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Cnucok cokpaieHui

AXD - anleTHIIXOJIMHACTEpPa3a

BI' - 6osie3np 'mpumpynra

3AIIK — 3anupaTenbHbli anmapart npsiMod KUIIKA
KKT - >xeny104HO-KUIIEYHBINA TPAKT

MKGB - mextynapoaHast knaccudukanus 6one3Hen
PAWP - pekToaHanbHBI HHTHOUTOPHBIN pediiekc
PKU - pan1oMu3upOBaHHOE KIMHUUYECKOE UCTIBITAHUE
PO®II - paguodapmarieBTHUECKHUI Tpenapar

TTI - THpEOTPONTHBIN TOPMOH



TepMuHBI U onpeeIeHUs
MerakoJioH - 3T0 pacuimpeHue 000 I0YHON WM BCEH TOICTOMN KHUIIIKH.

MerapekTyMm - 3TO pacIIMPEHUE MPSIMOI KUIIIKH.



1. Kparkas uHpopMauusi mo 3a00/ieBAHUI0 WM COCTOSIHUIO (Tpymme

3a200J1eBaHUI MJIU COCTOSIHUIA)

1.1 Omnpeneaenue 3a00JeBaHUS HJIH COCTOSHUSA (Tpynnbl 3a00J1eBAHUH  WJIH

COCTOSIHU)

bonesus ['mpmmpynra (BI') - 3TO BpOXIEHHBIM NOPOK Pa3BUTHS TOJICTOM KHILIKH,

XapaKTEPU3YIOLUKCSA OTCYTCTBHEM TaHIVIMEB MOJCIM3UCTOIO M MEXMBIIIEYHOTO HEPBHBIX
CIUIETEHUN BCEH WJIM YacTH TOJICTOM KHWIUKHM, @ MHOTJAa M TOHKOW KHIIKH, M NPUBOIAIIAS K
HapYUICHUIO WHHEPBAIIMM TMOPAKEHHOTO (parMeHTa KHUIIKW, YTO MPOSBISETCS YHOPHBIMU
3armopamu, OOTYpallMOHHON KHWIIEYHOH HENPOXOAMMOCTBIO WM KApTHHOH TUPIIIPYHT-
aCcCOLMMPOBAHHOIO SHTEpOKoJHTA [1].

CHHOHMMBI: BPOXK/ICHHBIN araHIJIN03 TOJICTON KHILKH.

JIOIUXOKOJIOH — 93TO aHOMalldsl pa3BUTHUA, 3aAKIIOYAIOUIAsiCd B YJIMHEHUM BCe
000/10YHON KHILIKU MIIM OJTHOTO U3 ee oTnenoB [31, 45, 46]. B HacTosmiee BpeMsi HE CyIIECTBYET
OOLIETPUHATOTO ONpeAeTeHUs JOIMXOKOJIOH, MPEXAe BCEro MOTOMY, YTO HEH3BECTHO, KaKyro
JUIMHY ~ 00OJ0OYHOM  KHWIIKKW  CJIEIyeT CYWTaTh HOpPMajabHOW. PeHTreHomormvyeckue u
MOp(hOMETPUYECKHE HCCICIOBAHUS JEMOHCTPUPYIOT 3HAUMTENIbHYIO BapuabeIbHOCTh 3TOTO
rnapamMeTpa B HOPME M K TOMY K€ pe3yJbTaTbl UX CYLIECTBEHHO OTJIMYAIOTCS B 3aBUCUMOCTH OT
merononorun [31, 46, 47]. Kpome TOro, HecMoTpsi Ha NPUCYTCTBHE B MeEXIyHApOIHON
knaccuukanmuu  6onesnerr  (kox  Q43.8, MKDb-10), nonmxokogoH, Kak MpaBWIO, HE
paccMaTpuBaeTcsT B KAdyeCTBE OTIEIBHOW, CaMOCTOSATENILHOM HO30JO0THYECKOW (opMbl, a
JMAarHOCTHKA U JICYCHHE 3TOTO COCTOSHUS 00CYXKIAI0TCSl B paMKax JPYrux Ooyie3Hel — 3amopoB

(xox K59.0, MKb-10), 3aBopota kumiok (koa K56.2, MKb-10).

1.2 9THOJIOrMSI M NATOreHe3 3a00J1eBaHUS MJIM COCTOSIHMSA (rpynnbl 3200J1eBaHHI

MJIM COCTOSTHMIA)

B ocnoBe pa3zButus bl nexxat paznuyHble SIIUTEHETUYECKUE MEXAHU3MBI, IPUBOISILINE K
HapyUICHUIO KOJIOHU3ALWK KUIIEYHUKA SHTEPaJIbHBIMU CTBOJIOBBIMU KJIETKAMHU, IPOUCXOIAITUMHU
U3 KJIETOK HepBHOro rpebemika. [logoOHas HemonHOLEHHAs KOJOHU3AllMs CBSi3aHA, B MEPBYIO
ouepenb, C HapylleHHEeM Mpoiudepanuy, BBDKUBAHUS, MUTpalMd U AuddepeHIupoBKU
SHTEPAJIBbHBIX CTBOJIOBBIX KJIETOK B IIPOLIECCE Pa3BUTHS SHTEPAIbHON HEPBHOM cUCTEMSI [2,3,4,5].

OCHOBHBIMU F'€HaMH, KOHTPOJIMPYIOIIMUMHU YKa3aHHBIE BbIlIE Mpouecchl, BIAoTcs: RET
(peuenrrop Tupo3unkuHasbl), GDNF (aeittpoduueckuit pakrop rimuanpHbX Kietok), ENDRB (ren
peuenropa sunorenuna-B), EDN3 (3nporenun-3) [2,4,6,7,8].

KpOMe 9TOro, CymecCTBYCT TIHIIOTE3d, COIJIACHO KOTOpOI\/JI araHriino3 pa3BUBACTCA



BCJIEJICTBHE HapylIeHUs MU (HepeHINPOBKU HEPBHBIX KJIETOK, YXKe JOCTUTIINX KUIIIEYHON CTCHKH.
Bnuste Ha co3peBaHME KIETOK MOTYT Pa3lM4Hble (DaKTOPBI, TAKUE, KAK TUIIOKCHS, BO3/ICHCTBHE
XUMUYECKUX areHTOB, MOBBIIIICHHAS paaualus, BupycHas uadexuus [9,10, 57].

HakomnuieHue aneTuiaxonuHACTEpa3bl B CIM3UCTOM 000JOYKE HApsALy C OTCYTCTBHEM
MEINaTOPOB, 00ECIEeUNBAIONINX TOPMO3SIINN d(PPEKT B KUIIEYHOH CTEHKE, BBI3BIBAECT CTOMKHIA
CrHasM, KOTOPBIA CITY>KHUT MaToreHeTu4eckuM npuznakom bI' [11,12].

ATaHTTTMOHAPHBIA YYaCTOK KHIIKM HE Y4YacTBYET B MEPUCTAILTUYECKOW aKTUBHOCTH U
SBIIAETCS, TaKUM 00pa3oM, 30HOM (YHKIMOHAIBLHOTO MPEMATCTBUS JUIS Iacca)Xa KUIIEYHOTO
COJIEP’KUMOT0. B pe3ynbraTe MponcxXoJuT XpOHUUECKas 3a/1ep>KKa KaJOBbIX MAcC B BbIIIEIEKAILEM
OT/eNe KUIIKH, MOCIEAHUNA C TEUEHHEM BPEMEHM paciIupsercss U (OPMHPYETCS METakoJIOH -
OCHOBHOMW KJIMHWYECKUH mpu3HaK bI'.

[IpyurHa pa3BUTUS JOJIMXOKOJIOH HEW3BECTHA. bBOJBIIMHCTBO aBTOPOB OTHOCST
JTOJINXOKOJIOH K aHOMAJIUSIM pa3BUTHUs TOJICTOM Kulku [31, 45, 46, 47], x0T psia ucciieqoBaTenei
JI0IyCKaeT BO3MOXKHOCTb IPUOOPETEHHOTO XapakTepa 3Toro cocrostuus [48, 49, 50].

1.3 Dnuaemunojiorusi 3a00/jieBaHusl WM _COCTOSIHMSL (rpynnbl_3200J1€eBAHMH _WJIU

COCTOSIHMIA)

[To maHHBIM pa3HBIX aBTOPOB YpoBeHb 3a0oieBaemocTu bl konebnercs ot 1:30 Thic. 10

1:5000 k oOmiemy uucity HoBopoxaeHHbIX [13, 14, 15].

PacnipocTpaHeHHOCTh araHriano3a TOJICTOM KUIIKA BapbUPYeT W CpPEOu pa3IMyHBIX
STHUYECKUX rpynm. Tak, cormacHo naHHbIM KanmudopHuiickold mnporpaMMbl MOHHTOPHHTA
BpOKIeHHBIX aedekToB 3a mepuoa ¢ 1983 mo 1997 rox, wacrora Bl cpean HOBOPOXIAECHHBIX
a3MaTCKOro mpoucxoxaeHus cocrasuia 2,8:10000, cpean HOBOPOXKIECHHBIX adpoaMEpUKAHIIEB -
2,1:10000, eBpomneougoB - 1,5:10000 u 1:10000 y nmaruHoamepukanue [16]. B fAnonun 3a
nocnennue 4 necarwietust bI' nuarnoctupyercs npumepHo y 1 u3 5000 HoBopokaeHHBIX [17].

Cy1miecTByeT pa3HHIIA B YacTOTE PasNUYHBIX (GopMm 3a00ieBaHHS B 3aBUCUMOCTH OT
MPOTSHKEHHOCTH 30HbI aranriano3a. Ciydan ¢ KOpOTKUM CErMEHTOM BCTPEUAIOTCs TOpa3/Io yamie u
coctaBisioT A0 80% ot obmiero yucna. Ocransabie 20% HaOIIOACHUN MPUXOASITCS HA MAIIMEHTOB,
Yy KOTOPBIX araHIJIMOHAPHBIA CETMEHT PaCIpPOCTPAHSIETCS] MPOKCUMAJIbHEE CUTMOBUIHON KHILKH
[16].

B 5-8% cnydaeB BI' siBnsiercsi cemeliHbIM 3a00sieBaHHEeM. PUCK BOSHUKHOBEHUS TOTO
3a00JIeBaHUs y POJICTBEHHUKOB 3HAYUTEIIHHO BHIIIIE TI0 CPABHEHUIO C OCTaJIbHBIM HaceleHueM [18,
41, 42].

Hecmotpst Ha TO, uyto BI' B OOJBIIMHCTBE ClydaeB BCTPEYAETCS KaK H30JMPOBAHHOE

3a0oJeBaHNe, TeHETHYECKas POJb B €ro Pa3BUTHH HeocTiopuMa. Manbunku 00JetoT B 4-5 pas3 varie



JIeBOYEK, OJHAKO, MPH MPOTSDKEHHBIX (hopMax IMOpPaXKEHUs PpaACIpeAeiIeHUE IO MOy MOXKET
nocturath 1:1-1:2. Cemeiinble caydyau bI” otmeuarotes B cpeineM y 8% GonbHbBIX. Puck pa3BuTHs
3a00J€BaHUs B CeMbe, Ijie poauTenu Takxke umeroT bI', cocraBmser 5%, mpu ToTaabHOM
MOPAXEHUH TOJICTOM KHUIIKU — 10 12%, a M0 HEKOTOPBIM JAHHBIM MPH MOPAKEHUU TOAB3A0IIHON
KHUIIKK 4acToTa pa3BuTua bBI' y cubnmnros cocrasnser 1o 30%. HacnenoBanue B 3T0ii rpymme
CBSI3aHO C JOMUHAHTHBIM I'€HOM C HETIOJIHOM IIEHETPAHTHOCTBIO U HE UMEET BBIPAXKEHHOW II0JIOBOM
MPEAPACIIONOKEHHOCTU. ['€HETUYECKMMH MCCIIEIOBAaHUSMH YCTAaHOBJIEHO Kak MUHHMyM 10
MyTalui B pa3nuuHbix reHax npu bI'. Hambonee wacto Bctpewarorcss mytanuu B RET-rene (7—
35%), EDNRB- rene (7%), END3- rene (meHee 5%). BI' Takyke MOXET acCOIIMUPOBATHCS C PSAOM
XpOMOCOMHBIX aHomanuii (mo 12%), Takux kak Tpucomus 21 (6onesns Jayna — 5-7%),
BpPOKJICHHBIEC CENTaJbHbIE MOpPOKHU cepaua (okojo 4%), NEeHTpadbHbIA TUMOBEHTHUISIIMOHHBIH
CUHIPOM, HeHpopuOpoMaTo3, MOJMIHIOKpUHHAA Heorwiazus tun 2B, cuaapom BaapaenOypra,
curapom Smith—Lemli—Opitz, anopekTanbHble aHOMaNUu U ap. [41].

[TonbITKN BBIAETEHHS CHEU(PHUECKOro reHa 0oje3HH [HupHimpyHra 10 HAcCTOSIIETO
BpEMEHH He HuMenu ycmnexa, U bl' OoTHOcAT K HacieICTBEHHBIM MYJIbTH(AKTOPUATBEHBIM
3a00JI€BaHUSAM C BBICOKOW BapHa0eIbHOCTHIO TEHETHYECKON COCTABIISIONICH.

BI" MoxeT BcTpeuaTbesi B COYETAaHUU C IPYTUMH BPOKICHHBIMUA AHOMAJIMSMHU U IOPOKaMU
pa3BUTHs, TAKUMHU KaK HE3aBEPILCHHBIA MOBOPOT KUIIEYHUKA, TOPOKU MOYENOJIOBBIX OPTraHOB,
BPO’KJICHHBIE TIOPOKHU Cep/Iia, MOPOKH Pa3BUTHA KOHEYHOCTEH, He3apalleHHe BepXHEH ryObl U
HEOa, HAPYIICHUS MCUXUYECKOTO Pa3BUTHsI, NMATOJOTHUS CIyXa M HMHbIE AUCMOP(POTreHETHUECKHE
3aboneBanus. Kpome Toro, BI' MoxkeT OBITh COCTaBIAIONIEH psi/ia TEHETHUECKUX CHHIPOMOB, TAKUX
kak cu"apoMm Jlayna, MOH tun II b u apyrumu.

Hapsiny ¢ renernueckumu (hakTopamu HEJIb3si UTHOPUPOBATH M 3HaueHHE (HaKTOPOB
BHEIIHEH cpeibl B BO3HUKHOBEHUHU araHrino3a TOJCTOM KuUMIKU. [logoOHO Ipyrum mopokam
pa3BUTHUSL HApYUIECHUS KUIICYHOW HWHHEPBAIMM MOTYT HACTYNHUTh B ONPEIEICHHBIC MEPHOJIbI
pa3BuTHs SMOpHOHa. Jlaxke Npu reHeTUYecKOd MperpacrnooKEHHOCTH HEOOXOIUM BTOPUYHBIN
(bakTop /11 MOJIMEHHOM MUTpallMi HEMpOOIacTOB K CerMEHTaM KUIle4YHUKa. Takumu pakropaMu
MOTYT OBITh TMIOKCHSI, BO3JEHCTBUE XUMHUYECKHX U JIy4E€BBIX areHTOB, BUPYCOB M T.N. Takum
00pa3oM, ecTh OCHOBAaHUS CUUTATh Oosie3Hb [ upimpyHra noaustuoiaoruyHou [41,42].

PacripocTpaHeHHOCTh JTOJMXOKOJIOH HEU3BECTHA. B cuily HEONpenerIeHHOCTH CaMoro
MOHATHSI U OTCYTCTBUS OOIICTIPUHATHIX KPUTEPUEB NUArHOCTUKH, YACTOTA €r0 BBISIBICHUS
BApBUPYET B BECbMa MIMPOKUX Mpenenax — oT 1,9% no 30% B onucanusix cepuii ciyyaes [46, 52,

53].

1.4 Oco0eHHOCTH __ KOAMPOBAHUS _ 3200JICBaHUSl __ WJIHM ___ COCTOSAHUS _ (TpPynnbl




3a00JieBAHMI MW COCTOSIHWIT) 10 MeKIYHAPOAHOM CTATHCTHYECKOH KJaaccupukanuu

00J1e3Hel M MPOo0JIeM, CBA3AHHLIX CO 3I0POBbhEM

Knace - Jlpyrue BpoKIeHHbIe AaHOMAJUM (MOPOKH Pa3BUTHS) OPraHoOB
numeBapenus (Q 43) [19]:
Q43.1 - bosesnb I'upmnpynra

Q43.8 - /lpyrue yrouHeHHbI€ BPOKICHHbIC AHOMAJIMH KUIICYHUKA.

1.5 Kaaccuduxanusg 3a00eBaHus WJIH COCTOSIHMA (rpvnnbl 3a00JeBaHUM WJIH

COCTOSIHH)
Knaccudukanus 6oneznu 'mpumpysnra [ 18, 20, 21, 22,58].

AHaTtoMu4eckue (popmbl 3a00/1eBaHuS.

Briaensitor cienytoniyie anaToMmuueckrue (opMsl:

*  HapananpHas gopma - 30Ha araHriino3a JJIOKaau3yeTcs B HIXKHEaMITyJIIPHOM OT/elie
IIPSIMOY KHILIKH;

*  PekranpHas Qopma - HeEAOpa3BUTHE WHTPAMYpPAIbHOTO HEPBHOTO armapara
pacnpocTpaHseTCs Ha BCIO MPSIMYIO KHUILIKY;

. Pexkrocurmounanasi popma - araHriino3 3aHUMAaeT BCIO MPSIMYIO KUIIKY U 4acTh WU
BCIO CUTMOBHU/IHYIO KHUIIIKY;

. CyOtoranpHast (opMa - B araHrVIMOHApHBIM CErMEHT BKIIOUEHA IMOINepeyHas
00040YHAas KHIIIKA;

. ToranbHas popma — mopakxeHUue BCEH TOJCTOM KHIIKH, BBIABIISICTCS pPACIIUPECHUE
MOAB3AOIIHONW KUIIKU. ToranpHas (opma araHriimo3a BCETJa COMPOBOXKIACTCS MOpPaKCHHEM
auCTanbHOTO (10 12-15 cm) unm Gosiee TPOTSKEHHOTO OT/IENa MOAB3AONTHON KUIKU [42].

Y nanueHTOB B3POCJOro BO3pacTa MO JOKAIM3ANMU PACIIMPEHUs] KHIIEYHHKA

BBIJICJISAIOT.
. Merapekrym;
. Meracurma;
. JIeBOCTOpOHHUI MErakoJoH;
. CyOTOTaJIbHBI METaKOJIOH,
. ToTtanbHBIN METraKoOJIOH;
. Meranieym.

ITo cTenenu KoMIeHCaAMH.
. KomneHncupoBaHHOE COCTOSIHME KUIIKK — HA IPOTSPKEHUH MHOTHX JIET y O0JIbHOTO
OTMEYAETCsl PEIKHUI, HO CAMOCTOATEIbHBINA CTYJ WJIM UMEIOTCS 3al0phl OT 3 10 7 JHEH, KOTOpbIe

JICTKO pa3pCiaaroTcs ¢ MOMOIIBIO CIa0UTEIbHBIX CpCACTB U KIIU3M;,



. CyOKOMIICHCHPOBAaHHOE COCTOSIHUE B OTIMYHE OT TPEbIAYNIEro TpedyeT
WHTEHCUBHBIX MEPOIPHUATHI MO OMOPOXHEHHWIO KHUIIKH. B Takux ciydasx 0e3 NMpUMEHEHUS
CITaOUTENIbHBIX CPEJICTB U KJIM3M CaMOCTOSITENIbHBIM CTYJI MOKET OTCYTCTBOBATh CBBIIIE 7 THEH;

. JlekoMIeHCUpOBaHHOE COCTOSIHME XapaKTepHU3yeTcs OTCYTCTBHEM IIO3bIBa Ha
nedeKaro U CaMOCTOSATEILHOTO CTya. Y MHOTHX MAIMEHTOB TOJICTAas KUIIIKa ObIBACT 3aIlOTHEHA
IJIOTHBIM KHIIEYHBIM COJEPKUMBIM WM KaJOBBIMM KaMHSIMHU. 3a4acTylO0 JaXe MHTCHCUBHBIC
MEpPOMPUATHS HE MO3BOJSIOT aJeKBATHO OMOPOXHUTH TOJICTYIO KUIIKY. B momoOHBIX ciyuasx
MTOKa3aHO CPOYHOE XUPYPTrUYECKOE JICUCHHUE.

I[lo kAMHMYECKOMY TeYeHMI0 3200/IeBaHUSl Y B3POCJbIX NAIHMEHTOB BbIIEJAIT
cJeayoue BApUAHTHI 3200/1eBaHUS:

. TunuuHeli («IETCKUN») BapHAHT - UHTCHCUBHBIN 3aMl0p Pa3BUBACTCS JOCTATOYHO
OBICTPO, MPAKTHYECKH OTCYTCTBYET CaMOCTOSITEIbHBIA CTyJ, OBICTPO HApacTaloT SBIICHUS
KUIIEYHON HEMPOXOIUMOCTH;

. [IponoHrupoOBaHHEII BapHAHT - MEAJICHHOE TEUCHUE 3a00IeBaHMS, KOT/Ia C 3alI0POM
yAaeTcs JJIMTENbHOE BPeMsl CIIPABIISITHCS C MOMOIIBI0 KOHCEPBATUBHBIX MEPOTIPUSTHUI;

. JlaTeHTHBIN BapuaHT - BIEPBbIC 3aM0p MOABISETCA nocie 14 net, u, Kak MpaBuiio,
OBICTPO pa3BUBACTCS XPOHHMUYECKAsT TOJICTOKUIIEYHAS HEMPOXOAUMOCTh. llosBUBIIMIiCS 3amop
HapacTaeT, CIabUTeIbHbIE CPEICTBA COBEPIIEHHO HEI(P(EKTUBHBI, U JUIS OMOPOKHEHHS KUIIKH
MPUXOAUTCS MPHUOEraTh K eKeAHEBHBIM KIU3MaM.

Knaccudukanus monuxokonod. OOMmENnpuHATON KiIacCU(UKAIMK  JOJUXOKOJIOH HE
cymectByeT. [lo mokanu3anuu MpeuMyIIeCTBEHHOTO YUTHHEHHUSI 000I0YHON KHUIIKH BBIACISIOT
crnenyromue GOpMBIL:

Honnxocurma

JIeBOoCTOpOHHUI TOTUXOKOJIOH
JlommxoTpaHcBep3yM
IIpaBOCTOPOHHUN JOJIMXOKOJIOH

CyOTOTaNbHBIN JOTUXOKOJIOH

AR e

ToTanbHbIN 70MMXOKOJIOH [51,59].

1.6 Kinnnuyeckasi KapTHHA 3a00J1eBAHUS WM _COCTOSIHUSL (TPYNNbI_3200J1eBaAHHI

MJIM COCTOSTHMIA)

[TIpu BI' y B3pocibIXx ©MEEeT MECTO HapyIIEHUE MPOXOJAMMOCTH IO araHrjJIuOHApHON 30HE
KMILIKHA, BCJIEJICTBUE OSTOTO BBIIIENEXKAIIUE OTAENbl KHIIKH IOCTETIEHHO pacCIIUpSIOTCS H

¢dopmupyercss MerakoioH. llocTemeHHO MErakojioH TpPOrpeccUpyeT B  IPOKCHMAIbHOM



HanpaBieHud. [Ipu OTCYyTCTBUMM Ji€4eHHs] Ppa3BUBAIOTCS OCJIOXKHEHHUS: OCTpas KHIIeUHas
HEMPOXOUMOCTh, Tiepdopanus KHUIIKU, MPOJICKEHb CTEHKH KHUIIKHA KaJOBBIM KaMHEM, 3aBOPOT
MEraKoJIOHA.

JI0MXOKOJIOH OOBIYHO BBISBIISIETCS MPU 00CTIEA0BAHNUH MALIMEHTOB C Kajio0aMu Ha 3aopBhl.
COOTBETCTBEHHO, UMEHHO 3aI0pbl, a TAKXKE CBA3aHHBIE C HUMH B3yTHE >KUBOTA U TAKECTh B
KUBOTE Yallle BCETO pacCMaTPUBAIOTCS KaK KIMHUYECKUE MPOSIBIECHUS AOIMXOKOJIOH [31, 46, 47,
51, 52]. Kpome Toro, J0JMXOKOJOH SBISIETCS (DAKTOPOM PUCKA Pa3BUTHS 3aBOPOTA KHUIIKU, YTO
MIPOSIBIISIETCS KITMHUYECKON KapTHHOW OCTPOI 00TYpaIrimOHHOM MJIM CTPAHTYJISIIIHOHHOMN KHIIIEUHOM
Henpoxogumoctu [31, 46, 54, 55, 56]. Haubonee 4yacTo B KIMHUYECKOW MPAKTUKE BCTPEUAIOTCS

3aBOPOTHI CHFMOBHHHOﬁ KHUIIIKHA.

2. JumarnocTtuka 3a00/ieBaHUsI MJH COCTOSIHHMS (rpynnbl 3a00JeBaHMil  HJIH
COCTOSIHMI), MEIUIUHCKHE IOKA3aHUS M NPOTHBOINOKA3AHUA K NPHMEHEHUIO METO/I0B
AHATHOCTHKH

Kpurepun ycranoBku nuarnosa bI' y B3pocibix:

* 3arop B aHaMHE3€ C JIETCKOr0 BO3pacTa;

* HaJu4ue 30Hbl OTHOCUTEIBHOTO CYXKEHHUS B IUCTAIBHBIX OT/AENIaX TOJICTOW KHIIKH C
CYNPacTEeHOTHYECKUM paclIupeHueM (MEraKoJIOH) Ha UPPUTOrpaMMax;

* OTCYTCTBHE PEKTOAHAJIbHOIO MHTUOMTOPHOrO peduiekca NpU aHOPEKTAIbHOM
MaHOMETPHH.

B coMHuTENBHBIX Cilydasx, IpU OTCYTCTBUU XapaKTEpHOIO0 aHAMHE3a, HAJMYMM HEUETKOUN
PEHTIeHOJIOTUYECKON KapTHHBI, OCIa0JCeHHON peakuuy BHYTPEHHETo C(UHKTEpa Ha pacTsLKEHUE
NPSIMOM KUIIKU WM MPOTUBOPEUMSAX B Pe3ysIbTaTaxX yKa3aHHBIX TECTOB, HEOOXOAUMO POBOIUTH
TpaHCAHAJIBHYIO OHMOICHIO CTEHKH MpsAMON KHIIKA 1O CBEHCOHY M OLCHKH COCTOSIHHS

MHTPaMypaJIbHOI'O HEPBHOTI'O CILJIETCHUS.

2.1 Kaao0bLI M aHAMHE3

K OCHOBHBIM KIMHHYECKMM CHMIITOMaM y B3pOCJbIX MalMeHTOB ¢ BI' oTHOcAT 3amop u
B3/lyTHE >XHBOTA, KOTOpble OOBIYHO BO3HUKAIOT B paHHEeM JercTBe. ONHAKO KIMHUYECKHE
IIPOSIBJIEHUS] MOTYT UMETh CTEPTYIO KApTUHY Y A€TEN U pa3BUTHCA B 3pesioM Bo3pacte [64]. ' naBHoM
IIPUYMHOMN OOpallleHus B KJIMHUKY SIBJISIETCS 3aI10p, KOTOPBIA OTMEYaroT Bce ManueHTsl. [lpu 3Tom
y OoJsibIIMHCTBA OOJIBHBIX HAONIOJAETCA OTCYTCTBUE CAMOCTOSITEIBHOIO CTyJa. DTOT CHUMIITOM
BCErJja COYETAETCs C OTCYTCTBHEM I0O3bIBa Ha Jiedekannio. Y psja NalMeHTOB MOXET HMETh MECTO

U IIO3bIB Ha ;[e(belcaumo U CaMOCTOSTEIIbHBIN CTyJ, OJHAKO OCTAaCTCA OLIYIICHUC HCIIOJIHOI'O



ONOPOXKHEHUS TOJCTOM KHUIIKKM. Hanmuume camMOCTOATENBPHONO CTyJa y OTUX NAIUEHTOB
00yCIIOBJICHO COXpPaHUBIIEHCS TPOMYJIBCUBHON CIIOCOOHOCTBIO TE€X OTIEIOB TOJCTOW KHILKH,
KOTOpPBIE pacioyiararoTcsi IpOKCUMalibHEe araHrIMoHapHo# 30HbI [23, 24, 60].

B3nyTre )xuBOTa pErucTpUpyeTCs y MOJOBUHBI NAIUEHTOB. DTOT CUMIITOM OTMEUYAETCs HA
(oHE ATUTETHHOTO OTCYTCTBHS CAMOCTOSITEJIBHOIO CTyJia M HCYe3aeT IOCe OMOPOKHEHUs
TOJICTOM KHUILIKU. BOJM B ’KMBOTE HOCAT, KaK MPaBUIIO, TPUCTYIIOOOPA3HBINA XapaKTep U BO3HUKAIOT
Ha BBICOTE 3aI10pa, KOTOPBIM KyIUPYETCA MPUMEHEHUEM OUMCTUTEIbHBIX KIN3M [25, 26, 41, 64].

TomHOTa M pBOTAa MOSBISIFOTCA, KaK IMPAaBWIO, MPU JEKOMIEHCUPOBAHHOM COCTOSIHUH,
COIIPOBOXKAAIOTCA OOJISIMU B )KUBOTE, JTUTEIBHBIM OTCYTCTBUEM CAMOCTOSITENILHOTO CTya. Y psiaa
MAIEHTOB MOTYT OTMEYaThCsl CIa0OCTh U HEJJOMOTaHUE KaK MPOsBICHUE O0IIe MHTOKCUKAIIUH
[27].

VY B3pOCHBIX MAaMEHTOB NPAKTUYECKH HE Pa3BUBAIOTCS SIBJICHUS SHTEPOKOJIUTA, CTOJIb
XapakTepHoro Jyuis neteil, crpanaromux bl [18].

2.2 PusukajJbHOe 00c/Ie0BAHUE

Bcewm nanuentam ¢ nono3penrueM Ha bl pekomenayercst mprem (OCMOTp, KOHCYJIBTAIIHS )
Bpayva-KOJIOMPOKTOJIOra/Bpaya-Xupypra nepBUUHBIN, BKIII0Yas HAPYKHBIM OCMOTp MepUaHaIbHOU
obractu, OlIeHKY aHanbHOTO pedrekca [18, 28, 59].

YpoBenb yoequreabHocTH pekoMenaauuii C (ypoBeHb TOCTOBEPHOCTH JOKA3aTEIbCTB
- 5).

Kommenrtapuii. Obwexnunuueckuti ocmomp Heob6xo0umo 8bINOIHAMb Y 8CeX NAYUEHMO8
¢ nooospenuem Ha BI, kax ¢ yenvio eviasnenus xapakmepuvix 0 bI' cumnmomos, mak u 0
oughepenyuanvroli. OUAZHOCTMUKU, OYEHKU COMAMUYECKo20 Ccmamyca U CONymcmeyrouux
3a601e6aHUll.

IIpu 06vexmuenom ocmompe y MHO2UX NAYUEHMO8 OMMedaemcs pa3eepHymulil pebepHblii
veon. Ha ¢one 630ymus, ysenuuenus 8 pasmepax moOJCMOU KUWKU 3AMemHbl ACUMMEMPUs]
AHCUBOMA, YBENUYEHUE €20 8 PA3MEPAX, C PACMAHY MOl nepeonell OPIoWHON CIMeHKOU U BUOUMOU HA
2naz nepucmanemuxou. B mo owce epems npu aodekeamno npoBOOUMBIX KOHCEPBAMUBHBIX
MEPONPUAMUSAX Me2aKOJIOH PAa38UuBaemcs MeOlleHHO, YMO NO360Jislem COXPAHUMb HOPMANbHYIO
dopmy acusoma [16, 17, 18, 41, 60, 61, 63].

Ilpu KomneHncupo8anHomM cocmoaHuu nanvnayus xcueoma y nayuenmog ¢ BI' moowcem
ovimb manoungopmamuenol. Ilpu cyoOKoOMneHcuposanHom u 0eKOMNEeHCUPOBAHHOM COCMOAHUX
NaibnamopHo onpeoesiaemcs pas0ymas 2a3amu Uil 3an0IHeHHAs Kan08bIMU MACCamMu 060004HAs
Kuwka, Haubonee yacmo cuemosuonas kuwika. Ona umeem ¢opmy 6ai10H000PA3HO20 YUTUHOPA,

pacnojacarouiecoci, KaKk npasuio, 6 e6oll nonosune dxcusoma. B cuydae nepenoiHeHusl KUULKu



Canp.?fCMMbZM Ha Hel ocmaromcs naivyeessle eoaenenus. Y pﬂba nayuesmos mocym
naibnuposanibCsil Kaloeble KAMHU, KOMOpble 6 HEKOMOPbLX HAOI00EeHUSIX cmewaronics 6 npoceeme

Kkuwiku [16, 17, 18, 41, 23, 63].

Pexomenayercsi TpaHcpekTanbHOoe mnanblieBoe wucciaenoBanue (A01.19.004) npsmoii
KHUIIKA BCEM B3pPOCJBIM MallMEHTaM C Mmojo3peHneM Ha bl ans oneHku (QyHKIIMOHAIBHOTO
COCTOSIHMS 3anupaTesibHoro anmnapata npsmoi kuiku (3AIIK), muddepennuanbHONi TMarHOCTUKA
C JpYrMMH aHOPEKTAJbHBIMM MOpPOKAaMHU pa3BUTHS, BBISBICHUS KaJOBBIX KaMHEH U
COITyTCTBYIOIMX 3a00JIeBaHUN aHAJILHOT'O KaHasla M psiMoil kuiuku [18, 41, 59, 63].

YpoBenb yoenureabHocTH pekoMenaauuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB
- 5).

Kommenrapuii. 7TpancpexmanvHoe nanvyegoe ucciedosanue aHAlIbHO20 KAHANA U
NPAMOU KUWKU NPOBOOUMCS C YEabl0 OYEHKU (DYHKYUOHANbHO20 COCMOAHUSL 3ANUPANENbHO20
annapama npamMou KUWKU, HAIU4us COnYmcmeyowux 3a001e8aHull aHaibHO020 KAHAAA U NPAMOU
KUwKU. Y nayuenmos ¢ HadananvHou gopmoti 3a001e8anus nauvyesoe Uccie0osanue no36osem
8bIABUMb HAIUYUE KATIOBLIX MACC UNU KONPOIUMO8G 8 AMNYIe NPAMOU KUWKU. B ciyuae pekmanvHoi
u bonee NPOMANACEHHOU POPMbL A2AH2AUO3A AMNYIA NPAMOU KUWUKU, KAK NPAGUIIO, HE COOePIHCUM
Kanosvlx macc [63].

2.3 JlabopaTopHbIe IMATHOCTHYECKHE HCCJIEeTOBAHUS

Cnenuduueckas mnabopatopHas auarHoctuka bIT orcyrcrByer [18, 28, 41, 59].
JlabGopatopHble TUATHOCTUYECKHE HWCCIECIOBAaHUS CIEAYyeT BBIOJHATH NAIllUEHTaM B XOJE
MOATOTOBKH ¥ TUIAHUPOBAHUS XUPYPTUUECKOTO BMEIIATEIBCTBA TSI HCKITFOUECHUS COITY TCTBYIOIIUX
3a00J1€BaHU W COCTOSHUM, a TakKe NPH HEOOXOIUMOCTH MpoBeAcHUs muddepeHInaIbHOM
JTMarHOCTHUKH.

[TariueHTaM ¢ MErakoJOH M TMOJO3PEHUEM Ha BTOPUYHBIA XapaKTep MErakoJoHa,
OOyCIIOBJIICHHBIN JHJIOKPUHOJIOTHYECKUMH PACCTPOMCTBAMH, PEKOMEHIYeTCsl HCCIIEeIOBAaHUE
YPOBHS TUPEOTPOIHOTO TOPMOHA B KPOBU, OOMIETO KaJblUs M KaJlus B KPOBH JUIsl YTOYHEHHUS
aTuosioruu 3adoneanus [30].

YpoBenb yoeauTeJabHOCTH pekomMeHnaanuii - C (ypoBeHb JOCTOBEPHOCTH JOKA3aTENIbCTB
- 5).

2.4 UHcTpyMeHTAJbHbIE THATHOCTHYECKHE UCCIe0BAHUS

Pentrenosnornyeckne MeToabl MCCIeI0BAaHUSl JIAlOT  BO3MOXKHOCTb  OLEHUTh
(GyHKIIMOHATEHOE U MOP(OJIOTUYECKOE COCTOSIHUE TOJCTON KUIIKU MPHU MOAO3PEHUU HA O0JIEe3Hb

['upmmnpyHra, 4To CyIIeCTBEHHO BIIMSET Ha BBIOOP AajbHEHINECH NUAarHOCTUYECKOH U JeueOHOM



taktuku [18, 32, 41, 59, 61, 63]. HampoTuB, BBISBICHHE MOJMXOKOJOH IPH OOCIEIOBAHUH
CYIIIECTBEHHO HE BJIMSET HA JalbHEHIIyI0 TakTuky. [lalineHTaM ¢ XpOHUYECKHMMH 3allopaMy Ha
dboHEe JOMMXOKOJIOH JUAarHocTHYeckas mporpamma (opmupyeTcs B  COOTBETCTBHHM  C
PEKOMEHIALMSAMU 110 TMaTHOCTUKE U JICYEHUIO XPOHUUYECKUX 3amopoB [31, 46, 47].

Bcem mammentam ¢ momo3peHneM Ha bl pexkoMeHayeTcsi UpPPUTOCKOMUS TS
MTOATBEPIKICHUS HATMYHS METAKOJIOH, OIICHKH €r0 PaCIPOCTPaHEHHOCTH, BBISIBIICHUS XapaKTePHOM
st BI pentrenonornueckoi kaptunsl [18, 31, 33, 36, 59, 61, 63].

YpoBeHb yoeauTeJJbHOCTH pekoMeHaauuii B (ypoBeHb TOCTOBEPHOCTH JTIOKA3aTEIIbCTB
- 3).

Kommenrapuii.  OcHogubivM —~ mMemoOom — OUACHOCMUKU — Me2aKONIOHA — AGIAEmCsl
PEHMEEHONI02UYEeCKULL - USMepeHUe WUPUHbL NPOCBEeMA KUUKU NPU MY20M ee HaNOIHeHUU, 00bIYHO
836ecvio  Oapusi cyrvgama™™, 6 ycnosusx 080UHO20 KOHMPACMUPOBAHUS (UPPUSOCKONUSL).
Hopmanvuvie 3nauenus Ovliu NOMYYEHbl 6 O8YX OCHOBHBIX DPEHM2eH-MOPPOMEMPUUECKUX
UCCNIe008AHUSX U OKA3AIUCH CONOCABUMbL 3d UCKTTIOYEHUEM WUupUunsl npamoul kuwku [31, 33, 62].

Tabauya 1. llupuna npoceema paznuinsvix 0omoenos moiacmou KUUKU 8 Hopme.

Hlupuna npoceema (cm)
5 \Preston DM, Lennard-Jones JE, et al,
Omoen kuwiku Auxacoe C.U., 2003
1985

(n=160) (n=50)
Cuenas 4,0-9,0 -
\Bocxooawas 2,5-90 5,0-93
[ lonepeunas 2,5-85 4,5-83
\Hucxooswas 1,5-6,0 3,7-7,1
Cuzmosuonas 1,5-6,0 3,3-6,3
[ Ipsamasn 4,5-85 2,2-6,5

Hecoomeemcmesue 6 HOpManbHbIX NOKA3AMENAX Ouamempa NPAMol KUKU MeHcoy 08YMs
UCCe008AHUAMU, BEPOAMHO, OOBACHAEMCA pPATUYUAMU 6 MemoOuKe npogedeHuUss mecmd.
Koceennvim noomeepoicoenuem smoeo saensiemcs mom pakm, 4mo GepxXHull npeoei UUPUHbL
NPAMOU KUWKU ) 300p08bIX 000POBONbYEE NO OAHHBIM 968AKYAMOPHOU NPOKMO2papuu cocmasu
8,3 cm [34].

Mna BI' xapakxmepna pe3kas 2paHuya mexncoy pacuupeHHou 00000YHOU KUWUKOU U
OMHOCUMENbHO — CYHCEHHLIM — OUCMANIbHLIM — A2AHRTUOHAPHLIM — CE2MEeHMOM — pPA3IUYHOU
NPOMSNCEHHOCU (Yawe NPAMAs KUUUKA, B03MONCHO C 4acmuvio cuemosuoHo)[18, 63].

IIpu Oexomnencupoganuvix Gopmax 3a001e6aHUsI U PE3KO BbIPANCEHHOM PACULUPEHUU



KUKy Ovigaem 00BONbHO MPYOHO ONPEOenumsv cPaHuYy NOpadXdceHus. AeanenuoHapHuli omoer
KUWKU He Bbl2A0UM NO—HACMOSAWEMY «CYHCeHHbIMY. B makux cnyuasx opuenmuposamuvca
cnedyem Ha pasHuyy 6 ouamempe OUCMALLHLIX U NPOKCUMANbHLIX OMOeN08 KUUWKU — eClU OHA
npesviuiaem 1,5 pasa, cnedyem npeononazcamos Haluyue a2aHeiuoHapHou 30nul [63].

IHIOCKONMUYECKHEe METOAbI HCCIeJ0OBAHUS.

Pexkomenayercss BceM IalMEHTaM B3pOCIOrO0 Bo3pacra C moxo3peHueM Ha bl
PEKTOPOMAHOCKONHUS AJIs BBISBIICHHS XapaKTEPHOT'O PE3KOr0 MEPEX0/1a OTHOCUTENBHO CYKEHHOTO
araHrIMOHAPHOTO YYaCcTKA KUILIKHU B BBILIETIEKAIIUNA paciiupeHHsbli [18, 63, 64].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii C (YpoBeHb IOCTOBEPHOCTH J0KA3aTEILCTB -
5).

KommenTapmuii. [Ipu nooospenuu na bI" smo uccredosarnue nposooumcs 6e3 cneyuaibHoul
noozomosku. Ilpu Hanuuuu aeaHenuo3a BblPaANCeHHblll CNa3m CMeHKU OUCMATbHO20 omoend
MONICMOU KUWKU He NO360J5em Kalo8blM MACCAM NPOHUKAMb 6 CYICEHHbIU YYACMOK, UMO
ABNAEMCA NAMOSHOMOHUYHBIM NPUSHAKOM 3a001edanus. [Ipokcumanvhee cyxcennozo yuacmka
00HapydCUBAeMCs paACUUPEHHAs YaCmb KUWKU, co0epicauas Kauogvle maccol. B amom omoene
ONpeoensiomes C2adCeHHOCMb U NPOOOIbHASA HANPABIEHHOCMb CKAAOOK CIUUCTMOU 00010UKU,
uno2oa ee ampoghus unu eunepemusi [63].

Du3nojorudecKkre MeToIbl HCCAeJOBAHUS.

PexomeHnayercss BceM B3pOCIbIM MalMEHTaM C moao3peHueM Ha Bl aHopekTanbHas
MaHOMETpPHUS JJIsI ONIPEACIICHHs] PEeKTOAHAJILHOTO HHTHOUTOPHOTO peduiekca [9, 22, 28, 36, 59, 62].

YpoBeHnb yoeauTeabHOCTH pekomenaanuii C (ypoBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB -
4).

KommenTapuii. V nayuenmos ¢ nooospenuem na Bl sasxchvim ouaznocmuyeckum mecmom
A61A€MCsl  AHOPEKMAIbHAS MAHOMEmpuUs, 8 YACMHOCMU, UCCIe008aHUEe PEeKMOAHAIbHO2O
uH2UOUMOPHO20 periexca (pedhrekmopro2o pacciabaenus 6HympenHe2o cihunkmepa 6 omeem Ha
nosviulenue 0asienus 6 npamou Kuwke). Omcymcmeue peKmoanarbHO20 UHSUOUMOPHO20

pednexca sagnsemcs HadeHcHvIM ouazHocmudeckum kpumepuem bBI ¢ yyecmeumenvrocmoio 91,6%

[35].

2.5 HHble 1MArHOCTHYECKHE MCCIETOBAHUSA

Pexomenayercsti Owornicus CTEHKHM npsMoi kumkd 1o CBEHCOHY (TpaHCaHalbHAs
MOJHOCJIOWHAA pe3eKUus MpAMOM KHUIIKA B NPOJOJLHOM HAIMpaBICHUUW 1O 3aJHEH
MOJYOKPY>KHOCTH, NIMHOW 110 6 CM, IIUPUHONU | CM, C MOCIEAYIOMNM YIIIMBAHUEM PaHbl HATITYXO,

MaTOJIOT0-aHATOMHYECKOE HCCIIeIOBAaHUE OMOMCHUWHOTO (OTMEepPAlMOHHOI0) MaTepuana MpsiMon



kumkn  (A08.19.001) mamumentam c¢ momo3peHueM Ha bl ¢ mempio muddepeHnranbHOM
JUArHOCTHKU C MJIMONATHYECKUM METaKOJOH, KOTJa MUMEIOTCS MPOTHUBOPEUHS] MEXKIY TaHHBIMH
AHOPEKTAIbHON MAaHOMETPHUM M PEHTI€HOJIOTHYECKOW KapTuHoi [22, 36, 43, 63].

YpoBeHb yoeauTeJJbHOCTH pekoMenaanuii B (ypoBeHb TIOCTOBEPHOCTH JTOKA3aTEIbCTB -
3).

Kommenrapuii. Pewarowee 3nauenue 6 ouacnocmuke BI™ umeem nonnocnounas ouoncus
cmenku npamou kuwiku. Memoouxa npeonoxcena O. Swenson (1955) u 3axmouaemces 6 ucceuenuu
NOJHOCIOUHO20 (hpazmeHma CmeHKU NPAMOU KUWKY HA paccmoanuu 3 cm om 3y04amoul JUHUU C
nOCIeOYIOWUM UCCIE008AHUEM OMO20 YYACMKA HA HAIUYUE UHMPAMYPATbHLIX 2AH2IUES.
Buisignenue azamenuosa mexcmuluedno2o U NOOCAUSUCTNO20 HEPEHLIX CHAeMEHUll SA61Aemcsl
HaoedxcHvlm noomeepacoenuem bBI. Cnedyem nomumums, 4mo 30HA PU3UOIOSUHECKO2O SUNO- U
A2aH2IUO03A MOHCEM PACHPOCMPAHAMBCA 00 6 CM NPOKCUMAbHee 3youamoul tuHuu. Bo usbescanue
JIOHCHONONONCUMENILHO20 PEe3VIbMama UCCIe008aHUA PEKOMEHOYemcs 6blNoIHeHue Ouoncuu
nymem uccedenusi NOIHOCA0UHO20 TOCKYMa WupuHou 1 cm no 3a0ueti cmenke npsamou KUKy om

3y04amoil TUHUY NPOMANCEHHOCIbIO He MeHee 6 cm [63].

3. JleyeHune, BKJIIOYAsi MeIUKAMEHTO3HYI0 U HeMeIUKAMEHTO3HYI0
Tepanuu, AUEeTOTepanuio, 00e300JMBaHMe, MeIUMUMHCKHE TMOKA3aHHUSA U

INPOTUBOIIOKA3aHHUA K IPUMECHCHUIO METOA0B JICHCHUA

PapukanbHoe nedenune BI' y B3pocibIX B HacTosIiee BpPEMsi PEKOMEHIOBAHO TOJBKO
xupypruueckum mytem [17, 18, 28, 41, 59, 63, 65]. Orcpouka XUpypruuecKoro BMeIIaTeIbCTBA
HeI/I36€)KHO IMPUBOAUT K NPOTrpCCCUPOBAHNUIO MCTAKOJIOHA, YXYAIICHHUIO COCTOAHUSA U YBCIIMYCHUIO
pUCKa OCIOXHEHUW. PacnpocTpaHeHrne MerakojioHa B MPOKCHUMAJIbHOM HAaNpaBICHUU MOXKET
MPUBECTH K HEOOXOAUMOCTH OoJjiee OOIIMPHON PE3eKIMU TOJICTOM KHUIIKA W YXYAIICHUIO
(GYHKIMOHATBHBIX pE3yNbTAaTOB JieueHHs. Pa3BuTue OCHOXKHEHHH MOXKET OBITh MNpPUYUHON

MHOT'03TaIHOT0 XUPYPruueckoro Bmemarenserna [18, 41, 59, 63, 65, 66].

3.1 Xwupypruueckoe JieYeHHe B3POCIbIX NAIMEHTOB ¢ 00J1e3Hb10 'MpuinpyHra.

3anava Te4eHusl - HopMaau3alus naccaka KUIIEYHOT0 COJIEP’KUMOTO IO TOJICTOM KHILIKe

u OecrnpensiTCTBEHHAs €ro 3BaKyallMs 4yepe3 aHaJbHBIM KaHall. DTOW LENH MOXKHO JAOOUTHCS C

MOMOIIbIO0 HMCKJIIOYEHHUS araHrjidoHapHOW 30HBI U3 KUILEYHOTO TPAH3UTA UM BOCCTAHOBIICHUS
9BAKyaTOPHOU CITIOCOOHOCTH BBIMIEIEKAIIMX OTEIO0B ToJicTou kumku [17, 18, 41, 59, 63, 65].

PexomMenayercsi pe3ekmus MPsSMONM M PAaCHIMPEHHBIX OTAEIOB OO0OJOYHOW KHIIOK C

(dbopMHpOBaHHEM KOHIIE-OOKOBOT0O HaJJaHAIBHOTO KOJIOPEKTAJIbHOTO aHacToMo3a Mo J{roamenio B

monudukaun I'.11. BopoOséBa npu MIaHOBOM XUPYPrHUECKOM JICYEHUHU B3POCIBIX MAIlMEHTOB C



HeoclokHeHHBIM TeueHueM bl [18, 36, 43, 44, 59, 61, 63, 66].
YpoBeHnsb yoequreabHocTH pekoMenaanuii C (YpoBeHb TOCTOBEPHOCTH JOKA3ATEIILCTB -
5).
Kommenrapuii. /lannoe onepamugnoe emewamenscmeo npeciedyem ciedyouue yeu:
*  UCKMIOYeHUs  A2AHIUOHAPHOU 30Hbl U3  KUWEYHO20 Mpawsuma 6e3  uznuuiHell
Mpasmamu3ayuu ma3oesix opeaHos;
s XOpouiue QYHKYUOHANbHbIE PE3VIbMamyl XUPYPeUYecKoeo Ne4eHus 3a cuem cCOXpaHeHus
KULUEYHO020 KOMNOHEHMA OEPHCAHUSL,
*  UCKIIOUeHUE 803MONCHOCTU NOBPENCOEHUS. 6HYMPEHHE20 chuHKmepa,
*  0e30nacHOCMb U ACENMUYHOCTIb (POPMUPOBAHUS KOTOPEKMATbHO20 AHACTIOMO3d,
*  npoghunakmuka HecoCmosmMenIbHOCMU KOIOPEKMANTbHO20 AHACTIOMO3d,
*  co30anue yciosuil 0Jisi Xopoutel hYHKYuu aHacmomosa,
*  YMeHbuleHUue KOIuuecmsea nocieonepayuoHHbIX OCI0HCHEHUIL.

Onepayuio npouze00am 6 08a smand.

Ilepeviit 3man. Pesexyusi pacuiupenHoli 000004HOU U NPAMOU KUWOK C pe3eKyuell
A2aH2TUOHAPHOU 30Hbl U (POPMUPOBAHUEM KOJIOPEKMATLHO20 KOHYE-00K08020 PempOpeKmanbHO20
anacmomosa c uzovimxom no Jroamenio 8 moougurxayuu I 1. Bopoowésa.

Buauane npouzeoosm mooOunuzayuro pacutupeHHvix 0moeno8 00000UYHOU KUWKU C
nepecedeHuem Ma2uCmpaibHblX cOCY008 (HUNHCHEOPLIICeeUHbIX — NPU HU3BEOEeHUU JIe8bIX OMOeN08
000004HOU KUWKU, HUNCHEOPLIINCeSUHbIX U CPeOHUX 00000YHLIX COCY008 — NpU HU38EOeHUU
npaeoii Nono8UHbl 000004HOU KUWKU). Pacuupennas 0eKoOMNeHCUpoB8anHas yYacmev MOACMOLl
kuwku npu BI" umeem ouenv xapaxmepnulii enewinul 6uo. Cmenensb pacuiuperus modxcem Ovbimv
PA3IUYHOU U NO GeluyuHe, U NO NPOMANCEHHOCMU, HO 8ce20a OMmMeyaemcs BblpaAdCeHHAs
eunepmpopusi CmeHKu ¢ nepecmpouKou HAPYHCHO2O MbIUEUHO20 Cl0A. Dmom omoen KUWKU
00bIUHO UMeem cepo8amo-0envlii Yeem, HAPYICHLIL MbIUEYHbIN CAOU CHIOWHBIM NJIOMHbIM
dymasapom okpyscaem KuuleuHyro CmeHKy, KOmopas 8 euoe 2pybo20 nonycnasuie2ocs 6ailoHa
3aHUMaem 3HAYUMENbHYI0 Yacmev OplowHou noarocmu. laycmper 6 omom omoene KuwiKu
OmMCymcmeyiom, KpOBEHOCHble COCYObl KPYNHble, C MHOMCECIMEEHHbIMU PA36EeMBIeHUAMIU.
IIpoxkcumanvHyto epanuyy pezekyuu onpeoensiom Ha ypoeHe, 20e Ouamemp pacuuperHou KUWKY
npubIUINCACMC K HOPMATbHOMY. 3amem 8bINOIHAIOM MOOUNUZAYUIO a2aHeIUOHApHOU 30ubl. Ee
NPOU3BOOSIM KAK MOXNCHO ONUdCe K CMeHKe KUWKU Ol YMEeHbUleHUs mpasgmMamusayuu mazossix
HepaHbixX cniemeHnull. IIpu smom mobunuzayuro NPAMoN KULKU NPOU3B00AM YUPKYIAPHO 00 YPOBHS
7-8 cm om HapydcHo20 Kpas anyca, a no 3a0Hel CmeHKe 8 MeXc@hacyuaibHoM RPOCMpaHcmee - 00

masz06020 ona. Ha evicome 7-8 cm om Kpas anaivbHo20 Kanania Kuwky nepecexaiom. Huzeooumyro



KUWKY UKCUPYIOmM K CHeyuanbHOMY HPOBOOHUKY, KOMOPbIL NPOBOOSIM 6 pPempopeKmaibHOM
MOHHeNe U C e20 NOMOWbIO GLINAYUBAIOM 3AOHIOI0 CMEHKY NPAMOU KUWKU CPA3)y HAO BEPXHUM
Kpaem aHaibHOo20 KaHdad.

Co cmopoHbl npomedxxcHocmu, nocie OuByIbCUU AHYCd, PACCEKAlom 3a0HION0 CMEHK)
npAMoU Kuwiku Ha 1-2 cm eviuie aHOpeKmanvbHou auHuu Hao npogoonuxkom. Ha eepxmuioro 2yoy
paspesa Hakaaovieaiom 2-3 wea, KOMOPbIMU GNOCIEOCMBUU 3AOHIO0 CMEHKY NPAMOU KUWKU
cuusaiom ¢ nepeouell CMEHKOU HU3800UMOU Kuwiku. Yepes paspe3 no pempopekmanbHOMy
MOHHEI0 NPOBOOAM HU3BOOUMYTO KUUIKY HA NPOBOOHUKe. 3amem NPO80OHUK CHUMAIOM, a U30b1moK
HU36€0EHHOU KUWKU QUKCUPYIOM K NEpUaHanbHoll Kodice. B npoceem Kynvmu HpAMOU KUWKU
8800sIM 2A300MBOOHYI0 MPYOK).

Bosmooicno vinonnenue onepayuu nanapockonuveckum oocmynom [44]. B maxom cuyuae
NPOBOOHUK He UCNONb3Yemcs, d HU3geoeHue KUWKU OCYUeCmsIaom ¢ NoMOwblo KOpHYaHad,
86€0EHHO20 CO CMOPOHbL NPOMENCHOCMU Yepe3 HAO AHANbHbIL pa3pe3 3a0Hel CMeHKU NpaMou
KUUKU.

Bmopoi sman. Omceuenue u30blmka HU36€0€HHOU KUWKU U OKOHYAMENbHOE
dopmuposanue KOIOPEeKMAILHO20 AHACMOMO3A.

IIpoussooam yupkyasprHoe omceyeHue usdbIMKA HU36€0eHHOU KUWKU HA YPOBHE paHee
HALOJNCEHHBIX Y3/108bIX WB08. 3ameM PopMupyiom aHacmomo3 nymém Cuusanus 3a0Hell CMeHKu
NPAMOUL KUWUKU C NepeoHell CMeHKOU HU38e0eHHOU KUKy y3108bimu weamu. Onepayuio omceverus
U30bLIMKA HU38E0EHHOU KUWKU U DOPMUPOBAHUSL OMCPOUEHHO20 KOJLOPEKMAIbHO20 AHACMOMO3a

gvinoHsAomcs yepes 12-15 oueii nocne nepsozo smana [18, 24].

PexomenayeTcsi MHOTOATAITHOE XUPYPrUUECKOE JIEYEHHE B3POCIIBIX MAIlHEHTOB B CIy4yae
OCIIOKHEHHOTO TeueHus 6one3nu ['upmmpynra [18, 59, 61, 63].

YpoBeHnb yoeauteabHoCTH pekomenaamnuii C (ypoBeHb JOCTOBEPHOCTH JOKA3ATEIbCTB -
5).

Kommenrtapuii. [loxazanuem K MHO209MANHOMY XUPYPSUUECKOMY JNE€YEHUIO CAYHCAM
ocnabnenHoe cocmosiHue NayueHma ¢ 8blPaiCeHHbIMU MeMadOoIULeCKUMU HaAPYUEHUAMU, d MAKHCe
ocnoxcuenusi bI', mpebyoujue vinoaneHus ypeeHmHo20 6MeuamenbCmeda:

* ocmpas KuuleuHas Henpoxooumocms,

*  nepghopayus Kuwiku,

*  nponexcenb MoICmou KUUKU KATIOBbIM KAMHEM,
*  3A80pOM Me2aKoJIOHA.

B maxom caydae nepevim  Inmdanom  6blNOJIHAION pPE3CKYUA pACUUUPEHRHbLX omoenos



00000uHOU KuwKku no muny onepayuu Iapmmana. B 3asucumocmu om 8vipasiceHHoCmu
ME2aKOJIOHA ~ BLINOIHAIOM — PEe3eKYUlo  CUCMOBUOHOU  KUWIKU, pPe3eKyuro JeblX O0moenos,
JIeBOCMOPOHHION)  2eMUKOJIDKMOMUIO). B nociedyrowem nocie Hopmaiuzayuu coCmosHus
nayuenma (006vIuHO uepes 6-12 mecayes) 8bINOIHAEMC PEKOHCMPYKMUBHO-80CCMAHOBUMENbHOE
HUu3gedeHue 00000UYHOU KUWKU C  (DOPpMUPOBAHUEM  KOJIOPEKMANIbHO20  KOHYEOOKOBO20
pempopexmanvHo2o anacmomosa no /Jroamenio 8 moougurkayuu .M. Bopobvésa no onucannou
eviue memoouxe [18, 24].

3.2 JleyeHue 10JIHXO0OKOJIOH

[TarueHTamM ¢ XpOHUYECKUMH 3aMopaMu, Y KOTOPBIX MpPHU 0OCIEAOBAHWU OBLT BBISBICH
JOJINXOKOJIOH M B aHAMHE3€ HET yKa3aHWil Ha 3aBOPOTHI KUIIKH, PEKOMEHIYeTCH JICUCHHE B
COOTBETCTBUU C KIMHUYECKUMHU PEKOMEHIALMSAMH T10 JIeueHuto 3amnopa [31, 46, 47, 67].

YpoBenb yoeaurebHocTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTH J0KA3aTEIbCTB —
5).

Kommenrtapuii. Boisgnenue 001uxokonion y nayueHmos ¢ XpOHU4ecKuMu 3anopamu npu
omcymcmeuu 8 aHamHese 3a80pomo8 KUK He 61Usem Ha 8bl00p MAKMUKU le4eHUsl, He S6TIemcsl
O0ONOIHUMENbHBIM NOKA3AHUEM O 8blO0pA XUPYPSUUECKO20 Cnocoda edenus U, 8 Yelom, He
cuumaemcs cyujecmeerHHou Haxookou [46, 47].

Pexomenayercsi KOJIOHOCKOMHS Yy TMAIMEHTOB C 33aBOPOTOM JOJIMXOCHUTMBI  0€3
KJIIMHUYECKUX WM PEHTTEHOJOTUYECKUX MPU3HAKOB UILIEMUU W/UIK nep(Opaliii C LEIbI0 OLIEHKH
AKU3HECIOCOOHOCTU KHUIIKH U, MPU OTCYTCTBHM WIIEMHUH W/WIM nepopaliu, ocyliecTBIeHUE eé
SHJOCKONMYECKOM IeTOpCuu U Aexommpeccuu [54, 55, 56].

YpoBenb yoeaurteabHocTH pekoMenaanuii C (ypoBeHb TOCTOBEPHOCTHU JOKA3aTEIbCTB —

5).

[Tpu Hea(h(heKTUBHOCTHU MOMBITOK JTUKBUAAIIUH 3aBOPOTA JOJIUXOKOIOH KOHCEPBAaTHBHBIMHU
METOJIaMH BCEM MALIUEHTaM PEKOMEHAYeTCsl CPOYHOE XUPYPrHUECKOe BMEIATENbCTBO [54, 55,
56].

YpoBenb yoeaurebHocTH pekoMenaanuii C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —
5).

Kommenrapuii. Eciu  kuwika,  opmupyrowas — 3a60pom, — JHCUZHECHOCOOHA, MO
8bINOHAEMCS e€ demopcus. B ciyuae Hanuuus npusHaKo8 HApyuileHus KpOBOCHAOIHCEHUS. KUK,
nepghopayuu cmenKu KUWKU U/UNU NEPUMOHUMA, 8bINOTIHAEMCS Pe3eKYUs NOPAHXCEHHO20 YUdACmKa
be3 nepsuuHozo anacmomoza B Oanvmeiiwem, nocie o6credosanuss u - ymouHeHus

qbyHKI/ﬂ/lOHCUZbHOZO COCMOARUA OCMABUIUXCA 0m0€]l08, BO3MOINCHA 80CCMAROBUMENIbHAA onepayusl.



3.3 Huoe geyeHue

OtcyTCcTBYET.

4. MeauunHCcKass peadMIMTAIMS W CAHATOPHO-KYPOPTHOE JieYeHHe,
MeIMIMHCKHE TOKA3aHUSI M TNPOTHBONOKA3aHMA K NPHUMEHEHMI) METO/I0B
MEIUIUHCKON peadWIuTANMH, B TOM YHCJIe OCHOBAHHBIX Ha HMCIOJb30BAHNH

NMPUPOAHBIX Je4eOHBIX (PAKTOPOB
Crnenuduueckux METOA0B peabunuranuu nmanueHToB ¢ bI' He cymiecTByer.
Ecnu B mpouecce Xxupypruueckoro jiedeHusi Obiia chopMUpoBaHa KUIIEYHAS] CTOMA, TO
Mepbl  MEIUIMHCKON peaOuiauTali  I1€JIeCO00pa3HO  HamnpaBUTh HAa  BOCCTAHOBJICHHE
€CTECTBEHHOTI'0 naccaxa kuiegHoro cogepxkumoro o XXKT. Ilpu 3Tom xapakrep onepaTuBHOTO
BMEIIIATENIbCTBA U O0BEM PE3EKUUHU TOJCTOM KHUIIKH ONPEICNSIOTCS MO H3JI0KEHHBIM BBILIE
npuniunam (cm. m.a. 3.1) [18, 59, 61, 63].
OO01re NpUHLHKITBI peabUIUTAILH T10CJIe XUPYPTrHUeCKOro JeUeHus:
1) KommiekcHast OlleHKa HCXOAHOTO COCTOSTHUS MalMeHTa U (POPMYIHPOBKA IPOTPAMMBI
peabunuTanuu;
2) MynbTUIMCIMIUTMHAPHBIA TPUHITUTT OPTaHU3AIIMN peaOuINTaIMOHHOM oMoy, Becem
nanueHTaM, KOTOPhIM B IPOIECCe XUPYPIHMUECKOro JiedeHusl Oblia chopMHUpOBaHA KUIIEHHAS
CTOMa, PEKOMEHIYeTCsl KOHCYJbTAllsl M HaONIOJEHHE CIEHUATUCTOM IO peadHIuTaluu

CTOMUPOBAHHBIX MAITUCHTOB.
5. Ilpopunakruka wW [JAUCHAHCEPHOEe HAOJIOAeHHe, MeIUIMHCKHE
MOKA3aHHUS U MPOTUBOMOKA3AHUA K NPUMEHEHHUI0 METOI0B NPOPUIAKTHUKHI

5.1 IIpoduniakTuka

Crnenuduunbix npodunakTuueckux Meponpusatuii npu bI" Het. Ilpu Hanmuuuu B aHamMHe3e
yKa3aHUM Ha 3aBOPOTHI JIOMUXOKOJIOH, B KauecTBe NPO(PHUIAKTUKU >KU3HEHHO OIACHBIX
OCJIO)KHEHUH, PEKOMEHAYETCS INIAHOBOE XUPYPru4e€CKOe BMELIATEIbCTBO.

5.2 JlugamMudeckoe HAOJI0eHUE

C uenpto mpoduIakTHKU (HOPMUPOBAHUS CTPUKTYPHI KOJIOPEKTAIBHOTO aHACTOMO3a B
paHHME CpPOKH Mocie omeparnuu Jlroamesns, BCeM MalMeHTaM peKOMeHAyeTcsl mpueM (0cMoTp,
KOHCYJIbTAIlMs) Bpaya-KOJOMpPOKToNora mnepBuuHbii/moBTOopHE (B01.018.001/ B01.018.002)/
npueM (OCMOTp, KOHCYJIbTalMs) Bpada-xupypra nepBuuHblii/moBTopueii ( B01.057.001/
B01.057.002) exxeHenenpHO MOCIE BBIMUCKU U3 CTAallMOHAapa B TeueHue 1 Mecaua. B nanpHelmem

OOJIbHBIM PEeKOMEHIyeTCs 00pamaThes JUIst KOHTPOJIbHOTo ocMoTpa 1 pa3 B 3 Mecsia B Teyenue 1



roga (mpuem (0cMOTp, KOHCYJbTalus) Bpauya-kojompokronora (B04.018.001)/ mpuem (ocmortp,
KOHCyJbTalus) Bpaya-xupypra (B04.057.001) [18, 39, 59, 60, 62].
YpoBenb yoeaurebHoCTH pekoMeHaanun C (ypoBeHb TOCTOBEPHOCTH PEKOMEHIAITNH -
5)
Kommenrapuii: []ens monumopunea — oyenka yHKYUOHATbHBIX Pe3VIbmamos JeueHus,
a makoice 8vlAGNIeHUE U KOPPEKYUs NO30HUX NOCIEONePayuoHHbIX ocnodcHenutl. epes 1 200 nocne
onepayuu, Kpome KIUHUYECKO20 OCMOMpPA 0N OnpeoeieHusi (OYHKYUOHAIbHO20 COCMOAHUSL
MOACMOU  KUWKU U  UCKIIOUEHUs peyuoudd Me2aKoloHd, YerecooOpasHo  npogedeHue
PEHM2EHON02UYECKO20 UCCAEO08AHUSL JHCETYOOUHO-KUUEeyH020 mpakma (uppucockonus unu KT-
konocpagus (A06.18.004.001/ A06.18.004.002/ A06.18.004.003)). Kpome smoco, npu Hanuduu
NPU3HAKO8 HAPYULEHUS DYHKYUU OEPHCAHUSL KUULEUHO20 COOEPHCUMO20 MOHCEM DbIMb GbINOIHEHO
duzuonoeuneckoe uccneoosanue 3AIIK.
[Tpu OTCYTCTBHH MO3THHUX MOCIEONEPANMOHHBIX OCIOKHEHHH, TPEOYIOMUX ONepaTHBHON
WIM KOHCEpBATUBHON KOPPEKIHH, PEeKOMEHAyeTcs NCIIAHCePHBIM mpueM (0CMOTp,
KOHCYIbTaIus1) Bpaya-konomnpokronora (B04.018.001)/Bpaua-xupypra (B04.057.001) nanueHToB
B3pOCJIOr0 BO3pAcTa OCYLIECTBIATH 1 pa3 B rof B TeueHue 3-x jet [18, 24, 40].
YpoBeHnb yoeaurebHocTH pekoMenaanun C (ypoBeHb IOCTOBEPHOCTH PEKOMEHIAITUN
- 5).
Kommenrtapuii. B danvretiuem nayuenmsl CHUMAIOMCSL ¢ OUCHAHCEPHO20 HAONI0OEH s,
obpawerue K Cneyuanrucmam pekoMeHO08aH0 NPU NOABLEHUU KUUEYHOU CUMPIMOMAMUKU.
6. Opranm3zanusi OKa3aHUs MeJULIMHCKON MOMOIIHU
[TnaHoBOEe XHMpPypruvecKoe JICYCHHUE MOJDKHO OCYIIECTBISETCS B KOJOMPOKTOIOTHYECKHUX
OTIEINICHHSIX, TJI€ €CTh BO3MOKHOCTB TIPOBEICHHSI BCETO CIIEKTPa HEOOXOAMMBIX TUArHOCTHYECKHIX
UCCIIeIOBaHMM. ['ocruTamu3amusi aiueHTOB MOXKET OCYIICCTBIISICTCS KaK B IJITAHOBOM, TakK U B
9KCTpeHHOM Tmopsiake. [lokazanueMm [Uisl TUTAHOBOW TOCHHTANU3ALMU CIy)KAaT HEBO3MOXKHOCTb
MIPOBEJICHUS TUArHOCTUYCCKUX WM JICUCOHBIX MAaHUMYJSIIUN B aMOYIaTOPHO-MOIUKIMHUIECKIX
YCIIOBHSIX M HEOOXOAMMOCTh IPOBEICHUS] XUPYPTHUECKOTO BMENIATEIIHCTRA.
DKCTpeHHAs! TOCIUTAIH3AIMS MOXKET OCYIIECTBISITECS KaK B KOJIOMPOKTOJIOTHYECKOE, TaK
U Xupyprudeckoe oraenenue. [lokazanneM K SKCTPEHHOMN TOCTIUTATU3AINH SBIISIOTCS OCIIOKHCHHUS
BbI:
*  OCTpas KHIIeYHasi HETPOXOAMMOCTb,
* mepdopanus KUK,
*  MPOJICKEHH TOJICTON KUIIKU KATOBBHIM KaMHEM,

¢ 3aBOpPOT MCTAaKOJIOHA.



Iloka3aHusa K BbINNCKe MAIIHEHTA:
L4 HCOCJIOKHCHHOC TCYCHHUE PAHHCTO ITOCICONCPAIUOHHOIO IE€pHOoaAa,

o KOHTPOJUPYEMbI 00JIEBOM CHHAPOM C BO3MOYKHOCTBIO €ro KyNHMpPOBaHUS
NepOpaTbHBIMU MIpErapaTaMi B aMOyJIaTOPHBIX YCIOBHSIX;

o BO3MOYKHOCTh MalMeHTa (A MalUEeHTOB C OrPaHMUYCHHBIMH BO3MOXHOCTSIMH)
CaMOCTOSITENIFHO MPOJIOJDKUTh KYypC KOHCEPBAaTHBHOM TEpamuu B aMOYJIAaTOPHBIX YCIOBHSX IOJ

HaOJIOICHUEM PETHOHAPHOTO Bpavya-KOJIOTPOKTOIOTA.

7. JdomosHutesbHasi uHGopmanus (B TOM Yucjie pakTopbl, BJAUSIOIINE

Ha UCX0/1 3a00J1eBaHMsI MJIH COCTOSIHMS)

[TporHo3 y B3pocCibIX NAlMEHTOB, IepeHecInX onepanuio Jroamens B mogudukammu I'.1.
Bopo6séBa mo moBoay bBI, omepupoBaHHBIX IO BBIIICONUCAHHBIM METOIUKAM, SIBISETCS
OJIarONPUATHBIM IIPU JBYX YCIOBHIX:

. OTCYTCTBHMH IO3IHUX OCJIO)KHEHHUH CO CTOPOHBI KOJIOPEKTAJIBHOTO aHACTOMO34;

. HOpMaJIbHOW (D)YHKIIMU 3alIMPATENILHOTO amnmapara IpsMOi KUIIKH.

Ilo3nHHME CTPUKTYPBI KOJIOPEKTAIBHOIO aHAaCTOMO3a MOTYT IIPUBECTHM K Pa3BUTHUIO

MEraKkoJIOHa, MO3TOMY HEO0OXOJUMO MPOBEIEHUE CTPOTOr0 MOHUTOPUHIA Yy OINEPUPOBAHHBIX

00onbHBIX [9, 24].

Kpurepuu oueHkH kayecTBa MeJUIMHCKONW IOMOLIH

Kputepun oreHkM kadecTBa MEPBHUYHOM MEAMKO-CAHUTAPHON MOMOIIM B3POCIBIM IPHU
6one3nu ['upmmnpynra (koasl o MKB - 10: Q43.1, Q43.8)

Ne i/mt | Kpurepuu o1ieHKH KauecTBa Ouenka
BBITIIOJTHEHMSI
1. | BeimosHeHa uppurockonusi (IIpy yCTaHOBJIEHUH IMArHo3a) Ha/Her

2. | BommonHeH — OCMOTP/KOHCYNbTAIlMsl — Bpada-KoJOMpoKTosora/Bpaya- | Jla/Het
XHpypra/Bpaua-neauarpa

Kpurepun onieHKH KauecTBa CelMAIN3UPOBAHHON MENULIMHCKON TOMOIIH B3POCIIBIM IIPH
6osne3an ['mpmmpynra (koael mo MKb - 10: Q43.1, Q43.8)
Ne n/nt | Kputepuu orieHKH KauecTBa Onenka
BBIITOJIHEHUS
1. | BeimonHena uppurockonus (MpU YCTaHOBJIEGHUHM auarHo3a w/wim npu | Ja/Her
OTCYTCTBUM BBIMOJHEHHUS HA TMpeAblAylIeM »JdTane, W/WiIH [pu
HEZ0CTaTOYHOU MH(POPMATUBHOCTHU paHee IIPOBEJIEHHOTO
MCCJICIOBAHMS)
2. | BeimonHeHa aHOpEKTaabHass MaHOMETpPHS (MpY yCTaHOBIIeHUH quarHosa | Jla/Her
W/WIIM TIPY OTCYTCTBHHM BBITIOJIHEHUS HA TPEIbLAYILEM dTale, U/Win Ipu
HEJOCTATOYHOMN MH(GOPMATUBHOCTH paHee MIPOBEACHHOTO
UCCIIEI0BAHMS)
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Ipunoxenne Al. Cocras pado4eii rpynnsl no paspadorke u

nepecMOTPYy KIMHUYECKUX PeKOMeHIAIUii

VYuenas [TpodeccuonanpHas
No ©.1.0. VYueHoe 3BaHne
= CTEIeHb accoluanms
Acconuanyst KoJOIpOKTOJIOT0B
. Anemmn Jlennc Kau i
. HKTOPOBHY OCCHH
B P
Auxacos Cepreii Unen- kopp. PAH Acconuyanusi KOJIOMPOKTOJIOTOB
2. .M.H ) ’
NBanoBuu A npodeccop Poccun
Saponmiox UpuHa Acconuanus KoJIOMPOKTOJIOTOB
3. P P J.M.H. -
Bnagumuposna Poccun
KALIHIKOE Acconuanus KoJIOMPOKTOJIOTOB
4. .M.H. OIICHT
Bnagumup Hukonaesuu A Jlon Poccun
Acconyanusi KOJIOPOKTOJIOTOB
MockaneB Anekceit
5. K.m.H -
Hropesnu Poccun
Acconuanyst KoJ0IpOKTOJIOT0B
8. | CymkoB Ouser BaHOBHY JIRYA: -
Poccun
Acconyanusi KOJIOMPOKTOJIOTOB
®omenko Okcana
0. J.M.H. -
IOpbeBHa Poccun
®postos Cepreii Acconyanusi KOJIOMPOKTOJIOTOB
10. .M.H IIpodecco
AnekceeBuy A pod P Poccun
Axanemuxk PAH Acconmanus KoJ0ompoKTOJIOrOB
Ienprun Opwuit ’
12. p JI.M.H
AHaToNBeBUY npoceccop Poccun

Poccuun. KonaukT nHTEpEecOB OTCYTCTBYET.

BonpmmHCTBO wieHOB paboueil rpymibl

SABJIAOTCA 4YJICHaAMH

Accounaunn KOJIOITPOKTOJIOTOB



IIpunoxenune A2. MeronoJsiorust pa3padoTKu KIHHAYECKHX

peKOMeHAa i

[eneBasi aynuTopusi KJIMHHYECKAX PeKOMeHXALMIA:
Bpaun-kononpokronorn

Bpaun-xupypru

Bpauu-racrposHreposioru

Bpaun-TeparneBTs

Bpauu obmieit npakTUKy (CeMeiHbBIC Bpadm)

Bpa‘lI/I—SHI[OCKOHI/ICTBI

NS Vv kWb

Cpenuunii MEIUITUHCKUN TIEpCOHAT

8. CTymeHTbl MEIUIIMHCKUX BY30B, OPIIUHATOPBI, ACITHPAHTHI.

Tabauua 1. Hlkana onenku Y1/ (ypoBHEH TOCTOBEPHOCTH HOKA3aTEIBCTR) IS METOIOB AUATHOCTHKU

(IMarHOCTUYIECKUX BMEIIATEILCTB)

M

Pacmudposka

CucTteMaTHueckre 0030pbl UCCIIEIOBAHUI C KOHTPOJIeM peepEeHCHBIM METOJIOM WIIA CUCTeMAaTHYECKHH
0030p paHIOMHU3UPOBAHHBIX KIIMHUYECKUX MCCIICIOBAHUN ¢ IPUMEHEHUEM MeTa-aHaIn3a

OTnenpHBIE NCCIIEOBAHUS C KOHTPOJIEM pehepeHCHBIM METOAOM HIIH OTIENIbHBIE PaHAOMU3NPOBAHHBIC
KITMHUYECKAE WCCIICOBAaHUS W CHUCTEMaTHYeCKHe O0030phl WCCIENOBaHWI Nr000TO JM3aiiHa, 33
MCKIIIOUCHUEM PaHAOMU3UPOBAHHBIX KIMHUYECKUX UCCIECOBAHUHN, C MPUMEHEHUEM METa-aHalInu3a

I/ICCJ'IG,E[OBaHI/IH 0e3 MOCJICAOBATCIIbHOIO KOHTPOJIA pe(i)epeHCHLIM METOAOM HJIM HCCICOOBaAHHA C
pe(bepeHCHBIM METOJOM, HEC ABJIAOINHUMCA HCE3aBUCHMMBIM OT HCCIECAYEMOIO METOIa  HIIH
HCPAHAOMHN3UPOBAHHLIC CPABHUTCIILHBIC UCCIICA0BAHUA, B TOM YHCJIC KOT'OPTHBIC UCCIICAOBAHUSA

HeCpaBHI/ITCJ'IBHbIe HUCCICA0BAHUS, OTMCAHUC KIIMHUYCCKOT'O Cliydas

MMeeTcs TUIIb 000CHOBAHUE MEXAaHH3Ma ﬂCﬁCTBHH HJIN MHCHHUEC SKCIICPTOB

Tabauua 2. Hlkana onerxu Y1/ 11 MeTog0B PO MIIAKTHKH, JICUSHUS U

cabmuTanuy (IporIIaKTHIECKHX, JICYSOHBIX, PeaOMINTAIIMOHHBIX BMEIIATEIIHCTB)

Y,

Pacimpposka

Cuctematnueckuii 0030p PKU (panzomMu3upoBaHHbIE KITHHHYECKHUE UCTIBITAHKS) C TPUMEHEHUEM METa-
aHaIM3a

Otnensabie PKU u cuctemaTrueckne 0030phl HCCIIeIOBaHUM JIFOOOTO Tn3aliHa, 3a uckiodeanem PKU,
C IPIMEHEHUEM MeTa-aHan3a

3 |HepanmoMu3upoBaHHBIC CPABHUTEIIEHEIC UCCIICIOBAHMS, B T.4. KOTOPTHBIE HCCIICIOBAHUS

4 HecpaBuuTtenbHbIe HCCACAOBAHUS, ONMMCAHNE KIIMHUYECKOr O CIIydasi UJIM CEPUH CITydaeB, UCCICAOBAHUS
«CITy4ail-KOHTPOJIb»

5

MMeeTcs TuIIb 000CHOBAHUE MEXAHH3Ma HCﬁCTBHH BMCIIATCIIbCTBA (I[OKHI/IHI/I‘ICCKI/IC I/ICCJ'IC):[OBaHI/ISI)

NI MHCHHE OKCIICPTOB




Tab6auna 3. [Ikana onenku YYP (ypoBHel yOequTeIbHOCTH PEKOMEHAAIMI) IS METOIOB HMPOPHUIAKTUKH,
JMUATHOCTHKH, JIeYeHWS ¥  peaOwmranuu  (MpopUIaKTUYeCKHX, JUATHOCTUYECKHUX, JICUYCOHBIX,

pea6I/IJ'H/ITaLlI/IOHHLIX BMCH_IaTGJ'ILCTB)

YYP Pacmudposka
A

CunbHas pexoMeHpanus (Bce paccMaTpuBaeMble KpUTEpUH SPQPEKTHBHOCTH (MCXOIBI) SIBISIOTCS
BaXKHBIMM, BCE HCCIIEIOBAHUS UMEIOT BBICOKOE MJIM YIOBJIETBOPUTEIBHOE METOJOJIOIMUECKOE KaueCTBO,
X BBIBO/IBI 110 HHTEPECYIOIIUM UCXO0/1aM SIBJISIFOTCS COINIACOBAHHBIMMU)

YcrnoBHass pekomMeHAauusi (HE BCEe paccMaTpuBaeMble KpUTEPUH SPPEKTHBHOCTH (MCXOIBI) SIBIISIOTCS]
BaXXHBIMM, HE BCE HCCJIEJOBAaHUS HMEIOT BBICOKOE WM YAOBIETBOPUTEIBHOE METO0JIOTHYECKOE
Ka4eCTBO M/MIIM UX BBIBOJBI IT0 MHTEPECYIOLINM HCXO0IaM He SIBIISIOTCS COTTIACOBAHHBIMH )

C |CnabGas pexoMeHaanus (OTCYTCTBHE JOKAa3aTEILCTB HAJUICKAINET0 KadecTBa (BCE PacCMaTPHUBAaCMBbIC
kputepun 3(dekTuBHOCTH (MCXOJBI) SIBISIFOTCS HEBAXKHBIMH, BCE HWCCIEIOBAHUS HMEIOT HU3KOE
METOJIOJIOTHIECKOE KA9eCTBO M UX BBIBOJBI IO MHTEPECYIOIINM UCXO0/1aM HE SBIISIFOTCS COTIIACOBAaHHBIMHU)

Iopsiaok 00HOBIEHUS] KIMHUYECKUX PeKOMeH/IalMii.

Mexaan3m 0OHOBJICHHA KIMHHYECKUX PEKOMEHIAINH MTPEelyCMaTPUBAET X CHUCTEMATHIECKYIO
aKTyaJIN3allyIo - He PEXKe YeM OJUH pa3 B TPH T'0/1a, a TAaK)Ke MPH TOSBICHUH HOBBIX TAHHBIX C TTO3UIHH
JIOKa3aTeJIbHOM MENIIMHEI IT0 BOIIPOCaM IUATHOCTHKH, JeUeHUs, MPOMUIAKTHKN U peaOnuInTaluu
KOHKPETHBIX 3a00JICBaHUH, HAIMYMK 00OCHOBAHHBIX JIOTIOTHEHU/3aMeYaHMii K paHee yTBepkaéHHbIM KP

(KMMHUYECKUe PeKOMEHIAIMN ), HO He yamie | pa3a B 6 MecseB.



IMpunoxenue A3. CrnpaBoyHble MAaTepHAJIbl, BKJIKYas COOTBETCTBHUE
NMOKA3aHUI K MPUMEHEHHUIO U IPOTUBONOKA3aHHUIi, ClIOCO00B NPUMEHEHUS U /103
JIEKAPCTBEHHBIX MPENapaToB, MHCTPYKIUH MO NMPUMEHEHUIO JIEKAPCTBEHHOI 0
npenapara

JlaHHBIE KIMHUYECKHE PEKOMEHIAIMH pa3padoTaHbl ¢ YYETOM CIEAYIOMIMX HOPMATHUBHO-
MIPaBOBBIX JOKYMEHTOB:

1. ®enepanbubiii 3akoH OT 21.11.2011 Ne 323-D3 (pen. ot 28.12.2024) "OO6 ocHOBax OXpaHBI
310pOBbs Tpaxaan B Poccuiickoit @eneparuu (¢ u3M. u fo1., BCTyI. B cuty ¢ 01.07.2025)

2.Ilocranosnenue IlpaButensctBa Poccuiickoit ®eneparuu ot 17.11.2021 r. Ne 1968 «O6
yTBep)kaeHun [lpaBun mosTamHOro mnepexoja MEAUIMHCKUX OpraHu3aluid K OKa3aHHIo
MEIUIIMHCKOW TOMOIIM Ha OCHOBE KIMHMYECKUX pEKOMEHAAlMi, pa3pabOTaHHBIX U
YTBEP)KJICHHBIX B COOTBETCTBUU C HacTsMu 3, 4, 6 - 9 u 11 crarbu 37 ®enepanbHoro 3akoHa «O0
OCHOBAX OXpaHbI 310pOBbs rpaxaaH B Poccuiickont denepannm»

3.IIpuka3z MunucrepctBa 3apaBooxpanenusi Poccuiickoit @enepannu ot 2 anpens 2010 r. Ne
206n (pex. ot 21.02.2020) «OO6 yTBepX)ACHUU TMOPSAAKA OKa3aHUS MEIAMIIMHCKOW ITOMOIIH
HAaceJIeHUI0 ¢ 3a00JeBaHMSAMU TOJCTOM KHIIKH, AaHAJbHOIO KaHala M IMPOMEKHOCTH
KOJIOIPOKTOJIOTMYECKOTO TPOPHIIS

4.Ilpuka3z MunucrepctBa 3apaBooxpaneHusi Poccuiickoii ®@enepanun ot 15.03.2022 No 168H
«O0 yTBepkIeHUU NOPSAIKA TPOBEACHUS AUCIIAHCEPHOTO HAOIIOEHUS 32 B3POCIBIMI»

56mon opraHbl UCTIOJHUTENIBHON BIACTH, JUIsl OKA3aHUS MEIUIIMHCKOM MTOMOIIM B COOTBETCTBUU

C eIMHBIMH TpeOOBaHUAMHU 0a30BOM POTPaMMBbI 0043aTEIBHOT0 METUIIMHCKOTO CTpaxoBaHus"



IIpuinoxenune b. AnropurMmel 1eiicTBUH Bpaya

AJITOpPHUTM BeJeHHUsI NalMenTa ¢ 0oJe3Hb10 I'upmmnpynra
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Ipuioxenne B. Undopmanus 1 nanueHra

Hudopmanus o 3adoneBanuu. bonesnp [mprmmpynra (BpO>KICHHBIM araHriimos) - 3TO
aHOMaJusl Pa3BUTHUS TOJCTOW KHIIKH, XapaKTEPU3YIOMAsCs OTCYTCTBUEM TaHTJIHMEB IMOJCIU3UCTOTO U
MEXMBIILIEYHOT'0 HEPBHBIX CIJIETEHUH Ha ONpelesIeHHOM ydacTKe KuuleyHoH creHku [18]. I'anrmmii -
¢dopma opraHuzauy COOCTBEHHOTO HEPBHOTO alllapara BCeX BHYTPEHHHX OpraHoB. OH IMpencTaBiseT
c0001i CKOTUIEHHE TeJl HEPBHBIX KJIETOK - HEHPOHOB, OKPY>KEHHBIX BCIIOMOTATENbHBIMH KJIETKaMH - TJINEH.
lanrmum oTHOCSTCSA K Mepudepruveckoil HEPBHOW CHUCTEME M YYaCTBYIOT B PETYJSILUHU ACATEIbHOCTH
BHYTPEHHUX OpraHoB. [laToreHe3 araHrimosa CBs3aH C HapylIEHHEM MHIpalud HeWpoOJIacToB u3
BarycHOro HepBHOTO Tpebemika B mporecce dMOpuoreHe3a. ITocKombKy mpsiMas KHIIKa 3aceisieTcst
HellpoOnacTaMu B HOCIEAHIO OYepeslb, TO 30Ha araHrjino3a NPakTHYECKH BCErJa HAUYMHAETCS B CaMOM
IUCTAIBHOM OTIENle NPSAMON KWIIKH. YeMm paHbplle TMNpeKpamaeTcs MUrpalus, TeM JJIHHHee
araHTJTMOHAPHEIN ceTMeHT [4, 5, 68].

BeposATHO, araHIrIMOHAPHBIM Y4acTOK KUIIKH HE Y4acTBYET B IEPUCTAIbTUYECKON aKTUBHOCTHU U
SIBISIETCSI, TAKAM 00pa3oM, 30HO! (DYHKIIHOHAIBEHOTO MPEISITCTBHUS JUTA ITaccaka KHIIEYHOTO COAEPKIMOTO
[16]. B pe3ynpTaTe MPOUCXOIUT XPOHUYECKAS 3aI€PKKa KAJIOBBIX MacC B BBIMIEIESKAIIEM OTAEIEC KHUILKH,
MOCTIeIHUN C TEYEHHEM BPEMEHM pacluupseTcd U (GOpMHUPYETCS MErakoIOH - OCHOBHOW KJIMHUYECKHUH
npu3Hak 6ose3nu ['uprmpynra [18, 69].

Bonesns ['mpuinpyHra OTHOCUTEIBHO pelikoe 3a001eBaHue, 4acToTa ero cocrasisier ot 1:30000
1o 1:5000 k obmemy urciy HOBOpoKIAeHHBIX [ 13, 14]. Manpunku 6oneroT B 4-5 pa3 vamie geBodek [15].
B GoxpmmHCTBE CilydaeB sipkasi KIIMHYECKas KapTHHA B BUIIE OTCYTCTBHS CTYJIA, PE3KOTO B3AYTHS KHBOTA
mposiBisieTcss OyKBalbHO C pOXIeHHA. B cuiy 3Toro Oonmbliasg 4YacTh OOJNBHBIX MOJBEpraeTcs
XUPYPrUuecKOMY JISYEHHIO YK€ B paHHEM JAeTcTBe. OHAKO Y HEOOIBIIOr0 YHCIA MAIMEHTOB CHMIITOMBI
00JIe3HH MOT'YT OBITh 3HAYUTEIILHO MEHEE BEIPAXKCHHBIMH, M TOJIBKO JEKOMITCHCAINS (DYHKIIMN KUIIKA WITH
pa3BUTHE OCJIOKHEHUH 3acTaBiIAeT UX 00palaThCs K Bpady y»Ke BO B3pOCJIOM COCTOSIHUU.

OCHOBHBIMU KJIMHUYECKUMH NPOSABICHUAMU O0Jie3HU [ HpILInpyHra SBISIOTCS YIIOPHBIE 3aI0PBbl,
KaK IIpaBWJIO, C PaHHEro JETCTBAa U IOCTOSIHHOE B3AYyTHE XMBOTA, HE 3aBHUCSLIEE OT ONOPOXKHEHUS
KHmieyHuka. [loCTeneHHO 3amopbl MPOrpecCUpPYIOT, B PACIIMPEHHBIX OTAeNaXx OOOJOYHOW KHUILIKU
(hOpMHPYIOTCS KaJIOBbIE KAMHH, KOTOPbIE MOTYT MPUBECTH K Pa3BUTHIO KUIICYHOW HEMPOXOJUMOCTH MU
Jaxe mephoparyd KHUIIKK BCIEACTBHE IIPOJNICKHS KaMHEM, H, COOTBETCTBEHHO, HEOOXOANMOCTH
9KCTpeHHO oneparui [18].

Jleuenne Oone3nu [WpmmpyHra TONBKO XHpyprudeckoe. [Ipuuem 4eM paHblie BBHINOJHEHA
omepauus, TeM Jydlle ee (YHKIHOHAJIbHBIH pe3ynbraTr. OTCpoYKa XHUPYPrHYECKOro BMEIIATEIHLCTBA
IIPUBOJUT K IPOTPECCUPOBAHUIO METaKoJOHA M YBEJIMYEHMIO pUCKa oclioxkHeHuil [24]. Onepauuu Bce
paBHO He M30eXaTh, HO PACHPOCTPAHEHHWE METaKoJOHa B NMPOKCHMAJLHOM HANpaBlICHHU MPUBEAET K
HeoOxoauMocTH Gosee OOMMPHON Pe3eKIUH TOICTOH KUIIKU. A pa3sBHTHE OCIOKHEHHN OyJIeT MPHIHHON
MHOI'0O9TAITHOT'O JIEYEHUS C KyJa 00Jiee BHICOKUM PUCKOM IS 3/J0POBbSI U BEPOATHOCTHIO (POpMUPOBAHUS
CTOMBI, Yalle BPEMEHHOH, HO WHOTrJa W MOCTOSIHHOW. CBOEBPEMEHHO >K€ BBIIOJHEHHAs OIepalus

TO3BOJIICT NMallME€HTaM BECTH ITOJIHOLICHHYIO >KHU3Hb 0e3 Kakux-aubo OFpaHquHHﬁ. >KCHHII/IHI>I II0CJIE



onepanuu HUMCEHOT OOJIBIIME IIAHCHl 3a4aThs €CTECTBEHHBIM OyTeEM M TOJHOLUCHHOI'O BbIHAIlMBAHUA

OepeMEHHOCTH.



Ipunoxenne I'l - I'N. lIIkajbl oeHKH, BONPOCHUKH U IPyrHe OLeHOYHbIE
HHCTPYMEHTBI COCTOSHUSA NAUMEHTA, IPUBEACHHbIC B KIMHUYECKUX
peKoOMeHIauAX

OTCYTCTBYIOT.



