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Cnmcok cokpameHui

AXD — aneTHIXOIMHACTEpasa

BI" — Gone3np ['upmmpynra

KKT — xkeny104HO-KHUILIEYHbIN TPAKT

MKB — mexayHapoHas kinaccudukaiuys 0one3Hen
PAWP — pexkroananbHbIN HHTHOUTOPHBIN pedieke
PKU — paHn1oMHu3UpOBaHHOE KIMHUYECKOE UCIIBITAHNE
P®II — pagnodapmaiieBTraecKuii mpenapar

TTI" — TMpeoTpONHBIN TOPMOH

TepMuHBI U onpeaeIeHUst

MerakoJjoH — 3TO pacIIMpeHne 000 I0YHON WU BCEH TOJICTON KUIITKH.
MerapekTyMm — 3TO pacIIupEeHUE MPIMOUN KUIITKH

1. Kparkas nundgopmanus no 3a60/ieBAHNI0 WIH COCTOAHHUIO (TPyIIbI 3200/1€BAHUN
WM COCTOSIHUH)

1.1. Onpenesienne 3a001eBAHUSA WU COCTOSIHUA (TPyNIbI 3a00/1eBAaHUI WK
COCTOSIHM )

BI' — 5T0 aHOManus pa3BUTUS TOJICTOW KHUIIKM, XapaKTEepHU3YIOIIascs OTCYTCTBHEM TaHIJIMEB
MOACIU3ACTOTO W MEXKMBIIIEYHOTO HEPBHBIX CIUIETEHHH BCEH TOJICTOM KHMIIKM WM €€ YacTH H
MPUBOJIAINAS K HAPYIICHUIO HHHEPBAIUU (pparMeHTa KUIIKH, YTO TPOSBISIETCS YITOPHBIME 3anopaMu [1].

CUHOHUMBIL: BPOX/IEHHBIN araHrino3 TOJICTOM KUIIKH.
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1.2. DTnosorus U naroreHe3 3a00JeBAHNS WIN COCTOSIHUSA (rpynnbl 3200/ eBaHUM
HWJIM COCTOSTHUIA)

B ocHoBe pasButus bI' nexar pasimyHble SNUICHETUYECKUE MEXAHU3MBI, IHPUBOASIILIME K
HapyIIEHUIO KOJIOHM3ALMU KHILIEYHMKA JHTEPAIbHBIMU CTBOJIOBBIMHM KJIETKaMH, MPOUCXOAAIIUMHU U3
KJIETOK HepBHOTO rpedemika. [logoOHas HemoiHOIEHHAsl KOJOHM3AlMsl CBsSI3aHa, B MEPBYIO OYEpEnb, C
HapylleHUeM Mposindepanuy, BbDKUBAHUSA, MUTpalud U JU(PEepeHIIUPOBKY 3HTEPATbHBIX CTBOJIOBBIX
KJIETOK B IIPOIIECCE PA3BUTHSI SHTEPAIBLHOW HEPBHOM cuctemsl 2, 3, 4, 5].

OCHOBHBIMHU I'€HaMM, KOHTPOJIUPYIOIIMMH YKa3aHHbIE BbllIe npoliecchl, sBisitorces: RET (peuentop
tuposunkuHasel), GDNF (meiitpoduueckmii ¢akrop ramansabix kKietok), ENDRB (ren penenrtopa
supotenuna-B), EDN3 (saunorenun-3) [6, 7, 8].

Kpome sToro, cymecrtByer THIoTe3a, COIJIACHO KOTOPOM araHriimo3 pa3BUBAETCS BCIEICTBUE
HapylmeHus Iud@depeHIMPOBKY HEPBHBIX KIETOK, Y)K€ NOCTUTIIMX KHUIIEYHOM CTeHKU. Biusate Ha
CO3pEBaHMUE KIETOK MOTYT pa3jinyHble (DaKTOPbI, TaKHE, KAaK TUIIOKCHUS, BO3ACUCTBHE XMMHUYECKUX
areHTOB, MOBBIIIICHHAs paaualys, BupycHas nadexkuus [9, 10].

Hakormenue aneTunxoiauMHACTEpasbl B CIM3UCTON 000JI0UYKE HapsAy ¢ OTCYTCTBHEM MEIUATOPOB,
o0ecreunBaroux TOPMO3SAIMHA (P(EKT B KHUIIEYHOW CTEHKE, BBI3BIBACT CTOWKHUMA CHa3M, KOTOPBII
CIYXHT TIaTOreHeTHueckuM mnpusnakom bI' [11, 12].

ATaHIIMOHApHBIA Y4aCTOK KUIIKA HE Y4acTBYET B NMEPUCTAILTUYECKOW aKTUBHOCTH U SIBJISETCH,
TakuM 00pa3oM, 30HON (YHKIIMOHAJIBHOTO MPEMSITCTBUS MJs Macca)ka KUIIEYHOro cojepxumoro. B
pe3yibTaTe MNPOUCXOAUT XPOHHUYECKas 3a/lep’KKa KaJlOBBIX MacC B BBILIENEKAIIEM OTHENe KHILIKH,
MOCJIETHUI C TEYEHHEM BPEMEHM pacHIMpsAeTcs U POPMHUPYETCS] MErakoJIOH — OCHOBHOM KJIMHUYECKHUH
npusHak bl

1.3. OnuaemMmuos0rusi 3a60J1eBaHMsI HJIH COCTOSIHUS (TPyNNbI 3200/1€BAaHUI WIH
COCTOSIHU)

[To maHHBIM pa3HBIX aBTOPOB YpoBeHBb 3aboneBaeMoctu bI' konedmercs ot 1:30 teic. mo 1:5000
o01eMy 4rcay HOBOpOKaAeHHbIX [13, 14, 15].

PacripocTpaHeHHOCTh araHrjiuo3a TOJICTOM KHIIKKA BapbUPYeT U CPEOu Pa3IUYHbIX ATHHUUYECKUX
rpymm. Tak, cornacHo nanueiM KanudopHuiickoit mporpaMmMbl MOHUTOPUHTA BPOKJIEHHBIX Te(EKTOB 3a
nepuoj ¢ 1983 no 1997 rox, wactota bI' cpein HOBOPOXKACHHBIX a3UATCKOTO MPOUCXOXKICHUS COCTaBUIa
2,8:10000, cpenu HOBOpOKAEHHBIX adpoamepukaniieB — 2,1:10000, eBponeonmoB — 1,5:10000 u 1:10000
y natuHoaMmeprkanies [16]. B SInonuu 3a mocnennue 4 necsatunetus bI' muarnocrupyercs mpumepto y 1
u3 5000 HoOBOpOXKIEHHBIX [17].

CyliecTByeT pa3HHIIa B 4aCTOTE Pa3IMuHbIX (OopM 3a00JIeBaHUS B 3aBUCMOCTHU OT MPOTSHKEHHOCTH
30HBI aranrano3a. Ciaydan ¢ KOPOTKUM CEIrMEHTOM BCTPEUaIOTCs ropa3fo yaiie U cocTaBisiioT A0 80%
obmrero uucna. Octanbubie 20% HaOMIOACHUI MPUXOASITCS HA MAUEHTOB, Y KOTOPBIX araHTJTMOHAPHBIN
CETMEHT PaclpOCTPaHICTCS NPOKCUMAaIbHEe CUTMOBHTHON KuIiku [16].

BI' uwacto saBnsercs cemeilHbIM 3a0ojeBaHHMEM. PHCK BO3HHMKHOBEHHS ATOrO 3a00JIeBaHUS Y
POACTBEHHUKOB 3HAYUTEJIHHO BHIIIIE 110 CPABHEHUIO C OCTaJIbHBIM HaceleHueM. 3 Bcex peructTpupyemsix
CeMEWHBIC CITyyau araHrimo3a coctaBisitor 20% [18].

1.4. OcobenHOCTH KOAMPOBaHMs 3a00/1eBAaHUA WIN COCTOSIHUS (TPyNIbI 3200/1eBAaHN I
WIH COCTOSTHMI) 0 Me:KIyHApPOAHOH cTaTHYeCcKOH Kiaaccupukanuu 0oj1e3Hel u
npoodJIeM, CBA3aHHBIX CO 310POBbEM

Kunacc — [Ipyrue BpokieHHbIE aHOMAJIHHU (TOPOKK pa3BUTHsI) OpraHoB numieBapenus (Q43) [19]:
Q43.1 — bone3ns ['upimpynra
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1.5. Knaccnduxanusi 3a00s1eBaHus WM COCTOSAHMSA (rPyNIbI 3a001eBAHNIA MK
COCTOSIHU)

Knaccudukanus [18, 20, 21, 22].
AHaToMu4yeckue cpopmbl 3aboneBaHus

Briensror cienyromniye aHaToMu4eckrue (GopMal:

- HagananeHas Qopma — 30Ha araHryino3a JOKIN3YeTCS B HIKHEAMITYJSIPHOM OTIEe MPSIMOU
KHILKH;

- PexranpHas ¢popMa — HeJJOpa3BUTHE UHTPaAMypPaJIbHOTO HEPBHOT'O arapara paclpoCcTpaHseTcs Ha
BCIO MPSAMYIO KHIIIKY;

- PexrocurmoupHas ¢opmMa — araHrivMo3 3aHUMAeT BCIO MPSAMYIO KHUIIKY W 4acThb WM BCIO
CUTMOBUJIHYIO KUIIKY;

- Cy6ToTanbpHas ¢popMa — B araHIIMOHAPHBIN CETMEHT BKJIIOYEHA MoNepevHast 000J0uHas KUIIIKa;

- ToranbHast popma — nopakeHue Bcel TOJICTOM KHILKH, BBIABIISETCS PacUIMPEHUE IMOJAB3IO0ITHON
KHILKH.

Mo nokanunsauun pacwmnpeHns Kue4yHmKa

- Merapekrym;

- Meracurma,;

- JIeBOCTOPOHHUI METaKOJIOH;
- CyOTOTanbpHBIN METaKOJIOH;
- ToTambHBIN MEraKoJIOH;

- Merauneym.

Mo cTteneHn KoMNeHcauuu

- KOMHGHCI/IpOBaHHOG COCTOSAHUEC KHIIKK — Ha MPOTKCHHUU MHOTHUX JIET Y 0OJILHOTO OTMEYAETCS
pe,[[KHfI, HO CaMOCTOSTEIbHBIN CTYJI WJIKX UMCIOTCS 3aI10OPbI OT 3 0 7 I[Heﬁ, KOTOPBIC JICTKO pa3pClIarOTCsa
C IIOMOIIIBIO CJ1a0UTENBHBIX CpEACTB U KIIU3M;

- CY6KOMH6HCI/Ip0BaHHOC COCTOSAHHUEC B OTIHYUEC OT IMPEABIAYIICTO Tpe6yeT WHTCHCHUBHBIX
MepOHpI/IHTI/Iﬁ 10 OIMOPOKHCHUIO KHUIIIKH. B Takux clIydaiax 0e3 IIPUMECHCHUSA CI1a0UTEILHBIX CpE€ACTB U
KJIM3M CaMOCTOSITEIbHBIM CTYJI MOXKET OTCYTCTBOBATDH CBBIIIC 7 I[Heﬁ;

- HGKOMHGHCHpOBaHHOG COCTOSAHUC XapaKTCpU3YCTCAd OTCYTCTBUCM II103bIBa Ha I[e(beKaI_[I/IIO u
CaMOCTOATCIIBHOI'O CTYyJIa. Y MHOTrHX MallMEHTOB TOJICTAas KHIIIKa ObIBaeT 3alojHEHa INIOTHBIM
KHUIONCYHBIM COACPKUMBIM HJIM KaJIOBBIMH KaMHSIMH. 3a‘IaCTYIO JaK€C HHTCHCHBHBIC MCPOIIPUATUA HE
MO3BOJIAKOT aJACKBATHO OIOPOXHUTH TOJICTYHO KHIIKY. B HO,Z[O6HBIX ClIydasaX IIOKa3aHO CpOYHOC
XUPYPIru4eCcKocC JICUCHUC.

Mo knMHUYeckomy TeueHUto 3ab6oneBaHUA

- Tunuuneli ("merckuil') BapuaHT — HMHTEHCUBHBIA 3amOp pa3BUBAETCS JOCTAaTOYHO OBICTPO,
MPAKTUYECKH OTCYTCTBYET CaMOCTOSITEIbHBIN CTYN, OBICTPO HApacTaloT SBICHHUS KUIIEYHOMH
HEIPOXOIUMOCTH;

- IIposIOHrUpOBaHHBIM BapuaHT — MEJJIEHHOE TeueHHe 3a00JIeBaHUs, KOTAa C 3alopoM yIaeTcs
JUINTEIBHOE BPEMS CIIPABIIATHCS C IOMOIIBIO KOHCEPBATUBHBIX MEPONIPUATU;

- JlaTeHTHBIN BapHaHT — BIEPBbIE 3alop MOsBIAETCS mocie 14 ner, W, Kak MpaBHIIO, OBICTPO
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pa3BUBAaeTCs XpOHMYECKas TOJICTOKHMILIEYHAas HenpoxoauMmocTb. llosBuBIIMiics 3amop HapacTaer,
cllabUTEeNbHBIE CPEICTBA COBEPIICHHO HEI(P(PEKTUBHBI, W IS OMNOPOKHEHHUS KHUIIKH TMPUXOJUTCS
npuberaTh K eXeTHEBHBIM KIH3MaM.

1.6. Knuanyeckass kapTuHa 3a00/1eBaHUA WM COCTOSTHUA (IPyNIbI 3a00/1eBaHU
WM COCTOSTHHI)

IIpn BI' y B3pocCaBIX MMEET MECTO HAPYIIEHHWE INPOXOJAMMOCTH IO araHIJIMOHAPHOM 30HE KHILKH,
BCJICJICTBHE OSTOTO BBIIICTEKAIINE OTIENBl KHIIKA ITOCTEIIEHHO pacIupsAoTcs W (hopMupyercs
MerakoJioH. [IocTeneHHO MerakoJIoH IporpeccupyeT B MPOKCUMaIbHOM HampasiieHud. [Ipu orcyrcrBumn
JICYEHUs PAa3BUBAIOTCA OCJOXKHEHMs: OCTpas KHILIEeYHash HENpPOXOJUMOCTh, Mepdopauus KHUILIKH,
MIPOJIEKEHb CTEHKH KUIIKH KAJIOBBIM KAMHEM, 3aBOPOT METaKOJIOHA.

2. /lmarHocTuka 3a00/1eBAaHUS WJIH COCTOSIHUS (TPynnbI 3200/1eBAHNH WJIN
COCTOSIHUI) MeIMIMHCKHE MOKA3aAHUS M MPOTHBOINOKA3aAHUS K NIPUMEHEHHIO
METOA0B IMATHOCTUKH

Kpurepun ycraHoBKH Juarsosa:

- 3a110p B aHAMHE3€ C JIETCKOI'0 BO3pPacTa;

- HajJMudhe 30Hbl OTHOCUTEIBHOTO CYXEHHMS B JUCTAJbHBIX OTAENaX TOJCTOW KHIIKA C
CYIPacTEeHOTHYECKUM paclIMpeHueM (MErakoJioH) Ha UppUrorpammax;

- OTCYTCTBHUE PEKTOAHAIBHOTO MHTMOUTOPHOTO peduiekca MPU aHOPEKTAIIbHON MaHOMETPUH;

B comHHTENnbHBIX ciy4yasix, NOpU OTCYTCTBHUM XapaKTEPHOTO aHaMHe3a, HAJIWYUH HE4YeTKOH
PEHTTEHOJIOTUYECKOM KapTHHBI, OCcIabJeHHON peakiMi BHYTPEHHETO C(UHKTEpa Ha pacTsHKeHHE MPSMO
KHILIKHA WM IPOTUBOPEUHSIX B Pe3ybTaTax yKa3aHHBIX TECTOB, HEOOXOAMMO MPOBOIUTH TPaHCAHAIBHYIO
OMOIICUIO CTEHKH MpsAMOM KUIIKKM N0 CBEHCOHY AJii OLEHKU COCTOSIHHS HWHTPAMypallbHOTO HEPBHOTO
CIUIETEHUSI.

2.1. ’Kay100b1 ¥ aHAMHE3

K ocHOBHBIM KJIMHMYeCKUM cumnTomMaM BI' oTHOCAT 3amop W B3JyTHE >)KMBOTA, KOTOpPbIE OOBIYHO
BO3HHUKAIOT B paHHeM JeTcTBe. OHAKO KIMHUYECKUE MPOSIBICHUS MOTYT UMETh CTEPTYIO KapTHHY Yy
JeTell M pa3BUTHCSA B 3pejoM Bo3pacTe. [J1laBHOW IMpUUMHOIN OOpallleHusl B KJIMHUKY SBISETCS 3aIop,
KOTOpBI OTMeuaroT Bce mnanueHTthl. Ilpu 3TomM y OonbmmHCTBA OOJIBHBIX HAOIIOAAETCS OTCYTCTBHE
CaMOCTOSTEJIBHOTO CTYJIa. DTOT CUMIITOM BCErJla COYeTaeTcs ¢ OTCYTCTBMEM IO3bIBa Ha Aedekanuto. Y
psja MAlMEeHTOB MOXKET MMEThb MECTO W NO3bIB Ha JeeKalui0o U CaMOCTOSITEIbHbIM CTYyJ, OJHAKO
OCTaeTcs OUIYILEHHE HEIMOJHOIO OMOPOXKHEHUS TOJCTOM KMIIKM. Hanmmuue caMoCTOSTENBHOTO CTyjda y
3TUX MAlUEHTOB OOYCIIOBJIEHO COXPAHMBLICHCS MPOMYJIbCUBHOM CHOCOOHOCTBIO T€X OTAEIOB TOJCTOM
KHUILKH, KOTOPbIC PACIIOIaratoTcs MPOKCUMAlIbHEE araHrIMOHAPHOM 30HBI [23, 24].

B3nyrue xuBoTa peructpupyercs y MoJOBUHBI MAlMEHTOB. DTOT CHUMIITOM OTMeuaeTcs Ha (oHe
JUTUTENILHOTO OTCYTCTBHSI CAMOCTOSITETIBHOTO CTyJla M MCU€3aeT MOCie OMOPOKHEHUS TOJICTOM KHILKH.
bonu B XHMBOTE HOCAT, KaK MPaBHJIO, MPUCTYNOOOpa3HbI XapakTep M BO3HMKAIOT Ha BBICOTE 3aropa,
KOTOPBIH KyIHPYETCsl IPUMEHEHUEM OYHUCTUTENbHBIX KITH3M [ 25, 26].

TomHoTa W pBOTAa MOSABIAIOTCA, Kak MPaBWIO, IpPU JEKOMICHCHPOBAHHOM COCTOSHHH,
COIPOBOXKIAIOTCA OOJIIMH B KMBOTE, JUIMTENIBHBIM OTCYTCTBHEM CaMOCTOSATENIBHOTO CTyda. Y psja
MaIKMEHTOB MOTYT OTMEYAThCsI C1a00CTh U HEJIOMOTaHHE KakK MPOsBIeHHE 00IIeil nHTOKcHKanuu [27].

Y B3pOCIBIX MAalMEHTOB MPAKTHMYECKH HE pPAa3BUBAIOTCS SBJICHHUS DHTEPOKOJIUTA, CTOJIb
XapaKTepHOTO s JAeTeit, ctpanaronux bl [18].
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K Gonee penkuM cCHMIITOMaM OTHOCSTCS TOIIHOTAa M pBOTa. Kak mpaBmiio, OHU TMOSIBJISIOTCS MPH
JEKOMITEHCHPOBAHHOM COCTOSIHUH, COIPOBOXIAIOTCS OOJSAMH B JKHBOTE, TUTEIBHBIM OTCYTCTBHUEM
CaMOCTOSITEJIFHOTO CTyJa. Y psfa IMalUeHTOB MOTYT OTMeYaThcsid CIa00CThb M HEJOMOTIaHHE Kak
IIPOSIBJICHUE aCTEHU3ALMU U HHTOKCUKALIUU.

2.2. Du3uKaJbLHOE 00C/Ie10BaHNe

- Pexomennmyercss OOMEKIMHUYECKHIA OCMOTpP, BKIIIOYas HApPYXHBIH OCMOTp NepUaHAIBHOU
001acTH, OLIEHKY aHAJIBHOTO pedieKca, BarMHAIBHOE HCCIEIOBAHHE Y JKEHIIWH, BCEM ITallMCHTaM C
nojo3penuem Ha bl [28].

YposeHb yoeautenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

KomMmenTtapuii. OOLIEKIMHUYECKUH OCMOTP HEOOXOAMMO BBINOJHATH Y BCEX MAllMEHTOB C
nojmo3penreM Ha bBI', kak ¢ 1enbro BBISBICHHUS XapakTepHbIXx st bBIT cuMnroMoB, Tak U A
i depeHnnanbHON TUarHOCTUKHU, OLIEHKA COMaTHYECKOI0 CTaTyca M COMyTCTBYIOLINX 3a00JIeBaHNUM.

[Ipy 0OBEKTUBHOM OCMOTPE Y MHOTHX MAIlMEHTOB OTMEYAETCsl pa3BepHYTHIM pebepHbIil yroa. Ha
(doHe B31yTHs, YBEIMUEHUS B Pa3Mepax TOJCTON KHUILIKH 3aMETHbl aCUMMETPHS KUBOTA, YBEJIIMUCHHUE €r0
B pa3Mepax, ¢ pacTSHYTOM NepeaHel OPIONTHOW CTEHKOW W BUIMMOM Ha TJ1a3 MepUcTaIbTUKONW. B To ke
BpeMsi TpH aJIeKBaTHO NPOBOJAMMBIX KOHCEPBAaTHBHBIX MEPOIPHUATHIX MErakoJIOH pa3BUBaeTCs
MEJUIEHHO, YTO MO3BOJISIET COXPaHUTh HOPMaIIbHYIO popMy kuBoTa [9, 29].

[Ipy KOMIEHCHUPOBAHHOM COCTOSIHMM TMajibMalys >KUBOTAa y NaiueHToB ¢ bl moxer ObITH
ManouHpopmatuBHO#. [Ipun cyOKOMIEHCUPOBAaHHOM M JIEKOMIIEHCUPOBAHHOM COCTOSIHUSIX MajbIaTOPHO
ompezensercs pa3ayras ra3aMy WM 3alojIHEHHas KaJlOBBIMM MaccaMH 00OJl04YHasi KHIlKa, HauboJsiee
4acTo CUrMoBUAHAs kuiika. OHa uMmeeT ¢popMy 0aNIOHOOOPA3HOTO IMIIMHAPA, PACHOJIararollerocs, Kak
MIPaBUJIO, B JIEBOM MOJIOBUHE XUBOTA. B ciydae mepenoiaHeHus: KUIIKU COJECPKUMBIM Ha HEH OCTAOTCS
MajbplEBble BIABICHUA. Y psda MNAlMEHTOB MOTYT NalbIUPOBAThCA KaJlOBblE KAMHHU, KOTOpBIE B
HEKOTOPBIX HAOIIOICHHUSIX CMEIIAIOTCS B MPOCBETE KUIIKH [23, 24].

- PexomeH1yeTCsl MablIeBOE UCCIIEIOBAaHUE MTPSMOM KUIIKK BCEM MallUeHTaM ¢ Mojo3peHruemM Ha bI’
[18, 25].

VYposens yoeaurenbHOCTH pekoMenaaiuii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 5).

KommenTapuii. manplieBO€ HCCIEIOBaHHE aHAJIBHOTO KaHAlla M MPSAMOW KHIIKH IPOBOJUTCS C
LIETBI0 OIEHKH (PYHKIIMOHAIIBHOTO COCTOSIHHMS 3alUpaTelIbHOrO ammapara MpsAMON KHWIIKHA, HaJTH4Yds
CONYTCTBYIOIIMUX 3a00JI€BaHUI AHAJIBHOTO KaHaja W MPSAMON KHUIIKW. Y TMAIMEHTOB C HaJaHAJIbHOU
dbopmoii 3ab0JieBaHMs TAIBIIEBOEC HCCICIOBAHUE TO3BOJISET BBISBUTH HAJIWYME KaJOBBIX MacC WM
KOIIPOJIUTOB B aMITyJie MPSIMOM KUIIKU. B citydae pekTanbHO# 1 0ojiee MpOTsHKEHHOH (OPMBI araHriino3a
amIysa npsMoi KUIIKH, KaK IPaBUIIO, HE COJEPKUT KAJIOBBIX Macc.

2.3. JIabopaTopHbIe TMATHOCTHYECKHE HCCIeI0BAHUS

Cnernuduueckass  naboparopHas  jaumarHoctuka bl orcyrctByer  [28].  JlaGopaTtopsbie
JMArHOCTHYECKHE HCCIIEIOBAHUS CIIEIyeT BHIMIOIHATH MAIlMeHTaM B XOJ€ MOATOTOBKH W TUIAHUPOBAHUS
XUPYPruuecKoro BMEIIaTeNbCTBA TSl HCKITFOUEHHUS COMYTCTBYIOIMINUX 3a00JIEBaHUN U COCTOSIHUM, a TakKe
MIpH HEOOXOAUMOCTH MPOBeIeHUs AU PepeHInaTbHON TUarHOCTUKY.

- JlammeHTaM C MErakojJOHOM M TMOJO3PEHHEM Ha BTOPUYHBIA XapakTep MErakoJoHa,
00yCIOBJICHHBIN YHIOKPUHOJIOTHIECKIMH PACCTPONCTBAMU, peKOMEHAyeTcs uccineaoBanue ypoBus TTT,
0OIIIero KalbIKs U KaJIusl B KPOBH JUIsl yTOUHEHHS dTHOJI0THK 3a00eBanus [30].

YpoBeHb yoeauTenbHOCTH pekoMeH taiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5)
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2.4. UHcTpyMeHTAIbHBbIE TUATHOCTHYECKHE NCCJIeI0OBAHUSA

PenTrenonornueckiue MeTOJbI MCCIEAOBAHHS JAIOT BO3MOXKHOCTb OIICHUTHh (PYHKIIMOHAIBHOE WU
MOP(}OJIOTHYECKOE COCTOSHUE TOJCTOM KHIIKM, YTO CYHIECTBEHHO BIMSET Ha BBIOOp JasibHEHIIei
JMarHOCTUYECKOU | JeueOHOo# TakTuku [29, 32].

- Bcem mammentam ¢ BI' pekoMeH IyeTcst HppUTOCKOTIHS IS TTOITBEPKACHUS HATMYNS METAKOJIOHA,
OILIGHKH €T0 PacHpOCTPAHEHHOCTH, BBISBICHHS XapakTepHoi it BT peHTreHomornyeckoi kapTuHsl [ 18,
36].

VYpoBeHb yOeAUTEIbHOCTH PEKOMEHAaIuii B (YypoBeHb I0OCTOBEPHOCTH JJOKA3aTEIbCTB — 3).

Kommenrtapuii. OCHOBHBIM METOJOM JHATHOCTHKH MErakoJIOHA SIBJSIETCS PEHTICHOJOTUYECKUNA —
M3MEpeHue HIMPUHBI IPOCBETA KUILKK MPU TYTOM €€ HaIlOJIHEHUH, OOBIYHO B3BEChIO Oapus cynbdara™*,
B YCIIOBHSIX BOMHOTO KOHTpacTUpoBaHMs. HopMmaibHbIe 3HaYeHHS OBUTM MOJYYEHBI B JIBYX OCHOBHBIX
PEHTIeH-MOP(HOMETPUYECKUX HCCIEIOBAHUAX M OKA3aJIHCh COMOCTABUMBI 33 UCKIIIOUYCHHEM HIMPHHBI
npsimoii kumiku [31, 33].

Ta6muma 1. llupuHa npocBeTa pa3IuyHBIX OT/IETIOB TOJICTOM KUIITKA B HOPME.

Otnen xkumku (n = [Hupuna npocsera (cm)
160)

Auxacos C.1., 2003 | p o0 DM, Lennard-Jones JE, et al, 1985 (n = 50)
(n=160)
Crnenas 4,0-9,0 -
Bocxomsmas 2,5-9,0 5,0-9,3
[Tonepeunast 2,5-8,5 45-8,3
Hucxonmsmas 1,5-6,0 3,7-7,1
CurMoBuIHas 1,5-6,0 3,3-6,3
[Tpsimas 4.5-8,5 2,2-6,5

HecooTBercTBHE B HOPMAalbHBIX [OKAa3aTeNsAX JUAMETpa MPSMOW KHIIKH MEXIYy JABYMS
UCCIICIOBAaHUSIMH, BEPOSITHO, OOBSCHSCTCS PA3IUYMSAIMU B METOJUKE MPOBENCHHS TecTa. KOCBEHHBIM
MOJITBEPXKICHUEM ITOTO SIBISICTCS TOT (DaKT, YTO BEPXHHH MpPEe IIUPUHBI MPSMON KHUIIKHA Y 30POBBIX
J0OPOBOJIBIIEB 10 JTAHHBIM 3BaKyaTOPHOU MpokTorpaduu coctaBui 8,3 cm [34].

Jns BI' xapaktepHa pe3kas TpaHHIla MEXIY PACIIUPEHHONW 000JI0YHOW KHIIKOW M OTHOCHUTEIHHO
CY)KCHHBIM JIMCTAJIbHBIM araHTJIMOHAPHBIM CETMEHTOM pPAa3JIMYHON MPOTSDKEHHOCTH (dale mpsmast
KHIIIKa, BO3MOKHO C YaCThIO CHIMOBHUIHO#) [18].

dHpocKonuMyeckue MeToabl UccrenoBaHus

- PekoMmenayercss BceM ManueHTaM C MOJAO3peHUEM Ha bI' pekTOpoMaHOCKONHMS i BBIABICHUS
XapaKTEPHOIO PE3KOro Iepexoja OTHOCHUTEIBHO CYKCHHOTO araHriMOHapHOrO YydacTKa KHIIKU B
BBIIICISKAITUH paciupenusii [9, 18].

VpoBeHb yoenutenbHOCTH pekoMenaauii C (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTEIbCTB — 5).

Kommenrapuii. Ilpu mnomospennn Ha BI' 310 uHCcnemoBanue mpoBoauTCs 0€3  CreHUaIbHOM
noAroToBKU. IIpy Hamuuuu araHrimo3a BBIPAKEHHBIM CIa3M CTEHKU JUCTAIBHOIO OTHENa TOJICTOM
KHUILIKA HE II03BOJIIET KaJOBBIM MaccaM IIPOHMKAaTb B CYXKEHHBIM y4acTOK, 4YTO SBIETCS
NAaTOrHOMOHUYHBIM IpU3HAKOM 3aboneBanus. [IpokcuMmanbHee Cy)KEHHOTO ydacTKa OOHapyKUBaeTcs
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paciupeHHas 9acTh KUIIKH, COJIEpIKaIlasi KAJTOBbIE MacChl. B 3TOM oT/ene onpeaenstoTes CriaKeHHOCTh
U TIPOJIOJIbHAS HAIIPABJICHHOCTD CKJIAJIOK CIU3UCTOM 000JI0UKH, HHOTIa ee aTpodus win runepemust [9].

dusnonornyeckne Metoabl uccrnenoBaHusA

- Pexkomennyercss BceM mMmanMeHTam ¢ mojgo3peHueM Ha bBI' aHopexTanbHass MaHOMETPHS s
OTIpeJIeNICHUs] PEKTOAHAITBHOTO MHTHONTOpHOTO pedrekca [9, 22, 28, 36].

VYpoBeHb yOeIUTEIbHOCTH PeKOMEH 1alHii B (YypoBeHb T0CTOBEPHOCTH JOKA3aTEeIbCTB — 3).

KomMmenTapuil. ¥ nmanueHToB ¢ nojio3peHruemM Ha b’ BaXHBIM THAarHOCTUYECKUM TECTOM SIBJISIETCSA
AHOPEKTaJIbHAsi MAaHOMETPHS, B YACTHOCTH, HCCIIEJOBAHHWE PEKTOAHAIHLHOTO MHTHOMTOPHOTO peduiekca
(pedriekTopHOTO pacciabieHus BHyTpEHHEro cPUHKTEpa B OTBET HA TOBBIIICHHE JABJICHUS B MPSIMOU
kuike). OTCYTCTBUE PEKTOAHATLHOTO MHIHOUTOPHOTO peduiekca sSBISETCS HAIeKHBIM TUATHOCTUIECKUM
kputepuem bI ¢ uyBcTBHUTENBEHOCTBIO 91,6% [35].

2.5. Uuble TMATHOCTHYECKHE UCCICTOBAHNS

- Pexomenayercs Ouorncusi CTeHKU MpsAMoi KUk o CBEHCOHY MalMeHTaM ¢ rnojo3peHuem Ha bI'
¢ uenpio auddepeHnnaTbHON TUATHOCTUKH C  HMJAMOMATUYECKUM METAaKOJIOHOM, KOTJIa HWMEIOTCS
MPOTUBOPEUHUS MEXKIY JAHHBIMH aHOPEKTATHHOM MAaHOMETPUHM M PEHTTCHOJOTHYECKOW KapTUHOU [22,
36].

VYpoBeHb yOeAUTEIBHOCTH PeKoMeH 1aIuii B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEILCTB — 3).

KommenTapwmii. Pemrarommee 3nauenue B auarHoctuke bIT mmeer mosHoOcHOWHAsE OUOTICHS CTEHKH
npssMoi  kumkd. Mertoauka mpemtoxkeHa O. Swenson (1955) u  3akmiouaeTcs B MCCEUCHUH
MTOJTHOCTIOMHOTO ()parMeHTa CTEHKH MPSAMON KHIIKKH Ha PACCTOSHMM 3 CM OT 3yOuaTod JMHUHU C
MOCJEAYIOIUM HCCIEAOBAaHUEM 3TOI0 ydacTKa Ha HAJIMYME WHTPAMYpPAJIbHBIX TaHIJIUEB. BblsBieHue
araHriiio3a MEXMBIIIEYHOTO U  MOJACIW3UCTOTO HEPBHBIX CIUIETEHHW SBISETCA  HAEKHBIM
noarsepxkaeHueM bI'. Crenyer mOMHMTH, 4TO 30HA (PU3MOJOTMYECKOrO THIO- W araHrjiio3a MOKET
pacnpocTpaHATbCA A0 5 CM MpoKcUMalibHee 3yOuaTtoi JauHuU. Bo m30exaHue J0XKHOMOJI0KHUTEIHLHOTO
pe3ynbTaTa HCCIeAOBaHUS PEKOMEHIYETCS BBIIIOJHEHUE OUOICHM IYyTeM HCCEUYEHUS IOJHOCIONHOTO
JIOCKyTa IMUPUHON 1 cM 1O 3aHEH CTEHKE MPSAMOM KHUIIKUA OT 3y04aTol JIMHWUW MPOTSHKEHHOCTHIO HE
MmeHee 6 cMm [24].

3. .JqueHne, BKJIKOYasA MEAUKAMCHTO3ZHYI0O 1 HEMCIUKAMECHTO3ZHYIO TCPAaIluH,
AUETOTEpPaAIINIO, 066360.]II/IB21HI/I6, MECINIUHCKHE MMOKA3AHUA U IIPOTUBOINIOKA3AHUA K
NPUMEHCHHUIO METOA0B JICUCHUSA

PagukanbHoe siedeHue BI' kak y B3pocCibIX, Tak M y JeTell B HacTosllee BpeMsi pEKOMEHJ0BAHO
TOJIBKO XMpYyprudeckuM mnyreM. OTcpouka XMpPYprHYecKOro BMELIATEIbCTBA HEU30€XKHO MPHUBOAUT K
IIPOrPECCUPOBAHUIO METaKoJIOHA, YXYAUIEHHIO COCTOSHHUS M YBEJIMYEHUIO pUCKA OCIOXKHEHUH.
PacnipoctpaneHne MerakosjoHa B NPOKCHUMaJIbHOM HAIpPaBICHUHM MOXKET NPHUBECTH K HEOOXOAMMOCTH
6osiee OOMIMPHON pE3eKLUUHU TOJCTOW KUIIKM U yXYIUIEHUIO (YHKIHOHAIBHBIX PE3YJIbTAaTOB JICUEHHS.
Pa3BuTHE OCIIOKHEHUIT MOXKET OBITh MPUYMHOI MHOTOATAITHOTO XUPYPrUYeCKOro BMemarenbeTa [18].

3.1. Xupypruueckoe JjieueHue

3amaya Je4eHUs — HOpPMAalM3alMs Maccaka KUIIEYHOTO COJEPKUMOTO MO TOJCTOM KHIIKE H
OecIpensITCTBEHHAs] €ro dBaKyallusl yepe3 aHAIbHBIA KaHal. DTOH LeIN MOXKHO HOOUTHCS C TIOMOIIBIO
WCKITIOYCHHs] araHrJMOHApHOW 30HBI W3 KHUIIEYHOTO TPAaH3UTa W BOCCTAaHOBIECHHUS HSBaKyaTOPHOM
CMOCOOHOCTH BBIIIEISKAIINUX OT/ICIIOB TOJICTON Kuiikw [29, 37].
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- Pexomenayercss pesekuus MpsSMOH ¥ PaCIIUPEHHBIX OTAEIOB OOOJOYHON KHUIIOK C
(dbopMHpoBaHHEM KOHIIE-OOKOBOTO HaJaHAIBHOTO aHacTomo3a 1o J[lroamento B momuduxammm ..
BopoObeBa mpu MIaHOBOM XHPYPTUYECKOM JICUCHUH B3POCIBIX NAMEHTOB C HEOCIOKHEHHBIM T€UEHHEM
bI' [18, 24, 36, 38].

VYpoBeHb yOeAUTEIbHOCTH PeKOMEH 1alHii B (YpoBeHb T0CTOBEPHOCTH JJOKA3aTEIbCTB — 3).

KomMmenrapuii. JlaHHOE OnEpaTUBHOE BMENIATEIBCTBO MPECIECAYET CIAEAYIONIUE LIEIIHN:

- WCKJIIOYEHUS araHrJIMOHAPHON 30HBI M3 KHUIIEYHOTO TpaH3UTa 0€3 W3JMIIHEeH TpaBMaTH3alHud
Ta30BbIX OPraHoOB;

- HCKITIOYEHUE BO3MOYKHOCTH TIOBPEKICHUSI BHYTPEHHETO COUHKTEPA;

- 0€301MaCHOCTh U ACENITUYHOCTH (DOPMUPOBAHUS KOJOPEKTAIBHOTO aHACTOMO3a;

- IPOMIAKTUKA HECOCTOSATEIBHOCTH KOJOPEKTAIbHOIO aHACTOMO3a;

- IpeAoTBpalieHne GopMUPOBAHHUS CIIETIOr0 MEIIKA B KYJIbTE MPSAMOU KHUILIKH;

- CO3/IaHM€ YCJIOBHUH JJI XOpOIIe PyHKIIUNU aHaCTOMO3a;

- YMEHbIIIEHNE KOJIMYECTBA MOCIEONEPAIMOHHBIX OCI0KHEHUM.

Omnepartust TpOU3BOIAT B JBA dTara.

[lepBriii aTan. Pe3ekius pacumpeHHo 000 J0UHON U IPSIMOM KUIIKHU C pe3eKIHel araHrIMoHapHON
30HBI U POPMHUPOBAHNEM KOJIOPEKTAILHOTO KOHIIE-OOKOBOTO PETPOPEKTAIHLHOIO aHACTOMO3a ¢ U30BITKOM
no Jroamento B Mogudukaruu .. BopoObesa.

Brauane npou3BoAsST MOOMIM3AINIO PACIIMPEHHBIX OTAEIOB 0000YHON KHILIKH C MepeceueHrueM
MarucTpaibHbIX COCYIOB (HWKHEOPBKEEUHBIX — MPU HU3BEACHHUHU JIEBBIX OTIENIOB 000JOYHOM KHUIIKH,
HUKHEOPBKEEUHBIX U CPEAHUX 000JI0YHBIX COCYIOB — MPHU HU3BEIEHUU MPaBOM MOJOBUHBI 0000YHOM
KHIIKK). PacmpenHas 1eKOMIIEHCHPOBAaHHAsI 9acTh TOJICTOM KHUIIKHU Mpu bBI” iMeeT oueHb XapaKTepHbIH
BHeIHUI BuJ. CTeneHp paciiupeHusi MOXKET ObITh Pa3IMYHOM U MO BEIUYMHE, U MO MPOTKEHHOCTH, HO
BCET/Ia OTMEYaeTcs BBIPAKEHHAs TUNEPTPOQUs CTEHKU C MEPECTPONKON HAPYKHOTO MBIIIEYHOTO CJOSL.
DTOT OTIEN KHUIIKH OOBIYHO MMEET CEpOBATO-OCINbIN IBET, HAPYKHBIA MBIIMICUYHBIN CJIOW CIUIONIHBIM
IUIOTHBIM QYTJISAPOM OKPYXKAET KUIIEUHYIO CTEHKY, KOTopas B BHJAE Ipy0OOro moiycrnaBlierocst OaaioHa
3aHMMAeT 3HAYUTENIbHYIO 4YacTh OpIOUIHOW MoJIoCTU. ['aycTpel B 3TOM OTAeNe KULIKA OTCYTCTBYIOT,
KPOBEHOCHBIE COCYJIbl KpPYIHBIE, C MHOXECTBEHHBIMU pa3BeTBICHUAMHU. lIpokcumanbHyr TIpaHHUIly
PE3EKINU ONPENENAIOT Ha YPOBHE, I TUaMETp PACIIMPEHHON KUILIKH MPUOIUKACTCS K HOPMAIBHOMY.
3areM BBIMOJIHSIOT MOOMJIM3AIMIO araHrJIMOHApHOM 30HBI. Ee mpou3BOAST Kak MOKHO OJIMKE K CTEHKE
KHUIIKA Ui YMEHBIICHHS] TpaBMaTH3allMM Ta30BBIX HEPBHBIX cruieTeHuid. [lpu sTom MoOummzanuio
MPSAMOM KHILKHU MPOU3BOJAT LUPKYISAPHO 10 YPOBHS 7-8 CM OT HApPY)KHOTO Kpas aHyca, a 10 3aJHeil
CTeHKE B MexkdaclHaJbHOM IMPOCTPAHCTBE — J0 Ta3oBoro nHa. Ha BbicoTre 7-8 cM OT Kpasi aHaJIbHOIO
KaHaja KUIIKYy nepecekaroT. Hu3BoauMyro KUKy (GUKCHPYIOT K CHEHAILHOMY IPOBOJAHUKY, KOTOPBIN
MIPOBOJAT B PETPOPEKTAIILHOM TOHHEJIE U C €r0 MOMOIIBIO BBIMSYMBAIOT 33JHIO0 CTEHKY MPSMON KUIIKU
Cpa3y HaJl BEpXHUM KpaeM aHaJIbHOT'O KaHaJIa.

Co cTOpOHBI TPOMEKHOCTH MOCJIE IUBYJIBCUM aHYCa PACCEKAIOT 3aHIOI0 CTEHKY MPSIMOM KUIIKH Ha
1-2 cm BblllIe aHOPEKTATBLHOW JTUHUHU HAJl MPOBOJAHUKOM. Ha BepxHIoto ry0y pa3pe3a HakiIaabIBalOT 2-3
1IBAa, KOTOPHIMH BIOCJIEJACTBUU 33JHIOK0 CTEHKY HIpPSMOM KHUIIKM CHIMBAaIOT C TNEpeIHEld CTEHKOU
HU3BOIUMON KHUIIKHU. Yepes pa3zpe3 Mo peTpOpeKTaAIIbHOMY TOHHENIO MPOBOAAT HU3BOJUMYIO KHMILIKY Ha
MIPOBOJHUKE. 3aTe€M MPOBOJIHUK CHHUMAIOT, a N30BITOK HU3BEACHHON KUIIKU (PUKCUPYIOT K TIep HaHATbHOM
KoXe. B mpocBeT KynbTH MPSMOM KUIIIKH BBOJIST Ta300TBOTHYIO TPYOKY.

B03MOXHO BBINIOJIHEHHE ONIEPALIUH JAIAPOCKONIUYECKUM TOCTYIIOM. B TakoM ciydyae NpoBOIHUK HE
UCIOJIb3YETCS, a HU3BEJCHUE KUUIKUA OCYIIECTBIIIOT C IIOMOIIBIO KOPHIIAHIA, BBEJEHHOIO CO CTOPOHBI
MIPOMEKHOCTH Yepe3 HaJaHAIbHBINA pa3pe3 3aJHEeM CTEHKU IPSIMOIl KUIIKH.

BTOpOfI sran. OTceueHue wu30BITKA HHU3BEACHHOM KHUIIKM M OKOHYAaTEIbHOE (I)OpMI/IpOBaHI/Ie
KOJIOPCKTAJIbHOI'O aHACTOMO34a.
Onepaumo NpoBOIAT TIOQ BHHI[ypaHBHOﬁ aHEeCTE3HeH. HpOI/I3BO,[[$IT HUPKYJIAPHOC OTCCUCHUC
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M30bITKa HU3BEJICHHON KHWIIKH HAa YPOBHE paHee HaJIOKEHHBIX Y3JIOBBIX MIBOB. 3areM (hopMupyoT
AQHACTOMO3 IIyTE€M CLIMBAHMS 3aJHEH CTECHKH IPSAMOM KHILIKH C IEpEAHEN CTCHKON HU3BEICHHOW KMILKH
y370BbIMH  IBaMHu. Ormepanuio OTcedeHUs H30bITKa HU3BEACHHON KHIIKA U (OPMHUPOBAHUS

OTCPOYEHHOTO KOJOPEKTAIHHOTO aHACTOMO3a BBIMIOJHSIOTCS uepe3 12-15 aueit mocie nepsoro sramna [18,
24].

- Pexomenayercs MHOrosTamHOE XHUPYPrU4eCKOE JICYEHHE B CIIyd4ac OCJIOKHEHHOIO TEYCHHUs
0osie3nu ['mpmmpysra [18, 24].

VYpoBeHb yoeauTenbHoCTH pekoMeHaanuii C (YypoBeHb IOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTapwii: [lokazaHueM K MHOTOSTAlTHOMY XHPYPTHMUECKOMY JICUEHHUIO CIYXKaT OCIa0JIeHHOE
COCTOSIHUE TalMeHTa C BBIPAXKEHHBIMU META0OJMYECKMMH HApYLICHUSIMH, a Takke ociokHeHus bl
TpeOyIoII1e BHIIOJIHEHUS YPITEeHTHOTO BMEIIATEIbCTBA:

- OCTpasi KMILIEYHasl HEIPOXOAUMOCTb;

- nep¢opanus KAIIKY;

- IIPOJIEKEHb TOJICTOW KHUILKU KAJIOBBIM KAMHEM;

- 3aBOPOT METaKOJIOHA.

B Takom CJIydac IICPBbIM OTAllOM BBITIOJIHAIOT PE3CKIUA paCIIMPECHHBIX OTACIIOB O60)IO'—IHOI\/’I KHNIITKHX
II0 TUITy OoIICpaluu FapTMaHa. B 3aBucumocTn ot BBIPAXKXCHHOCTH METAKOJIOHA BBIMNIOJTHAKOT PE3CKIUA
CUTMOBHUIHOM KHIIIKH, PE3EKIUs JIEBBIX OTAEIOB, JICBOCTOPOHHSSI TEMUKOJIKTOMUSA). B mocnexyromnem
Mocjie HOpPMaJlM3allid  COCTOSIHMA —TnarueHta (oObluHO uepe3 6-12  mecsieB)  BBIIOJHSETCS
PEKOHCTPYKTUBHO-BOCCTAHOBUTEIBHOE  HU3BEAEHHE  000J0YHOM  KHUIIKM ¢  (popMHpOBaHHEM
KOJIOPEKTAIBHOTO KOHIIEOOKOBOIO PETPOPEKTANBHOrO aHacromosa mo Jlroamento B mogudukanuu [.1.
Bopo6beBa 1o onucanHoi# BbIlie Mmetoauke [18, 24].

4. MeanunHCKas peadMIUTALMA, MeIUIIUHCKHAE TOKA3AHNS M NPOTUBONOKA3AHUSA K
NpUMEHEHHUI0 METOI0B PeaduIuTAUNU

Crnenuduueckrx METOI0B peaduIuTaluy naueHTos ¢ bI' He cymecTByer.

Ecim B mporecce XUpypruyeckoro jedeHus ObUta cOPMUPOBAHA KHILNEYHAs CTOMA, TO MEpBI
MEJIUIMHCKOW peadrIuTalny 1esiecoo0pa3Ho HalpaBUTh HAa BOCCTAHOBJICHUE €CTECTBEHHOTO Iacca)ka
kumieyHoro coaepxxkumoro no JKKT. [lpu 3TomM Xapakrtep ONEpaTHBHOTO BMEIIATENBCTBA U 00BEM
PE3EKIUH TOJICTON KHUIIKH OMPEACIISIOTCS 10 U3JI0KEHHBIM BhIIe MpuHIunam (cm. i 3.1) [18, 24].

OOm1re MPUHIUIBI peaOUIUTAIIUH TTOCIIE XUPYPTUUYECKOTO JICUCHHUS

1) KomruiekcHasi OICHKAa KMCXOJHOTO COCTOSIHUSI TalMeHTa W (QOPMYJHUPOBKA MPOrPaMMbI
peadIInTaIINH;

2) MynbTHANCHUILUIMHAPHBIA TMPHHIKAI OpPraHU3aluu  peadMIMTAllMOHHON moMoInu. Bceem
MaIreHTaM, KOTOPhIM B TPOIIECCE XUPYPTUYECKOro JieueHHs Obula c(hOpPMUpPOBAHA KUILEYHAS CTOMA,
PEKOMEH/yeTCsST KOHCYJIbTAllMsi W HAOJIOJCHUE CIEIHATUCTOM [0 PeadMIMTAIlMK CTOMHPOBAHHBIX
MAIMCHTOB.

5. IlpopmiiakTuKa ¥ JTUCMIAHCEPHOE HADIIOleHHEe, MeTULIMHCKHE TOKA3AHUS U
NMPOTUBONOKA3AHUS K IPUMEHEHUI0 METOI0B NPOPMIAKTUKHA

5.1. lIpopunaakruka

CrnenuduuHblx mpoduirakTuyeckux Mmeponpuatuit npu bI” ver
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5.2. IlucnancepHoe BeeHNe

- YuutbiBas BEpOSTHOCTh (OPMHUPOBAHUS CTPUKTYPHI KOJIOPEKTAIBHOTO aHACTOMO3a B paHHUE
CPOKH II0CJIE ONEpalliy, PEKOMEHAYETCS IPOBOUTH OCMOTP MALMEHTOB €KEHEAEIbHO 110CJIE BBIITUCKHU U3
cranMoHapa B TedeHune | Mecsma. B ngampHeiimem OONBHBIM pEKOMEHIyeTCsl oOpamarbes JUls
KOHTPOJILHOTO ocMoTpa 1 pa3 B 3 mecsina B TedeHue 1 rona [18, 24, 39].

Yposenb yoeautenbHoCTH pekomerauu C (ypoBeHb JOCTOBEPHOCTH PEKOMEHIAIMN — 5)

Kommenrapuii: Llens MOHUTOpHHTA — OlEHKA (PYHKIIMOHAIBHBIX PE3yJbTaTOB JICUCHHUS, a TaKKe
BBISIBJIEHHE U KOPPEKLMs MO3JHUX IOCIEONEpalMoOHHbIX ociaokHeHuil. Yepes 1 rox mocne omnepauuu,
KpOME€ KJIMHHUYECKOTO OCMOTpa UL OIpeneNeHus (YHKIHMOHAIBHOTO COCTOSIHUS TOJCTOM KHIIKH H
UCKJIIOYEHMS] PELUIUBAa MErakoJIOHa, HEOOXOJIUMO MPOBEACHHUE PEHTTEHOJIOTHYECKOTO HCCIIEIOBAHUS
KEITYT0YHO-KUIIEYHOTO TpakTa. OHO JOJKHO BKJIIOYATh B €0l HPPUTOCKOIUIO U IIPOBEJEHHE Maccaxka
6apus cynbdara** mo XXKT. Kpome 3toro, nmpu HaJMyuu NMpU3HAKOB HapyIIEHUsS (QYHKIUHU JEprKaHUS
KHILIEYHOT'O COJIEP’KUMOTO MOYKET OBbITh BBIIOJHEHO (hr3nosoruueckoe uccinenopanue 3AIIK.

- Ilpu oTCyTCTBHMM TO3JHUX TOCJICONEPAITHOHHBIX OCJIOKHEHUU, TPEOYIOMMUX OMEePAaTUBHOM WIIH
KOHCEPBATHBHOW  KOPPEKIMH, JUCIIAHCEPHOE HAOMIOJCHWE 3a TaIllMeHTaMH  PEKOMEHIyeTCs
ocymecTBIATEH 1 pa3 B roj B Teuenue 3-x net [18, 24, 40].

Yposens yoeautenbHocTH pekomeranuu C (ypoBeHb JOCTOBEPHOCTH PEKOMEHIAIMN — 5)

KommenTapwmii: B nanpHelemM manueHTsl CHUMAIOTCS C TUCIIAHCEPHOTO HaOI0IeH s, oOpalieHne
K CTICIIMAINCTaM PEKOMEH/I0BAHO TIPH MOSBICHUH KUIIIEYHONH CUMIITOMATHKH.

6. Opranuszanus oka3zaHus MeIMIUHCKOH MOMOLIH

[InanoBoe XUpypruveckoe JieYeHHE JOJHKHO OCYIIECTBIAETCS B  KOJOMPOKTOJOTHYECKHX
OTJIEJICHUSIX, TJI€ €CTh BO3MOKHOCTh MPOBEICHMS BCEr0 CHEKTpa HEOOXOJMMBIX IUArHOCTHYECKUX
uccinenoBanuil. l'ocnuranu3anusi MaUEHTOB MOXET OCYIIECTBISETCS Kak B IUIAHOBOM, TaKk U B
SKCTpeHHOM mopsanake. IlokazaHueM [Uisi TJIAHOBOM TOCHUTANIM3ALMM  CIYXaT HEBO3MOXKHOCTb
MPOBEJICHUS] TUArHOCTHUYECKUX WM JIEYEOHbIX MAaHUMYIALMA B aMOyJaTOPHO-HOJUKIMHUYECKUX
YCIIOBUSAX U HEOOXOIMMOCTD MPOBEICHUSI XUPYPTUUECKOTO BMEIIATEIhCTBA.

DOKCTpeHHasi TOCTIUTAIN3AlUs MOXKET OCYIIECTBISATHCA KaK B KOJIOINPOKTOJIOTMYECKOE, TaK H
Xupypruueckoe oraenenue. [lokazanuem K 3KCTPEHHOM rocnuTaIu3aliy SBISIOTCS ocnoxHenus bl

- OCTpas KUILEYHAsI HEIPOXOIUMOCTb,

- nepopanus KUIIKHY,

- MPOJIEKEHb TOJICTOM KHUILIKH KAJIOBBIM KaMHEM,

- 3aBOPOT METraKoJIOHA.

NMoka3aHuA K BbINUCKE NauueHTa:

- HEOCJIOKHEHHOE T€UEHUE PAHHET0 MOCIIEONEePallMOHHOTO NIEPHOAA;

- KOHTpOJIUPYEMbIl 00JIeBOH CHHIPOM C BO3MOXHOCTHIO €ro KYyINHPOBAaHUS IMEPOPaTIbHBIMU
npernaparamy B aMOyJIaTOPHBIX YCIOBHSIX;

- BO3MOXXHOCTh MalMeHTa (s MalMeHTOB C OTPaHUYEHHBIMU BO3MOXKHOCTSIMU) CaMOCTOSITEIBHO
IPOJOJDKUTh KypC KOHCEpBAaTHMBHOM Tepamuu B aMOylTaTOPHBIX YCIOBUSAX I0J HaOIIOJEeHUEM
PETMOHAPHOT0 Bpaya-KOJIOIPOKTOJIOTA.
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7. JonosHuTEaAbHASE HHPOpMALUs (B TOM YHCIe GaKTOPbI, BIAUAIOLINE HA HCXO
3200J1eBAHUSA WM COCTOSTHUSA)

[Iporuo3 y B3pOCHBIX NAIMEHTOB, IMepeHecmHx omnepauuto [roamens B Moaudukamuu .M.
Bopo6bseBa o noBoxay BI', siBisieTcst G1aronpusTHBIM P IBYX YCIOBUSX:

- OTCYTCTBUH IO3JIHHUX OCJIOXHEHUH CO CTOPOHBI KOJIOPEKTAIBHOIO aHACTOMO34;

- HOpMaJIbHOW (DYHKIIMHU 3aIIMPATENILHOTO amiapara MpsMOi KAIIKH.

[To3aHME CTPUKTYPHI KOJOPEKTATHHOTO aHACTOMO3a MOTYT MPHBECTH K Pa3BUTHIO METaKOJIOHA,
M03TOMY HE00XOIUMO TPOBEICHHE CTPOrOro MOHUTOPUHTA Y OTICPUPOBAHHBIX 0OJBHBIX [9, 24].

Kpurtepuu oueHkH kauecTBa MeIUIUHCKON MOMOLIH

N Kpurepun kauectsa YpoBeHb TOCTOBEPHOCTH | YPOBEHb YOEAUTEIHbHOCTH
JI0Ka3aTeIbCTB PEKOMEHTalui

1 Brinmonneno peHTreHoyiornyeckoe | 4 C
MOATBECPXKACHUEC HAJIMYUA MCTAKOJIOHA

2 Brimonseno naneneBoe uccienosadue |4 C
MPSIMOM KHMILIKH

3 ITpoBenena muddepeHnnanbHast | 4 C
IMAarHOCTHKAa C  HMIUONMATHYECKHM
METaKkoJOHOM B Clly4ae IIJIAaHOBOTO
o0cenoBaHus

4 BrimonHena AHOPEKTAIbHAKS | 3 C
MaHOMETpHS

Cnmcok qureparypbl

1. Kaiser G. Disorders and congenital malformations associated with Hirschsprung”s disease.
Hirschsprung™s disease. 1982: 49-53.

2. Torroglosa A., Villalba-Benito L., Luzon-Toro B. et al. Epigenetic mechanisms in hirschsprung
disease. International Journal of Molecular Sciences. 2019; 20(13): 3123.

3. Aminoso C., Garda-Minaur S., Martmez L. et al. Recurrence of Hirschsprung disease due to
maternal mosaicism of a novel RET gene mutation. Clinical genetics. 2014; 85(4): 401.

4. Lake J.I., Heuckeroth R.O. Enteric Nervous System Development: Migration, Differentiation,
and Disease. American Journal of Physiology-Gastrointestinal and Liver Physiology. 2013; 305: 1-24.

5. Langer J.C. Hirschsprung disease. Curr. Opin. Pediatr. 2013; 25(3): 368-374.

6. Borrego S., Ruiz-Ferrer M., Fernandez R.M. et al. Hirschsprung"s disease as a model of complex
genetic etiology. Histol. Histopathol. 2013; 28: 1117-1136.

7. Sarsu S.B., Karakus S.C., Erdem A.U. Colon perforation caused by a foreign body in
Hirschsprung disease. J. Pediatr. Surg. 2012; 47(10): 15-17.

8. Swenson O. Hirschsprung"s disease: a review. Pediatrics. 2002; 109(5): 914-918.

9. BopoOweB I'.1., Kyuenko A.Il., AukacoB C.U. u coas. bone3ns I'mpuimpyHra y B3pocubix: 25-
JIETHUH ONBIT KIMHUKU. AKTyaJibHbIE BOIPOCHI KonomnpokToioruu. 2003: 414.

10. Baranyay F., Bogar G., Sebestyen M. Adult Hirschsprung"s disease with mental retardation and
microcephaly. Orv. Hetil. 2000; 141(30): 1673-1676.

11. BaBwioBa T.U., BopoOreB I'.U., Kydenko A.Il. I'mctoxumuyeckas QuUarHOCTUKa OOJI€3HU

111318


http://disuria.ru/

KnuHnyeckne pekomeHgauun — bonesHb MmpwnpyHra — 2022-2023-2024 (12.07.2022) — YTBepxaeHbl MnHsgpasom PO

I'mpmmnpynra. Xupyprust. 1986; 3: 15-22.

12. De Arruda Lourencao P.L., Takegawa B.K., Ortolan E.V. et al. A useful panel for the diagnosis
of Hirschsprung disease in rectal biopsies: calretininimmunostaining and
acetylcholinesterasehistochesmistry. Annals of diagnostic pathology. 2013; 17(4): 352-356.

13. Hanneman M.J., Sprangers M.A., Mik E.L. et al. Quality of life in patients with anorectal
malformation or Hirschsprung"s disease. Diseases of the colon & rectum. 2001; 44(11): 1650-1660.

14. Bodian M., Carter C. A family study of Hirschsprung.disease. Annals of Human Genetics. 1963;
26(3): 261-277.

15. Crocker N.L., Messmer J.M. Adult Hirschsprung"s disease. Clin. Radiol. 1991; 44(4): 257-259.

16. Haricharan R.N., Georgeson K.E. Hirschsprung disease. Semin. Pediatr. Surg. 2008; 17(4): 266-
275.

17. Taguchi T., Obata S., leiri S. Current status of Hirschsprung"s disease: based on a nationwide
survey of Japan. Pediatr. Surg. Int. 2017; 33(4): 497-504.

18. Bopoobes I'.U., AukacoB C.U. bone3ns ['mpmmpynra y B3pocibix. JIutreppa, 20009.

19. MexnyHaponnas kiaccudukanus Oosesneir 10-ro mepecmorpa. MKB-10. [loctymen c:
www.10mkb.ru.

20. Szylberg L., Marszalek A. Diagnosis of Hirschsprung”s disease with particular emphasis on
histopathology. A systematic review of current literature. Przeglad gastroenterologiczny. 2014; 9(5): 264-
269.

21. Jlenromkun A.U. Jlerckas komonpokroyiorus. Menumuaa, 1990.

22. Friedmacher F., Puri P. Classification and diagnostic criteria of variants of Hirschsprung™s
disease. Pediatric surgery international. 2013; 29(9): 855-872.

23. Weber T.R., Fortuna R.S., Silen M.L. et al. Reoperation for Hirschsprung"s disease. Pediatr.
Surg. 1999; 34(1): 156-157.

24. buprokoB O.M. Kiunuko-mopdosorndeckass xapakTepucTuka Oose3Hu [upmmpyHra y
B3pOCIBIX. JUC. — ['0OCynapCTBEHHBIN HAyYHBIN LEHTP KoJionpokTojoruu uM. A.H. Peoxux. M.: 2006.

25. Kpacosckas T.B., Basunora T.U., Ko63eBa T.H. u coas. Jlmarnoctuueckast u iedecOHast TAaKTHKA
npu ocTpbiX popmax 6onesnu ['uprmpynra. [Ipo6in. mpokronoruu. 1990; 11: 55-60.

26. Wilkinson D., Kenny S. Anorectal function is not always normal after surgery in Hirschsprung's
disease. BMJ. 2012; 345: 81-92.

27. Sharp N.E., Pettiford-Cunningham J., Shah S.R. et al. The prevalence of Hirschsprung disease in
premature infants after suction rectal biopsy. J. Surg. Res. 2013; 184(1): 374-377.

28. Weneirun FO.A., bnaronapusiii JI.A. CnpaBoynuk kosionpokroJjiora. Jlurrepa, 2012.

29. BopoOweB .. MerakosioH y B3pocCibIX (KJIMHUKA, JUATHOCTUKA M XUPYPTUYECKOE JICUCHUE).
muc. — ['ocynapcTBeHHBIN HAyYHBIH HEHTP KoJonpokrosiorud uMm. A.H. Peokux. M.: 1982.

30. Bharucha AE, Philips SF. Slow-transit Constipation. Curr Treat Options Gastroenterol. 2001
Aug; 4(4): 309-315. doi: 10.1007/s11938-001-0056-9. PMID: 11469989

31. AukacoB C.M. AHOManuu pa3BUTUA U TOJOXKEHHUS TOJCTOM Kuiku. KiaumHuKa, IHMarHoCTHKA,
nedeHue. auc. — ['ocynapcTBeHHbIN HAyYHBIN LEHTP Kosonpokronoruu uM. A.H. Pepkux. M.: 2003.

32. Bjornland K., Diseth T.H., Emblem R. Long-term functional, manometric, and endosonographic
evaluation of patients operated upon with Duhamel technique. Pediatr. Surg. Int. 1998; 13(1): 24-28.

33. Preston D.M., Lennard-Jones J.E., Thomas B.M. Towards a radiologic definition of idiopathic
megacolon. Gastrointest Radiol, 1985; 10: 167 — 9.

34. Gladman M.A., Dvorkin L.S., Scott S.M. et al. A novel technique to identify patients with
megarectum. Dis Colon Rectum. 2007; 50: 621 — 9.

35. Emir H., Akman M., Sarimurat N. et al. Anorectal manometry during the neonatal period: its
specificity in the diagnosis of Hirschsprung's disease. European journal of pediatric surgery. 1999; 9(2):
101-103.

36. Doodnath R., Puri P. A systematic review and meta-analysis of Hirschsprung"s disease
presenting after childhood. Pediatr Surg Int. 2010; 26(11): 1107-1110.

12 n3 18


http://disuria.ru/

KnuHuyeckne pekomerngaumm — bonesHb MipwnpyHra — 2022-2023-2024 (12.07.2022) — YTBepxaeHbl Munu3gpasom PO

37. Yenypuoii I'.'1., KuBa A.H. CpaBHHTEeNbHAs OIIEHKAa pa3IMYHBIX CHOCOOOB OINEPaTUBHON
Koppekuu 6onesnu ['upmmnpynra. Bectn. xup. 2001; 4: 62-65.

38. BopoOweB I'.W., XKyuenko A.Il., EppemoB A.B. IlozgHue OCIOXKHEHHS TOCIE OMNEPAIUA
Hroamens o ooy 6one3nu ['upmmpynra y B3pocisix. [Ipo6i. mpoktonoruu. 1991; 12: 58-62.

39. Catto-Smitt A.G., Coffey C.M., Nolan T.M. et al. Fecal incontinence after the surgical treatment
of Hirschsprung"s disease. J. Pediatr. 1995; 127(6): 954-957.

40. Baillie C.T., Kenny S.E., Rintala R.J. et al. Long-term outcome and colonic motility after the
Duhamel procedure for Hirschsprung™s disease. J. Pediatr. Surg. 1999; 34(2): 325-329.

[Tpunoxxenue Al

CocTaB padoueii rpynnbl mo pa3padorke U NepecMoOTPy KINHUYECKUX

peKoMeH1aumin
N ®.1.0. Vuenas VYuyeHoe 3BaHME [TpodeccuonanpHas
CTETNIEHb accoIMaIus

1. |AukacoB Cepreit JIRYS:H [Ipodeccop Accornuanus KoJIOMPOKTOJIOTOB
HBanoBu4 Poccun

2. |AnemmmH [leHuc Km.u - Accornuanus KoJIOMPOKTOJIOTOB
BukropoBuu Poccun

3. |3apoantok Mpuna JAM.H - Poccuiickoe o0miecTtBo
BrnagumupoBHa XUPYpProB

4. |KamnnkoB Bragumup JIRYR:S - Acconmanyst KoJI0mpOKTOJIOTOB
HuxonaeBnu Poccun

5. |MockaieB Anekceit KMm.u - Accormanust KoJ0mpOKTOJIOTOB
Hropesuu Poccun

6. |CymxkoB Omer MBanoBuu | J[.M.H - Accommanus KoJI0mpOoKTOJIOTOB

Poccun

7. |Domenko Okcana JIRYR:S - Accormanus KOJ0IpOKTOJIOTOB
IOpbeBHa Poccun

8. | ®ponos Cepreit JA.M.H - Acconuanus KoJIONPOKTOJIOTOB
AnexceeBu4 Poccun

9. |llensirun KOpuit JA.M.H [Ipodeccop, akan. |Accoruaius KOJIOTPOKTOJIOTOB

AHaToJILEBUY

PAH

Poccun

KoH}uuKT UHTEpECOB: OTCYTCTBYET.
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ITpunoxxenne A2

MetonoJiorust pa3padoTKi KINMHUYECKUX PEKOMEHIallu i

LleneBas ayanTopus KnNNHN4YeCKux peKomer,auMﬁ:

0NN KW~

. Bpaun-kononpoxronoru

. Bpaun-xupypru

. Bpaun-ractposnreposnoru

. Bpauu-tepanesTsl

. Bpaun o611eit npakTuku (cemeiiHble Bpaun)

. Bpaun-sHI0CKOMTHUCTHI

. CpenHuii METUIIMHCKUHN TIEPCOHATT

. CTy/1IeHTBhl METMIIMHCKUX BY30B, OPAMHATOPHI, ACIUPAHTBHI.

Ta6nuua 1. Wkana oueHkn YOO (ypoBHeM AOCTOBEPHOCTU AoOKa3aTenbCTB) AnNs
MeTOAOB ANArHOCTUKMU (AMarHOCTUMYECKNX BMeLLaTeNnbCTB)

YA

Pacmmdposka

1

Cucrematnueckue 0030pbl HCCIEIOBAaHUM C KOHTpoJieM pedepeHCHBIM METOJ0M WU
CHUCTEMAaTHYECKHUH O630p PaHAOMU3NPOBAHHBIX KIMHUYCCKHUX I/ICCJ'Ie)IOBaHI/Iﬁ C IMPUMCEHECHHUEM
MeTaaHalnu3a

OtnenbHBIE HWCCICAOBAaHHWS C  KOHTpPOJIeM pPePEepeHCHBIM METOJAOM WM  OT/ACIIbHBIC
PaHIOMU3HPOBAHHBIC KIMHUYECKUE MCCICIOBAHUS U CUCTEMAaTHUYECKHE 0030pbl MUCCIICTIOBAHUI
m000TO AM3aiiHa, 3a HWCKIIOYEHHEM PaHJIOMU3HPOBAHHBIX KIMHUYECKHX HCCICIOBAHUN, C
MIPUMEHEHHEM METaaHaIn3a

UccnenoBanus 0e3 mociaea0BaTeIbHOTO KOHTPOJIS peepeHCHBIM METOJIOM HITH MCCIICIOBAHUS C
pedepeHCHBIM METOJ0M, HE SBISIONIMMCS HE3aBUCHUMBIM OT HCCIEAYyeMOIro MeToaa WU
HEpaHIOMHU3UPOBAHHBIC CPABHUTEIIbHBIE UCCIICIOBAHUS, B TOM YHCJIE KOTOPTHBIE UCCIICIOBAHUS

HeCpaBHI/ITCJ'IBHBIC HCCIICO0BaHUs, OIIMCAHNUE KIIMHUYCCKOT'O ClIydasd

Hmeertcs muinbs 000CHOBaHHE MEXaHHU3Ma ﬂCﬁCTBHﬂ HJIM MHCHHUC DKCIICPTOB

Tabnuua 2. Wkana oueHkn YOO pAna MeToaoB NPOMUNAKTUKU, FNEeYeHUs u
peabunutauum (npocmunakTmuyeckmux, nevyebHbIX, peadbunUTaLMoHHbIX BMeLaTeNbCTB)

YA

Pacmmmdposka

1

Cucrematnueckuii  0030p PKUW  (panmomMusupoBaHHBIE KIMHMYECKUWE HUCHBITAHUSA) C
MPUMEHEHHEM MeTaaHalln3a

2 Otnensupie  PKM u  cuctemarmueckue 0030pbl  HMccleloBaHMN J100Oro  jAM3aiiHa, 3a
uckimouenneM PKU, ¢ npumenenreM MeTaaHainsa
HepannomusnpoBaHHbIE CPaBHUTENIBHBIE UCCIIEI0BAHUS, B T.4. KOTOPTHBIE UCCIIEA0BAHMUS

4 HecpaBHuTenpHble HCCIEIOBaHUS, ONHCAHME KIMHUYECKOIO CiIydas WIM CEpPUM CIy4acs,
UCCIIEI0BaHUS "CIy4aii-KOHTPOJIb"

5 HNmeercs numb  0OOCHOBAaHHME MEXaHHM3Ma JCWCTBUS BMEIIATENbCTBA  (JOKIMHUYECKHE

I/ICCJ'IC,Z[OBaHI/Iﬂ) HJIM MHCHHUC DKCIICPTOB
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Ta6bnuua 3. Llkana oueHkn YYP (ypoBHen yb6eauTenbHOCTU peKkomeHaauun) ans
MeToAOB NPOo¢UNaKTUKA, ANArHOCTUKU, NeYeHUA U peadbunutauum (npodunakTmyeckux,
ANAarHOCTUYECKUX, NNeYeOHbIX, peabunuTauMoHHbIX BMeLLaTeNbLCTB)

yvyp PacumdpoBka

A CunbHass pexoMmeHganus (Bce paccMaTpuBaemble KputTepun dhdexktuBHOCTH (MCXO/BI)
SBIISIIOTCS B@KHBIMH, BCE HCCJICIOBAaHHMS HMEIOT BBICOKOE WM YAOBIETBOPHUTEIBHOE
METOJIOJIOTHYECKOE KadecTBO, WX BBIBOJBI 10 HHTEPECYIOIIMM HCXOJaM  SIBIISIOTCS
COTJIaCOBAHHBIMH)

B VYcinoBHas pekoMeHJanus (HE Bce paccMaTpuBaeMble KpUTepuHM 3()(EKTHUBHOCTH (MCXO]IbI)
SIBJISIIOTCSL BaXKHBIMH, HE BCE HCCIIEIOBAaHUS HMMEIOT BBICOKOE WIIM YJOBJIETBOPUTEIBHOE
METO/I0JIOTMYECKOE KAaueCTBO W/MIM MX BBIBOJBI MO0 HMHTEPECYIOUIUM HCXOJaM HE SBIISIOTCS
COTJIaCOBAHHBIMH)

C Cnabass pekomeHpamusi (OTCYTCTBHE  JIOKa3aTENbCTB  HaJJIeXKallero kadectBa  (Bce
paccmartpuBaeMble KpUTEpUH d(PPEKTUBHOCTH (MCXOAbI) SBISIOTCS HEBAXKHBIMHU, BCE
HCCIIEIOBAHUSI UMEIOT HHU3KOE METO/I0JIOIMYeCKOe KauyeCTBO U UX BBIBOJBI 110 MHTEPECYIOLIUM
HCX0JIaM HE SBJISIOTCSI COTJIACOBAHHBIMHU)

nOpﬂAOK OOHOBNEHNA KNNMHUYECKUX peKomer,au,Mﬁ

MexaHu3M OOHOBJICHHSI KIMHMYECKHX PEKOMEHAAIMH IpeIycCMaTPUBACT HX CHCTEMATHYECKYIO
aKTyaIM3alnio — He PeKe YeM OJMH pa3 B TPH rojia, a TAK)KE MPH TOSBICHUN HOBBIX TAHHBIX C TO3UIIH
J0Ka3aTelbHON MEIUIIMHBI O BOMPOCAaM JWATHOCTHKH, JICYCHUS, NMPOMWIAKTUKA W peabWiIHTaIliH
KOHKPETHBIX 3a00JIEBaHUH, HATMYUN OOOCHOBAaHHBIX JOTOJHEHHI/3aMEYaHU K paHee yTBEPKICHHBIM
KP (kmuHMYeCKre peKOMEHIaIum ), HO He Jaie 1 pa3a B 6 MecsIieB.

[Tpunoxenne A3

CnpaBouHble MaTepHabl, BKJIIOYAsl COOTBETCTBHE MOKA3aHUI K NPUMEHEHHIO U
NPOTHBONOKA3aHUIi, CIOCO00B MPUMEHEHHS U /103 JIeKAPCTBEHHBIX MPENapaTos,
HHCTPYKIUH 110 IPUMEHEHHIO JIEKAPCTBEHHOT' 0 Ipenapara

JlaHHbBIE KIMHUYECKHE PEKOMEHIAIUU pa3paboTaHbl C YU€TOM CIEAYIOIINX HOPMATUBHO-IIPABOBBIX
JOKYMEHTOB:

1. Cratea 76 ®enepanbHoro 3akona Poccuiickoit ®@enepanmu ot 21.11.2011 N 323-d3 "O6
OCHOBAax OXpaHbl 3I0pOBBs TpaxaaH B Poccuiickoit @exeparuu', B 4acTH pa3pabOTKH U yTBEPKICHUU
MEJHUIIMHCKUMU MPO(ecCHOHATBHBIMU HEKOMMEPYECKUMH OpraHU3alUus MU KIMHUYECKHX PEKOMEHAANN
(TIPOTOKOJIOB JIEUEHHS) 110 BOMPOCAM OKa3aHHs MEIUIIMHCKOM MOMOIIIH;

2. Ilpuka3z ot 2 ampens 2010 r. N 206H "OO yTBep»KAECHUHU MOPAIKA OKa3aHUS MEIUIIMHCKOM
MOMOIIM HACENICHHUIO C 3a00JeBaHHMSIMHU TOJICTOM KHUIIKH, AaHATBbHOTO KaHaja W TPOMEKHOCTH
KOJIONIPOKTOJIOTHYeckoro mpoduis" MuHHCTepcTBa 3ApaBOOXPAHEHUS M COIMAIBHOTO Pa3BUTHUSA
Poccuiickoit denepanuu;

3. ®enepanpubiii 3akon Poccuiickoit denepanuu ot 29.11.2010 N 326-03 (pen. ot 03.07.2016)
"O6 o0s3aTeTbHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepanun';

4. Tlpuka3z Munzzapasa Poccun ot 10 mast 2017 r. N 2031 "O6 yTBepKIE€HHUH KPUTEPUEB OLICHKH
KayecTBa MEJIHUIIMHCKOM ITOMOIIHN";
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[Ipunoxenue b
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IIpunoxenue B

HNudopmanus 1 naumeHra

Wudopmanus o 3aboneBanuu. bonesnp ['mpmmpyHra (BpoXAeHHBIH araHrino3) — 3TO aHOMAJIHS
pa3BUTHUSL  TOJICTOM  KMIIKH, XapaKTEpU3YIOLIAsicsi OTCYTCTBUEM TaHIJIMEB IOJACIU3UCTOTO U
MEKMBIIICYHOTO HEPBHBIX CIUICTCHUN Ha OTPENCIICHHOM y4acTKe KuieyHod ctenku [18]. [anrmmii —
¢dopma opraHuzanuu COOCTBEHHOTO HEPBHOTO ammapara BCEX BHYTPEHHUX OpraHoB. OH MpeacTaBiseT
COOOW CKOIUIEHHE TeJ HEPBHBIX KIETOK — HEWPOHOB, OKPY)KCHHBIX BCIIOMOTATEIBbHBIMH KJIETKAMU —
riveil. [aHrmmm OoTHOCATCS K Tepuepuveckoil HEpBHOM CHCTEME M YYacTBYIOT B PETYJISIUH
NEeSITEIbHOCTH BHYTPEHHMX oOpraHoB. llarorenes araHrimosa cBsi3aH C HapylIeHHEM MUIpaluu
HeWpoOJIacTOB U3 BaryCHOTO HEPBHOTO Tpedelika B mnpoiiecce amOprorenesa. [IockosibKy nmpsiMasi KUIIIKa
3acensieTcsl HelpoOnacTaMM B TIOCIEAHIOI OdYepelb, TO 30HA AaraHrivo3a HpaKTHYeCKd BCerjaa
HAa4YMHAETCA B CAMOM JMCTAJbHOM OTAENe NPsIMOM KHUIIKUA. YeM paHbllie MPEeKpalaeTcss MUTpanus, TeM
JUTHHHEE araHTJIMOHAPHBIH cermeHT [4, 5].

BeposiTHO, araHrIMOHApHBIA Y4acTOK KUIIKKA HE y4acTBYET B NEPUCTANbTUYECKON aKTHBHOCTH U
SBIIIETCA, TakUM O00pa3oM, 30HON (YHKIMOHAJIBHOTO TPEMATCTBUS JUIsI Maccaka KHUIIEYHOIrO
coaep:kumoro [16]. B pe3ynbrare MpoMCXOIUT XpOHUYECKAs 33JepiKKa KaJOBBIX MAcC B BBIIIEIICKAIIEM
OTJielle KUIIKHU, TOCIeIHNUN C TEeYeHHEM BPEMEHU paciuupsieTcss U GOpMUPYETCs] METAKOJIOH — OCHOBHOM
KJIMHUYECKU mpu3Hak Oose3nn ['uprimpynra [18].

Bbonesns ['mpuimpyHra oTHOCUTEIBHO peaKoe 3a0oaeBaHue, yacToTa ero cocraniser ot 1:30000 mo
1:5000 k obmiemy unciy HOBOpoxIeHHbIX [13, 14]. Manbuuku 6oserot B 4-5 pa3 vamie neBoyek [15]. B
OOJIBIIMHCTBE CIy4aeB spKas KJIMHUYECKas KapTUHA B BUJE OTCYTCTBMS CTYJA, PE3KOTO B3AYTHS KUBOTA
IposiBIsieTCss OyKBaJIbHO € pOXIEHHA. B cumy storo Oonbmias yacTh OOJIBHBIX HOJBEPraeTcs
XUPYPru4ecKkoMy JEUCHHIO yXKe B paHHeM aercTBe. OHaKo y HEOOJIBIIOro YHUCia MalUeHTOB CUMIITOMBI
00J1€3HM MOTYT OBITh 3HAUUTEIBHO MEHEE BBIPAKEHHBIMH, M TOJIBKO NEKOMIIEHCALUsA (PYHKIMH KHUILIKH
WIH Pa3BUTHE OCI0KHEHUI 3aCTaBIsIeT UX 00pAIIaThCs K Bpady yXkKe BO B3pOCIOM COCTOSHHUM.

OCHOBHBIMU KJIMHMYECKMMHM TPOSBICHUAMHU Oose3HM [MpiunpyHra sBISIOTCS YHOpHBIE 3aIlopsl,
KaK IPaBHJIO, C PAaHHEr0 AETCTBA U IIOCTOSIHHOE B3JIyTHE XHUBOTA, HE 3aBUCALICE OT ONOPOKHEHUS
kuuieyHuka. IlocreneHHO 3amopel NPOTrpecCUpyroT, B PACIIMPEHHBIX OTAeIax 000JOYHON KHIIKU
(bopMUpYIOTCS KalOBble KAMHM, KOTOPbIE MOT'YT IPUBECTU K PA3BUTHIO KUIIEYHON HENPOXOJUMOCTH WU
naxe nepdopalyy KHUIIKM BCJIEACTBUE IPOJEKHS KaMHEM, M, COOTBETCTBEHHO, HEOOXOIMMOCTH
SKCTPEHHOM omeparuu [18].

Jleuenne OonesHu [wupmmnpyHra Toiabko Xupypruueckoe. Ilpuuem uem paHbllle BBIIOJHEHA
ornepauus, TeM Jydlle ee (QYHKIHOHAIbHbIM pe3ynbraT. OTCpoYKa XUPYpPrU4ecKOro BMEIIATeIbCTBA
NPUBOJUT K MPOTPECCHPOBAHUIO METAKOJOHA M YBEIWYECHUIO pHCKa oclokHeHuil [24]. Onepauum Bce
paBHO He n30ekaTh, HO PACIPOCTPAHEHHE MErakoJoOHa B IMPOKCHUMAaJbHOM HAIpPaBICHUU HPUBEHET K
Heo0Xx0AuMoCTH 6o0Jiee OOIMPHOM pe3eKIUH TOJICTON KUIIKU. A pa3BUTHE OCJIOKHEHHUH OyeT NpUYMHOI
MHOTO3TAIHOTO JIEYEHHUs € KyJia 60j1ee BBHICOKMM PUCKOM ISl 3I0POBbsl U BEPOATHOCTBIO (POPMHUPOBAHUS
CTOMBI, Yallle BPEMEHHOH, HO MHOrJa M IOCTOSSHHOW. (CBOEBPEMEHHO JK€ BBINOJIHEHHAs OIepalus
MIO3BOJISIET MAI[IEHTaM BECTH MOJIHOLIEHHYIO )KU3Hb 0€3 KaKuX-1100 OrpaHUYeHUH.

XKenmuHbl mocie omepanuM MMEIOT OOJIbIIME IIAHCHI 3ayaTHsl €CTECTBEHHBIM IIyTeM U
MIOJIHOLIEHHOTO BBIHAIIMBAHUS OEPEMEHHOCTH.
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[Tpunoxxenue I'1-I'N

IIkanbl OEHKH, BONPOCHUKH H APYIrHe OLeHOYHbIC HHCTPYMEHTbI COCTOSIHUA
NANUEHTA, IPUBEICHHbIC B KIMHUYECKUX PEKOMEHIANUAX

OTCyTCTBYIOT.

Hogsie, nuznannsie B 2020-2022 rr. u odunmanbHo yrBep:kaAEHHBIe MuH31paBom PO,
KIIMHUYECKHE peKOMEHAANHU (PyKOBOJICTBA, MPOTOKOJIBI JICUEHHS) — HA HAILIEM caifTe.
HNHTtepHeT-cepuIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecnu re-To keM-To TaHHBINM JOKYMEHT ObLI paHee pacreuaTtaH, JaHHoe u3oopaxenue QR-kona
MTOMOJKET BaM OBICTPO MEPEUTH 10 CChUTKE C OyMaKHOH KO — B HEM HAXOJUTCS 9Ta CCHUIKA.
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