kr. Ilpu HEOCHOKHEHHBIX OaKTepUaTbHBIX UH(PEKIUX,
NOPa3UBUINX MOYEBBIE ITYTH, TOKA3aHO TPUMEHEHUE
aMuKarmHa kaxapeie 12 gacos no 250 mr. HoBopoxxaeHHBIM
HEJIOHOIICHHBIM JIETSIM IIpenapaT HAYMHAIOT BBOJUTH B
no3upoBke 10 MI/Kkr, mocie 4ero nepexoasT Ha 103y 7,5 MI/KT,
KOTOPYIO BBOJST Kaxple 18-24 vaca.llpu BHyTpUMBIILIEYUHOM
BBEJICHUU Tepanus anutcs 7-10 aHel, npyu BHyTPUBEHHOM — 3-
7 THEW.

4. FeHTaMHUIIUH B/M, B/B | B/M, B/B, MECTHO, CyOKOHBIOHKTUBAJILHO. /{032 7 nHen B

yCTaHABJIMBACTCS MHAUBUYAIbHO. [IpH mapeHTepabHOM
BBEJICHUH OOBIYHAS CyTOYHAs J03a MpH 3a00JICBaHUSAX CpeIHEH
TSDKECTH JJIS B3POCIIBIX ¢ HOPMAJIbHOHM (yHKIIUEH

MOYEK OJMHAKOBA NPH B/B M B/M BBEJICHUH — 3 MI/KT/CYT,




KpPaTHOCTh BBEJICHUSI — 2—3 pa3a B CYTKU; MIPH TsHKEIbIX
uHpEeKIusIX — A0 5 MI/Kr (MakcMMallbHas CyTOYHas J103a) B 3—
4 npuema. CpeHsisa NPOIOJKUTENLHOCTS JieueHus — /—10
nHel. B/B HHBbEKIIUM MPOBOJAT B TEUCHHE 2—3 JHEH, 3aTeM
nepexoAsT Ha B/M BBenenue. [Ipu nndexmmsax
MOYEBBIBOJISIIUX IMyTEH CyTOYHAs 03a JIJIsl B3POCIHbIX U IeTer
crapmre 14 net cocraBmuser 0,8—1,2 mr/kr.

JleTsM paHHETO BO3pacTa Ha3HAYAIOT TOJBKO IO )KH3HEHHBIM
MMOKa3aHUSAM TIPH TsDKEIbIX WHPEKInIx. MakcuManbHas
CyTOYHas J03a JJs AeTeil BCEX BO3PACTOB — D MI/KT.

MCTPOHHUAA30JI

B/B

Heonataneuseiii nepuon 510 mg/kg B 2npuéma.
Jletn ot 1mec o 1roma 5-10 mg/kg B 2 mpuéma.
Hetn ot 1 roma no 181et 10 mg/kg (max. 600 mg) B 2 npuéma.

7-10 nueit

IIporuBorpudkosbie JIC (1151 npopuIaAKTHKH AUCOAKTEPHO03a)

baykoHazo

B/B

[Ipu B/B BBeZeHUU (IIOKOHA30J1a ACTSIM MPU KaHAUI03HOM
MOPAKEHUU KOXKHU U CIIM3UCTOM u3 pacuera 1 — 3 mMr/kr
[1pu MHBA3UBHBIX MUKO3aX J103a MOBBIIACTCS 10 6 — 12 MI/KT.

7-10 nHeit

CuMmnroMaTuueckasi Tepanus

aIbOyMHUH
10%.

B/B

B/B xanenbHO npu oneparmoHHOM IIOKE, THIOAIbOYMUHEMUH,
TUNONpPOTEMHEMUU. Y JleTel anbOyMUH Ha3HAvYaeTCs U3
pacuyera He OoJiee 3 MII/KT Macchl Tela B CyTKH (110
MOKA3aHUIM)

110
ITOKa3aHUsIM

anbOyMUH
20%.

B/B

PazoBas no3a nns nereit cocrapisiet 0.5-1 r/kr. Ilpemapar
MOHO MPUMEHSATH Y HEJIOHOIICHHBIX IPYIHBIX JeTeH (10
MOKA3aHUSIM)

10
ITOKa3aHUsIM
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9. bypocemu B/M, B/B CpenHsisi cyTouHas J103a J11 BHYyTPUBEHHOTO UJTH o
BHYTPUMBIIIIEYHOTO BBeACHUA y AeTel g0 15 ner - 0,5-1,5 [MOKa3aHUSIM
MI/KT.
Nudy3nonnas repanus
10 | HaTpus xnopuaa B/B ®daaxon o 200 ma 10
pacTBop ITOKA3aHHSIM
CJIOXKHBIN [Kanus
XJopuna +
KaJbL U XJIOPUL
+ HaTpusd
XJIOPUA].
11 JIEKCTpO3a B/B daakon o 200 M o
5%, 10% IMOKa3aHUsIM

12



Xupypruyeckoe BMemaTeIbCTBO:
MeTo/ onepaTHBHOTO BMEIIATEIHLCTBA:

3aKPBITHC KOJIOCTOMBI.

IICJIL NMPOBECACHUS ONMMEPATHBHOI0 BMeIIaTE/JIbLCTBA:

BOCCTAHOBJICHUC ITaCCaKa KMIMICYHHUKA YCPC3 CCTCCTBCHHLIC ITYTH.

Iloxa3zanus AJIA TIPOBEACHHUSA ONIEPATUBHOIO BMeIIaTEe/ILCTBA:

JIETH C aHOPEKTATHLHBIMHU MaTb(OPMAIIHSIMH,
C NMMPEBEHTUBHOW KOJIOCTOMUEM;

MOJTHOCTBIO C(DOPMUPOBAHHBIN HEOAHYC;
OTCYTCTBHUE PELHINBA CBUIIIA.

HpOTI/IBOHOKa3aHI/IH AJIA IIPOBEACHHUS OIICPATUBHOIO BMeEIaTE/JIbCTBA:

OCTpBI€ BOCITAJICHUS BEPXHUX JBIXaTEIbHBIX IIYTEH;

ocTpble UHPEKINOHHbIE 3200JI€BaHUS;

BBIpa)KEHHAs TUIIOTPODUS;

TUIIEPTEPMUS HESICHON 3THOJIOTHH;

THOMHBIE U BOCIIAJIUTEIbHBIE U3MEHEHUS KOXKH;

a0COJIIOTHBIE TIPOTUBOIIOKA3aHMSI CO CTOPOHBI CEPJIEYHO-COCYAUCTON CUCTEMBI.

MeTOIlI/IKa MMpoBEACHUA HpOIIel[ypr/BMeHIaTeJII)CTBa: HpOI/I3BOI[I/ITC$I THUIIMYHOC
YCTPAHCHUC BpeMeHHOﬁ KOJOCTOMBI C HAJIOXKCHUEM TOJCTO-TOJICTOKHIIICYHOI'O
aHACTOMO3a «KOHCII B KOHCI».

7)

Iloxa3zanusa s KOHCYJIbTAIIlMHU CIICHINAJTINUCTOB:

KOHCYJIbTAllUsl AHECTE3MOJIOra — JUISl ONPEAECICHUS] U UCKIIOUYECHUS BO3MOKHBIX
IIPOTUBOINOKA3aHUU K ONEPALUSIM;

KOHCYJIbTAIIUSI IUETOJIOTa — JUIsl IOJI00pa TUETHI;

KOHCYJbTallUSl ~ JETCKOTO  ypojiora — TPU  COYETAHHUHM C  TOPOKOM
MOUYEBBIICTUTEIEHON CUCTEMBI;

KOHCYJIbTAllUs JETCKOTO TMHEKOJIOTa — IIPU COYETAHUU C TIOPOKAMU HAPYKHBIX U
BHYTPEHHUX ITOJIOBBIX OPTraHOB;

KOHCYJIbTAllUsl PEAHMMATOJIOTa — PAHHUW I[IOCJIECONEPAMOHHBIA IEPUOJ B
YCJIOBHSIX OT/AEJIEHUS peaHUMalu, MPOBEAECHUSI MTHTEHCUBHOM TEpaIlny;
KOHCYJIbTALMS APYTUX Y3KUX CIEHIUATUCTOB — IO MOKA3aHUSIM.

8) Iloka3aHusi UIf MepeBoa B OT/IeJIeHHe MHTEHCMBHOM Tepanuu U peaHnMAalum:

15.

YTHETEHUE CO3HAHUS;

pe3Koe HapyIIeHUE XKU3HEHHO BAXKHBIX (YHKIMA — TEMOIMHAMUKH, JIbIXaHMUS,
IJIOTaHMS, BHE 3aBUCUMOCTH OT COCTOSIHUSI CO3HAHMS;

HEKYMMUPYEMbIN SMTUJICTITUYECKUNA CTATYC WX MMOBTOPHBIE CYI0POKHBIC MPUTTAJIKH;
HEKyNHupyeMasi TUIIEPTEPMHUS;

MOCJICONIEPAIMOHHBIE OCIIOKHEHHUSI (KPOBOTECUEHUE U JP. ).

MOHI/ITOpl/IHF COCTOAHMUA NMAIIMCHTA:
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®  KOHTPOJb HAJIMYMsSI €XKEJIHEBHOTO aJEKBAaTHOTO BO3PACTy  OMOPOKHEHUS
KUILIEYHUKA,

®  KOHTPOJb OCHOBHBIX BUTAJIbHBIX (PYHKIIUH

e  KOHTponb Jabopatopubix  mokazatener (OAK, OAM, b/x  xkpoew,

KOaryJiorpaMmsl).

16. Huaukaropbl 3¢ @PeKTHBHOCTH JIeYeHHS: aHOPEKTAIHHOM MayibhopMaluu

CIEAYET CUNTATH:

®  HaJUYHUE HEOaHyca;

®  CXKEIHEBHYIO OJJHO-, IBYKPATHYIO Je(PEeKaIIHIO;

®  TO3BIBBI HA Jc(EKAIHIO;

e  OTCYTCTBHUE HEJIEPAHUS Kaja UM SHKOIPE3 JIETKOW CTENEHHU;

®  OTCYTCTBHUE PELUUJMBA PEKTOYPETPAJIBbHOIO CBUIIIA;

e  OTCYTCTBHE CT€HO3a HEOaHyca.

17. JlanbHeiilnee BeeHue:

HaOmtonenue no Mecty KutenbcTBa 10 18 jerT.

[Ipu nucnancepHOM HAOIIOICHUH HEOOXOUMO OOpaTUTh BHUMAHUE Ha!

—  00JH B )KHUBOTE;

—  4acToTy CTyJa;

—  HaJW4YMe€ YIOPHBIX 3all0POB U KaJOMAa3aHUs;

—  HUCHOJIb30BaHUE KJIU3M U CIaOUTENbHBIX;

—  OTpa3swjioch JIM Ha HEPBHO-TICUXUYECKOM cTaryce peOeHKa MPOBEICHHOE

ONEpPaTUBHOE BMEMIATEIBCTBO.

KoHTpoJIbHBIN OCMOTp U 00CIEeI0BaHNUE:

—  PEHTIeHOCKOINHMS TOJICTOM KHIIKH, JJICKTpOMUOTpadusi B OTACICHUS JETCKOU

XUpypruu yepes3 6 u 12 Mecsmes nocie onepanuu;

—  KOHTPOJb  OyXHpOBaHUS, ONOPOXHEHMS  KHUIIEUYHHKA  TalUeHTa, MpHU

HE0OXOIMMOCTH HA3HAYEHUE COOTBETCTBYIOIICH TUETHI, OUMCTUTEIBHBIX KIH3M.

3aHsaTust GU3KYJIBTYPOI:

- B OCHOBHOW T'pyIINE NPU COXPAHEHUH AHAJIBHOTO yJIepKaHUS,

— MIpU HEJIepKaHUU KaJla 3aHATHE B TOATOTOBUTEILHON WIIW CIICIIMATIBLHOM TpyTIIIE.
XOopolmuMHy pe3ynbTaTaMHu JIEUYEHUS AHOPEKTaJbHOW Malb(pOopMaluu CIEAYeT

CUMTaTh €KEIHEBHYIO OJHO-, JABYKPAaTHYIO Je(deKanuto, OTCYTCTBUE KaJlOMa3aHHUs B

MIPOMEKYTKE MKy nedeKanusMu; Mo3bIBbl Ha Aedekaluio, Aep:kanue Moy, Hanmane

y peOCHKa «IUIOCKOW» MPOMEKHOCTH, AaHOMAJILHOTO CTPOCHUS KPECTIIa; BE3UKAIBHOTO

CBUIIA, KJIOAKU C OOIMM KaHaioM Oojee 3 cM - HeOmarompusTHble (HaKTOPBI IS

HOPMAaJIBHOTO KaJOBOr0 yAEp>KaHHsS U KadyecTBa ku3HU. HapylieHne mMouenciycKaHus

yalie BCero BCTPEYaeTCs MPU HAIMYMK aHOMAJIUM KPECTIA, Y IEBOYEK C KIIOAKOM.

13. MEJUIINHCKASA PEABUJIMTAIIUSA: cornacHO KIMHUYECKOTO MPOTOKOJIA 10
peadbmIUTaluy JaHHON HO30JIOTHH.

14.ITAJIVIMATUBHASA IOMOIIb: =er.
14



15. CokpalieHusi, HCNOJIb3yeMble B IPOTOKOJI€:

AJIT aJaHMHaMHHOTpaHchepasa

APM aHOPEKTaJIbHbIE MaJlb(popMaru

ACT acapratamMrHOTpaHchepasa

AUYTB AKTUBHPOBAHHOE YACTUYHOE TPOMOOIIJIACTUHOBOE BPEMSI
BIIP BPOXKJACHHBIN IOPOK Pa3BUTHS

BO3 BCEMUPHAsl OPraHU3alnsl 31paBOOXPaHECHUS

BNY BUPYC UMMYHOJIe(puIIMTa YeIoBeKa

JABC JIMCCEMUHUPOBAHHOE BHYTPHUCOCYAUCTOE CBEPTHIBAHUE
3CAPII 3aIHECAaruTaJbHasl aHOPEKTOIIACTHKA

NBB/IB WNurerpupoBanHoe Benenue bonesnen Jlerckoro Bo3pacra
NDA UMMYHO(EPMEHTHBIN aHATN3

KT KOMITbIOTEpHAsI TOMOTpadust

MPT MarHUTHO-pE30HaHCHask ToMorpadus

MHO MEXIYHAPOJIHOE HOPMAJIM30BAHHOE OTHOLLICHHE

MO MEIULMHCKAs] OPraHUu3aLus

MKb MEXAYHapOoIHasl Kiaccupukanus 0one3Hen

OAK 00U aHaIN3 KPOBU

OAM o0l aHAJIU3 MOYU

Y31 YJIBTPA3BYKOBOE UCCIIEIOBAHUE

Y] YPOBEHb JOKA3aTEIbHOCTU

COD CKOPOCTb OCEIaHUsI SPUTPOLIUTOB

C3I1 CBEXXE3aMOPOKEHHAS TJ1a3Ma

OKT AJIeKTpOoKapauorpadus

OXOKT axoKapauorpadus

16. Cnmcoxk pa3padoTYHKOB TMPOTOKOJA € YKa3aHHMeM KBAJIU(PUKANMOHHBIX
NAHHBIX:

1) Jlxenanae Jlamup BymaroBud, A.M.H., pyKOBOJUTENIb OT/ENA IETCKOW XHPYPTUU
Oummana KO «UNIVERSITYMEDICALCENTER», AO «HamuonanbHbIH Hay4HBIN
LIEHTP MATEPUHCTBA U JE€TCTBa», I. ACTaHa.

2) OcnanoB Mapar MaXWTOBUY — K.M.H., 3aBEAYIOIIUH OTICICHHUEM JCTCKOU
xupyprun @ummana KO «UNIVERSITYMEDICALCENTER», AO «HamuonansHbIH
Hay4YHbIW LICHTP MAaTEpPUHCTBA U JETCTBa», I'. ACTaHa.

3) PycremoB Jlactan 3eiiHOJIacBUY — Bpayd OTIACICHHS JIETCKOW xupypruu dunana
K® «UNIVERSITYMEDICALCENTER», AO «HauuoHanbHbIA Hay4dHBId LIEHTP
MaTE€pUHCTBA U AETCTBA», I'. ACTaHa.

4) Axmnapos Hypnan HypkuHOBHY — 1.M.H., 3aBeayromuii otaenenuem xupypruu PIKIT
«Hayunblii neHTp nenuatpun u nerckoit xupypruu M3 CP PK».

5) Adnaronos Hypxan BakeiroekoBud — Bpau otaenenus xupypruu, PIKIT « Hay4rbrit
LEHTp neauatpuu u aerckoit xupypruu M3 CP PK».

6) AxtapoB Kaxpuman MaxmyTkaHoBuY — Bpad oTaeneHust xupypruu, PIKII
«Hayunpblii nenTp nenuatpun u nerckuid xupypr M3 CP PK».
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7) KamueBa Mupa MapaToBHa — K.M.H, IOIICHT Kadeapbl KIMHUYSCKON (hapMaKoJIOTUH
u papmakotepanuu KasHMY um. C. Achennusposa.

17. Yka3aHue Ha OTCYTCTBHE KOH()JIUKTA MHTEPECOB: HET.

18. Cnucok peneH3eHToB:

1) AckapoB Meiipam CatbiOaIAMHOBAY — J.M.H., Ipodeccop, 3aBeayroniuii kademxpoi
nerckou xupypruu, PI'TI na I1IBX «Kaparanauackuil rocy1apCTBEHHBIM MEIULIUHCKUAN
YHUBEPCUTETY.

19. IlepecMoTp MpOTOKOJIA: Yepe3 3 ToAa MOCie ero OmyOJIMKOBAaHUS M C JATHI €TO0
BCTYIUICHUS B JICHCTBHE WM TMPH HAJIMYAHW HOBBIX METOJOB C YPOBHEM
J0Ka3aTeIbHOCTH.

20. Cnmncok MCHOJbL30BAHHON JIMTEPATYpPbl (HEOOXOAMMBbI CCHLIKM HA BaJH/IHbIE
HCCJIEeOBAHNS HA NePeYHCICHHbIE HCTOYHNKHN B TEKCTE MPOTOKOJIA).

1) Jlénromkuna A.U., KomuccapoB UM.A. Ilequarpudeckas KOJOMPOKTOJOTHI. — M.,
2009. — 398c.

2) Jlémromkun A.U., JIykun B.B., OxynoB E.A. AHopeKkTaJibHbIe TIOPOKH Pa3BUTHA//
bromnerens ms Bpaueid. — M, 2004. - Ne2(42). — C.19-31.

3) TI'epacbkun A.B., JlponoB A.®., CmupnoB A.H. Jlerckas KOJOMPOKTOJOTHS.
PykxoBonctsa anis Bpaueid. 2012 r. ctp. 207-269.

4) II. Ilypu, M. T'onbBapT. ATiac AeTckoil omnepatuBHOM xupypruu. IlepeBon ¢
aarimiickoro nox penakmueit T.K. Hemumnosoii. 2009 . ctp. 305-328.

5) Dnekrponnsie 6a3wl qaHHbIX (MEDLINE, PUBMED, radh.ru).

6) AwmoB P.P. AxryanpHble  BONPOCHl  KJIacCU(UKAIUK  aHOPEKTAIBHBIX
manbhopmanuii y nereit. [lemuatpus u gerckas xupyprust Kazaxcrana, 2008 - Ne2, ctp.
30-32.

7) Jlykun B.B. PekroreHuTadbHBIC COYCThS MPH HOPMAIBHO C(HOPMHUPOBAHHOM
3aJHeM mpoxojie y AeBouek. [uc. k.M.H. - M., 1977. - 149 c.

8) Opwmantaee K.C., Axmapo H.H., AwunoB P.P. Ammac aHOpeKTajIbHBIX
mManbhopmaruii y geteit. — Anmatser, 2011 r., 176 ctp.

9) Ocunkun B. I'., banaranckuii [I. A. Xupyprudeckasi TAKTUKa MPU aHOPEKTATBHBIX
nopokax pazsutusi/ "Hacrosmiee u Oyayimiee naerckod xupypruu': Martepuais
KoH(pepenuun. — Mocksa, 2001. — C. 193.

10) TypcynkynoB b.III. CoBeplieHCTBOBaHHWE JHUATHOCTUKH W XHUPYPTHYECKOTO
JIYEHNs AETEN C aHOPEKTAJIbHBIMUA MOPOKAMU Pa3BUTHS: aucC. K.M.H. — Anmartsl, 2006.
- 89c.

11) 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.

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

13) MathurP,Mogra N, Surana S, et al. Congenital segmental dilatation of the colon
with anorectal malformation. // J Pediatr Surg. — 2004. - Ne 8(39).—P.18-20.
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14) 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.

15) Watanabe Y, lkegami R, Takasa K Three-demensional computed tomographic
images of pelvic muscle in anorectal malformations. // J Pediatr Surg. - 2005. - Ne40. —
P.1931-1934.

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

17) Alberto Pena M.D., Marc Levitt M.D, «The treatment of anorectal malformations»
18) MBB/IB — pykoBoactBo BO3 mno BeneHuro Hamboyiee pacrnpoCTPaHEHHBIX

3a00JIeBaHU B CTallMOHApaxX MEPBUYHOIO YPOBHSA, afanTUpoBaHHOE K ycioBusiM PK
(BO3 2012 r.).
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