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AyTOCOMHO-PELIECCUBHbIN TUM HAcneaoBaHUs - 3TO TUM HacneaoBaHUs NpuU3Haka, AN KOTOPOro XxapaKTepHbI
criegyrowme npusHaku: 6onesHb BCTpeyaeTcs Y ful 06orx NofoB; B POAOCIIOBHOW MMETCS NepepbiBbl; 6OMbHbIE
AeTV MOTyT pOXaaTbCs Y 3[0POBbIX poanTeneit; ecnu o6a poautens 6onbHbI, TO BCe UX AeTU Toxe ByayT GosbHbI.

MpobaHg - 4yenoBek, C KOTOPOrO HayMHAETCA COCTaBfeHWe pPOAOCHOBHOW ANs U3ydeHust npouecca
HacnegoBaHUsA Kakoro-nnbo sabonesaHusi cpeam YeHOB OAHON CEMbMU.

PopocnoBHoe papeBo - rpadguyeckoe OToBpakeHWe AaHHbIX CEMENHOro aHamHe3a, NOMMMO XapakTepa
POACTBEHHbIX CBSI3EW MEXAY YNeHaMmu cemMbMl oTpaxkaeT MHEOPMaUMO O MPOSIBIEHUM Kakoro-nmbo npusHaka,
COCTOSIHUM 3[40POBbS UMW MATONOrMU Cpeau POACTBEHHMKOB, AaeT BU3yanbHYl WHGOpMauUMio O xapakrtepe
HacnegoBaHWs Npu3Haka.

'epMuHanbHble (HacneacTBEHHbIE) BAapuaHThl - NMOOble reHeTUYECKMe U3MEHEHUS, MMEIOLLINE MECTO BHYTPU
KNeTOoK-NpeALecTBEHHML, NOJOBbLIX KNETOK; ONPeAensitoTCsl BO BCEX KINeTkax opraHnsma.

MaToreHHblt BapuaHT (paHee "MyTauus") - BapuaHT reHa, KOTOpbI OOCTOBEPHO MPUBOAMT K PasBUTUIO
3aboneBaHus.

ApgeHoma - aTo ,D,O6pOKaL|eCTBeHHaF| onyxornb, npoucxogdillaa U3 Xenes3ncTtoro anutenuma.

Monun - 3TO0 cobupaTenbHbIN TEPMUH, UCMNONb3YEMbIA Anst 0603HAYEHUS] Pa3MNMYHBIX MO MPOUCXOXAEHUIO
NaTonorMyecknx paspactaHui TKaHen Hag Cnm3ncTom 060noYKomn.

3ybyaTas ageHoma - 3To BapuaHT Nonuna, 3aHMMaloLLMIn NPOMEXYTOYHOE MOMOoXeHUe Mexay ageHoMamu 1
rMNepnIacTMYecCKUMM MOMUNamMu, XapakTePHON OCOGEHHOCTHIO KOTOPOro SIBMSIETCS BbIPAXEHHOE paclUMpeHue
6asanbHbIX OTAENOB U rOPU30OHTalbHbLIN POCT KPUNT BAOMb MbILLEYHOW NNACTUHKM CIU3UCTON 060M0YKM.

MMnepnnacTudeckuii nonun - 3To nonun, obpasylowuiics B pesynbTaTte o4aroBoW runepniasum u no
MOPONOrMYeCKOMY CTPOEHUIO HE OTHOCSALLUINCS K 40BpOoKaYeCTBEHHBIM OMYyXONsSM KULLIEYHMKA.

HecmoungHas onyxonb (gecMmouna, AeCMoMa, arpeccuBHbIN nbpomaTtos) - aTo pegkas, nokarnbHO NHBa3NBHas,
HemeTacTasmpyLas ornyxonb, Pa3BMBAlOLAACH W3 MbILLEYHOAMOHEBPOTUYECKUX CTPYKTYP W 3aHMMarowas
NMPOMEXYTOYHOE MONOoXeHne Mexay AoOpoKa4YecTBEHHbIMY U 3ri0KavYeCcTBEHHbIMM HOBOOBpa3oBaHmamu. Hanbonee
pacnpoCTpaHeHHOW fokanusauven sBnseTcs nepegHss OplolHas CTeHKa, BEpXHWe W HWKHME KOHEYHOCTMW,
OpbhKenka TOHKOW KULLKK.

1. Kpatkasa uHdopmauus no 3aéoneBaHUIo UM COCTOAHUIO (TPYNMNbl 3a6oneBaHWin MU COCTOAHUN)

1.1 OnpeneneHune 3aboneBaHUsA NN cocTosiHUA (rpynnbl 3abonesaHUn UNM COCTOAHWUN)

AgeHomaTo3HbI  nonunosHeii  cuHapom  (AMNC) - 310 pepkoe HacneacTBeHHoe 3abonesaHue,
XapakTepusytoLeecss pa3BUTUEM B MOJIOLOM BO3pacTe MHOXECTBEHHbIX (bonee 20) ageHOM TONCTON KULLIKK C UX
Hen30beXHOW 3N10Ka4YeCTBEHHOW TpaHcopMaLUmel B CnyvYae HECBOEBPEMEHHOIO XMPYprudeckoro nedexus [1 - 2.

1.2 3Tnonorusa n natoreHes 3aboneBaHUs NN COCTOAHMUA (rpynnbl 3aboneBaHUn UM COCTOAHNUN)

OTronornyeckon npnymHon passutusa ArC asnsetca HannymMe 0gHOro repMmMHanNbHOro NaToreHHro BapmMaHTa
B reHe APC, unu gByx natoreHHbIX BapnaHToB B reHe MUTYH.

l'en APC (adenomatous polyposis coli) 6bin ngeHTUdUUMPOBaH U KapTUpOBaH OBYMSA He3aBMCUMbIMM
rpynnamun uccnegosaternen B 1986 - 1987 rr. [3 - 5]. OH pacnonoXxeH Ha ANMHHOM nrieye 5 XpOMOCOMbI B yYacTke
5922, BkntoyaeT 16 3K30HOB, M3 KOTOPbIX 15 KOAMpyOT Genok, cogepxawmi 2843 amuHokucroTsl [6]. F'eH APC
OTBEYaEeT 3a CUHTE3 cneunduryeckoro bernka, KOTOpbIN PYHKLUMOHUPYET Kak ONyxoreBkI cynpeccop, obecnevmsas
HOpMarnbHyl0 nponudepauuto B KreTKax CrvM3UCTOW OOOMOYKM XKEeNyAOYHO-KMLWEYHOro TpakTa. [laToreHHble
BapuaHTbl (IB) B reHe APC npuBogAT K CuUHTE3y "yKopo4yeHHOro" 6erka, KoTopbii TepsieT (PyHKUMIO nogaBrieHns
HapacTatoLen gucnnasmm anMTenus, 1 SBNATCA NPUYNHON Pa3BUTUS ayTOCOMHO-AOMUHAHTHOIO HAaCNeACTBEHHOIO
CMHOPOMA - CEeMEeNHOro ageHomaTo3a TONCTOW KMULLKW, KOTOPbIN XapakKTepusyeTcs pasBUTUEM MHOXECTBEHHbIX
afleHOM C nocreaywoLler ux 3rnokavyecTBeHHow TpaHcdopmaumen B 100% cnyyaeB [7, 8]. HambBonee uvacto
BCTpevawwmmmuca tunamu MNMB B reHe APC gABRslOTCS geneuusi, MHCEpUMs CO COBWUIOM PaMKU CYMTbIBAHUSA U
HOHCeHc-MyTauus. [leneunsa xapakrepusyeTcs BbinageHUEM OAHOIO U HECKOMNBbKUX HYKNEeOoTUA0B, YNCIIO KOTOPbIX
He KpaTHo 3, n3 HopManbHon uenu OHK, nHcepums - 3To BCTaBka OAHOIO UMM HECKOMbKUX HYKNEeOoTUOO0B, YMCMO



KOTOpbIX He kpaTHO 3, B Monekyny [AHK, a HoHceHc-myTauus - Tun MNB, npyn KoTopom cpady npoucxoanTt obpasoBaHue
npexageBpeMeHHoro cton-kogoHa [9]. K HacTtosiwemy BpemeHu onucaHo ©6onee 2000 yHMKanbHbIX MATOrEHHbIX
HacrneACcTBeHHbIX BapuaHToB B reHe APC, ogHako HoBble [1B perynspHo HaxogaT B NpOOOShKaKLWMNXCS
nccnenoBaHusAx, YTo ob6ycnoBneHO Kak MonynaAuMOHHON MPUHAANEXHOCTbI0 NpobaHaoB, Tak U NPUPOAON camMoro
reHa [8, 9]. Ina 3aboneBaHns xapakTepHbIM SBNAETCA ayTOCOMHO-OOMUHAHTHbBIA TUM HacneaoBaHusl, UMEOLLUIA
psig ocobeHHoCTEeN:

- NPU3HaK BCTPEeYaeTcs, KaK NPaBumno, B KaXKO0M MOKOMNEeHWN, YTO Ha3blBaloT HacnegoBaHUEM MO BEPTUKanM;
- VL@ MYXXCKOTO 1 XXEHCKOro rnosia nopaxxatTcsi C OAUHAKOBOW YacTOTOW;

- BOMbHbBIE MYXUMHBI 1 XEHLLWHbI OAMHAKOBO NepeaatoT NpKU3Hak NOTOMCTBY - ManbykamM U AeBoYKaM;

- BOJIbHOW YNeH CEMbM, KaK NpPaBuIio, MMeeT GONbHOrO PoaMTENS (pexe poanTenei);

- BEPOSAITHOCTb poxaeHus 6onbHoro pebeHka, ecnu 6onbHbl 06a poauTens, coctaBndeT 75%, ecnu 6oneH
OOWH U3 HMX - 50%.

B 2002 rogy BnepBble Obinu onucaHbl GuanneneHoble B B reHe MUTYH, pacnonoxeHHOM Ha nepsow
Xpomocome B y4dactke 1p34 [10]. aHHbIA reH koampyeT 6enok akcumM3noHHon penapauuun OHK, yyacTeyowmin B
BOCCTaHOBIIEHUWN OKUCIIUTENBHOIO MOBPEXAEHNS T'yaHWUHA.

MUTYH-accounnpoBaHHeii nonuno3 (MAIT) sensetca 3aboneBaHMeM C ayTOCOMHO-PELLECCUBHBIM TUMOM
HacrnegoBaHWs, XapakTePU3yLNMCA Pa3BUTUEM MHOXECTBEHHbIX afleHOM TOJICTOM Kuwkn n puckoMm KPP Ha mx
doHe, gocturatowmm 80% B criydae HECBOEBPEMEHHOW ANArHOCTUKU U NTeYeHUs. XapakTtepHor ocobeHHocTbio AlC,
obycnoeneHHoro NB B reHe MUTYH, sBnsieTcst Hanu4yme B TONCTON KMLLIKE MOMUMO adeHOMAaTO3HbIX MNOSINMOB TaKke
cTenowmxcst 3ybyaTbix ageHOM, TMMEPnNacTUYeckMx MOMUMNOB, CMELLAHHbLIX MOMMMNOB (runepniacTuyeckie u
ageHomaTosHble) [11, 12]. [Ins 3aboneBaHusi xapakTepHbIM SBNSIETCA ayTOCOMHO-PELLECCUBHbIV TUMN HAacNeaoBaHus,
NMeLLNA psi 0COOEHHOCTEN:

- NPU3HaK BCTPeYaeTCsi PEAKO, He B KaXKA0M MOKONEeHuM;

- 6onbHblEe AETU POXAAIOTCS, Kak NPaBumo, y 340POBbIX POAUTENEN;

- 6onetoT B ocHOBHOM cubebl (bpaTbs, cecTphbl);

- y 6onbHOro poauTens MoryT poxaaTbCs 300pOBble AETH;

- ML MYXXCKOTO 1 XXEHCKOro nora nopaxatTcsi C OAUHAKOBOW 4YacTOTOM;

- BEPOATHOCTb poXaeHust GonbHoro pebeHka B Opake AByXx retepo3vrotr paBHa 25% pAns Kaxgoro
nocnegywowero pebeHka HeE3aBMCMMO OT YKUCTa YXKe UMEILLNXCA OOMbHBLIX OETEN.

Mpn poxaeHun pebeHka knuHudeckne npusHakm AMNC He nposiBnsitoTcs. B ganbHenwem no mepe pocrta
opraHusma obHapyXuBaeTcs NosiBNieHNE MENKMX MOMMMNoB Ha CNN3NCTON 060MoYKe TONCTON Kuwku [13, 14].

1.3 dnuaemmnonorusa saboneBaHUsA UNu cocTosiHUA (rpynnbl 3aboneBaHMN N COCTOSAHUN)

B 2023 rogy B Poccuiickon ®epepauum BoisasneHo 6onee 80700 Hoebix cnyvyaes KPP [15]. Okono 5 - 10%
NpUXoadATCA Ha crydaum paka C W3BECTHOW MOMEKYNAPHO-reHeTUYeCcKon MpuumnHon, npu atom o 1% cnydyaes
BbI3BaHO AlNC [16], kOTOpbIV SABNSETCA BTOPbIM MO YAaCTOTE reHeTUYECKN 4eTEPMUHUPOBAHHLIM CUHOPOMOM Mnocre
cvHapoma JlnHya [17, 18]. PacnpocTtpaHeHHocTh 1B B reHe APC y eBponeiiues, No pasHbiM oLeHKkaM, cocTaBnsaeT
ot 1:6850 - 1:31250 [19, 20].

YacTtoTta BCcTpeyaemoctn 6uanneneHbix MNMB B reHe MUTYH, no pasHbiM oueHkam, cocTtaBnsieT 1:20000 -
1:60000 [19, 21].

1.4 Ocob6eHHOCTN KOOAUPOBaHUA 3aboneBaHUsi UM COCTOAHUA (TPyNNbl 3aboneBaHM UNN COCTOSIHUI)
no MexayHapogHOW CTaTUCTMYECKOW Krnaccudukaumm 6onesHen u npodnem, CBA3aHHbIX CO 340POBbLEM
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Knacc - HoBoo6pa3soBaHus (C00-D48) (11).
Bnok - [JobpokayecTBeHHblIe HOBOOGpasoBaHus (D10-D36).

Koa - D12 - [JobpokayecTBeHHOEe HOBOOOpa3oBaHMe 06040YHOWM KMLUKW, MPSIMOWM KULLKW, 3adHero npoxona
[aHyca] n aHanbHOro KaHana:

D12.0 - Cnenown KnLwKkm

D12.1 - YepBeobpasHoro oTpocTka

D12.2 - Bocxopsiuen 060404HON KULLKK

D12.3 - NonepeyHon 060404HOM KULLKN

D12.4 - Hucxoasiuen o60404HOM KULLIKA

D12.5 - CUrMOBMOHOM KULLIKA

D12.6 - O604004HOM KULLIKWU HEYTOYHEHHOW 4YacTu, B TOM Y1cCIe
- AgjeHomaTo3 060404YHOM KULLIKU

- ToncTton knwkm 6e3 AONONMHUTENBHOIO YTOYHEHMWS
- Monuno3s (BpoXXAeHHbIN) 000404HOW KULLIKA

D12.7 - PekTocMrMmouaHoro coeguHeHus

D12.8 - MpsaAmow Ku1wku

D12.9 - 3agHero npoxoaa [aHyca] n aHanbHOro kaHana

1.5 Knaccudmkaumus 3aboneBaHusi UM COCTOAHUA (rpynnbl 3a6oneBaHU UM COCTOAHUN)

K nonunosHbiM cnuHapomam OTHOCAT CUTyauuu, korga npu obcnenoBaHum BoisiensioT 20 n 6onee nonunos
TONCTOM KULLKK. Bce oHN 06beanHaoTCA NOHATUEM "afeHOMaTO3HbIA NONMMO3HbLIN CUHAPOM".

AlC knaccuduumpyloT Mo KNUHUYEeCKoMy TedeHuto 1 nokanusauumum MNB. Knaccudukaums npumeHaeTcsa ansg
onpegeneHns TsxecTtyn 3abonesBaHuns M Bblbopa TakTVku nedvenus [1, 2]. BoigensioT cnegyrolime KNnMHUYeECKue
dopmbl 3abonesaHms:

1. Knaccuyeckas copma - Hanbonee 4acto BCcTpedvatoLlasica opma, 4N KOTOPON XapakTepHO Hanvyne B
TOJICTOW KWLLKE COTEH unu Teicad (T.e. 6onee 100) nonunoBs, a ux 3rnokayecTBeHHas TpaHCcopMaLmsa HacTynaeT B
Bo3pacTe 18 - 40 nert. [NepBble cMMNTOMbI 3a00MNeBaHUSA MOTYT NOSABMASATLCS YXXe B AeTCKOM Bo3pacTte. Kpome Toro,
y MNauueHToB C kKraccuyeckon ¢opmon 3aboneBaHns MOryT pasBMBATbCA BblpaXeHHble MeTabonunyeckue
HapylweHna U aHemusl, HepedKO BbI3biBalOLWMe Yy AeTer oTcTaBaHMe B dusnyeckom passutum [2, 23]. MNpwu
knaccudyeckon coopme AlC IMB B reHe APC obHapyxuBatoT npumepHo B 80% HabnogeHun. B ocTtanbHbIX crnyvasix
KOHCTaTMpyoT Hanuune reHa APC gukoro Tuna.

Mpun knaccnyeckon popme AINC [ONONHUTENBHO BbIAENST cMHAPOM FapaHepa u cuHapom TopKo.

- Cungpowm MapaHepa - coveTaHne AlNC ¢ onyxonamMu MArkux TkaHen, ocTeoMamm KocTen Yyepena. Yatile Bcero
BCTPEYaTCA AECMOMbI - BblcOKoauddepeHUMpoBaHHbIE COEANHUTENBHOTKAHHbIE OMYXONW, NOKanu3yLwmecs B
nepegHeln GPHOLWHON CTeHKe, BpbhKENKe TOHKOW WM TONCTOW KULLKW, MHOTAA B MEXMbILEYHbIX CIOSIX CMWHbI U1
nne4veBoro nosca. o cBoeln CTPyKType OMyxonun He SABMSITCS 31I0Ka4eCTBEHHbIMMW, HE JAKT MeTacTa3oB, O4HAKO
CKIMOHHbI K arpeCcCMBHOMY MECTHO-AECTPYKTUBHOMY POCTY 1 YacTOMY PeLANBUPOBAHUIO.

- Cungpom Tiopko - AMNC B coyeTaHumn Co 3NnoKayecTBEHHbIMU OMYXONAMU LIeHTpanbsHOM HEPBHOW CUCTEMBI -
Megynnobrnactomamu.

2. OcnabneHHasa dopma, Anst KOTOPOW XapakTepHO HanuuvMe B Toncton kuwke ot 20 go 100 nonwnos,
NOKaNMU3ylLWnxcs MpenMyLLECTBEHHO B MpOKCUMarbHbIX oTAenax. KnvHuyeckne nposiBNEHMs BO3HMKAKT B



Bo3pacTe 40 - 45 neT, a ManuraMsauus nonunoeB npoucxoauT B Bo3pacTe ctapwe 50 net. OcnabneHHas dopma
BCcTpeyvaeTca npumepHo y 8% nauwmentoB ¢ AlC. lMpu ocnabneHHon cdopme AMNC B B reHe APC BbisSiBNsAT
npumepHo B 20% HabnogeHui. B ocTanbHbIx criyvasx, npu BeigeneHun 20 - 99 nonunos, KOHCTATUPYIOT Hanuyne
reHa APC aukoro tuna.

3. MUTYH-accouunpoBaHHbIn NonvMno3, o6ycnoBneHHbIn Hannunem 2 6uanneneHbix MB B reHe MUTYH, B
OTNIMYME OT KInaccuyeckom 1 ocriabneHHon gopm, npu kotopbix MNB nmetoT mecto B reHe APC [24 - 27]. HecmoTps
Ha nokanusauuto MNB B pasHbix reHax, MAIT moxeT nposiBnsiTb cebs kak knaccunyeckasa dopma AlMNC (100 n 6onee
nonunoe), Tak u ocrabneHHas (20 - 99 nonunoe). B oTnnumne oT knaccmnyeckon n ocnabneHHon gpopm AlC, npu
MATI1 Bceraa BoisgBnsietca 2 B B rene MUTYH.

4. [NoknuHudeckas dopma. K gaHHoMy BapuaHTy 3aboneBaHUs OTHOCSTCS KITMHUYECKME CUTyauuu, Korga y
poactBeHHuka naumeHta ¢ AlNC 6bin BbisiBneH MB, HO Npu KONMOHOCKONMWMM NONWMbI TONICTOM KULKW BbISIBNEHbLI HE
Obinn.

1.6 KnuHnyeckasa kapTuHa 3aboneBaHMA UM COCTOSIHUA (FPynnbl 3a6oneBaHMn UM COCTOSIHUN)

Haunbonee 4acTbiMn nposBreHnsamMu 3aborneBaHus npu knaccmdeckon cdopme AMNC ABNSIOTCA M3MEHEHMUs
4YacTOTbl U KOHCUCTEHLMN CTyNa - AMapenHbli CUHOPOM, MeTabonnyeckne HapyLeHusl, a Takke Hanmyine npumecu
KPOBU M crv3u B kane, 6onu B xuBoTe. [MOMUMO TOro, XxapakTepHbIMW CUMMMNTOMaMu SBNSAOTCS Takke obluas
cnabocCTb, rONIOBOKPYXXEHME, KOTOPblE pa3BUBalTCA Ha hoHe aHemuu. [epBble CUMNTOMbI NOSABMAOTCA B BO3pacTe
14 - 16 neT, a 3nokayeCTBEHHOE MepepoXaeHne nonunos HacTtynaet B Bo3pacte 18 - 40 net. Npu nosgHem
obpalleHnn BO3MOXHbI MPU3HAKN HapyLLUEHUSA KULLIEYHON NPOXOANUMOCTH.

Mpu ocnabneHHon opme AINC OCHOBHbIMM xanobamu y NauMeHTOB CryxaT BblAefNleHne KpoBu, Crnsm u3
3agHero npoxogda. lpu aTomM nepBble cuMMNTOMbI 3aboneBaHus nosBnsAlTca B Bo3pacte 20 - 45 net, a
3M0Ka4YeCTBEHHOE MepepoXaeHne MonunoB 3a4yacTyl HacTynaeT B Bo3pacTe crtapwe 40 net. Hambonee yacto

avarHo3 ocnabneHHon dopmbl AMNC ycTaHaBnuBalT B pesynbTate 0b6cnegoBaHMs MO MOBOAY KIMHUYECKON
CMMNTOMATUKW, XapakTepHOMN AN HanMyns 31nokavyecTBEHHOW ONyXOnn TOMCTON KULLKK.

MUTYH-accounmnpoBaHHbIM NONUMO3 MO KIMHWYECKOWN KapTUHE CXOX ¢ ocnabneHHon dopmon AlC.

Kpome Toro, y naumeHTtoB ¢ AlNC nMmeeTcs BbICOKMI PUCK pasBUTUSA 3rOKAYe€CTBEHHbIX HOBOOOpPasoBaHMN
BHEKMLUEYHOW fokanusauun: pak gBeHaauaTtunepCcTHON KULWKKW, Xenyaka, LWNTOBUAHON Xernesbl, FOfIOBHOro MO3ra,
renatobnactombl (MOryT BO3HMKATb y AeTen), onyxonu renatobunuapHon cuctemsl [23].

2. ivarHocTuka 3aboneBaHMs NN COCTOSAAHUA (rpynnbl 3aboneBaHU U COCTOSIHUIA) MeAULMHCKUE
nokasaHus U NPOTUBOMNOKa3aHUs K MPUMEHEeHUI0 MeTOAO0B ANarHOCTUKH

OnarHoctuka AlNC ocHOBaHa Ha KIMHWYECKOW KapTuHe 3aboneBaHus, AaHHbIX CEMENHOro aHamHesa,

3HAO0CKOMUYEeCcKomn KapTuHe n MonekynapHo-reHeTu4eCkomMm nccnegoBaHun.

Mpu yctaHoBke guarHosda AlNC HeobxoaMmo npoBoavTb AndbdepeHumanbHylo OUarHOCTUKY C ApYrumu
3aboneBaHVAMN U HacnegcTBEHHbIMW CUHAPOMaMMU:

- paK TOSICTOM KMLLIKK

- cMHApom JInHua

- cnHapowm lNentua-Erepca

- IOBEHWUSTbHbIMA MNONMMNOo3

- 3ybyaTbIin nonmnos

- CMeLUaHHbI Nonunos

Kputepum yctaHoBneHus AMarHo3a/CoCToAHUS:

OwnarHos AlNC ycTaHaBnvBalT Ha OCHOBaHUUN KMMHUYECKOW KapTuHbl (Hanudmne 20 n 6onee NonvMnoB TONCTOW
KALLKN) W pe3ynbTaToB TEeHETMYECKUX WCCnedoBaHWi C yka3aHMem Hamuuus v nokanusaumm 1B B reHax



APC/MUTYH. MNocneagHve gsa Kputepms 0COOGEHHO BaXkHbI A5s KNMMHUYECKOro reHeTuKka, ydactme kotoporo npu ArC
HeobxoaMMo B pamMkax paboTbl MynbTUAUCLMNIIMHAPHOW KOMaHAbI.

Mpwn Hanuumm 100 1 Gonee NONUMNOB TONICTOM KULLIKXM YCTaHaBIMMBAOT AMarHo3 knaccuyeckon cgpopmbl AlC.
Mpwn BbisiBneHun NB B reHe APC ero o6s3ateneHoO ykasbiBatoT. Hanpumep:

"AZlEHOMAaTO3HbIA NOMUMO3HbLIN CMHOPOM, Knaccuyeckasa gopma. lNMatoreHHbi BapuaHT B reHe APC ¢.2730-
2737del8".

Ecnu y nauneHTa He BbisiBnsitoT B B reHe APC, To koHCTaTupytoT Hanuume reHa APC gukoro Tuna. MNpu atom
AvarHos hopMynumpytoT creayowmm obpasom:

"AZleHOMaTO3HbIM NONMNO3HbIA CUHAPOM, Knaccudeckas dopma. N'eH APC gukoro tuna".

Mpun knaccuyeckon bopme ATC 1 BbISIBNEHUN OMYXONN MSTKMX TKAHEW yCTaHaBNMBAKOT AuarHo3 cuHapoma
MapaHepa, a Takke yka3biBaloT XapakTep, fokanuM3auuio u pasmep Onyxonu MArkux TkaHen, Hanpumep:

"AZleHOMaTO3HbIM NONUMO3HbIA CUMHAPOM, Knaccuyeckasa dopma. MatoreHHbi BapnaHT B reHe APC ¢.2730-
2737del8. CuHgpom MapaHepa, gecmoma nepeaHein OpoLHOM CTeHKM 6x13 cm”.

Mpun knaccuyeckon copme AINC 1 BbISIBIEHUM ONMYXONW 3adHEN YepenHom sIMKUM yCTaHaBNMBAKOT AuarHos3
cvHapoma Tiopko. BTy YacTb AnarHo3a popMupyeT Bpad-HENPOXMPYPT, Hanpumep:

"AOEeHOMaTO3HbIN NONMMO3HbBIN CUHAPOM, Knaccnyeckas cdopma. [atoreHHbin BapmaHT B reHe APC ¢.2730-
2737del8. CuHgpom Tropko, megynnobnactoma Mosxeudka".

Mpun obHapyxeHnn 20 - 99 NoNMNoB TONCTOM KMLLUKM YCTaHaBNMBAOT AnarHo3 ocrnabneHHon dopmbl AMC. MNpu
ocnabneHHon popme 065a3aTenbHO yKasbiBaOT KONMYECTBO U pa3Mep BbIsIBIIEHHbIX NMOMUMOB, a Takke nokanuaawumto
B B reHe APC, Hanpumep:

"AOEHOMAaTO3HbIN MONUMO3HbIA CMHAPOM, ocnabneHHas dopma (52 nonuna TONCTOW KUWKKW, 3 - 28 MM).
MaTtoreHHbI BapuaHT B reHe APC p.Arg405Ter".

Ecnu npu Hannumm 20 - 99 nonunos Toncton kuwku MNMB B reHe APC He BbISIBNSAIOT, TO KOHCTaTUPYIOT AUKWI
Tun APC reHa, Hanpumep:

"A0EHOMAaTO3HbIV NOMNWUMNO3HBIN CMHOPOM, ocrabneHHas dopma (34 nonuna TONCTON KULWKK, 8 - 34 MM), reH
APC gukoro tmna".

Ecnu y poacteeHHmKoB nauuneHTa BoisiBreH 1B B reHe APC, To gaxe npu oTCYTCTBMM MNONUMOB TONCTOW KULLKK
Heobx0AMMO BbiCTaBnATb guarHo3 AlNC, npu aTom 0683aTenbHO yKasbiBaloT nokanusauuio MNB, Hanpuwvep:

"AQEeHOMaTO3HbIN NOMAMMNO3HbIA CUHAPOM, AOKNNHUYecKasa popma. lNatoreHHbI BapmaHT B reHe APC ¢.2730-
2737del8".

Mpu BbISBNEHWM y NaumeHTa 2 6uannensHbix NB B reHe MUTYH yctanaenusatT gmnarHos MAT, npu aTom
yKasbIBalOT YMCNO U pa3Mepbl NONUMNOB, a Takke nokanusauuto NB B reHe MUTYH, Hanpumep:

"AfleHOMaTO3HbIM NONMMo3HbIi cuHgpom. MUTYH-accoummpoBaHHbIn nonuno3s (14 nonwunos, 6 - 25 Mm).
MaTtoreHHble BapmaHTbl B reHe MUTYH p.Arg231His u p.Gly382Asp".

Mpn MATI, ecnu yncno nonunos 6onble 100, TO TOYHOE KONMMYECTBO M pa3Mepbl MOMUMOB He yKasbiBaloT,
Hanpumep:

"ADEHOMAaTO3HbI NONUMNO3HbI cuHapoM. MUTYH-accouunpoBaHHbii nonuno3 (6onee 100 nonunos).
MaToreHHble BapmnaHTbl B reHe MutYH p.Arg231His u p.Gly382Asp".

Mpu obHapyxenun 2 MNB B reHe MUTYH y poacTBEeHHUKOB MauMeHTa, Aake npy OTCYTCTBMM NOSUMOB Mpu
KONOHOCKONWUW ycTaHaBnmBatoT gnarHo3 AlC, Hanpumep:

"AgeHoMaTo3HbIM NoNMNo3Hbin cuHapom. MUTYH-accoummpoBaHHbi nonunod. MaTtoreHHble BapuaHTbl B
reHe MUTYH p.Arg231His n p.Gly382Asp. [JoknuHu4yeckas ctagus”.



Mpn oBHapyxeHUn 3rnoKavyeCcTBEHHON ONyxonu ToncTon kuwku npu AMNC Ha nepBoe MecTo B AMarHO3€e HyXXHO
BbIHOCUTb AMarHo3 paka, Hanpumep:

"Pak Bocxogawen kuwkn T4NOMO. AgeHomMaTosHbld MOMAMMO3HbIA CUMHOPOM, Knaccudeckaa ¢opma.
MaToreHHbI BapmaHT B reHe APC ¢.2730-2737del8".

2.1 XKano6bl n aHaMmHe3

Ons naumeHToB ¢ AlNC Hanbonee xapakTepHbl Xanobbl Ha YacTbli, XUAKUA CTyr, 60nM B XMBOTE, Hanm4me
NaTonorMyecknx npumecen B ctyne (KpoBb, Crn3b). HekoTopble NaLmMeHTbl MOryT NpeabsaBnaTh xanobbl Ha o6LLyo
cnabocCTb, CHWXEHME Beca, B3AYTUE XMUBOTA, TOLLHOTY.

- Bcem nauneHTam, y KOTOPbIX NO AaHHbIM aHaMHe3a U UHCTPYMEeHTallbHOro O6CJ‘IeLI,OBaHVIF| nveetTcqd
(umenocb) cymmapHo 6Gonee 20 nonuMOB TONICTOW KWLWIKM (BKMOYas afgeHoOMbl, 3ybyaToe nopaxeHue,
rMnepnnacTu4eckue Nonumbl), a TaKkke TeM, y KOro MMeeTcs ceMeliHbii aHamHe3 AMNC unm B aHamHe3e Ha oHe
HanMuMst MbOoro KonuyecTBa MOMUMOB B TOSNICTOM  KULWIKE WMENUCb BHEKUWEYHble nposieneHusa AllC
(MHOXeCTBEHHbIE afeHOMbl ABEHaALUaTUNEepPCTHOW KULLIKU/ Kenyaka, AeCMOMAHbIE OMyxOonu, NanuinsipHbid pak
LUMTOBMOHOW Xemnesbl, 3nuaepMaribHble KWUCTbl, OCTEOMbl), PEKOMEHAYETCs COCTaBfEeHUE pPOAOCIOBHON C
nocnegywowmM aHanm3oM XapakTepHOro Ans AaHHOW CeMbM TUMa HacneaoBaHUsA (ayTOCOMHO-AOMWHAHTHbLIN,
ayTOCOMHO-peLeccuBHbIn) [24, 28 - 30].

YpoBeHb ybeanTenbHOCTU pekomeHaaumi - C (ypoBeHb AOCTOBEPHOCTU [OKA3aTENbCTB - 5)

2.2 ®usukanbHoe obcnenoBaHue

Bcem naumeHtam c nogospeHnem Ha AlNC Heobxogumo npoBefeHne gusmkanbHoro obcrnenoBaHus:
- obLwm ocmoTp;

- OCMOTP U Nanbnauus X1BoTa;

- Hapy>Hbli OCMOTP 06r1acTu NPOMEXHOCTM U 3a4HEro NPoxoaa;

- ManbLEeBOE UCcrneaoBaHWe NPSIMON KULLIKA.

Mpu o6Lem ocMoTpe nauneHTa obpallaT BHUMaHWe Ha MHAEKC Macchl Tena, 6rneHoCTb U CYXOCTb KOXHbIX
MOKPOBOB, HANNYNE/OTCYTCTBME BHEKMLLEYHBIX NPOABMNEHUIN (ONYXONW MSAKUIN TKaHeK, canbHbix xernes). OcMoTp u
nanbnawmio XXMBOTa NPOBOAAT C LENbIO BbISIBIIEHUS OMNyXOrnen opraHoB GpIOLLHOM NONOCTH, 4ECMOUAHBIX OMyXonen
1 OLLEHKWN COCTOSIHWNSA MaxoBbIX MMMEOY3OoB.

OcmoTp nepmaHanbHom 06r1acTy NPOBOAAT HA TMHEKOOMYECKOM Kpecrie B MONMOXEHUW NaLMeHTa Ha CNHE C
MaKCMManbHO NPMBEOEHHBLIMU K XXMBOTY HOraMu, a Npyu HEBO3MOXHOCTU - B MOMOXeHUN Ha 6oky. Mpu HapyKHOM
ocMmoTpe obnacTtyv NPOMEXHOCTU 1 3agHero npoxoda obpalualT BHMMaHue Ha U3MEHEeHUs nepuaHanbHOW KOXW,
¢dopMy aHyca, ero 3usiHMe, HanuMune Kakux-nnbo uameHeHwn n gedopmauumin. MNpu nanbLeBOM UccnegoBaHWM
NPAMOMN KULLKN OLEHUBAIOT HanuMyme Unm OTCyTCTBUE MOSIMMNOB B HWXKHEAMMNYNAPHOM OTAeNe NpsAMON KULLKU U KX
pasMepsbl, a TakkKe HanMyne unm oTCyTCTBUE 3roKavyeCcTBEHHbIX HOBOOBpasoBaHui Ha ux choHe. Cnegyet obpatutb
BHMMaHWe Ha TOHYC W BONieBble COKpalleHUs aHanbHOro cuHKTepa AN OLEHKM COCTOSHWS 3anuvparteribHOro
annapara npsamon kuwkn (3AlK).

2.3 JlabopaTopHble AnarHoCTMYecK1ue uccregoBaHus

- Bcem naumeHtam c nopospeHnem Ha AlNC pekoMeHOyeTCS BbINOMHUTL MOMNEKYNAPHO-reHeTu4eckoe
nccrnegosaHune mytaumn B reHax APC/MUTYH B kposu [30 - 36].

YpoBeHb yoeanTenbHOCTU pekoMmeHaaumi - C (ypoBeHb AOCTOBEPHOCTU [OKA3aTENbCTB - 4)

KomMeHTapwuii: aTOT MeToA NO3BONSET YCTaHOBWUTb HE TOMbKO Hanuune 3aboneBaHus y nauueHTa, HO U
onpegenuTb BEPOATHOCTb €ro pasButus y eue 3goposoro pebeHka. Bcem naumenTam, mmewowmm 6onee 20
aleHOMAaTO3HbIX MONMMOB B TOJSICTOM KWLIKE, HEobGxoammo BbiNoNHATL [HK-guarHocTuky Bcen kopuvpylowen
nocneposartenbHocTn reHoB APC/MUTYH. Mpnyem ecnu y 6onbHOro BeisieneHo 6onee 100 nonvnoe, To B LEensax
9KOHOMWM BPEMEHU LienecoobpasHo HaumHaTb uccnegosaHme ¢ reHa APC, a ecnn nx konuyectso oT 20 go 100, 1o
c reHa MUTYH [19, 21, 22, 34]. YuuTbiBas KONN4YeCcTBO YyKe n3BecTHbIx B B reHe APC (6onee 2000), a Takke reHe



MUTYH (6onee 220), Heo6xooumMo NPOBOANTL M3yYeHME MOSHOM KOOUPYIOLLE MOCIenoBaTeNbHOCTN yKa3aHHbIX
FEHOB.

MeToabl: npon3BoasT 3abop kpoBu y 6onbHoro AlNC, nccneayoT kognpytowme ydactkm reHos APC/MUTYH.
B cnyyae obHapyxeHusa B npousBoasTt 3abop KpOBU Yy €ro KpOBHbIX POACTBEHHUMKOB. [10CKOMBKY Yy KPOBHbIX
pPOACTBEHHMKOB BbISABMNEHHbIN 1B nokanuayeTcsa B TEX Xe y4acTkax reHa, YTo 1 y nauueHTa, NnpoBoAAaT NpuuensHoe
n3y4YeHne TONbKO OAHOro yyacTka reHa. B cnyvae noateBepxaeHus Hanuuusa B nccnegyemomy yctaHaBnvBaloT
anarHos AlC 1 HasHavaloT NpoBeaeHNEe SHAOCKOMMYECKOrO CCeA0BaHMS.

- Bcem naumenTam ¢ nogospeHunem Ha AlC, y KOTOpbIX MO pe3ynbTaTam CEKBEHMPOBaHUS He BbisiBrneHo B B
reHax APC/MUTYH, pekomeHayeTca NpOAOMXKUTb MOMEKYNSPHO-reHeTUYEeCKOoe MCCneaoBaHue C Lenbl noucka
KpynHbix nepectpoek B reHe APC [30].

YpoBeHb ybeantenbHOCTU pekoMmeHaaumi - C (ypoBeHb AOCTOBEPHOCTU [OKa3aTenbCTs - 4)

KommeHTapwuii: cornacHo MccneaoBaHusM, KpynHble nepecTtpoliku B reHe APC coctasnsaiT 8o 10% ot obuiero
KonnyectBa amarHoctupyembix 1B, Begyuimx k passutuio knaccudeckor dopmbl AlC. Mpu nocnegosatensHoM
NCNONb30BaHUN TPaAMLIMOHHOIO ceKBeHUpoBaHus no CaHrepy 1 MeToaa BbiSBMEeHUs KpynHbix nepectpoek (MLPA -
MYNbTUNNEKCHasA NMrasHas uenHasa peakums) yaaeTcs NnogHATb CyMMapHYH0 YacToTy obHapyxeHHbIX 1B B reHe APC
Bobllwe 90%. MNpn aToM HeobxoaAMMOCTb MoUcKa NPOTSXKEHHbIX Aeneunn/gynnukauuin B reHe MUTYH He nokasaHa
[30].

- Bcem KpOBHbIM pOACTBEHHMKAM NauMeHTa ¢ NoATBepxaeHHbIM Hanmumem MNB B reHax APC/MUTYH (geTw,
OpaTbss M cecTpbl, NNEMSAHHUKA) PEKOMEHOYETCS BbIMOMHATbL MOJIEKYMNSIPHO-TEHETMYECKOe WUCCnefoBaHue anis
noucka aHanormyHoro B, B cnyyae BbISIBNEHWNSI KOTOPOrO MM NOKa3aHO NpoBefeHUE NMOXU3HEHHOMO KITMHUYECKOro
MOHUTOPWHIa W1 BbINOMIHEHWE CBOEBPEMEHHOrO OnepaTMBHOIO BMeLUaTenbCTBa BO M3bexaHue 3noKayecTBEHHOM
TpaHchopmaumm nonunos [31 - 33].

YpoBeHb ybeanTenbHOCT pekoMeHgaumm - C (ypoBeHb OCTOBEPHOCTU A0Ka3aTenNbCTB - 5)

KommeHTapuii: B criyqae otcytcteus MNB B reHax APC n MUTYH y 60onbHbIX ¢ KnnHuyeckon kaptuHon AlNC
oTnagaeTt LenecoobpasHOCTb FEHETUYECKOro TECTUPOBAHUA BCEX €ro KPOBHbIX POACTBEHHMKOB. HO Bce aTu
POACTBEHHMKN MOTEHUMANbHO HAxXoOATCs B rpynne pucka pasBUTUS paka TONCTOM KULLIKU W HYXZalTcd B
NOXN3HEHHOM MOHUTOPWUHrE.

Kpowme Toro, y nauueHToB ¢ nogo3peHunem Ha AlNC no pesynbtatam obLiero (KNMHMYECKoro) aHanmnsa Kposu
MOXeT ObITb AnarHocTMpoBaHa xenesogeduumTHas aHemus, a Gruoxmmmnyeckoe nccriedoBaHue KpoBM Mo3BonseT
BbISIBUTb 3MEKTPOMMTHbIE U MeTabonunyeckme HapyLeHUs, MMnonpoTeENHEMMIO (B YaCTHOCTU, rMnoanb0yMMHEMMIo).

24 MHCprMEHTaHbeIe AnarHoctTu4yeckKkue unccrnenoBaHusA

- PekomeHpgyeTca Bcem nauueHtam ¢ nogospeHvem Ha AlC BbIMOMHEHME TOTanbHOM KOMTOHOCKOMMU C
6uoncuen [17, 19, 26, 28].

YpoBeHb y6eamTensHoCT pekomeHaauuii - C (ypoBeHb JOCTOBEPHOCTY J0oKa3aTesbCTB - 5)

KomMeHTapuii: KONOHOCKONUS ABMASIETCS OCHOBHbIM U Haubornee TouHbIM MeTogom auarHocTukm AlC. lMpu
OaHHOM mMccrnefoBaHUM ONpefensaT CTeneHb MOpaXeHUs pasnUuHbIX OTAENOB TONCTOW KWULLKW NonunaMmu, 4To
npsiMbIM 06pa3oM BrMsieT Ha BbIOOp TakTUKu NievyeHnsi. C NoMoLLb0 BUOMCKMM NONyYaoT AaHHbIE O 3110Ka4YeCTBEHHOM
TpaHcdhopMaLmu NONUMOB B PasfnYHbIX y4acTKax TOMNCTOM KULWKK [28].

- [Ans NOBbILWEHUSA YacTOTbl BbIIBNEHUS afeHOM BCEM naumeHTam ¢ nogo3peHnem Ha AlC pekomeHayeTcs
NPy KONMOHOCKOMUWN [OOMNOSHUTENbHO WUCMONb30BaTh NporpamMmHoe obecneveHne (MCKYCCTBEHHbIA MHTENEKT),
NPOAEMOHCTPUPOBABLLEE BOCMPOU3BOANMBIA YPOBEHb TOYHOCTU ABTOMATU3MPOBAHHOIO BbIABNEHMSA/OeTEKLMN
anuTenuanbHbIX JOOPOKaYeCTBEHHbLIX HOBOOOPa30BaHUA TONCTOM KuwwkmM [91 - 95].

YpoBeHb y6eamTensHOCT! pekoMeHaauun - B (ypoBeHb JOCTOBEPHOCTM A0Ka3aTenbCTB - 1)

KommeHTapuu: B cuctemaTnyeckom ob63ope Obin npoBeAeH aHanm3 6 paH4oMU3MPOBAHHBLIX KOHTPONMPYEMbIX
nccnepoBaHum Ans cpaBHeHus YBA npu npoBegeHMn KOSTIOHOCKOMWM C UCMONb30OBaHMEM UM ©e3 MCNONb30BaHUs
CADe-cuctembl (2480 yenosek B rpynne ¢ npumeHeHnem CADe, 2482 - B koHTponbHOM rpynne) [91]. Pe3ynbTathl
MeTa-aHanu3a nokasanu CTaTUCTUYECKM 3HauMMoe yBenuyeHue 4acToTbl BbISIBNEHWS adeHOM B crny4yae



NCMOMb30BaHUSA KOMMbIOTEPHBIX CUCTEM aBTOMATMYECKOW AETEKLMU MONUMOB N YBENUYEHUS BPEMEHUN BbiBEOEHNS
KoroHockona. [pyro cuctemaTtMyeckmn 0630p C MeTa-aHanM3oM CeMW PaHAOMMU3UPOBAHHBIX KITMHUYECKMX
nccnegoBaHun (2595 konoHockonuii ¢ npumeHeHnem CADe cuctem, 2622 cTaHOapTHBIX KOFTOHOCKONWIA) nokasan
80% yBenuyeHue cpefHero KonmvyecTBa BbIBNAEMbIX aAeHOM HebOoMnbLWOro pasmepa Ha OOHOro nauueHta npwm
NPUMEHEHWUN cpeacTB aBTOMATUYECKON KOMMNbIOTEPHON AETEKL KN, MO CPAaBHEHUIO CO CTaHOAPTHON KONIOHOCKOMUEW
[92]. MpaBga, uccnenoBaHus, BKMOYEHHbIE B 0030p, B OCHOBHOM, NpoBeAeHbl B oaHon cTpaHe (KHP); Takke He
YyKa3aH ypoBeHb Bpayen-aH40CKOMUCTOB, BbINOMHABLUUX KONOHOCKONMK. MeTa-aHanum3 wectn paH4oOMU3MPOBaHHbIX
KOHTponupyembIx nccnegosanui (4996 cnyyae) nokasan 6onee BbICOKUIN yPOBEHb BbIIBNIEHUSA aAeHOM U NOMvnoB
Npy KONMOHOCKOMUU C UCMONb30BaHMEM UCKYCCTBEHHOTO MHTENNEKTa ANs NAOCKMX afeHoM n 3ybyaTbix 0bpa3oBaHui
Ha LUMPOKOM OCHOBaHWMU, XOTS A1 MOMMWMNOB Ha HOXKe "cTaHgapTHasa" KOSTOHOCKOMUA nokasarna fyylwmnn pesynbTat
[93]. KpynHOoe MynbTULEHTPOBOE paHAOMMU3NPOBAHHOE KOHTponupyeMoe mnccriegoanue (3059 nauymeHnToB, 1519 B
rpynne npoBeaeHnst KonoHockonun ¢ ucnosnb3oBaHneM CADe cuctembl, 1540 B KOHTPOMBLHOW rpynne cTaH4apTHOM
KOITOHOCKOMNWW) NoKasarno yBeNMYeHne 4acToTbl BbIBMEHHbIX afeHOM, KaK y 3HOOCKONUCTOB C onbiToM 6onee 5000
NPOBEAEHHbIX KONTIOHOCKOMMWN, TaK 'y MEHEE OMbITHbIX 3HAOCKONUCTOB [94]. AHanorm4Hble peaynbTaThl NOfyYeHbl B
nccrneoBaHMsiX OTEYECTBEHHbIX pa3paboTok [95].

- PekomeHpyetca Bcem naumeHtam ¢ AlNC nposegeHve OIAC ans onpegeneHus Hanmumnsi/OoTCyTCTBUSA
NnonunoB B Xenyake, ABEeHaALATUNEePCTHON KULLIKE U UX 3noKavYeCTBEHHOW TpaHcopmaumm [38 - 41].

YpoBeHb y6eamTensHoCT pekomeHaauuii - C (ypoBeHb JOCTOBEPHOCTY O0KA3aTeNbCTB - 4)

- PekomeHgyeTcsa Bcem naumeHTam ¢ AlNC nposegenue KT unu MPT opraHoB GptowiHon nonoctu, KT unu
MPT opraHoOB Tasa y My>X4/H 1 OpPraHoB Marnoro Ta3a Yy XEHLUMH C LeMnbio UCKITYEHUS ONyXOnen BHEKULEYHOW
nokanusaumn n A4eCMOUAHbIX OMyXonen nHTpaabgoMuHansHon nokanusaumm [35 - 37, 42, 43].

YpoBeHb ybeanTenbHOCTN pekomeHgaunii - C (ypoBeHb OCTOBEPHOCTU 40OKa3aTenbCTB - 4)

KommeHTapuii: npyu Hannumy 3nokadecTBeHHbIX onyxornen Ha ¢oHe AlMNC gononHuTenbHO BbiNONHAT KT
OpraHoB rpyaHON NOMOCTM ANA OnpeAernieHns pacnpoCTPaHEHHOCTU 3M0KaYeCTBEHHOro npouecca U AMarHOCTUKK
OoTAaneHHoro MeTacTasMpoBaHUs ONyxonu.

- Mpu nnannpoBaHun naumeHTy ¢ AlNC onepaTMBHOrO BMeLLaTeNnbCcTBa ¢ (PopMUpoOBaHMEM TOHKOKMLLEYHOTO
pesepByapa peKoOMeHOyeTCsl MpoBedeHWe  (PU3MOMOrMYecKoro UccrnedoBaHUA  YHKUMA  CUHKTEPHOrO
(3anupaTenbHOro) annaparta NPSMOW KULLKW NS UCKMIOYEHNS UCXOOHOW HeAOCTaTOMHOCTM aHanbHOro COUHKTEpPa,
KOTOpasi MOXeT HeraTMBHO Cka3aTbCs Ha (DYHKUMOHarbHbIX pedynbTaTax onepauum [44, 45].

YpoBeHb ybeanTenbHOCTM pekoMeHgaumm - C (ypoBeHb OCTOBEPHOCTU A0Ka3aTenbCTB - 5)

- Mpn HanM4Mm 3NOKa4YeCTBEHHbIX OMyXornen NpsAMon KuwKn Ha doHe AlNC pekomeHayeTcsi BbINOMHEHUE
MarHUTHO-PE30HaHCHOW ToMorpadun OpraHoB Manoro Tas3a Afs  OUEeHKM Hanuunsa  3rokayeCTBEeHHON
TpaHcopmauum 1 rmybuHbl uHesasum [35, 51, 59].

YpoBeHb ybeauTenbHOCTM pekoMeHaaumm - B (ypoBeHb 4OCTOBEPHOCTM JoKa3aTenbCTB - 3)

KomMmeHTapwii: npu BbiiBNeHun y naumeHTta ¢ AlNC HoBoobpa3oBaHuNs C NOA03PEHNEM Ha ManvrHM3aumio unu
3110Ka4YeCTBEHHOWN OMyXOmnu TONCTOW KULIKM HEOOXOAMMO MpOBEeAeHNe AOMNOMHUTENbHBIX MeTOA0B 06crnenoBaHus,

npenycMoTpeHHbIX KnvHu4eckummn pekomeHgaumsmMum no AMarHOCTUKE WU NeYeHMI0 paka OBOA0YHON KWLIKM U
PEeKTOCUIMOMAHOTO Nepexoaa, paka npsiMon kuwwikn [58, 59].

2.5 NHble gnarHocTu4veckue nccrnegoBaHus

Her.

3. JleyeHue, BkNroO4asn MeONKaMeHTO3HYH0 U HeMeOuKaMeHTO3Hyr Tepanuu, aguetoTepanuio,
ob6e3bonnBaHue, MegULMNHCKUE NOKa3aHUA U npoTnBonoKa3aHusa K npuMeHeHnro meToaoB ne4vyeHns

3.1 KoHcepBaTMBHOE nevyeHune
MeTonoB Hexupyprudeckoro nedeHus AlC He cywectByerT [1, 2, 35, 47].

3.2 Xupypruyeckoe neyeHue



B HacTosiLLiee BpeMsi OCHOBHbIM MeTofoM NneveHus AlC asnsieTca xupypriudeckuid. [Npu stom nevenune AlC
crnefyeT BbIMONHATb B CMeuuanu3mMpoBaHHbIX CTauMoHapax, MOCKOMbKY YacToTa OCIMOXHEHUA U OYHKUMOHATBbHbIN
Mcxopn CyLEeCTBEHHO 3aBUCUT OT KBanuMdukauum Bpava-KononpoKTonora, Bpada-xupypra (B YacTHOCTH, OT 4ucna
NPOBEAEHHbIX aHanorMyHbIX BMeLwartenscTB) [48].

- [pn BbINONMHEHUN XMPYPrMyecknx BMmellaTenbcTB nauueHtam c¢ AlC pekomeHayeTcs MCNonb3oBaHue
nanapoCKONMUYECKMX TEXHOSOIMIA NPU TEXHUYECKON BO3MOXHOCTHM [49, 50, 83, 84].

YpoBeHb y6eamTenbHOCT pekoMeHaauuii - A (ypoBeHb JOCTOBEPHOCTU J0Ka3aTemNbCTB - 2)

KomMeHTapuu: npumeHeHe nanapoCKONUYECKMX TEXHONOMMI NO3BONSET YMEHbLUNTb ONepPaLMOHHYI0 TpaBMy,
CHU3UTb YPOBEHb NepuonepaLmMoHHbIX OCNOXHEHWI, obecneunBaeT BO3MOXHOCTb paHHen akTnemsauumn 60nbHoro,
a TaKKe COKpalleHWe CpoKoB peabunutaumoHHoro nepuoga [50]. lMommmo sToro, y naumeHTok ¢ AlC
NCNONb30BaHNE NanapoCKONUYECKMX TEXHOMOIMIA CHMKaET puck passutusa 6ecnnogusa Ha 90% [83].

3.2.1 Knaccunueckas cpopma AlC

YuntbiBad reHeTU4EeCKM-OeTEPMUHUPOBAHHYIO npupoay 3aboneBaHus (cnegoBaTenbHO, OTCYTCTBUE
BO3MOXHOCTElN KOHCEPBATUBHOIO NeYeHns ), a Takke obnuratHo-nNpeapakoBblv cTaTtyc 3aboneBaHnsi, €AMHCTBEHHO
BO3MOXXHbIM METOAOM XUPYPrMYECKOro fneyeHns SBnaeTca yaaneHne opraHa-MuLLEHN - TONICTON KULLKA.

- MNpun nogTeBepxaeHHon knaccudeckon copme AMNC Bcem naumeHTaM peKoOMEeHAYyeTCs BbINOfIHEHUE
KONMNPOKTIKTOMUM C hOpMMpOBaHMEM TOHKOKULLEYHOrO pesepByapa, pe3epByapo-aHanbHOro aHactomosa W
NPeBEHTUBHOM Nneoctomsl [52, 53, 86].

YpoBeHb ybeanTenbHOCTU pekoMeHgaumm - C (ypoBeHb OCTOBEPHOCTU AOKa3aTenNbCTB - 4)

KomMeHTapui: npuvHMMass BO BHUMaHWe MONIO4OM BO3pacT nNauueHToB (Mpu  Knaccuyeckon copme
3aboneBaHns MaHudecTaunsi NPONCXoanT BO 2 - 3 OAECATUNETMM XU3HU), C NOTEHUNANbHON LeNbilo CoLMarnbHON
agjantauun nocne yganeHus TONCTOW KULIKW BbIMOMHAKT MMAacTUYeckuin 3tan onepaumm - opmuposaHme
pesepByapa 13 gucTtanbHOW NeTNn NoAB3L0LWHON KULLKWU, HU3BEAEHUE NOMyYeHHON KOHCTPYKLMM B NONOCTb Tasa ¢
HanoXeHneM pesepByapo-aHanbHOro aHacToMo3a U NPEBEHTUBHOWN ABYCTBOMNbHON nneoctomsl [53].

Ans ynydleHns KavyecTsa XM3HW NaLUMEHTOB MpU BbINOMHEHUM XUPYPrMYECKOro BMellaTenbCTBa BO3MOXHO
coxpaHeHue 1 - 2 cM CTEeHKV NPSIMON KULLIKW B HaaHanbHoi obnacti ans hopMnpoBaHusl aHacToMo3a annapaTHbIM
cnoco6om. lMpu HEBO3MOXHOCTM CchopMUMpOBaTb aHacToOMO3 MpW MOMOLUM CLUMBAMOLEro annaparta crenyet
BbINOMHWUTL Ero HaNOXeHNe py4YHbIM cnocoboM. HecMoTps Ha To, YTO MpW UCMONb30BaHWMK CLUMBAIOLLErO annapara
coxpaHsieTcsl HebOomnbLUoN dparMeHT CRM3UCTON OBONOYKM, PUCK pasBUTUSL paka B 3TOM 06NacTh HEBbICOK U
COOTBETCTBYET TAKOBOMY Mpy POPMUPOBAHUN PYYHOro aHacTomosa [54].

PeKOHCTPYKTMBHYIO OrnepaLuio N0 BOCCTAHOBMEHMIO HEMPEPBLIBHOCTU KULLEYHMKA - 3aKPbITUE UMEOCTOMbI -
BLINOMHAIOT He paHee, YeM yepe3 2 - 3 Mecsua Nocre NepBUMYHON onepauuu Npu YCrioBUU repMEeTUYHOCTM
TOHKOKMLLEYHOrO pe3epByapa, a Takke pesepByapo-aHaslbHOro aHacTomosa (Mo pesynbTaTaM peTporpagHoro
PEHTIeHONOrMYeckoro NccrneaoBaHns ¢ KOHTPacToM - pesepByaporpadum) [2].

- bonbHOMy c knaccuyeckon copmon AMNC npu Hanuuuu MpOTUBOMOKa3aHUM K HOPMUPOBaAHUIO
TOHKOKWLUEYHOro  pe3epByapa W  pe3epByapoO-aHanbHOro  aHacTomMo3a  pEeKOMeHAYeTCs  BbINOSIHEHne
KONMNPOKTIKTOMMM C POPMMPOBAHNEM KOHLIEBOW MIeoCTOMbI [35].

YpoBeHb ybeanTenbHOCTU pekoMeHgaumm - C (ypoBeHb OCTOBEPHOCTU A0Ka3aTenbCTB - 5)

KommeHTapuii: NpoTMBOMNOKa3aHUSMM K BbIMOSTHEHUIO KOMMPOKTIKTOMUM ¢ (DOPMUPOBAHNEM TOHKOKMLLIEYHOTO
pesepByapa U pesepByapo-aHanbHONo0 aHacToMo3a ABMAITCA: Hanuune AEeCMOWAHOW OMyxonu, BOBIieKaloLllen
OpbIKENKY TOHKOM KWLWIKM, a Takke aHaTOMUYecKne OCOOEHHOCTU OpbiKENMKM TOHKOW KULLKW, MWCKIYawLwme
BO3MOXHOCTb HU3Be[AEeHUs B MOMOCTb Maroro Tasa; Hanmume HW3KO PacnoryiOKEHHOro paka MNpPsiMOM KULIKUA C
npopacTaHueMm B OKpYXatolimMe TKaHU M MHUbTpauuen aremMeHToB Ta3oBOro [Ha; a Takke oTka3 nauueHta oT
NNacTUYEeCcKoro KOMMOHEHTa onepauum B NoNb3y MPOPMUPOBaHUSA NOCTOSHHOW UNEOCTOMbI (B CBA3W C FIMYHOCTHLIMU
npeanoYTEHUSMM NN HapyLLueHrem paboTbl 3anvMpaTenbHOro annapara npsiMow Kunwku) [35].

3.2.2 OcnabneHHas dopma AlC



Bbibop meTofa xmpypruveckoro neyeHusi ocnabnenHon gopmbl AlNC 3aBMCUMT OT Bo3pacTa MaHudecTauum
3aboneBaHns, KONMMYecTBa, BMAa, Pa3MeEpoOB U foKanmM3auuu BbISIBMIEHHbIX MOJIMMOB TOJICTOM KULLKW, a Takke
pe3ynbTaToOB reHEeTUYECKOro NCCNeaoBaHus.

- bonbHOMy ¢ ocnabneHHon chopmon AMNC npy BO3MOXHOCTM MOMHOM 3HAOCKOMMYECKOW CaHauun TONCTON
KALLKN M Hannumm He 6onee 10 nonunos pasmepom > 1 CM peKkoMeHOYyeTCsl BbINOSIHEHWE 3HAOCKOMMUYECKOro
yaaneHusi nonmnoB TONCTOW KuwwkK [55,87].

YpoBeHb yoeamTensHoCT pekomeHaauuii - C (ypoBeHb JOCTOBEPHOCTY 4OKA3aTesNbCTB - 5)

KommeHTapun: HeobxoauMO MNOMHUTb, YTO HE3aBUCUMO OT Pe3ynbTaTOB BbIMOSIHEHUS 3IHOOCKOMUYECKOWN
NONMN3aKTOMUN NaumeHTam TpebyeTcsa perynsapHoe gMHaMmuyeckoe HabnogeHue, Tak Kak AaHHbI MeToq SBnaeTcs
NCKINIOYNUTENBHO NOAAEPKMBAIOLLMM M HE MOXET 3aMEeHUTb paaukarnbHyto onepauuio [55]. MNMpoTMBonokasaHnsMn K
3HOOCKOMMYECKON MONMN3KTOMUM CryKaT: NOAO3PEHME HA HanuMune ManurHusauum B KakoM-nnbo u3 nonunos,
HanuuMe AWChnasvMM BbICOKOW CTEMEHW B TKaHW nonuna no pesynbTaTam Ouoncuu, 3HadMmoe yBennyeHue
KOnmn4yecTBa 1 pa3MepoB MONUMOB B CPOK MexXay ABYMS OnvkanwmnmMm KonmoHockonmamm [55].

- Mpun ocnabneHHon popme AlC n BbisiBneHun buannenbHbix B B reHe MUTYH, a Takke npyu oGHapyxeHum
B NPSAMON KMLUKE HE3HAYMUTENbHOro KOnMyecTBa MONMMMNOB, PEKOMEHOYETCS BbIMOMIHEHUE KOMIKTOMUM C
dhopmMmpoBaHMeEM nneopekTanbHOro aHactomosa [35, 56, 57].

YpoBeHb ybeanTenbHOCTM pekoMeHgaumm - C (ypoBeHb JOCTOBEPHOCTU JOKA3aTENbCTB - 4)

KomMmeHTapui: knuHuveckas kaptnHa AlNC, obycnoeneHHoro HannumeM NB B reHe MUTYH, xapakTepusyetcsi
NPEeUMYLLECTBEHHbLIM MOPaXXeHMEM MpaBbIX OTAENOB TONCTON KULLKN U HE3HAYMTErNbHbIM KONMYECTBOM MOMUMOB B
NMPSIMON KMLLKE, B CBA3M C YeM BO3MOXHO €e COXpaHeHue Mpu xupyprudyeckom neveHun [56]. Mpu BbisBReHUn
ocnabnenHon dopmbl AMNC y nauneHToB cTapwe 45 net npy OTCYTCTBUM NPU3HAKOB ManurHM3auumn rnosvnos u
NPenMyLLECTBEHHOM MOPaXEHMUN NPaBbIX OTAENOB TOJNICTON KULLUKM TakKe BO3MOXHO COXpPaHeHMe NpsiMON KULLIKK U
hopMMpoBaHune nneopekTanbHOro aHactTomosa. lNocne BbINOMHEHUSA yKa3aHHOW onepauny nauneHTam Heobxoamm
€XEroHbIN 3HOAOCKOMUYECKUI KOHTPOMb C yaaneHueM BHOBb 006pasyloLLnXCcs NONUNoB B NPpsiMON KuLke [57].

3.2.3 MAN

- BoneHomy ¢ MAI npu Hann4mm 20 - 99 NOAMNOB M BO3MOXHOCTU NOMHON 3HAOCKOMMYECKOW CaHaLmMm TONCTon
KLWKK (Npn Hanmumm He G6onee 10 nonunosB pasmepom > 1 CM) pekOMeHAYeTCH BbINOMHEHWE 3HOOCKONMUYECKOro
yaaneHusi nonmnoB TONCTOM Kuwwiku [12, 87].

YpoBeHb y6eamTensHoCT pekomeHaauuii - C (ypoBeHb JOCTOBEPHOCTY 4OKa3aTerNbCTB - 5)

- Mpwu BbisBNEeHMn buannenbHbix MB B rene MUTYH, a Takke npu obHapyxeHun 6onee 100 nonunos B
006000YHOWN KMMLLKE W HEe3Ha4uTerbHOro KONu4yecTBa MOMMMNOB B MPAMOW KULIKE, PEKOMeHOYeTCs BbINOfIHEHue
KON3KTOMUKN ¢ bOpMUPOBaHNEM MNeopekTanbHOro aHactomosa [35, 56, 57, 86].

YpoBeHb y6eamTensHOCT pekoMeHaauuii - C (ypoBeHb JOCTOBEPHOCTY 4OKa3aTerbCTB - 5)

- Mpu MAI ¢ konnuyectsoM nonunoe 100 n Gonee, a Takke MHOXECTBEHHLIM MOPaKEHNEM MPAMON KULLIKA
BCEM NaLuueHTamMm pekoMeHAyeTCs BbINOMHEHNE KONMPOKTIKTOMMUU € POPMUPOBAHMEM TOHKOKMULLEYHOrO pe3epByapa,
pe3epByapo-aHanbHOro aHacToM03a, NPeBEeHTMBHOW nneoctomum [12].

YpoBeHb yoeanTensHoCTM pekoMeHaaumi - C (ypoBeHb JOCTOBEPHOCTU A0KA3aTENbCTB - 5)
3.3 lleuenune KPP Ha doHe AIC

B GonblwuHcTBE cnyyaeB npu aOunarHoCTuke AlNC BbIABNAKT HannyMe OAWHOYHbLIX WIK CUHXPOHHbIX
MHOXXECTBEHHbIX MallMrHn3npoBaHHbIX onyxoneﬁ TONCTOW KULLIKK. I'IpM 3TOM 3a4acCTylo cMMnToMaTuka KPP urpaet
BeOyLlylo ponb B KITMHNYECKOM KapTuHe.

Mpu BbISIBNEHMM 3NIOKAYECTBEHHOW OMYXONN TONCTOM KULWKK Y naumeHTa ¢ AlNC uenecoobpasHo npoBeaeHne
HeoaablOBAHTHOro/agblOBaHTHOrO  fedeHns (npu Heobxogumoctn) no nosogy KPP  (cM.  knmHuyeckne
pekomeHgaumn "Pak 0O6040YHON KULIKM U pekTocurmougHoro nepexoga” u "Pak npsmon kuwkun") [58, 59]. MNpwu
pa3sutun KPP Ha ¢oHe AIC NpropuTETHBIM SIBNSIETCA FIEYEHUE OHKOMOrMdeckoro 3aboneBaHusi COrnacHO ero
nokanmsauumm n cteneHn pacnpocTtpaHeHHocTH [58, 59].
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- MNpu xupyprudeckom neyveHnn 6onbHoro ¢ KPP Ha poHe ATNC onepaTtrBHOe BMeLLaTeNbCTBO peEKOMeHayeTCs
BbIMOSHATb COMTACHO OHKOJTOMMYECKMM MPUHLIMNAM, U3MNOXEHHbBIM B KITMHUYECKMX PEKOMEHAALMSAX NO QUArHOCTUKE
N neyeHnto paka obogovHOM u nNpsamMon Kuwkum [58, 59], AononHss ero yganeHueM ocTanbHbIX OTAENoB TOCTON
KMLLIKK.

YpoBeHb ybeantenbHOCTU pekoMmeHaaumm - C (ypoBeHb AOCTOBEPHOCTU [OKa3aTeNbCTB - 5)

- MMpu xupypruyeckom neyenun 6onbHoro ¢ KPP Ha doHe AIC, y KOTOpOro noaTBEPXKEHO Hanuuive
OuannenbHbIX NaToreHHbix BapmaHtoB B reHe MUTYH u gnardHoctupoBaHo meHee 100 MoOnvMnoB TONCTOM KULLKM,
pPEKOMEHAYETCHA BbINOMNHATL CErMEHTAPHYI0 PE3EKUUI0 TONCTOM KULLKM COrNMacHO OHKOMOrMYeCcKUM MpuHLuMnam,
N3MNOXEHHbIM B KMMHUYECKNUX PEKOMEHAALMsX NO ANarHOCTUKE U NEYEHUI0 paka obog0uHOM U NPSIMON KULLIKK [58,
59].

YpoBeHb ybeantenbHOCTU pekoMmeHaaumi - C (ypoBeHb AOCTOBEPHOCTU [OKa3aTeNbCTB - 5)

C nocrneayrowWwmnM exXerogHbiM 3HOOCKOMMYECKMM KOHTpONeM U yaaneHueMm BbisBNAeMbIX MNOAWNOB B
OCTaBLUMXCHA OTAeNnax TONCTon KKK [86].

YpoBeHb ybeauTenbHOCTU pekoMeHaaumm - B (ypoBeHb 4OCTOBEPHOCTM AoKa3aTenbCTB - 2)

KomMeHTapwuii: cornmacHo pesynbTatam NpPOBEAEHHOr0 CUCTeMatuMyeckoro obsopa C MeTaaHanusom
Xvpypruyeckon Taktukn y 6onbHbix ¢ MUTYH-accouunpoBaHHbiM nonuno3om, obobwmBwnm gaHHole o 474
naumeHtax ¢ MArl1, KPP 6bin gnarHoctupoBaH y 56% 60onbHbIX, NoAaBnsatoLemMy 60nbLLMHCTBY U3 KOTOPLIX (87%)
ObINV BbINOMHEHbI CErMEHTapHbIE Pe3eKUUn TONCTOW KULWKK. [Tpyn 9TOM MeTaxpoHHbIe paku BCTpeyanucb Nulib B
5% cny4aeB. ABTOpPbl MPUXOOAT K BbIBOAY, YTO, HECMOTPS Ha puck passutns KPP, koTopbin B GonblunHCTBE
HabnwgeHn vMen HearpeccuBHOe TedeHue, KnuHudeckoe TeveHne MUTYH-accounmpoBaHHOro nonunosa
ABMNSETCA OTHOCUTENbBHO BnaronpuATHbIM. [INg AaHHOW KaTeropum NaunmeHToB BO3MOXHO OrpaHUYnTLCHA pe3ekumen
MOPaXXEHHOrO pPaKkoM OTAena TONCTOM KUWKW C  eXerogHblM 3HOOCKOMWMYECKMM KOHTpOnem W yaaneHnem
BbISIBNSE€MbIX MOSIMMOB B OCTaBLUMXCH OTAenax TONCTOW KULLKK [86].

3.4 JleueHne gecmongHbix onyxoneun y nauneHTtoB ¢ AlC

[ecmounaHble onyxomnu - 3To MMCToNorM4eckn 4O6pokavYecTBEHHbIE, HO MOTEHLMANbHO NOKarnbHO arpecCrBHbIE
HOoBOOGpa3oBaHus, koTopble nopaxatoT okorno 15% nauyuweHtoB ¢ AMNC. B otnuume oOT Apyrux OeCMOUAHbIX
onyxonewn, AlNC-accounnpoBaHHble 4ecMounapbl, Kak NpaBuo, pacnonaratoTcs B GPIOLWHON NOMNOCTM U BOBMNEKAKOT
OpbIDKENKY TOHKOW KMWLIKW. BONbLUIMHCTBO M3 HMX BO3HMKAET MOCe NPOBEOEHHOIO OMepaTMBHOIO JEYEHUS.
dakTopamn pucka pasBUTUA OECMOMAOB CHMTAKOT HanMuMe MnofdoOHbIX Onyxonem B CEMEWHOM aHaMHese,
BHYTPUOPIOLIHbIE XMPYpPrMyeckne BMeLLATENbCTBA, @ Takke pacnonoxeHue MNB B npomexyTtke ot 148 go 1800
kogoHoB B reHe APC [60]. Mpu coBnageHnm aTux hakTopoB PUCK Pa3BUTUSA BHYTPUOPHOLLHOW AECMOWAHOM OMyXOnu
pocTturaet 65% [61].

JlokazaHHbIX MPEdMKTOPOB poCcTa AECMOWMAHbLIX Ornyxorel He cywecTByeT. HekoTopble M3 HUX MOryT
CMOHTaHHO MpeKpaTUTb PacTW, HEKOTOpble PEerpeccupyloT, a Apyrue npoaorkalT 6e30CTaHOBOYHbLIN pocT. Y
HE3HAYUTENbHOrO KONMMYECTBa NaLUeHTOB 3TOT POCT MOXET BbiTb BbICTPLIM U HEKOHTPOMMPYEMbIM.

- Mpwu BoIsiBNeHunn y naumeHToB ¢ AMNC gecMougHo onyxonu, pacnonaratoLencs B Tone OpHoLWHON CTEHKN
unun B OPIOLLIHOM MOMOCTU, PEKOMEHAYETCS NPOBeAeHMNE KOHCEPBATMBHOM Tepanu BbICOKOLO3HbIMKU NpenapaTtamm
rpynnbl @HTU3CTPOreHOB B KOMOWMHALUMM C HECTepOMAHbIM MNPOTUBOBOCMNANUTENbHLIM MpenapaTtoMm K3 rpynnbl
NPOU3BOAHbIX YKCYCHOM KUCMNOTbI Y POACTBEHHbIX coeanHeHun [35, 88].

YpoBeHb ybeanTenbHOCTM pekoMeHgaumm - C (ypoBeHb JOCTOBEPHOCTU A0Ka3aTenbCTB - 5)

KomMeHTapuu: BBUOY HE3HaAYMTENbHOrO KONu4ecTBa U KayecTBa (PeTpOCMNeKTUBHbIE, HEKOHTPOMNUpyeMble)
NpPOBEeAEHHbIX UCCIefOBaHNA yOeanTenbHbIX AAaHHbLIX O MPUOPUTETHBLIX METOAAX JIeYEHUST 4ECMOUAHBLIX ONyXxonen
HeT. OgHaKo B NPOCMNEKTUBHOM KOFOPTHOM MCCregoBaHUW, BKITIOYMBLLEM 64 naumeHTa ¢ BO3HMKWUMU Ha boHe ATC
OECMOVAHBbIMY BHYTPUOPIOLLIHBIMUK OMYXONsiMU, MOCIEe NPOBOAMMOIO Ha NPOTSXKEHUM KaK MUHUMYM 1 roga nedeHus
BbICOKOJO3HBbIMU aHTUICTPOreHamMmn B KOMOMHAUMM C HECTEPOUOHBLIM MPOTMBOBOCMANUTENBbHBIM NpenapaTtoM u3
rpynnbl NPOM3BOAHbLIX YKCYCHOM KUCNOTbI U POACTBEHHbIX COEAUHEHN NPOAEMOHCTPMPOBAH OTBET OMNyXonv (B BUAE
cTtabunusauum unmn perpeccumn) B 85% cnydae. NMocne AOCTMXKEHUS NMOMOXUTENBHOIO OTBETa A03a Npenapartos
6bina pegyumnpoBaHa y 60% nauneHToB, Ha 3TOM hOHE OTMEYEH TONbKO OAUH peunams onyxonu Yepes 10 net [62].
Takum 06pa3oM, pornb XMPYPrMY4ecKoro feyeHust 4eCMOUOHbIX OMyxoren OofmkHa ObiTb orpaHM4eHa Koppekumen



BTOPWUYHBIX M3MEHEHWI, OOYCIOBMEHHbIX MECTHbIM XapaKTEPOM poCTa OMyXonM - OOCTPYKUMU 3KenyaoyHO-
KULLEYHOro TpakTa, MOYEBLIBOAALLMX NyTEN, U T.4.

4. MepuumnHcKas pea6m1MTaL|m| U CAHATOPHO-KYypoOpTHOEe Jne4YyeHue, MeaAUUMHCKUEe nokKasaHuna u
npPpoTUBONOKAa3aHuUA K NpuMeHeHnr0 MmeToaoB MeOULUHCKOMN peaﬁM.ﬂMTaLIMM, B TOM 4Yuclnie OCHOBaAHHbIX Ha
ncnosib3oBaHMn NpUpoAHbIX ne4yebHbIX (t)aKTOpOB

Cneundpmnyeckne Mepbl peabunutaumm naumeHToB ¢ AlMNC oTcyTCcTBYIOT. Y psga nauueHToB, Y KOTOPbIX
onepaTMBHoe BMeLLaTenbCcTBO no nosoay AlIC 3aeepumnocb hopmMupoBaHMEM TOHKOKULLIEYHOrO pesepByapa U
pe3epByapo-aHanbHOrO aHacToMO3a, BO3MOXHO yxydleHne dyHKUMM aepxaHusa. Mepbl  MeauuuHCKOW
peabunutaumMm HanpasneHbl Ha MakCMMarnbHO ObICTpOe BOCCTaHOBMEHWE B MOCMAeOonepaunuoHHOM nepuoae,
OOCTWKEHNE coumanbHO-NPUEMNEMON CTEneHW ajantaumy nauuMeHToB B obLecTBe Mocne XMpypruyeckoro
neyenus. Mpn atom peabunutaumio TakMm nauneHTam NPoBOAAT B Tpu dTana: 1-n atan (paHHas peabunutaums) -
OCYLLLECTBMNAETCA HeNoCpPeaCTBEHHO NOCHe XMPYPrnyeckoro BMellaTenscTea no 14-e cytkn. OCHOBHbIMW 3ag4a4amm
ABMSAIOTCA: BOCCTaHOBMEHME HOPManbHOrO (OYHKUMOHMPOBAHMSA  XKeNyAOYHO-KWLLIEYHOro TpakTa, KOHTPOfb
romMeocrtasa, KynupoBaHWe nocneonepauuoHHoro 60neBoro CUMHAPOMA, aKTUBM3auus nauueHTa, 3axuBneHve
nocrieonepaunoHHbIX paH. BTopow atan peabunutauum HaumHaeTcsa nocne 15-x CyToK M NpodormKaeTcs no mepe
HeobxoAMMOCTM B nocredylolemM, HamnpaBneH Ha OKOHYaTenbHOEe 3aXMBIEeHWE MNOoCfeonepaunoHHbIX paH C
KOHTpOreM 3a AesATeNbHOCTbH0 XeNyA04YHO-KULWEYHOro TpakTa u ApYrmx cCuctem opraHvuama. [JJaHHbIn aTan BO3MOXHO
OCYLLEeCTBNATb Kak amBynaTtopHO, Tak M B YCNOBMAX CTauMoHapa OAHEBHOro MW KPYrmocyTOYHOro npebbiBaHus.
Tpetun atan peabunuTaumm OCYLLECTBNSETCA B MNO3AHMI MNOCHEONEpPauMOHHbIA NEPUOA Y MauMEeHTOB Kak C
MOCTOSHHOW WIEOCTOMOW, Tak W neped PEeKOHCTPYKTMBHO-BOCCTAHOBUTENbHOM onepaunein. OCHOBHbIMU
peabunuTaumMoHHbIMU OENCTBUAMW Ha AHHOM 3dTane SABMASIOTCA KOMMAEHcauus (OYHKUMKW XKenygoYHO-KMLLIEYHOrO
TpakTa, a Takke MeponpusaTUS, HanpaBneHHbIE Ha BbIIBNEHNE HapyLLUEHUA U KOPPEeKLuio YHKUMM 3anmpaTeribHOro
annapata nNpsAMON KULLIKW.

MauweHtam ¢ AlC, nepeHecwMM  XWpPypruyeckoe  BMeLAaTenbCTBO €  (OPMUPOBAHMEM
BPEMEHHO/NMOCTOAHHOMN NNEOCTOMbI, HEOOXOAUMO UCMONb30BaHME KanonpueMHNKOB U CPEACTB MO yYXOAY 3a CTOMOM
[63]. Ona yxoma 3a CcTOMOM B paHHEM MOCreonepaumoHHOM Mepuoade  MCMOMb3yT  cneumnanbHbIN
nocneonepaumoHHbIN  KanonpueMHUK, KOTOPbIN HaKMeuBaloT cpasy >Xe MO OKOH4YaHuM onepauuu. B nnactuHe
Bblpe3aloT OTBEpCTUEe, COOTBETCTBYHLLEE pa3Mepy CTOMbl. [1po3payHbii MELLIOK M CHMMAaLLAscs Kpbillka
NO3BOSISAKOT KOHTPONMMPOBATbL COCTOSIHME CTOMbI B paHHEM MocreonepaunoHHom nepuoge. [1na gansHenwero yxoaa
3a CTOMOW NaumMeHTy noabupalT OAHO- UMM  OBYXKOMMOHEHTHYKD CUCTEMY C Y4eTOM (OYHKLMOHANbHbIX
0COBGEHHOCTEN CTOMbI, penbeda nepucToMarnbHOW o0nacTu, MHOVBMAYamNbHbIX NPEANOYTEHUA U BO3MOXHOCTU
06y4eHus nauueHTa.

- MauuwenTtam c AlNC nepen BbINONIHEHUEM PEKOHCTPYKTUBHO-BOCCTAHOBUTENBLHON onepauun pekoMeHayeTcs
BbIMOMHEHNEe  unccnefoBaHns  YHKUMWA  COMHKTEPHOro  (3anupaTtenbHOro) annapata  MpsAMOW  KMLLKK
(cchpuHkTEpOMETPULA, NPOUNOMETPUSA, UCCNEeAOBaHME MPOBOAUMOCTM MO CPaMHOMY HepBY) C MOCMEAy LM
OCMOTPOM (KOHCyrnbTaumen) Bpadya MyHKLMOHANbHOW ANArHOCTUKN NPY BbIBEHUW (PYyHKLMOHAMbHbLIX HApYyLLIEHWNIA
[45, 46].

YpoBeHb ybeanTenbHOCTU pekoMeHgaumm - C (ypoBeHb OCTOBEPHOCTU A0Ka3aTenbCTB - 5)

KomMeHTapui: y psaga naumeHToB, ¥ KOTOPbIX onepaTtuBHoe BMellaTenscTBo no nosogy AlNC 3aseplumnoch
GOopMMPOBAHMEM TOHKOKMLLEYHOTO pe3epByapa, BO3MOXHO CHWKEHME YHKUUW AepxaHusi, obycrnoBneHHoe
yoaneHnem amnyrnbl MNPSMOW KULWKW W MHTPaonepaumoHHOW TpaBMaTu3auuen 3anvpaTenbHoro annapata
BCneacTeue (hopMmnpoBaHua pesepByapo-aHanbHOro aHactomosa [64, 85].

- Mpu BoIABNEHUN y naumenTa ¢ AlC, nepeHecLlero KonmnpoKTIKTOMUIO C popMMPOBaAHNEM TOHKOKULLEYHOTO
pesepByapa 1 pe3epByapo-aHarnbHOro aHacToMo3a, HeAOCTaTOYHOCTM aHanbHOro cuHkTepa 2 - 3 cteneHy nepes
PEKOHCTPYKTUBHOW onepaunen pekomeHayetca nposefdeHve 10-AHEBHOrO UMKNa SMNEKTPOCTUMYNAUMU ¢
ucnonb3oBaHvem Guonornyeckon obpatHon cBasm (BOC-Tepanusa 1 TubuanbHas HeMpoMoAynsAunusl) B YCNOBUSIX
OHEBHOIO MIM KPYriioCYTOYHOIO CTaumMoHapa C Lenbio Yy4dlleHns OXXMAAaeMOro KayecTBa Xn3Hu naumeHTos [46, 65].

YpoBeHb yoeanTenbHOCTU pekomeHaaumi - C (ypoBeHb AOCTOBEPHOCTU [0KA3aTENbCTB - 4)

KomMeHTapwuii: B peabunutaumm naumeHTOB C HeOOCTaTOYHOCTbIO aHanbHOro cduHKTepa, Mo AaHHbIM
nuTepaTypbl, WMPOKOE MPUMMEHEHVEe Hallen MeTod NeYeHusi, OCHOBaHHbIN Ha Guornornyeckor obpaTHOM CBHA3M
(BOC), HanpaBneHHbIN Ha yny4lleHe COKPaTUTENbHON CMOCOBHOCTH MbILLL, HAPY>KHOFO COMHKTEpPA M Ta30BOro AHa



3a CYET yBENIMYEHMS Kak CuIbl, Tak U ANUTENbHOCTM NMPOU3BONbHOro cxatus [46, 65]. aHHbIi meToq BOBReKaeT B
npouecc peabunutauum cobCTBEHHbIE Pecypcbl OpraHM3mMa C BblpabOTKOW MpaBUIIbHbIX HABbLIKOB Ha YpPOBHE
CO3[aHus HOBbIX YCINOBHO-pedneKTOPHbIX CBA3en. Tak Xe 3M@EKTUBHBIM SBMSieTCS MeToqd TuOmanbHOM
HerpomMoaynaummn, Npy KOTOPOM SNEKTPUYECKUI TOK MO OOHWM HEPBHbIM MYTAM MOOYNMPYET CYLIECTBOBABLUYHO
paHee akTUBHOCTb B [APYrMX HEPBHbIX MyTAX WM LeHTpax. YpecKoXHyl 3NeKTpOCTUMYMAUMIO 3agHero
bonblebepLoBOro HepBa NPUMEHAOT NPU PYHKUUOHANbHLIX 3aboneBaHMAX OpraHoOB Manoro Tasa, Tak Kak B
cocTaBe 3agHero 6onbliebepuoBoro Hepea NpPoxoaaT BonokHa u3 Il n 1l KpecTuoBbIX CErMEHTOB CMMHHOIO MO3ra,
urparoLLme 3Ha4YMTENbHYI0 POfb B MHHEPBALMM NPSAMON KULLKWU, MOYEBOro My3blpsa U nx cuHkTepos. [JokasaHo, 4To
MbILLIEYHbIE CTPYKTYPbl OTKIOYEHHOIO 3anuparternbHOro annapaTta MoryT pearmpoBaTtb Ha Tepanuio 61Monornyeckomn
obpaTHON CBA3bIO 1 MpoBeAeHNe TMBuanbHOM HEMPOMOAYNALMM C YBENNYEHNEM KaK TOHYCA, TaK U CUMbl BOMIEBbIX
cokpaweHun [46, 65]. CTumMynauuio TMOuanbHOrO HepBa NMPOBOAAT C MOMOLLbLI0 HAKOXHOIO CTUMYNUPYIOLLErO
anekTpoda, YTO MO3BOMSET MauueHTy nocrne Kypca npeaBapuUTeNnbHOro O0ydYeHMs MpOAOIKWUTb KypC FevYeHus
CaMOCTOSITENbHO B JOMALUHMX YCMNOBUSIX. B Takom crniyyae Kypc neyeHus ¢ exegHeBHbIMU ceaHCaMu CTUMYMSLNU
MOXeT npopgneBaTbes Ao 1 - 3 mecsaues. KoHTponb agdektmBHocT BOC-Tepanuu npons3BoasT nepen Ha4vanom u
MO OKOHYaHMU KaXdoro Kypca npouenyp nyTeM KOMMIEKCHOrO pM3MONOorM4eckoro mccnegoBaHns yHKLMK
3anuparenbHOro annapara npsMoKn KULLIKK (ChMHKTEpoMeTpus + usnonornyeckoe nccrneaoBaHue pesepByapHoOmn
dyHKUUKN cchopMUMpPOBaHHOrO pesepsyapa). Npu ynydlieHun nokasarenemn ToHyca U COKpaTUTENbLHOM CNOCOBHOCTH
aHarnbHbIX CPUHKTEPOB MOXHO CTaBUTb BOMPOC O BbIMNOMHEHUN PEKOHCTPYKTUBHO-BOCCTAHOBUTENBHON onepaLuu,
HanpaBfieHHOW Ha BO30OHOBMEHME eCTECTBEHHOIO Naccaxa no enyao4yHo-KUWe4yHoOMyY TpakTy [46].

5. MpodmnakTuka n gucnaHcepHoe HabnogeHve, MeAMLMHCKME MOKa3aHWA M NPOTMBOMOKa3aHUsA K
NpUMeHEeHU0 MeTOA0B NPO(PUNaKTUKKN

C yyeTom TOr0, 4to AlC aBnseTcsa HacneacTBEHHbIM 3aboneBaHvem, cneunduyeckon NpoOUNaKTUKA ero He
cywectsyeT [1, 2]. HecmoTpa Ha 9TO, WMEIOTCA [daHHble O W3YYeHUM MPUMEHEHUS HEeCTepPOUIHbIX
NPOTMBOBOCNANMTENbBHBIX U MPOTUBOPEBMATMYECKMX NPenapaToB B KAYeCTBE XMMUONPOMUNaKTUHECKUX CPEACTB Y
nauneHtoB ¢ AlNC. Tlpu 3toM ObINO  NPOAEMOHCTPUMPOBAHO, YTO  HAa3HaAYeHWe  HEeCcTepOWAHbIX
NPOTMBOBOCNANMTENbHBLIX MPenapaToB U3 rpynbl NPON3BOAHbLIX YKCYCHOW KUCMOTbl U POACTBEHHbIX COEANHEHWN, a
TaKkKe M3 rpynnbl KOKCMOOB YMEHbLUAIOT KOMMYECTBO M pasmep MOMUMOB B KPAaTKOCPOYHON nepcnektuee [66 - 69],
OOHaKo [JofrocpoyHas npodunakTMka paka Kak KOHeyHass Tovka He Obima  [JOCTUrHYTa B KPYMHbIX
paHAOMM3NPOBaHHbIX nccnegosaHusax [70 - 72].

PaccmatpuBasa AlC kak obnuratHoe npegpakoBoe 3aboneBaHWe, BaXXHO YTOYHUTb, YTO €AMHCTBEHHbIM
crnocobom npodunaktukn KPP siBnsieTca cCBoeBpeMEHHOE XUpPypruyeckoe nedeHune, onucaHHoe B n. 3. K mepam
NPOUNaKTUKN TakkKe MOXHO OTHECTU TLlaTenbHbIN cOOp CeMeNHOro aHamHe3a y nauueHTta c AlNC, npoBegeHue
HeobX04MMOro reHETUYECKOro NCCIeJoBaHNUs U KOMMIeKkcHoe obcneoBaHne GnvKanmnx KPOBHBIX POACTBEHHUKOB
ONsi CBOEBPEMEHHOIO BbisiBNeHMs 6onbHbIX AIMC 0o Havana nposiBNeHUs KIMMHUYECKOM CUMNTOMATMKN.

AlC 3auacTylo CONpoBOXOAETCA pa3BUMTMEM MHOXECTBEHHbIX MOMUMOB Takke B BepXHWX oTaenax
XKenyao4HO-KMLWEeYHOro TpakTa (kenyaok, ABeHaguaTunepcTHas kuwka). MNMpy aTom nonvnbl yHAANbHBLIX Xenes
BoigBnsAoTcs y 80% nauuweHtoB ¢ AlC [73] u ABRAIOTCA NONMHOCTLIO A06pokavyecTBeHHbIMM 0Bpa3oBaHMsaMK 6e3
3110Ka4YeCTBEHHOIO NOTEeHUuana, He MoBblWas PWUCK PasBUTMSA paka >xenygka [74]. Bmecte ¢ Tem, Hanuuve
afeHoMaTo3HbIX MONMNOB B ABeHaAUaT1nepcTHom kuwwke npu AMNC accoumMmnpoBaHoO ¢ pUCKOM pasBuTus paka B 5%
HabnogeHun [75].

- MaunenTtam c AlNC pekomeHayeTcs NPOBOAUTL 330daroracTpoayoJeHOCKONuIo ¢ Bo3pacTa 25 ner, y Tex
naumeHToB, komy AmarHo3 AlC yctaHoBneH B 6onee no3gHem Bo3pacTe, - C MOMEHTa yCTaHOBKM gmarHosa AlC
[35, 41].

YpoBeHb ybeanTenbHOCTU pekoMeHgaumm - C (ypoBeHb OCTOBEPHOCTU 40Ka3aTenbCTB - 5)

KomMeHTapun: yunTbiBas 4acToTy pasBUTUA paka [ABeHaALaTUNEepCTHOW KUWIKKM, JocTturawwen 5%,
npodunakTnyeckoe yganeHne opraHa He npuMmeHsietcs. [lpy 3ToM [ns Tex NauuMeHToB, Y KOro pak
OBEHafLUaTMNepCTHOM KUWKM  Obin  OUMArHOCTMPOBaH B MpOLEccCe [OUHaMMYeckoro HabnwogeHusa, Obio
NPOAEMOHCTPUPOBAHO MPEMMYLLECTBO B BbPKMBAEMOCTU MO CPaBHEHUIO C TEMWU, KTO 0OpaTumncs K Bpady yxe C
KNMHUYECKOW CMMMTOMaTtukon [76]. B HacTosiee BpeMsi Ansa CTaguMpoBaHMS MOpaXeHwust ABEHaALaTMnepCcTHOWN
KWLLKX 1 onpeferneHunst UHTepBanoB HabnogeHns NpUHATO UCNONb3oBaTh knaccudgukaumo Spigelman A.D. (tabn.
1).



Tabnuua 1. Knaccudmkaumnsa nopaxxenunst ABeHaguatunepcTHon knwkm npu ANC n cooTBeTCTBYOLWAA TakTUKa
BegeHus (no Spigelman A.D. [37, 38]).

KonunyecTtBo 6annos
1 2 3
Yucno nonvnos 1-4 5-20 >20
Pasmep nonuna, mm 1-4 5-10 > 10
M'mcTonornyeckas TybynsapHas TyGynsipHo- BopcuHyaTas
CTPyKTYypa BOpCMHYaTas
CrteneHb gucnnasum Cnabas YMepeHHas Tskenas
Cymma 6annos Cragusa PekomeHgoBaHHasa TakTuka
0 0 OracC uepes 5 net
1-4 | OracC uepes 5 net
5-6 Il OraC uepes 3 roga
7-8 1 OIrAC yepes 1 ron, BO3MOXHO 3HOOCKOMUYECKOE
BMeLLATENbCTBO
9-12 v oroC uvepes 6 - 12 wmecaueB nubo
9H0CKOMUYECKOE/XMPYPrmiyeckoe neyeHme

- Bcem nauyueHtam ¢ AlC, nepeHecwUM  KOMMPOKTIKTOMUIO C  (POPMMPOBAHWEM  WIEO-
pekTanbHOro/pe3epByapo-aHanbHOroO aHacToMo3a, PEKOMEHAYeTCs MPOBOAUTL EXErogHoe 3SHAOCKOMUYecKoe
nccrnegoBaHue ocTaBLUencs YacTu NPSMON KULLIKM, TOHKOKULLEYHOro pesepsyapa [12, 35, 36, 81].

YpoBeHb ybeauTenbHOCTM pekoMeHaaumm - A (ypoBeHb 4OCTOBEPHOCTM JoKa3aTenbCTB - 3)

KomMeHTapuii: B ocTaroLLencs nocne XMpypruyeckoro neyeHns 4actu npsiMon KMLLIKU BO3MOXHO MosiBNeHne
HOBbIX MOSIMMOB, KOTOPbIE NPY OTCYTCTBUM HEOBXOAMMOrO KOHTPONS CKIMOHHBLI K ManurHm3aumi. Kpome Toro, yepes
12 - 18 mecsiueB nocne 3aKpbiTUS WNEOCTOMbl B pe3epByape pasBMBalOTCA MOPONornyeckne n3MeHeHus
3NUTENManbHOWN BbICTUNKU, XapaKTEPU3YOLLMECS YNIOLLEHUEM M COKpaLLEeHNEM YMcna BOPCUHOK, MPUBOOSALLNM K UX
atpodmn ("ToncTokuweyHas meTannasus), 4YTO MOTEeHUuanbHO BeAeT K PUCKY pPasBUTUS 3MOKaYeCTBEHHOM
TpaHcdopmaumn cnuancton obonouku pesepsyapa [79, 80]. Tak, B pe3ynbTate cuctematudeckoro obsopa 54
paboT, 0606wmBLLINX AaHHble 0 5010 naumeHTax, onepnpoBaHHbIx Mo noeoay AlNC, oTMeYeHo, YTO CyMMapHbIN PUCK
pasBMTUS afeHOM B TOHKOKMLLEYHOM pe3epByape W OCTaBLUEWCS 4YacTuM MPSIMOM KULIKKM Npu dOPMUPOBaHMM
pe3epByapo-peKTanbLHOro aHactomosa coctasun 85% k 20 rogam nocne onepaunn. Puck BelsBNneHns ageHom nocne
onepauun ¢ popMmnpoBaHuUeM Uneo-pekTanbHOro aHactomosa coctasun 85% k 5 rogam nocne onepauuu 1 100% k
10 rogam. KyMmynaTuBHbIN puck pa3suTtus paka k 30 rogam nocne xupyprudeckoro neveHunsa ArC coctasun 24% [81].

- Bcem nmauueHTam, nepeHecluMM xupyprudeckoe reveHue no nosogy AlNC, pekomeHOyeTcs NMpPOBOAWTL
exerogHoe komnriekcHoe Y3WU/KT opraHoB GptolLHOM MONIOCTM M Marnoro tasa aJ1d CBOEBPEMEHHOIO BbISIBIIEHMS
BO3MOXHbIX AeCMOoungHbIx onyxonewn [89, 90].

YpoBeHb yOeanTenbHOCTU pekoMeHaaumm - A (ypoBeHb JOCTOBEPHOCTM AOKa3aTeNbCTB - 2)

KommeHTapuin: AlC-accounnpoBaHHble OEeCMOMbl, Kak NpaBuo, pacnonaratotcs B OprOLWHOW NOSocTy,
BOBJIEKAIOT OpbHKENKY TOHKOW KULLKM M BO3HUKAKOT nocne onepauun. dakropamu pycka passButus 4eCMOM cHMTaoT
Hanmune nodobHbIX OMyxonen B CEMEWHOM aHaMHe3e, XMpypruyeckoe BMEeLLIaTeNnbCTBO Ha OPIOLWHON NonocTu, a
Takke pacnonoxenue B B npomexyTtke co 148 go 1800 kogoHa B reHe APC [60]. Mpu coBnageHun atnx hakTopos
PUCK pa3BUTKS BHYTPUOPIOLLHOM 4eCcMOugHOW onyxonu gocturaet 65% [61, 82].



6. OpraHusaums okazaHuss MEQULIMHCKOW NOMOLLM

nepBVI‘-IHaﬂ cneunann3npoBaHHaa Meauko-CaHuTapHada NOMOLb 6onbHbiM AlC okasbiBaeTcs Bpa4vom-
KOJTOMNPOKTOJIOromM, BpavYoOM-OHKOJIOTOM WU WHbIMKX  Bpa4damMmu-cneunanmcramm B MEeOUUUMHCKUX oOpraHun3auundx,
nMverwnx MMUeH3n Ha okadaHmne CoOoTBETCTBYHOLWNX BUOOB MeONLMHCKOM OeATENbHOCTMN.

Mpu nogo3peHun unm BoisiBrieHnn AlNC y nauneHTa Bpaum-TepanesThbl, Bpaum-TepaneBTbl y4acTKOBbIE, Bpayu
obLen npakTukn (CeMenHble Bpayn), Bpaum-crneLmanucTbl, cpeaHme MeguuuHckne paboTHUKU B YCTaHOBMIEHHOM
nopsiike HanpasNsAlT NauueHTa Ha KOHCYNbTaLMIO B MEOULMHCKYIO OpraHu3auuio, MMeELLY0 B CBOEM COCTaBe
KabuHeT Bpayva-kononpokTonora, n/vnM ambynaTopHbI KONONPOKTONOMMYECKNA LLEeHTP (OTAeNeHre) Ans okasaHus
€My NepBUYHOWN CrneLmann3vpoBaHHOW MeLMKO-CaHUTapHoW nomolin. KoHcynbTauusi B yKa3aHHbIX CTPYKTYPHbIX
nogpasgeneHnsx MeauuMHCKOW opraHv3aumvM gorpkHa OblTb npoBedeHa He no3gHee 15 pabouvx gHenm ¢ pathbl
BblJayun HanpaBieHNsi Ha KOHCYIbTaLUMIo.

Bpau-kononpokTonor opraHM3yeT CBOEBPEMEHHOE KBanMunLnpoBaHHoe obcnegoBaHme naumeHTa, BKovas
onpeneneHne CTeneHu BbIPAXEHHOCTU KMMHUYECKOW CUMMNTOMAaTWMKM, 3HAOCKONUYEeCcKoe uccnefoBaHue, B3siTUe
OMoNCUMNHOrO MaTepmana W KOHCYNMbTauuilo Bpada-reHeTuka. Bpay-reHeTuk BbISICHSET CeMeWHbl aHaMHe3,
COCTaBnsieT poAoCoBHYO0 U HasHavaeT npoBegeHve AHK-amnarHoctukmn B nabopatopum reHeTUKN.

Mpn HeobxogMmocTn neyeHns un yrnybrneHHoro obcnegoBaHWsA B CTAUMOHAPHBIX YCNOBUAX MauMeHT
HanpaBnseTcs NevyawyMm BpayoM B KOMOMPOKTOMOrM4eckoe OoTAerleHne UNM MHYK MeOMUMHCKYH opraHv3auuio,
0OKa3bIBaKoLLY0 MEAMLUHCKYIO NOMOLLb B CTALMOHAPHBLIX YCAOBUSIX NaumMeHTam no npodunto "kononpokronorms”.

Bpau-kononpoktonor MeAuLMHCKOM OpraHusauuu, WUMmelwen B CBOeM cocTaBe kabuHeT Bpava-
KONOMpOoKTOmora, amOynaTopHbIA  KOMOMPOKTOMNOMMYECKUn LUeHTp (oTAeneHwe), HanpaBnseT nauMeHTa B
MeAMUMHCKNE OpraHusauuv, MMetoLwwmne Ans okasaHus MeauLMHCKOM NOMOLLM B CTAUMOHaPHbLIX YCMOBUSAX B CBOEM
COoCTaBe KOSOMPOKTONOrnMyeckoe OTAeNeHne Uu reHeTuyeckylo nabopaToputo (B Criyyae HEBO3MOXHOCTU
YCTaHOBMEHNS AMarHo3a Npu OKasaHWWM MepBUYHOW CcneunanvsnpoBaHHOW MeAUKO-CaHUTapHOW MoMoLM), Ans
oKasaHus crneumanusvMpoBaHHOW, B TOM 4MCIe BbICOKOTEXHOMOMMYHOW, MeauumHcKon nomolwm. Cpok Hadvana
oKasaHus crneumanm3MpoBaHHON, 3a UCKMIOYEHNEM BbICOKOTEXHOMOMMYHOW, MEANLIMHCKOM NOMOLLM onpeaensieTcs
no peweHnt KomMmuccum no 0T60py nauyneHToB Ond rocnutanm3aumn B 3aBUCUMOCTU OT TAXKECTU KIMMHUYECKOWN
CMMNTOMATMKKN, CPOK He p[ormkeH npesblwate 30 kaneHOapHbIX OHEW C gaTbl Bblgauu HarnpaBneHus Ha
rocnutann3auuto.

CneunanusmpoBaHHasi, B TOM YMCIe BbICOKOTEXHOMOMMYHas, MegmumnHckas nomollb npu AMNC okasbiBaeTcs
BpayaMu-KONOMNPOKTONoramm B MeAMLUHCKMUX OpraHM3aunsax, MMeKLLMX B CBOEM COCTaBe KONOMPOKTONornyeckoe
oTOENEHVe, MMEKLWNX FNUMUEH3N0, HeobXoauMmylo MaTepuarnbHO-TEXHUYeckylo 6asy, cepTUdULMPOBaHHbIX
CneumanucToB, B CTaLMOHAPHBLIX YCMOBUSIX U YCIOBUSIX AHEBHOIO CTauMoHapa W BKMoYaeT B cebs AMarHocTuky,
neyexnve AIC, Tpebyowmx MCNonb3oBaHUs chneuunarnbHbiX METOLOB WM CIOXHbLIX YHMKaNbHbIX MEeOULMHCKUX
TEXHOMOrMIN, a Takke MegUUUHCKY0 peabunuTauuio.

MokasaHus Anst rocnuTanu3aunm B KPYrnoOCYTOYHbIA MM OHEBHOWM CTauMoHap MeOULMHCKOW opraHusauumu,
OKa3blBaloLLeN cneumanusMpoBaHHyl0, B TOM YMCIE BbICOKOTEXHOMOMMYHYIO MeAULMHCKYI0 nomollb npu AlC,
onpenensloTcs BpPa4YoOM-KOSONPOKTONOrOM C  MPOBEeAEHMEM MpU  HEOBXoAMMOCTU  MYNbTUAUCLUNINHAPHOMO
KOHCUMMyma.

MokasaHnem Ons rocnuTanusaumm nauueHTa B MEAMLMHCKYIO OPraHn3aumio B 9KCTPEHHOW UM HEOTIIOXKHON
copme aBnsaeTcs:

1) Hanuume ocnoxHeHuin AMC, Tpebyrowmx okasaHua eMy cneunanu3npoBaHHON MEeLMLMHCKON NMOMOLLN B
3KCTPEHHOM M HEOTSIOXKHON hopMeE.

2) Hannune ocnoxHeHui nedvenunst AMNC, Tpebyowmx okasaHus eMy CreLmanu3vpoBaHHOW MELVLUHCKON
NMOMOLLIY B 9KCTPEHHOW N HEOTIIOXHOW hopme.

Moka3aHneM gns rocnMTanvs3aumn B MEAMLMHCKYIO OpraHn3aLmio B NnaHoBoW hopMe SABRsieTcs:

1) HeoGXxoOMMOCTb  BbIMOMHEHUA  CMOXHBLIX ~ WHTEPBEHUMOHHbIX  OAMArHOCTUYECKUX  MEAMLMHCKUX
BMeLLaTenbCTB, TPEBYIOLWMX NoCNeayroLLero HabnoaeH s B YCNOBUAX KPYrMOCYTOYHOMO MM HEBHOIO CTalMoHapa.



2) Hanuuve nokasaHuin K creuuanuanposaHHoMmy nedeHunto AlNC (xupypruyeckoe BMmeLlLaTernbCTBO),
Tpebytowemy HabnogeHns B YCNOBUSIX KPYTNIOCYTOYHOMO UMW AHEBHOIO CTaumoHapa.

lMokasaHMeM K BbINUCKe NauneHTa u3 MeanunuHCKon opraHmnsauunmn ABnAETCA:

1) 3aBeplueHne Kypca neyeHuss UnM OJHOr0 M3 3TanOB OKa3aHusA CcneunanuavpoBaHHOW, B TOM 4ucne
BbICOKOTEXHOMOMMYHON MEAMLMHCKOM MOMOLLM, B YCIOBUSIX KPYrMOCYTOYHOrO MM AHEBHOrO cTauuMoHapa, npwu
YCITOBUN OTCYTCTBUS OCITOXKHEHWUI IedeHus, Tpebylwmux MeOuKaMeHTO3HOW KOPPEeKUUn u/unm MeamuUHCKUX
BMELLATENbCTB B CTALMOHAPHbIX YCIOBUSIX.

2) OTka3 naumMeHTa uWNM €ero 3aKOHHOro MpeAcTaBuTENsd OT Cchneuuanu3npoBaHHOW, B TOM 4ucre
BbICOKOTEXHOMOMYHON MEAMLMHCKOA MOMOLLM B YCMOBUSAX KPYINOCYTOMHOTO WNU  [OHEBHOro CTauuoHapa,
YCTaAHOBMEHHON KOHCUNTMYMOM MeOMLMHCKON opraHM3aumm, okasbiatowlen nederne AINC npu ycnoBumn oTCyTCTBUS
OCINOXHEHWUA OCHOBHOrO 3aboneBaHunst W/NM nedeHnsi, TPeOylLWMX MeOMKAaMEHTO3HOW KOppPeKuun wu/mnm
MeOMLMHCKMX BMELUATESNbCTB B CTALMOHAPHBIX YCIOBUSIX.

3) HeobxogmmocTb nepeBofa naumMeHTa B APYryd MEOULMHCKYID OpraHu3auuio no COOTBETCTBYHOLLEMY
Npodunno OKasaHUa MegMLMHCKON NomMoLLn. 3akrodeHne o uenecoobpasHoCcTu nepeBoaa naumeHTa B NpounbHyo
MEOMLIMHCKYI0 OpraHM3auuio OCYLLEeCTBMSIETCS MOcne npeaBapuTenbHOW KOHCYMbTauum no npeaocTaBreHHbIM
MEeLMLMHCKUM OOKYMEHTaM n/vnu npeaBapuTenbHOro ocCMoTpa nauueHTa Bpadamu-cneymanmctaMmm MeguLmMHCKON
opraHusauum, B KOTOPYIO NNaHMpyeTcs NepeBos.

7. QononHuTenbHaa nHcgopmaumusa (B ToM yucne ¢akTopbl, BNUsOWME Ha ucxon 3aboneBaHus unu
COCTOSIHUSA)

Her.

Kputepun oueHkn kayecTBa MeAULMHCKOW NOMOLLMU

Kputepum oLeHKM KayecTBa NepBUYHON MEANKO-CaAaHUTAPHOW NOMOLLUN B3POCHbIM NPU afeHOMaTO3HOM
nonunosHom cuHagpome (koabl no MKB - 10: D12)

N Kputepun oueHkn kayecTBa OueHka
n/n BbIMOMHEHNA
1. BbinonHeHa konoHockonus (ToTanbHas) Oa/Het
2. BbinonHeHa a3odaroracTpoayoeHocKonums Oa/Het
3. BbinonHeHa KomnbloTepHas ToMorpadus opraHoB GproLLIHON NOMOCTH Ha/Het
4, BbinonHeHa KomnbloTepHasi ToMmorpadus opraHoB Tasa Oa/Het
5. BbINoNHEHO MONeKynapHO-reHeTuyeckoe nccnegosaHue mytaumi B reHe APC | Ja/Het
B KPOBM W/MNWN MOMEKYINAPHO-TeHETUYECKOE UCCMedoOBaHME MyTauui B reHe
MUTYH B kpoBu (Npy yCcTaHOBMNEHUW AnarHosa)

KpMTepvm OLEeHKU Ka4decTBa cneuwaanpOBaHHoﬁ MenMLWIHCKOf;I nomMmown B3pOoCnbIM NpuUu
afeHoOMaTO3HOM nonuno3Hom cuHapome (koabl no MKB - 10: D12)

N Kputepun oueHkn KayecTsa OueHka
n/n BbINONHEHUSI
1. BbinonHeHa konoHockonusa (ToTambHas) (NpW OTCYTCTBMM BbINONMHeHWs Ha |Oa/Het

npegpiaywemM atane u/vnm npu He MHPOPMATMBHOCTU paHee NMPOBEAEHHOro
nccnenoBaHus)



https://login.consultant.ru/link/?req=doc&base=EXP&n=763941
https://login.consultant.ru/link/?req=doc&base=EXP&n=763941

2. BbinonHeHa a3odharoractpogyoaeHockonus (nNpy oTCYTCTBMU BbiNONHeHUs Ha | OJa/Het
npeablaywem atane wu/unu npu He MHAPOPMATUBHOCTM paHee NPOBEAEHHOrO
nccnenoBaHus)

3. BbinonHeHa komnbloTepHasd Tomorpadusa opraHoB 6ptowwiHon nonoctu (npu |Oa/Het
OTCYTCTBMM  BbINOSMHEHWS HA npegpiaywiem aTane w/unu  npu  He
WH(POPMaTMBHOCTU paHee NPOBEAEHHOro UccneoBaHms)

4, BbinonHeHa KommbloTepHasi Tomorpadusi opraHoB Tasa (npu otcyTcTeBum | da/HeT
BbINOMHEHNS Ha NpeablayLeM aTane u/wunm npu He MHPOPMaTMBHOCTY paHee
NMPOBEAEHHOIO UCCIea0BaHUs)

5. BbINOMHEHO MONEKYNAPHO-reHeTuyYeckoe nccnegosaHne mytauni B reHe APC | Ja/Het
B KPOBM W/MNWN MOMEKYNSPHO-TeHETUYECKOE UCCNedoBaHMe MyTauui B reHe
MUTYH B KpoBM (nMpu YCTaHOBMEHUM AMarHosa Wunu npu OTCYTCTBUM
BbINOMHEHNS Ha NpeabigylemM aTane, uWunm npu He HPOPMATMBHOCTM paHee
NpOBEAEHHOI0 UCCrnefoBaHus)

6. BbinonHeHo uvccnepoBaHve  yHKUMKA  cpuHKTEpHOro  (3anupartensHoro) | Oa/Het
annapata  npaMOM  KMWKM  (NpM  NNaHMpoBaHuM  POPMUPOBaHUSA
TOHKOKMLLEYHOrO pe3epByapa)

7. BbinonHeHa KON3KTOMUSI ¢ OpIOLLIHO-aHanNbHOW pe3ekuuen NpsamMon kuwku unu | Oa/Het
nanapockonuMyeckas KOMaKTOMUSA C OpioLHO-aHanbHOM pe3ekumen npsiMon
KWLIKK, WX NanapoCKONMMYeCKN-acCUCTUPOBAHHAas, KOM3KTOMUS C BproLHO-
aHanbHOW pesekumnern NPsIMON KULLKK (Npw Knaccmyeckon dopme)

8. BbinonHeHa nanapocKonMYeckn-accUcTUpoBaHHas KOJNI3KTOMMUS] c|da/Het
(bopMMpPOBaHMEM  WMEOPEKTANbHOTO aHacToMo3a WIM  KOMJKTOMUA  C
¢hopmMMpoBaHMEM UINEOpPEKTaNbHOro aHacToMo3a (Npu ocnabneHHon dopme)
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Mpunoxexne A1

COCTAB
PABOYEM MPYNMbI MO PA3PAGOTKE U MEPECMOTPY
KIMHUYECKUX PEKOMEHOALMN

N ®.1N.0. YyeHas YyeHoe 3BaHune [NpodeccrnoHansHaga
cTeneHb accoumauns
1. AukacoB Ceprei MBaHOBUY | 4.M.H. YneH- Accoumnaumsa KononpoKTonoros
KOPPECMNOHAEHT Poccun

PAH, npodeccop

2. Boiweropogues OMuTpuiA | 4.M.H. Accoumnaumsa KOnonpoKTonoros
BsayecnasoBuny Poccun

3. NmaHnToB EBreHuin | o.Mm.H. YneH- O6uwecTtBO KnunHuueckon
Haymosuny KOppecrnoHAEeHT OHkonoruu

PAH, npoceccop




4. KalwHukos Bnagumup | 4.Mm.H. HoueHT Accoumnaums KononpoKTonoros
Hukonaesuy Poccun

5. Ky3bmMuHOB AnekcaHap | A.M.H. Mpodeccop Accoumanma KononpoKTOMnoros
Mwuxannosny Poccun

6. KyueB Cepreli ViBaHOBUY | O.M.H. Akagemunk PAH Accoumnaums MeaNLIMHCKNX

reHeTMKOB

7. MockaneB Anekcem | K.M.H. Accoumaumsi KononpoKTonoros
Uropesuy Poccumn

8. IMnkyHoB OMUTpUin | K.M.H. Accoumnaumsa KOnonpoKTonoros
KOpbeBny Poccun

9. CaBenbeBa TaTbsaHa Accoumanma KononpoKTOonoros
AnekcaHgpoBHa Poccun

9. CtpenbHukoB  Bnagumup | 0.6.H. HoueHT Accoumnaums MEeANLIMHCKMX
BukTopoBny reHeTUKoB

10. |Toboera MaprapuTa | K.M.H. Accoumaums KOnonpoKTOMoros
XeTaroBHa Poccuun

11. |dponos Cepren | A.M.H. Mpodpeccop Accoumaumsa  KononpoKTonoros
AnekceeBunu Poccuum

12. |UykaHoB Anekcen | 4.M.H. Accoumaumst KononpoKTonoros
CepreeBuy Poccun

13. | LWenbirvH Opun | A.M.H. Akagemuk PAH, | Accounaumsa KOnonpoKTonoros
AHaTonbeBny npocheccop Poccumn

BonblWwMHCTBO 4neHoB paboyen rpynnbl SABASKOTCA 4neHamyn Accoumauun KomonpokTtonoros Poccum.
KOoHMNUKT MHTEepecoB OTCyTCTBYET.

Mpunoxexne A2

METOO0NOIMsA PA3PABOTKN KNUHWYECKUX PEKOMEHOALMA

LleneBas ayoutopust AaHHbIX KITMHUYECKMX PEKOMEHOALNNA:
1. Bpaun-kononpokronoru
. Bpauu-ractpoaHteponoru

. Bpaq N-3HOOCKOMUCTLI

A W N

. Bpauun-xupypru

)]

. Bpaun-oHkonoru
6. Bpaun obuern npakTnkn (CemelnHble Bpaym)

7. Bpaun-tepanesThl



8. Bpauun-reHeTukm
9. Bpaun-nabopaTopHble reHETUKN

B [OaHHbIX KIMHU4YECKNX pekomMeHgaumax BCe cCBeaeHUA paHXuMpoBaHbl NO YPOBHKO OOCTOBEPHOCTU
(,EI,OKa3aTeJ'IbHOCTVI) B 3aBMCMMOCTM OT KONMYECTBa M KayecTBa UccrnegoBaHunin no gaHHom npo6neme.

Tabnuua 1. Wkana oueHKn ypoBHeW OOCTOBEpPHOCTM AokasartenbctB (YOO) ana meTogoB AMArHOCTMKM
(OnarHoCTMYeCcKkux BMeLlaTesnbCTB)

yan PacumdpoBka

1 CuctemaTtndeckme o63o0pbl MCCNegoBaHWA C KOHTponem pedepeHCHbIM MeTooOM Mnuv
cuctematndecknn  063op  paHOOMU3UPOBAHHBLIX — KIMMHWUYECKMX  MCCREeAoBaHWA  C
npUMeHeHNeEM MeTa-aHanumsa

2 OTpenbHble UcCreaoBaHUS C KOHTPONeM pPedEepeHCHbIM MeTOAOM WM OTAeNbHble
paHOOMMU3NPOBAaHHbIE  KITMHWYECKME WCCMEeAOoBaHUS U cUcTeMaTtuMyeckne 00630pbl
nccrnenoBaHun noboro gusarHa, 3a WCKMHYEHUEM PaHAOMU3UPOBAHHBLIX KIMHUYECKMX
nccrnegoBaHui ¢ NpUMeHeHMeM MeTa-aHanmaa

3 NccnepoBaHns 6e3 nocnenoBaTeslbHOMO KOHTpOIA ped)epeHCHblM mMeTogomMm Wuin
nccenegoBaHnAa C pecbepeHCHuM mMeTogomMm, He dBnAWMMCA He3aBUCUMMbIM  OT
ncenegyemoro metoda, wnn HepaHOAOMU3NPOBaHHbIE CpaBHUTESIbHbIE UCCIeaoBaHUA, B
TOM YUcne KOropTHble nccrnegoBaHnA

4 HeCpaBHI/ITeJ'IbeIe nccnenoesaHua, onncaHme KrnmHn4Yeckoro crnyyas

5 MmeeTca nuwb o60CcHOBaHME MexaHM3Ma AEUCTBUS UNN MHEHNE SKCNnepToB

Tabnuua 2. Lkana oueHKM ypOBHEW LOCTOBEPHOCTM Aoka3atenbcTB (YOLO) Anst MeTodoB NpoduIakTUKK,
neyeHus n peabunutauum (NPoUNaKTUYECKNX, NeYebHbIX, peabunnTaLMoHHbIX BMELLATENbCTB)

yan PacwmdpoBka
1 CuctemaTtnyecknit 063op PKU ¢ npumeHeHnem meTa-aHanmsa
2 OtoenbHble PKU 1 cuctemaTtuuveckme o00630pbl MccrieqoBaHuid noboro ausarnHa, 3a

ncknoveHnem PK ¢ npumeHeHnem meta-aHanusa

3 HepaHﬂOMVI3I/IpOBaHHbIe CpaBHUTENNbHbIE UCCITeoBaHNA, B T.4. KOFTOPTHbIE UCClleaoBaHUA

4 HecpaBHuTenbHbIE MCCNeaoBaHNs, ONMcCaHWE KITMHUYECKOTO Cryvas Ui Cepun Criy4aes,
uccnegoBaHus "criydan-koHTpons"

5 MmeeTca nuwb obocHoBaHME MexaHu3Ma OEeNcTBUsSi BMellaTenbcTBa (OOKMMHUYeckune
UCCNefoBaHNs) UM MHEHWE 3KCNEPTOB

Tabnuua 3. Wkana oueHkn ypoBHen ybeantenbHOCTU pekoMeHgauun (YYP) ana metogoB npodunakTuku,
ONarHoCTukK, neveHns un peabunutauum (NPoUNaKTUYECKNX, GUArHOCTUYECKNX, NeYvebHbIX, peabnnuTaumoHHbIX
BMeLLaTeNbLCTB)

YYP PacumdpoBka

A CunbHas pekoMmeHaauus (Bce paccMaTpuBaemble Kputepum 3(pEeKTUBHOCTU (MCXOAbI)
ABNAIOTCA BaXHbIMW, BCE WCCINEOOBaHMA WMEKT BbICOKOE WU YOOBIETBOPUTENBHOE
METOLO0NOMMYEeCKOe KavyeCcTBO, MX BbIBOAbI MO WHTEPECYHOLUMM UCXOdam  SBMSIOTCS
COrriacoBaHHbIMM)




B YcnoBHas pekoMeHaaLms (He Bce paccMaTpuBaemMble Kputepum aeKTUBHOCTH (MCXoabl)
ABMAIOTCA BaXKHbIMWU, HE BCE WCCeOOBaHUS UMEKT BbICOKOE UMW yAOBETBOPUTENBHOE
METOA0MNOMMYEeCcKoe Ka4yecTBO U/UNn NX BbIBOAbI MO UHTEPECYHOLLMM UCXO4aM He SBMSITCH
COrfiacoBaHHbIMK)

C Cnabas pekomeHaauusa (OTCyTCTBME [OKa3aTenbCTB Haanexailero kayectsa (Bce
paccmaTtpvBaemMble Kputepum 3(EPEKTUBHOCTM (MCXOAbl) SABMSIOTCA HEBaXKHbIMU, BCE
nuccrnegoBaHUs MMEKT  HU3KOE  MEeTOAONOrMYECKOe KavyecTBO M MX  BbIBOAbI MO
WHTEPECYIOLLMM UCXOAaM He SBMSIOTCS CornacoBaHHbIMU)

I'Iopn.qox OGHOBIIEHUSA KITMHUYECKUX peKomeH.qauMﬁ.

MexaHn3m OOHOBIEHUS KITMHNYECKMX PEKOMEHAALUMI NpeaycMaTpmuBaeT NX CUCTEMATUYECKYHO akTyanuaauuto
- He pexe YeM OOUH pa3s B TpW roga, a Takke nNpu NosiBfIEHUM HOBbIX AaHHbLIX C MO3MUMK JoKa3aTeNbHON MeaULUHbI
no BOMpocCaM AMAarHoOCTMKK, NeyveHusi, NpodUnakTMKM M peabunutauum KOHKPETHbIX 3aboneBaHun, Hanuvum
000CHOBaHHbIX OMNOSIHEHMWIA/3aMedaHnii K paHee yTBepxaeHHbIM KP, HO He valle 1 pasa B 6 MecsiLeB.

Mpunoxexne A3

CMPABOYHbIE MATEPUAIDI,
BKIIOYASAA COOTBETCTBUE NOKA3AHMWA K NPUMEHEHUIO
W NPOTUBOMNOKA3AHUIA, CTOCOBOB NMPUMEHEHUA U 03 NEKAPCTBEHHbIX
MPENAPATOB, MHCTPYKLIUKX NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O MNMPEMAPATA

[laHHble KNUHU4Yeckue pexkomeHaaunn p33pa6OTaHbI C y4yeToM cneagywuwmx HOpPpMaTUBHO-MpPaBOBbIX
OOKYMEHTOB!

1. ®egepanbHomy 3akoHy oT 21.11.2011 r. N 323-®3 (c uameHeHusimu Ha 24.12.2024 r.) "O6 ocHoBax oxpaHbl
340poBbs rpaxaaH B Poccunckon ®epepaumn’.

2. MNoctaHoBneHuto MNpasutensctBa Poccuiickon ®epgepauum ot 17.11.2021 r. N 1968 "O6 yTtBepxaeHun
MpaBun nosTanHOro nepexoga MEOUUMHCKUX OpraHuM3auuMi K OKa3aHWl MeWLMHCKOW MOMOLLUM Ha OCHOBEe
KNMMHUYECKUX peKoMeHJaLmni, pa3paboTaHHbIX N YTBEPXKAEHHbIX B COOTBETCTBUM C YacTamu 3, 4, 6 - 9 n 11 ctatbu
37 depepanbHoro 3akoHa "O6 oCHOBax OXpaHbl 3400p0Bbs rpaxaaH B Poccuiickon degepaummn”.

3. MNpukasy MuHnctepcTBa 3apaBooxpaHeHns Poccuinckon ®epepauum ot 2 anpensa 2010 r. N 206H (pea. ot
21.02.2020) "O6 yTBEpPKOEHMUM NOPSOKa OKasaHUs MeOULMHCKON NOMOLLM HaceneHuo ¢ 3abonesaHnamMmn ToNcTon
KWLLKW, aHarbHOro KaHana v npoMeXHOCTH KOMONPOKTOMNorMyeckoro npodpuns”.

4. Tpukasdy MwuHuctepcTBa 3gpaBooxpaHeHus Poccunckon ®egepaummn ot 15.03.2022 N 168H "O6
yTBEPXOEHUM NopaAKa NPOBeAEHNS AMCNaHCepHOro HabnaeH s 3a B3pocnbiMu'.

5. lNpukazy MwuHucTepcTBa 3gpaBooxpaHeHuss Poccuiickon ®epepaummn ot 23.12.2020 N 13631 "O6
yTBEepXxaeHuu MNMopsagka HanpaBneHusl 3acTpaxoBaHHbIX WL B MEOULMHCKUE OpraHm3auun, yHKLMM U NOSTHOMOYMS
yupeauTenen B OTHOLEHMM KOTOPbIX ocyLlecTBnsoT MNpaBuTtenscteso Poccuiickon ®eaepaumm nnu degepancHble
opraHbl UICNOHUTENBHOW BNacTW, AN 0KadaHWsi MeAULMHCKOW NOMOLLY B COOTBETCTBUM C €ANHBbIMK TpeboBaHMAMMN
6a3oBow nporpaMMbl 06513aTENBLHOIO MEAULIMHCKOrO CTpaxoBaHus".
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Mpunoxexve b

ANrOPUTMbI AEUCTBUN BPAYA

‘ TlamHenT ¢ noo3perHeM Ha ATIC ‘
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Mpunoxexne B

MHOPOPMALIUA AnA NALUMEHTA

Mpu Hannuun y naumeHTa 6nNmnsknx poaCcTBEHHUKOB, Yy KOTOPbIX paHee Bbin avarHoctuposaH AlC, nubo pak
TONCTOW KWLIKM B MOMOAOM BO3pacTe, NMMB0 MMEenUCb yKasaHWs Ha HanumyMe MHOXECTBEHHbIX MOMWMOB TOMCTOM
KWLLKK, Heobxoammo obpalleHue K Bpady Ans npoBefeHus Heobxoanmbix 06crneaoBaHMn U BO3MOXHOW paHHEn
aunarHocTtukmn AlC.

MaumeHTam ¢ amarHocTupoBaHHbIM AINC Heo6x0aUMO NOMHUTE 06 0653aTENBHOM MOXM3HEHHOM PEryNsSiPHOM
AMHaMn4YeckoM HabnoaeHn n nnaHoBom obcneoBaHUM faxe nocre NpoBeAeHHOro XMPYPruyeckoro NeYeHusl, T..
opraHamu-muLLeHsiMu npu AMNC SBNSIOTCS HE TONbKO 3MIEMEHTbI XenyAo4YHO-KULLEYHOro TpakTa, HO U Apyrue
CUCTEMbI 1 OpraHbl.

Mpunoxenne ' - 'N

LWKAJbl OLUEHKW, BONPOCHUKWU U APYTUE OLIEHOYHbLIE MHCTPYMEHTbI
COCTOSAHUA NALUMEHTA, NPUBEAEHHBIE B KITIMHUWYECKUX PEKOMEHAOALNAX

MHdopmauusa oTcyTcTByeT.






