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TepMuHBI U onIpeaeICHUS

AYTOCOMHO-IOMHUHAHTHBIN THI HACJIEIOBAHMUS — 3TO TUI HACIEIOBAHUS, 1151 KOTOPOTO XapaKTEPHBI
CJIEIyIOUINE MPU3HAKU: KaXAbli OOJIBHONW MOTOMOK UMEET OOJIBLHOTO POAUTENIS; 00Je3Hb BCTpEUYAeTCs
y JI11l 000UX TOJIOB; PUCK HaclieZ0BaHus 3a00J1eBaHUs AJIsl JE€TeH MOPaKEHHOTO POAUTENSI COCTABISAET
50%; y 310pOBBIX TOTOMKOB OOJILHOTO BCE JACTH JIOJKHBI OBITH 3JI0POBHI.

AYTOCOMHO-pelleCCUBHbIN THII HACJIeIOBAHUSI — 3TO TUIl HACJEAOBAaHHUA IMPHU3HAKA, JUJISI KOTOPOTO
XapaKTEpHbI CIIEAYIOLUEe NpPU3HAKU: OOJEe3Hb BCTpeYaeTrcs y JuIl O0OMX MOJIOB; B POAOCIOBHOM
UMEIOTCSl TIEPEPBIBBI; OOJBHBIE JETH MOTYT POXKAATHCSA Y 3M0POBBIX POAUTENECH; eciii 00a ponuTens

OOJIbHBI, TO BCE UX JAETH TOKE OyIyT OOJIbHBI.

IIpo6ana — yenoBek, ¢ KOTOPOrO HAYWHAETCS COCTABJICHUE POMOCIOBHOM IS M3ydYeHHs Ipolecca

HaCcJICa0BaHUsA KaKoro-inbo 3a0oeBaHus cpcan 4JICHOB 0,[[HOI>'I CCMbMU.

PonociioBHOe IpeBo — rpaduueckoe 0ToOpakeHHe JaHHBIX CEMEIHOTO aHaMHe3a, TTOMUMO XapaKTepa
POJICTBEHHBIX CBSI3eH MEXIYy WICHAMU CEMbH OTpakaeT MH(OpMAIMIO O TPOSBICHUU KaKOTO-THOO
NpU3HAKA, COCTOSHUU 370POBbsI WM TATOJIOTUW CPEOd POJICTBEHHUKOB, JaeT BHU3YaJIbHYIO

MH(POPMAITUIO O XapaKTepe HAcIeIOBaHUS TPU3HAKa.

FepMI/IHaJIbeIe (HaCJIeIlCTBeHHLIe) MyTalumm — JIFOOBIE TeHETUYECKUE U3MCHCHUA, UMCIOIITUEC MECTO

BHYTPH KIICTOK-IIPCAIICCTBCHHUIL ITOJIOBLIX KJICTOK; OIIPCACIIATOTCS BO BCCX KIICTKAX OpraHn3Mma.
AHEHOMa — 3TO ,Z[O6p0Ka‘—ICCTBeHHa}I OIIYyXOJIb, ITIPOUCXOAAIIAA U3 KCIIC3UCTOI'O SIMUTCIINA.

Mo — »3TO coOuparenbHBI TEPMUH, HCIONB3YEMbIH [UJII OO0O3HAYEHUS PA3IUYHBIX IO

MIPOUCXOXKICHUIO TTATOIOTUYECKUX pa3pacTaHuil TKaHe! HaJl CIM3UCTON 000IOUKOM.

3y0uaras ajeHoMa — 3TO BapHUAHT IIOJIUIA, 3aHUMAIOIIMM MPOMEKYTOUHOE MOJIOKEHUE MEXIY
aJcHOMaM{ M TUIEPIUIACTUYECKUMHU TOJIUIAMH, XapaKTePHOW OCOOEHHOCTBIO KOTOPOTO SIBISIETCS
BBIPQXKEHHOE paclIupeHre 0a3zajbHBIX OTAENIOB M TOPU30OHTAJBHBIA POCT KPHUIT BIOJIb MBIIIEYHON

IJIACTHHKHU CIU3UCTOH 00O0JIOUKH.

I'uneprnyiacTu4yeckuii MOJIUN — 3TO TOJIUI, 0OPa3YIOIMIUNCA B PE3yAbTaTe OYaroBOW TUIIEPIUIA3UU U

I10 MOp(i)OJIOFI/I'-ICCKOMy CTPOCHHIO HC OTHOCHMHﬁCH K I[O6pOKa'-ICCTBeHHBIM OIMyXOJIIM KUIICYHHKA.

JlecMouIHAs1 OomMyXo0JIb (IECMOH, TECMOMa, arpecCHMBHBIM (PuUOpomMaTo3) — 3TO penKas, JIOKAIbHO
WHBA3WBHAs, HEMETACTa3UpyIolas OMyXOoJib, PAa3BUBAIOMIASCS W3 MBIIICYHOATOHEBPOTHIECKHUX
CTPYKTyp M 3aHHMAaolias MPOMEXKYTOUHOE TIOJIOKEHUE MEXAy JI0OpOKaueCTBEHHBIMH U
3JI0KaUeCTBEHHbIMH HOBOOOpa3zoBaHusMH. Hanbonee pacmpocTpaHeHHOM JOKalu3alueil SBIsSeTcs

nepeansasa 6p}01uHa;1 CTCHKA, BCPXHHUEC U HM)KHUEC KOHCYHOCTH, 6pbl)K€ﬁK& TOHKOM KHIIIKH.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

AJIleHOMATO3HBIM  MOJUMO3HBIM  CHUHAPOM — 3TO PEIKOE  HaCJIEJICTBEHHOE 3abosieBaHMUe,
XapaKTepU3yIoleecs pa3BUTUEM B MOJIOJIOM BO3pacTe MHOXKECTBEHHBIX (Oosee 20) ageHOM TOJICTOM
KAIIKA C WX HEW30eKHOW 3JI0OKAaueCTBEHHOW TpaHcdopmammeil B ciaydae HECBOCBPEMEHHOTO

XUpYypruueckoro jgedyenus [1-2].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

Otnonornyeckord npuunHoi paszputus AIIC sBisieTcss HanmMuue repMUHAIBHOM MyTaluy B OJHOM W3

T€HOB, KOJUPYIOMIUX OCTKU-PETYIATOPHI MEXKIETOUHOM aare3un u anontosa (APC, MutYH).

I'en APC (adenomatous polyposis coli) 6p11 HIeHTU()UIMPOBAH U KapTUPOBAH JIByMSI HE3aBUCUMbBIMU
rpymnmaMu uccnenosareneid B 1986-1987 rr. [3-5]. OH pacnosiokeH Ha ITIMHHOM IUJIEY€ 5 XpOMOCOMBI B
ydgacTke 5q22, BKIouaeT 16 3K30HOB, M3 KOTOPBIX 15 KomaupyroT Oejok, comepxarui 2843
aMuUHOKHCTOTHI [6]. T'en APC orBevaer 3a cuHTE3 crenupuyeckoro Oenka, KOTOpbld (YyHKIIHOHUPYET
KaK OIYXOJEBBIM CyIpeccop, oOecneurBas HOpMaibHYIO Mpoiaudepanuio B KIETKaX CIU3UCTOU
00O0JIOUKH  KEIyJOYHO-KUIIEYHOro TpakTa. Myrtauuun B TeHe APC TpuUBOIAT K CHHTE3Y
«YKOPOUEHHOTO0» Oelika, KOTOPBIA TepsieT (QYHKIMIO TIOJaBICHHS HapacTaloeH TUCTIIa3uy SIUTETHS,
U ABJIAIOTCS] IPUYMHON Pa3BUTHUSL AyTOCOMHOJOMUHAHTHOI'O HACJEACTBEHHOIO CUHIPOMA - CEMEHHOTO
aJIcHOMaTOo3a TOJICTOM KHUIIKH, KOTOPBIA XapaKTEepHU3yeTcs Pa3BUTUEM MHOXECTBEHHBIX aJCHOM C
Mmocieayromeld ux 3jo0kadecTBeHHON TpaHcdopmanueir B 100% ciydaeB [7,8]. Hambomee dacto
BCTPEUAIOIIUMHUCS TUIIAaMU MyTalui B reHe APC ABIAIOTCS JeNelysi, UHCEPIUs CO CABUIOM paMKHU
CUMUTBHIBAHUSI U HOHCEHC-MyTalusd. Jlemenusi xapakTepusyeTcs BBIMAJIEHUEM OJHOTO WJIM HECKOJIbKHX
HYKJICOTHUIOB, YUCIO KOTOPBIX HE KpaTHO 3, u3 HopManbHO# menu JIHK, mHCcepums - 310 BcTaBka
OJTHOTO WJIM HECKOJIbKUX HYKJIEOTHIOB, YMCIIO KOTOphIX He KpatHO 3, B mojekyny JIHK, a HoHceHc-
MyTalus - TUI MyTaluu, MPU KOTOPOM MPOUCXOAUT 0Opa30BaHUE MPEKIECBPEMEHHOTO CTOMN-KOIOHA
[9]. K Hactosimiemy BpemeHu omnmcano Oosiee 2000 yHHMKaIbHBIX TATOTEHHBIX HACJIEICTBEHHBIX
myTaiuii B TeHe APC, omHako HOBbIE MYyTallMd PETYISIPHO HAXOASAT B  MPOJOIIKAIOIIUXCSA
UCCIIEIOBAHUSAX, UTO O0YCJIOBJIEHO KaK Pa3HOPOJHOM MOMYJSLMOHHON MPUHA/JIEKHOCTHIO IPOOaH/I0B,
TaKk ¥ npupoxo camoro rexa [8,9]. [lnsa mepenaun myranuu B reHe APC XapaKTE€pHBIM SIBIISIETCS

ayTOCOMHO-JIOMUHAHTHBIA THIT HACJICIOBAHUSI, UMEIOIIUN PsIJT 0COOCHHOCTEH:

¢ IPU3HAK BCTPLCHACTCA, KaK IIPABUIIO, B KaXIOM IIOKOJICHWH, YTO HA3BIBAIOT HACJICAOBAHHCM IIO

BEPTHUKAJIN;
* JIMLA MYKCKOTO U KEHCKOTO I10J1a TOPAKAIOTCSI C OIMHAKOBOM 4acTOTOM;

* OOJIbHBIE MYKXKUYMHBI MW JKCHIIMHBI OAWMHAKOBO IICPCAAIOT IMPHU3HAK IIOTOMCTBY - MaJIbiUMKaM H

TIEBOYKAM;
* 0OJILHOM WIECH CEeMbH, KaK IIPaBUII0, UMEET OOJILHOTO POIUTENS (PEeKe POIUTEIICH);

* BEPOATHOCTh POXKICHHsI OONBHOrO peOeHka, eciid O0O0NbHBI 00a ponuTens, coctaBiseT 75%, ecnu

OosieH oauH u3 HUX - 50%.

B 2002 roxy BmepBbie ObUTH OMUCAHBI OWasUIeNbHBIE MyTalluu B TeHe MutYH, pacrionoKeHHOM Ha
nepBoit xpomocome B yuactke 1p34 [10]. JlanHbI reH koaupyeT O€JOK SKCUM3MOHHON pernapaiuu
JIHK, y4acTtByrommii B BOCCTAaHOBJICHUM OKHCIHMTEIBHOIO NOBpEXAcHUs ryaHuHa. MutYH-
aCCOLMMPOBAHHBIN MOJIMII03 ABIIACTCS ayTOCOMHOPELIECCUBHBIM 3a0o0JIeBaHUEM,

XapaKTePU3YIOIMUMCS Pa3BUTUEM MHOXECTBEHHBIX aJ€HOM TOJICTOW KMIIKU W puckoM KPP Ha mnx



done, pocruraromum 80% B cilydae HECBOCBPEMEHHOW JMATHOCTUKH W JICUCHHs. XapaKTepHOU
ocobenHocThi0 ATIC, oOycnoBieHHoro myramueil B rene MutYH, siBAsieTCS HaJIM4KUE B TOJICTOM KUILKE
HapaBHE C aJCHOMAaTO3HBIMU MOJIUIIAMH TAKXKE CTEIIOIIMXCA 3y04aThIX aJleHOM, THIEPIUIACTHYECKUX
MOJIUIIOB, CMEIIAaHHBIX MOJUIOB (TUIEpIUIaCTUYECKUEe W ajeHomarosnsie) [11,12]. Jlns nepemauu
MyTalMu B TeHe MutYH XapakTepHBIM SIBISIETCS ayTOCOMHO-PELIECCUBHBIN THUIl HacJeJOBaHUS,

HMMEIOITUHN Psifi 0OCOOCHHOCTEI:

* MPU3HAK BCTPEUYACTCSI PEJIKO, HE B KAXKJIOM ITOKOJICHUU;

* QOJIBHBIC ACTU POXKIAIOTCS, KaK MPABUIIO, Y 3I0POBBIX POTUTEIICH;

* 0OJICIOT B OCHOBHOM CHOCHI (Oparhsi, CECTpPHI);

* y OOJILHOTO POAMTENS MOTYT POXKIATHCS 3I0POBBIC JACTH;

* JIMIIa MYKCKOTO ¥ KCHCKOTO T10JIa TIOPAYKAIOTCS C OJIMHAKOBOM YaCTOTOM;

* BEpPOSITHOCTh POXKJICHHS OONBHOTO peOeHKa B Opake ABYX TeTepo3uroT paBHA 25% I KaKIIOTO

nociacayromero pe6eHKa HE3aBHCHUMO OT YHCJIa YK€ UMCIOIIUXCA OOJILHBIX JIeTe.

[Ipu poxnenun pebenka knnHuueckue npusHaku AIIC He mposBistorcs. B nanpHeiimem mo mepe
pocTa opraHu3Ma OOHapyKMBAETCS TMOSBICHUE MEJIKMX IOJHUIIOB Ha CIM3UCTOW O0OJOYKE TOJICTOU
kuiku [13,14].



1.3 Dnuaemuosorus 3aﬁoﬂgBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

B 2018 rogy B Poccuiickoii @enepanuu BoisiBieHo 6onee 74000 noBbix ciyyaeB KPP [15]. Oxono 5-
10% npuxoauTcs Ha caydaw paka ¢ U3BECTHOW MOJIEKYJISIPHO-TE€HETHYECKOW MPUYUHOM, PH 3TOM JI0
1% cnyuyaeB BbBaHO AIIC [16], KOTOpBIM SBISIETCSA BTOPHIM IO YacTOTE TIE€HETUYECKHU
JNETEPMUHUPOBAHHBIM CUHIPOMOM Mocie cuHapoma Jlunua [17,18]. PacnpocTpaHeHHOCTh MyTaluid B
reHe APC y eBponeiues, o pa3HbIM OLEHKaM, cocTasiiaeT oT 1:6850 - 1:31250 [19,20].

YacTora BCTpeuaeMOCTH OMaJUICNIbHBIX MyTauuil B reHe MutYH, mo pa3HbIM OIIEHKaM, COCTaBIISIET
1:20000 - 1:60000 [19,21].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPynnbl 3200J1eBAHUN UJIU COCTOSAHUN) MO
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

1.4 Konawl mo MKB-10

Kiacc - HoBoo6pazosanus (C00-D48) (11).

bnok - JloOpokauecTtBeHHbIe HOBOOOpazoBanus (D10-D36).
Kom - D12 - lobpokadecTBeHHOE HOBOOOPa30BaHUE 000T0THOM KHUIITKH, TPSIMOU
KUIIIKH, 33JTHETO TPOX0/Ia [aHyca| U aHAJIbHOTO KaHaja:

D12.0 - Cnenoiit Kumiku

D12.1 — YepBeoOpa3HOro OTpOCTKa

D12.2 - Bocxomsiei 000109HOM KUIIIKU

D12.3 - [lonepeunoi 060/104HON KHUIIIKA

D12.4 - Hucxonsmeit 000109YHOM KUIIIKU

D12.5 - CurMoBUIHOM KHIIIKU

D12.6 - O60104HOM KUIIIKA HEYTOYHEHHON YacTH, B TOM YUCIIE
* AneHoMaro3 000I0YHON KUIIKU

* Toncroit kummku bJ1Y

* [Tonmuo3 (BposkKACHHBIN) 000I0YHON KUIITKH

D12.7 - PekTocHrMOMIHOTO COETUHEHUS

D12.8 - [IpsiMoii KUIIKK

D12.9 - 3apnero npoxona [aHyca] U aHAJIBHOTO KaHalla



1.5 Knaccudpukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnsl 32001€eBAHAMA UJIA COCTOSTHU)

K monumno3HbIM cuHApOMaM OTHOCST CUTYyallMd, KOrja mpu obOciienoBaHuM BbIABISAIOT 20 U Oosee
OJUIIOB TOJICTOM KHUIIKKA. Bce OHU OOBEIUHSAIOTCA IMOHATHEM «aJ€HOMATO3HBINA ITOJMIIO3HBIN

CUHJIPOMY.

AIIC knaccuuuUpyrOT 1O KIMHUYECKOMY TEUEHHIO UM BapUaHTy TEHETUYECKOW MYyTallUu.
Knaccuduxamnus nmpumeHsieTcs Iy OMpeesieHNs TSHKeCTH 3a00IeBaHUs U BBIOOpA TAaKTHKHU JICUCHUS

[1,2]. Beimensitor cienyronue KmuHudeckue Gopmbl 3a001eBaHMS:

1. Kuaccuueckas ¢opma - Haubosiee yacTo BeTpedaromascss ¢popma, Uisi KOTOpPOH XapaKTepHO
HaJIM4Ue B TOJICTOM KHIIKE COTEH Wid Thicsid (T.e. Oomee 100) monwmoB, a uX 3JI0Ka4eCTBEHHAs
TpaHcopmauus HactynaeT B Bo3pacte 18-40 ner. IlepBble cuMnTOMBI 3a00JIEBaHUSI MOTYT
MOSIBIISITBCSL  y’K€ B JETCKOM Bo3pacte. Kpome Toro, y manmMeHTOB ¢ Kilaccuueckor Qopmoit
3a00JIeBaHMsI MOTYT Pa3BUBATHCS BBIPAKCHHBIC METAOOIMUYECKHE HAPYIIEHUS U aHEMHs, HEPEIKO
BBI3BIBAIOIIME Y JIeTel oTcTaBanue B (pusndeckom pasputum [2,23]. [Ipu knaccuueckoi popme ATIC
myTtaiuu B reHe APC oOnHapyxupaioT npuMepHo B 80% HaOmiogeHuil. B ocTanbHbIX ciiydasx

KOHCTaTUPYIOT Hanuune reia APC TUKOTro THIA.
IIpu xnaccuueckoit popme AIIC AOMONHUTENBHO BBIIEISAIOT CUHAPOM ['apHepa u cunipoM Tropko.

* Cunopom laponepa - couetanue AIIC ¢ omyxomsiMu MSTKMX TKaHEH, OCTeOMaMH KOCTEH uepemna.
Yame Bcero BCTpPEUAlOTCs JACCMOMBI - BBICOKOAM(GEPEHIIMPOBAHHBIE COCIUHUTEILHOTKAHHBIC
OTIYXOJIH, JIOKAJU3YIOIIHUECs B TIepeAHEN OPIONTHON CTEHKE, OpbIKEHKEe TOHKON WJIM TOJICTOM KHUIIIKH,
WHOTZIAa B MEXKMBIIIEUHBIX CJIOAX CIUHBI U IuiedeBoro mosca. [lo cBoeil CTpyKType OmyXojin He
SIBJISIFOTCS  3JTOKAYECTBEHHBIMHU, HE JAlOT METAcTa30B, OJHAKO CKJIOHHBI K arpeCCMBHOMY MECTHO-

JNECTPYKTUBHOMY POCTY U YaCTOMY PELIUIMBUPOBAHUIO.

* Cunopom Tiopko - AIIC B coyeTaHUHM CO 3JIOKAaYECTBEHHBIMH OITyXOJISIMHU IIEHTPAJIbHON HEPBHOMU

CHUCTEMBI - MG,ZIYJ'IJIOGJ'IaCTOMaMI/I.

2. Ocaabnennas popma, 111 KOTOPOM XapakKTepHO HaNU4ue B TojacTol kumike ot 20 g0 100 monumnos,
JIOKAJIU3YIOIINXCS TMPEUMYIIECTBEHHO B TMPOKCUMAJbHBIX oOTHaeNax. KIMHUYEeCKHUe MpOosBICHUS
BO3HUKAIOT B Bo3pacrte 40-45 ner, a MaJIMrHU3A1Ms TIOJIUIIOB MPOUCXOUT B Bo3pacte crapiie S0 et
Ocnabnennas ¢opma Bcrpeuaercss npumepHo y 8% mauuentoB ¢ AIIC. Ilpu ocnabnennoit dopme
AIIC mytamuu B reHe APC BoisBIsAOT npuMepHo B 20% HaOmrofneHuil. B octanbHbIX ciiydasx, mpu

BbIsiBJIeHUH 20-99 monunoB, KOHCTAaTUPYIOT Halnuue reHa A PC TUKOTO TUIA.

3. MutYH-accounupoBanubiii mouauno3s (MAII), oOycioBieHHbIH HamuuueMmM 2 OWaICIbHBIX
MyTaiui B rene MutYH, B oTiinuue OT KJIACCUYECKOW U ociabiaeHHOM (GopM, MpU KOTOPHIX MyTalluu
uMeroT Mecto B rene APC [24-27]. HecMoTpsi Ha JoKalnu3aluio MyTaluid B pa3HbiX renax, MAII
MOJKET MpOsBIATH ceds kak kinaccuueckas ¢popma AIIC (100 u Gonee moaumnoB), Tak v ociabieHHas
(20-99 monumno). B omimune ot knaccuueckod u ocmabnenHou (opm AIIC, mpu MAII Bcerna

BBISBJISIETCS 2 MyTauuu B rene MutYH.



4. lokaunudeckasi popma. K nanHoMmy BapuaHTy 3a00JIeBaHUS OTHOCSTCS KIMHUYECKUE CUTYaIIUH,
korna y poactBeHHuka mnamueHta ¢ AIIC Obuta BbIsSIBJI€HAa XapaKTepHas MyTalus, HO TIpU

KOJIOHOCKOITMH ITOJIMITBI TOJICTOM KHIIKHU BBISABICHBI HE OBLIH.



1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

HaunbGonee wyacThiMu mposiBICHUSIMU 3a0ofieBaHUs npu kiaaccuueckou gopme AlIC  sBASIOTCA
W3MEHEHHS YaCTOThl M KOHCHUCTEHIIMU CTYNA - AUAPEUHBIN CHHAPOM, METa0OINYECKHE HAPYIICHUS, a
Tak)ke HaJIMYue MPUMECH KPOBH W CIM3U B Kane, Oonmu B kuBoTe. [loMUMO TOTO, XapakTepHBIMU
CUMIITOMaMH SIBJISIFOTCSI TaKkke o011asi ciabocTh, TOJOBOKPYKEHHE, KOTOPHIE pa3BUBAIOTCS Ha (OHE
aHeMmud. IlepBble cHMOTOMBI MOSABIIAOTCA B Bo3pacTe 14-16 neT, a 3J10KaueCTBEHHOE MEPEPOXKICHUE
MONMUIIOB HacTymaer B Bo3pacTe 18-40 ner. Ilpu mozgHem oOpamieHHMH BO3MOXHBI MPU3HAKU

HapymcHUA KUIICUYHOH MpOXOOANUMOCTH.

IIpu ocnabnennou ghopme AIIC 0OCHOBHBIMHM Kaj100aMH y NAIUEHTOB CIIy>KaT BbIJICJICHUE KPOBH, CIIU3U
U3 3aHero npoxoza. [Ipu 3ToM nepBble CUMNTOMBI 3a00JI€BaHuUs MOSIBIAIOTCS B Bo3pacte 20-45 nert, a
3JI0Ka4ECTBEHHOE NIEPEPOKACHUE MTOJIUIIOB 3a4acTyl0 HacTynaeT B Bo3pacte crapiue 40 netr. Hanbonee
yacTo auarHo3 ocnabmeHHoil Gopmbl AIIC ycranaBiuBaioT B pe3yibraTre 00CIIEeIOBaHUS MO MOBOAY

KJIMHUYECKOM CUMIITOMATUKH, XapaKTEPHOU JJIsl HATUYHS 3JIOKAYECTBEHHOMW OITYyXOJIM TOJICTOM KHUILIKH.
MutYH-accoyuuposaHnubvlil nonuno3s o KIMHAYECKOW KapTUHE CXO0XK ¢ ociabmenHon popmoit AIIC.

Kpome Ttoro, y mnamuentoB ¢ AIIC wuMeercss BBICOKMII PHUCK Pa3BUTHUS 3JI0KAYE€CTBEHHBIX
HOBOOOpPA30BaHMI BHEKHUIIEYHOW JIOKAJNM3ALMMU: PAK JBEHAJUATUIEPCTHON KHILKH, KEIyIKa,
IIMTOBUIHOM “Kelie3bl, TOJOBHOTO MO3ra, remaro0i1acToMbl (MOTYT BO3HHMKATh y JIE€TEH), OIyXOJH

renaToOnInapHou cucteMsl [23].



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

Huarnoctuka AIIC ocHOBaHA Ha KIMHUYECKOW KapTHHE 3a00JIeBaHMsI, JAHHBIX CEMEHHOTO aHaAMHE3a,

3HI[OCKOI'IH‘I€CK0171 KapTHHC U MOJICKYJIAPHO-ITCHCTHYCCKOM HCCIICTOBAHUU.

IIpu ycranoBke pamarso3a AIIC HeoOXomuMo TPOBOAUTH AH(GHEPESHIHAIBHYIO JTUATHOCTHKY C

JIPYTrUMU 3a00JI€BaHUSIMU 1 HACTIEACTBEHHBIMU CUHAPOMAMU:
* PaK TOJICTOM KUIIKHU

e cuHipoM JIuHua

» cugapowm llentna-Erepca

* JOBEHWJILHBIN TTOJIMIIO3

Ipunyunst popmuposanus ouacrnosa.

Huarno3 AIIC ycTanaBiauBalOT Ha OCHOBaHUM KIMHMYECKOM KapTuHbI (Hamuuue 20 u OoJiee MOIUNoB
TOJICTOW KHIIKH) U PE3YAbTATOB T€HETUYECKUX MCCIENOBAHUN C yKa3aHWEM HaJU4Hs U JIOKAIU3alun
myTauuii B rere. [locnennue aBa kputepus 0COOEHHO Ba)KHBI Ui KIIMHUYECKOTO T€HETHKA, y4acTHe

xoroporo npu AIIC HeoOxoaumMo B paMkax pabOThl MyJbTUAUCIMILUIMHAPHON KOMAH/IbI.

[Tpu nanuyuu 100 1 Gonee MOMUIOB TOJICTOW KUIIKH yCTAaHABIMBAIOT JTUArHO3 KIACCHUUECKON (POPMBI

AIIC. Ipu BoIsiBIeHHHN MyTaluu B reHe APC yKa3bIBalOT JIOKaJIU3aluio mytanuu. Hampumep:

«AICHOMATO3HBIA TIONIMIO3HBIN CUHAPOM, Kiaccuueckas (opma. Myrtamms B rene APC ¢.2730-
2737del8».

Ecnu y nanueHnra He BBIABILIOT MyTaluio B reHe APC, To koHCTatupyroT Hainmune reHa 4 PC THKOro

tuma. [Ipu 3ToM 1raruo3 GopMyIupyIOT CIASAYIOMIIM 00pa3oM:
«AJIEHOMATO3HbIN OJUNIO3HBIN CUHIIPOM, Kilaccudeckas Gopma. I'en APC AUKOTO TUIIAY.

ITpu kmaccuueckoit popme AIIC u BBISIBICHUU OMYXOJIM MATKMX TKAaHEW yCTaHABIMBAIOT AMATHO3
cuHapoma ['apiHepa, a TakKe yKa3bIBalOT XapaKTep, JOKAIU3ALMIO U pa3Mep OIyXOJIM MATKHUX TKaHEM,

Halpumep:

«ANICHOMATO3HBIN TIOMUTIO3HBIN CHHApPOM, Kiaccuueckas ¢opma. Mytanus B reHe APC c¢2730-

2737del8. Cunapom ["apauepa, necMoma niepeaHeit OprontHoi cteHku 6x13 cmy.

[Ipu xmaccuueckoit opme AIIC u BBIABIECHWM OIMYXOJIW 3aTHEH UYEpPENHOW SIMKH yCTaHABIMBAIOT

JMarHo3 cuHjpomMa Tiopko. DTy 4acTh AMarHo3a (OpMHUpPYET Bpau-HEHPOXUPYPL, HAIPUMED:



«AJIGHOMATO3HBIN TIOMUTIO3HBIN CHHAPOM, Kiaccuueckass ¢opma. Mytamus B reHe APC c¢2730-

2737del8. Cunapom Tropko, Meay1100J1aCTOMa MO3KEUKAY.

[Ipu o6Hapyxennn 20-99 MOMUIIOB TOJCTOM KHUIIKKA YCTAHABIUBAIOT TUArHO3 OCIA0IEeHHOU (POpMBI
AIIC. Tlpu ocnabmeHHoi Qopme 00s3aTeNbHO YKa3bIBAIOT KOJIUYECTBO U pa3Mep BBISBICHHBIX

MOJIMIIOB, a TAK)KE JIOKAIN3AIUI0 MyTalnu B rene 4 PC, Hanpumep:

«AJIGHOMATO3HBIN TOJUIO3HBIA CUHIIPOM, ocliabieHHas ¢opma (52 monumna TOJICTOW KUIIKU, 3-28

MM). MyTtanus B rene APC p.Arg405X».

Ecou npu wamuumu 20-99 NOSMNOB TOJNCTOM KHIIKKM MyTauuio B TeHe APC He BBIABISIOT, TO

koHcTarupytoT qukuid Tunt APC rena, Hanpumep:

«AICHOMATO3HBIA TIOJUIIO3HBIM CHHIPOM, ociabieHHas (opma (34 monwma TOJCTOM KWIKH, 8-34

MM), TeH APC TUKOTO TUIIay.

Ecnu y poacTBEHHUKOB MalMeHTa BbisiBJIeHa MyTalus B reHe APC, To 1axke Mpu OTCYTCTBHUM IMOJIUIIOB
TOJICTOM KHINKA HEOOXOAWMO BbICTaBIATh auarHo3 AIIC, mpm 3ToM 00s3aTeIbHO YKa3bIBAOT

JIOKAJIM3allti0 MyTallkuu, HAIIpUMEP:

«AZICHOMATO3HBIA TIONMIO3HBIA CUHAPOM, AOKIMHWYecKas ¢opma. Mytanus B rene APC c¢.2730-
2737del8».

[Ipu BbIsIBICHUM y MalMeHTa 2 OuauieabHbIX MyTaluil B rene MutYH ycranaBnuBaioT auarno3 MAITI,
IIPA OTOM YKa3bIBaIOT YMCIIO M Pa3MEpbl NOJIMIOB, a TAKXKE JIOKAIM3ALUI0 MyTauud B reHe MutYH,

Harpumep:

«ACHOMATO3HBIA TMOJUTIO3HBIA CHUHAPOM. MutYH-accoyuuposannwsiti onuno3 (14 monumnos, 6-25
MM). Mytanuu B rene MutYH p.R231H u p.G382D»y.

[Ipu MAII, ecau uyucno nonunoB Oombiie 100, TO TOYHOE KOJIMYECTBO M Pa3Mepbl IOJMIIOB HE

YKa3bIBaKOT, HAITPUMED:

«AI€HOMAaTO3HBIA MONUMNO3HBIN cuHApOM. MutYH-accoyuuposannwiii nonumno3 (6osnee 100 moaumnos).
Mytanuu B rene MutYH p.R231H u p.G382D».

[Ipu oOHapyxeHun 2 myTtanuii B rene MutYH y pOACTBEHHUKOB MAIMEHTA, JIaXXe MPU OTCYTCTBHH

IIOJIMIIOB MPH KOJIOHOCKOIIMM ycTaHaBIuBarT nuarno3 AlIC, nHanpumep:

«AZIEHOMATO3HBIN MOJUMNO3HBIA CUHApPOM. MutYH-accouunpoBaHHbI NOAUNO3. MyTaluu B TeHe
MutYH p.R231H u p.G382D. [loknuHu4ecKas cTagus».

[Ipu oOHapykeHHH 3JI0KaueCTBEHHOW omyxoiu Ttosuctoil kumku npu AIIC Ha mepBoe mecto B

AWAarHo3¢€ Hy’>KHO BBIHOCHUTDH AWAIHO3 paKa, HAIIpUMEP:

«Pak Bocxomsmient kumku T4NOMO. AneHomMaTo3HBIA TOMUIIO3HBIA CHHAPOM, Kiraccudeckas dopma.
Mytanus B rene APC ¢.2730-2737 del8».






2.1 /Kaa100bI 1 aHAMHE3

Jins nanuenToB ¢ AIIC nanbosee XapakTepHbl jKajloObl HAa YaCTbIN, KUAKUN CTyJ, OOJIU B KUBOTE,
HaJU4Me TMaTOJOTUYECKUX mpuMeceid B CTyine (KpoBb, ciu3b). HekoToppie mMalKUeHThl MOTYT

MPEABSIBIIATH KaJ0OBI Ha OONIYIO CI1ab0CTh, CHIDKCHHUE Beca, B3AyTHE )KUBOTA, TOITHOTY.

e Bcewm mamuenTam, y KOTOPBIX IO JaHHBIM aHAMHE3a U HHCTPYMEHTAJIBHOTO 00CI€I0BAHUS UMEETCS
(umenock) cymmapHo 6osee 20 MOIUIOB TOJICTON KHUIIKH, & TAKXKE TEM, Y KOO UMEETCS CEMEHHBIM
anamue3 AIIC wim B aHamMHe3e Ha (DOHE HAJTUYHS JTFOOOTO KOJTMYECTBA IOJIUIIOB B TOJICTOM KHIIIKE
uMmenuch BHekuiieuHble mposiBieHuss AlIC (MHOXXeCTBEHHBIE aJ€HOMBI JIBEHAIATUIIEPCTHOM
KHILKH/)KEeITyIKa, 1€CMOUIHbIE OIyXOJ1, NalMIISIPHBIA paK IIUTOBUIHOM JKeJe3bl, AU AepMaibHbIe
KHCTBI, OCTEOMBI), PEKOMEHYeTCsl COCTaBIICHHE POJOCIOBHOW C TMOCJICAYIONUM aHAIU30M
XapaKTepHOTO NJisi JAaHHOW CEMbH THIA HACIeIOBaHHs (ayTOCOMHO-JOMHUHAHTHBIN, ayTOCOMHO-

peneccuBHbIi) [24,28-30].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii - C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 5)



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

Bcem nayuenmam ¢ nooospenuem na AIIC neobxooumo nposedenue pusukaibHoeo 00c1ed08anus.
* 00wWuULL ocmomp;

* OCMOMP U NATLNAYUS HCUBOMA,

* HAPYHCHBIUL OCMOMP 00AACTU NPOMENCHOCMU U 3A0HE20 NPOX00d,

* nanvyegoe UCCie008anue NPAMOU KUUKU.

Ilpu obwem ocmompe nayuenma oodpawiaiom 6HUMAHUE HA UHOEKC MAccbl mend, O01eOHOCmb U
CYXOCMb KOJCHBIX NOKPOBOB8, HAIUYUE/OMCYMCMEUE BHEKUUEUHbIX NPOSGIeHULl (ONYXOoau MseKull
mKauetl, canbHvix dcenes). Ocmomp u NATLNAYUIO HCUBOMA NPOBOOAM C YENbIO 8blAGIeHUs ONYXoiell

0p2an08 OPIOWIHOLL NOOCMU, 0ECMOUOHBIX ONYXOJIeU U OYEHKU COCMOAHUS NAXOBLIX TUMPOY3L08.

Ocmomp nepuanaibHol 061acmu NPOBOOSIM HA SUHEKO0SULeCKOM Kpecie 8 NONONCeHUU NayUueHma Ha
CNUHE ¢ MAKCUMATbHO NPUBCOCHHBIMU K HCUBOMY HO2AMU, A NPU HEBO3MONCHOCMU - 8 NOTONCEHUU HA
ooxky. Ilpu napyscrnom ocmompe obnacmu NPOMEHCHOCMU U 3a0He20 NPOXooa 0Opawarom HUMAaHUe Ha
UBMEHEHUsl NEePUAHATILHOU KOJICU, (DOPMY anyca, eeo 3usHue, HAIU4Uue KaKux-iubo usmMeHeHull u
oechopmayuii. Ilpu nanvyesom ucciedo8anuy NPAMOU KUWKY OYeHUBAIOM HAIUYUe Ul OMCYymcmeue
NOMUNO8 8 HUICHEAMNYIAPHOM omoele NpIMOU KUWKU U UX pa3Mmepsl, d mMaxdce Haiuyue uiu
omcymemeue 310Ka4eCmeeHHbIX Ho800Opaszosanutl Ha ux ¢hone. Credyem obpamumsv 6HUMAHUE HA
MOHYC U B0J/le8ble COKPAWEHUS. AHANbHO20 CQUHKMEPA ONs1 OYEHKU COCMOSHUS 3aNUPAMETbHO20

annapama npsamou kuwxu (3AIIK).



2.3 JIabopaTopHbIie JMATHOCTHYECKHE MCCJIeI0BAHUS

e Bcem mnamumentam ¢ nono3peHueM Ha AIIC pexkoMeHayeTcsl BBINOJIHUTH MOJIEKYJISIPHO-

TeHETUYECKOE UCCIIEIOBaHUE KPOBU Ha Hanuuue myTtauuid B reHax APC/MutYH [31-36].
YpoBennb yoenureabHOCTH pekoMenaanuii - C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTeJbCTB - 4)

KomMmenTapuii: omom memoo nossonsem ycmano8ums He MoOAbKO HAAU4ue 3a00esanus y nayueuma,
HO U onpedeiums 6epOSMHOCHb €20 pazsumusi y ewe 300p08020 pebenka. Bcem nayuenmam,
umerowum donee 20 adeHomamosHblX NOAUNOE 8 MOJICMOU Kuuike, Heobxooumo evinoanams /JHK-
ouazHocmuky 6ceil kooupyroujeu nociedosamenvrHocmu eenos APC/MutYH. [lpuuem eciu y 60161020
goisisieno oOonee 100 noaunos, mo 6 Uyensix ODKOHOMUU BDeMeHU YenecoOOPA3sHO HAYUHAMb

uccneoosanue ¢ eena APC, a eciu ux konuwecmso om 20 0o 100, mo ¢ eena MutYH [19,21,22,34].

Memoouxka: npouzeooam 3a60p kpoeu y boavrnoco AIIC, uccrnedyrom Kooupyrowue yuacmku 2eHO8
APC/MutYH. B cnyuae obHapydcenuss mymayuu npou38oosim 3a00p Kpoeu y e20 KDPOBHBIX
poocmeerHuKo8. [10cKkonbKy y KPOBHBIX POOCMBEHHUKO8 MYMAYUU JOKAIUZVIOMCSL 8 MeX Jice Y4aACMKAX
2eHa, Ymo u y nayueHma, nposoosim npuyeibHoe Usy4eHue GblsieileHH020 NOPANCEHHO20 YUACMKA 2eHd.
B cnyuae noomeepoicoenus Hanuuus Mymayuu uccieoyemomy HayueHmy YCmaHasiuearm OUacHo3

AIIC u nasnauarom nposedeHue 3HO0CKONUYECKO20 UCCIe008AHUSL.

e Bcem KpOBHBIM pPOICTBEHHMKAaM NALMEHTAa C IMOATBEPKACHHBIM HAJIMYUMEM MYTAlUM B TEHax
APC/MutYH (netu, OpaThsi U CECTpPBI, MJIEMSIHHUKH) PEKOMEHAYETCS BBIMOIHATH MOJICKYISIPHO-
TEHETUYECKOE UCCIIEN0BAaHUE JUIs IOMCKA AHAJIOTUYHOM MyTAalllH, B CIIy4ae BbIABICHUS KOTOPOU UM
[I0Ka3aHO  MPOBEACHUE  IOKU3HEHHOIO  KIMHUYECKOTO  MOHUTOPMHIA U BBIIOJIHEHHUE
CBOEBPEMEHHOTO OMEPATUBHOTO BMEIIATENILCTBA BO M30€KaHUE 37I0KAYECTBEHHOM TpaHChopMalnu
noumnos [31-33].

YpoBeHnnb yoenureJbHOCTH pekomenaanuii - C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB - 5)

B ciyuae omcymemesus mymayuii 6 eenax APC u MutYH y 6onbhbix ¢ kaunuyeckou kapmurot AIIC
omnaoaem yenecoodpa3sHOCmMb 2eHEMUYECKO20 MECMUPOBAHUSL 8CeX €20 KPOBHbIX pOOCmEeHHUKo8. Ho
6ce smu poOCMBEHHUKY NOMEHYUANLHO HAXOOAMCS 6 2PYNNE PUCKA PA3BUMUSL pAKA MOICIMOU KUWKU U

HnyCdCllOl’l’lC}Z 6 NOJHCUSHEHHOM MOHUMOPUHZE.

Kpowme Toro, y nauuentoB ¢ nogo3penueM Ha AIIC no pesynbraTtam 0011ero (KIMHUYECKOT0) aHaIu3a
KPOBU MOKET OBITh IMATHOCTUPOBAHA Keye30e(DUIINTHAST aHEMHUsI, @ OMOXUMHUYECKOE UCCIIETOBAHNE
KPOBH TI03BOJISIET BBISIBUTH AJIEKTPOJIUTHBIE U METAOONIMYECKHUE HAPYIICHUS, THUIONPOTEMHEMHIO (B

YaCTHOCTH, TUII0AJIbOYMUHEMHUIO).



2.4 UucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCccJIe0BAHUSA

o PexoMenayercst BceM namueHTaM ¢ nogo3peHueM Ha AIIC BBITONIHEHUE TOTAIBHON KOJIOHOCKOTUU
¢ ouomncueii [17,19,26, 28].

Yposennb yoenureabHOCTH pekoMeHAanui C (YPOBeHb 10CTOBEPHOCTH J0KA3aTENbCTB - S)

KommenTapmuii: xononockonus s61semcs 0CHOSHbIM U Hauboliee MOYHbIM MemoOOM OUACHOCUKU
AIIC. IIpu oannom uccredosanuu onpeoensiom cmenenb NOPadCeHus paiuidHblx Omoeno8 moicmou
KUWKU NOUNAMU, YMO NPAMbIM 00pa3om énusem Ha evloop makmuku aedenus. C nomowwio ouoncuu
nonyuaiom OanHbvle O 3N0KA4eCMEeHHOU mpanHchopmayuy nOIUNO08 8 pasIudHbIX Y4acmKax moacmotl

KUWKU.

e Pexomenayercss Bcem mnauuentam ¢ AlIC nposenenue OIJIC nns onpenenenus Hanuyus/
OTCYTCTBUSL TIOJIMIIOB B JKEJyAKE, JABEHAJLUATUIIEPCTHOM KHIIKE M HX 3JI0KAYECTBEHHOM

tpanchopmanmu [37-41].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB - 4)

e Pexomenayercs Bcem namnuentam ¢ AlIC nposenenue KT OpromHo# mosioctu, Majgoro Tasza c
LEIbI0 MCKIIOYEHHSI OIyXOJEH BHEKUIICYHOM JIOKAIM3aUHUM W JECMOMIHBIX  OIyXOJeil

WHTpaadJOMHHAIBHOM JIoKamm3aiuu [35,36,42,43].
YpoBenb yoenuTeabHOCTH pekoMeHaanni C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJbCTB - 4)

KomMmenTapuii: npu wuamuuuu 310xauecmeennvix onyxoneu Ha @oune AlIC Oonornumenvho
svinonnsatom KT opeanos epyomnoii kiemxu 015 onpeoenenusi pacnpoCcmpaneHHOCmMU 310KA4eCm8eHHO20

npoyecca u OUACHOCIMUKU OMOAJIeHHO20 memacmdasuposeaHusl oOnyxoijiu.

e [lpu mnmanupoBanum mnarueHty c¢ AIIC omepatuBHOrO BMemarenbCcTBa ¢ (hopMHUpOBaHHEM
TOHKOKHUIIIEYHOTO pe3epByapa PeKOMEeHYyeTcs IpoBeAcHNE (U3UOJIOTHYECKOTO HCCIIeI0BAHUS
GbyHKIHMN COUHKTEPHOTO (3aMpaTeIbHOTO) anmnapara IpsSMON KUIIKA JIJI UCKITIOYCHUS UCXOTHOMN
HEJOCTAaTOYHOCTH  aHAJIBHOTO C(UHKTEpa, KOTOpas MOXKET HETaTUBHO CKa3aTbCAd Ha

(GYHKITMOHAIBHBIX pe3ylibTaTax onepamnuu [44,45].
YpoBenb yoeaurteabHocTH pekoMeHnaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeIbCTB - 5)

e Ilpu HamMuuM 37I0KAUECTBEHHBIX omyxoiel mnpsamol kuiiku Ha ¢(oHe AIIC pexomenayercs
BBINIOJTHEHUE MAarHUTHO-PE30HAHCHOM TOMOrpauu Majoro Ta3za JUuisl OLEHKM HaJIW4us

37I0Kaue€CTBEHHOU TpaHchopManmu u I1yOuHbl nHBa3uu [35,51,59].
YpoBeHb yOeAUTEJIbHOCTH peKkoMeHAaui B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB - 3)

KommenTapwuii: npu ewvissnienuu y nayuenma c¢ AIIC Hoso0Opasoeanus ¢ nooosperuem Ha

maiucHuzayuro - ujiu 3M0KAYECMBEHHOU onyxojiu MOoJICMOl  KUWKU — HeoOX00UMO I’lpOG@@@HH@



OONONHUMENbHBIX Memo008 00cied08anus, npedycmompennvix Kiunuveckumu pekomeHoayusmu no

OuasHoCmuKe U 1e4eHuro paka 060004YHOU KUWKU, PAKA NPAMOU KUWKU.



2.5 Uuple TMArHOCTHYECKHE MCCJIeIOBAHNSA
Her.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1 KoncepBaruBHOe JieueHH e

MeronoB Hexupyprudeckoro seuenust AIIC we cymecrsyer [1,2,35,47].

3.2 Xupypruueckoe Jje4eHUue

B Hacrosiee BpeMs ocHOBHbIM MeTooM JieueHust AIIC sBnsiercs xupypruueckuid. [1pu atom neuenue
AIIC cnenyer BBIIOJIHATH B CHELAAIN3UPOBAHHBIX CTALIMOHAPAX, ITOCKOJIBKY YacTOTa OCIIOKHEHUN U
(YHKIIMOHAJIBHBIN UCXOJl CYIIECTBEHHO 3aBUCUT OT KBAIM(PUKALMU XUpypra (B 4aCTHOCTH, OT YMcCIia

MPOBE/ICHHBIX aHAJOTUYHBIX BMEIIATEIbCTB) [48].

e Ilpy BBINONHEHMM XUPYprudyeckux BMemarenabcTB nanueHtaM ¢ AlIC  pexomenayercs

HCTOJIb30BAHUE JIAIAPOCKOIMMYECKUX TEXHOJIOTUI MPU TEXHUYECKOU Bo3MOxkHOCTH [49,50,83,84].
YpoBeHb YOeAUTEeIbHOCTH PeKOMEeHAanni A (YPOBEHb J0CTOBEPHOCTH 10KA3aTEIbCTB - 2)

KomMeHTapuu: npumenenue 1anapockoOnu4ecKux mexHon02uti n0360Js1em yMeHbuums onepayuoHHyo
Mpasmy, CHU3UMb YPOBEHb NEPUONEPAYUOHHBIX OCIONMCHEHUN, obecneyusaem 603MONCHOCMb DAHHEeU
akmueusayuu O0IbHO20, A MAaKdHce COKpaujeHue cpokos peaburumayuounozo nepuooa [50]. Iomumo
smoeo, y nayueumok c¢ AIIC ucnonv3osanue nanapoCKONUYECKUX MeEXHOLO2UU CHUMCAem PUCK

paszsumus becnioous na 90% [83].

3.2.1 Kauaccnueckas popma AIIC

VYuuThiBas reHETUYECKU-IAETEPMUHUPOBAHHYIO MPUPOAY 3aboseBaHUs (ClIE€A0BATEIbHO, OTCYTCTBUE
BO3MOKHOCTEN KOHCEpPBAaTUBHOTO JICUEHHUS), a TAK)Ke OOJIMUTraTHO-MPEIPAKOBBIA CTaTyc 3a00jeBaHus,
€IMHCTBEHHO BO3MO)XHBIM METOJIOM XHUPYPTHUECKOTO JICUCHHS SBISICTCS yAaJICHUE OpraHa-MUIICHH -

TOJICTOU KHUIIIKH.

o [Ipu nonrBepkneHHoM kiaccuyeckoit popme AIIC BceM manneHTaM peKOMeHAYyeTCs BBIMOTHEHHE
KOJIIPOKTAKTOMUU € (POPMHPOBAHMEM TOHKOKMILIEUHOTO pe3epByapa, pe3epByapo-aHAIbHOIO

aHaCTOMO3a, MPEBEHTUBHOM mieocTtoMuu 52,53, 86].
YpoBeHnb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH I0KA3ATEJIbCTB - 4)

KoMMeHTapmii: npunumas 6o enumanue mMono0ol 803pacm NAYUEHMO8 (Npu KIACCu4ecKkol gopme
3abonesanus mMarugecmayus npoucxooum 6o 2-3 decamusiemuu HCU3HU), ¢ NOMEHYUANbHOU Yeabio

COZ/ﬂ/taJZbHOI;l adanmab;uu nocie y()aﬂenuﬂ MOJICMOU  KUWIKU BbINOAHSIOM NAACMUYECKUL IMman



onepayuu - hopmuposanue pesep8yapa u3 OUCMAILHOLU Nemiu NO0B300UHOU KUUWKU, HU3BEOeHUe
NOJYYEHHOU KOHCMPYKYUU 8 NOJNOCMb MA3d C HANOHCEHUEeM pe3ep8yapo-aHalbHO20 aHACMOMO3d U

npeseHmMuUBHOU 08YCMBEO0IbHOU urieocmomvl [53].

s ynyywenus xauecmea JHCU3HU NAYUEHMO8 NPU BbINOJIHEHUU XUPYPSUULECKO20 6MeulamenbCmed
B03MOJNCHO CcOXpaneHue 1-2 cM cmeHKU NpaMol KUWKU 8 HAOAHAIbHOU oonacmu 0 popMUpoB8anus
anacmomosa annapamueim cnocooom. Ilpu HeozmoNCHOCMU CchopmMUpOBams aAHACMOMO3 NpU
NOMOWU CUUUBAIOULe20 annapama ciedyem GblNOJHUMb OPIOUWHO-AHATILHYIO Pe3eKYU0 NPAMOU KUUKU
U HAJLOJXCUMb PYYHOU pe3ep8yapo-aHaibHbli anacmomos. Hecmomps na mo, umo npu ucnonv3oeanuu
cuusaowe2o annapama coxXpaHsaemcs Heoonbwou pasmenm cau3UCmor 000NI0UKU, PUCK PA3EUMUS
paka 6 5mou 001acmu HeblICOK U COOMEEemcmayem mako8omy Npu @GOPMUPOBAHUU DYUHO2O

anacmomosa [54].

PQKOHC'mpmeMGHyIO onepayuro no e60CCNAHOBGIEHUIO HenpepvleHoCmu KulledHuka - 3dKpvlmue
UeoCmomsl - 6blNOJIHAIOM HE paHee, Yem 4epes3 ],5-2 mecAaya nocnie nepeulmoﬁ onepayuu npu yciosuu
cocmosAamelbHocmu U606  MOHKOKUUIeYHOcO  pesepeyapd, a makoice  pesepeyapo-anHaibHoco

aHnacmomosa (I’lO pesyibmanmdam pempozpadnoeo PEHNICEHOTI02UHUECKO2O UCCIe008AHUSL C KOHMpacmom

- pezepeyapoepaguu) [2].

e bonbHOMy ¢ knaccuueckod gopmoit AIIC mpu Hanuuuu NPOTHUBONOKA3aHUNW K (POPMUPOBAHHIO
TOHKOKMILIEYHOTO Pe3epByapa U pe3epByapO-aHAIbHOIO aHACTOMO3a PEKOMEHYeTCsl BBIIIOJIHEHUE

KOJITTPOKTIKTOMUU ¢ (POPMHUPOBAHUEM KOHIIEBOW MIEOCTOMBI [35].
Yposennb yoenureabHOCTH pekoMeHAanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB - 5)

KommenTapuii: npomusonokazanusimu K GbINOIHEHUN) KOINPOKMIKMOMUU C  HopmMuposanuem
MOHKOKUWMEYUHO020 — pe3epsyapa U  pe3ep8yapo-aHdibH020  AHACMOMO3a  AGIAI0MCA:  Haiudue
0eCMOUOHOU ONYXONU, B081eKarujell OpbIXHCeluKy MOHKOU KUWKU, d MaKice aHamomuiecKue
0COOEHHOCMU OPBINHCEUKU MOHKOU KUWKUY, UCKAUAIOUUE BO3MONCHOCMb HU3BEOEHUS 8 NONOCHb
Manoeo masa; HAauuyue HU3KO PACNONIONCEHHO020 paKad NpAMOU KUWKU C Npopacmauvuem 8
OKpYJHCaroujue mKaHu U UHGuUILmpayuel 21emMeHmos mazoe020 OHA, d Maxdce OmKa3 nayuenma om
NIACMUYeCK020 KOMNOHEHMAa Onepayu 8 noib3y Gopmuposanus NOCMOSHHOU UIe0CMOMbL (8 C8A3U C

MUYHOCIMHBIMU NPeONOYMeHUsMU UIU HapyueHuem padomvl 3anupameibHo20 annapama npsamotl
Kuwiku) [35].

3.2.2 Ocaabaennas popma AIIC

BriObop wmeroma xupyprudeckoro jeudeHus ocnabimenHod ¢opmer AIIC 3aBucutr OT BO3pacta
MaHudecTaruy 3a00JIeBaHMs, KOJIMYECTBA, BUIA, PA3MEPOB W JIOKAJIM3AIIUHA BBISBICHHBIX ITOJTUIIOB

TOJICTOM KHIIKH, a4 TAKKC PE3YJIbTATOB TCHETUYCCKOIO UCCIICAOBAHMA.

e bonprHOMy ¢ ocmabnennoit ¢opmoiri AIIC mpu BO3MOXKHOCTH TOJHON HIOCKOIIMYECKOM CaHAIMHU
TOJICTOM KUIIKW W Hanu4yuu He Oonee 10 monumoB pazmepoM >1cM pekoMeHayeTcsl BBITIOJTHEHUE

SHIOCKOTTMYECKOTO yAaJIeHUs MTOJIMIOB TOJICTON KKK [55,87].

YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB - 5)



KommenTapuii: neoOxooumo nomuums, 4mo He3a6UCUMO OmM  pe3yIbmamos  6blNOIHEeHUs
9HOOCKONUYECKOU NOTUNIKMOMUU NAYUEHMAaM mpedyemcs pecyisapHoe OUHamuyeckoe HaoarooeHue,
MaKk KAk OQHHbIUL Memoo AGNAemcs UCKIIOUUMETbHO NOO00EPHCUBAIOWUM U He MOXCem 3aMeHUmb
paoukanvuyro onepayuio [55]. Ilpomueonokazanuamu K dHOOCKONUYECKOU NONUNIKMOMUU CIYHCAM.!
no0o3peHue HA HAIudue MAIUSHU3AYUU 6 KAKOM-IUOO0 U3 NOAUN08, Haiuyue OUCHIA3UU BbLCOKOU
cmenenu 8 MKAHU NOAUNA NO pe3Ylbmamam OUONCuu, 3Ha4uMoe yeeluleHue KoIu4ecmea u pasmepos

NOMUNOB 8 CPOK MedAHCOY 08YMS OIUNCAUMUMU KOTOHOCKOnUAMU [55].

e IIpu ocnabnennoit popme AIIC u BbIsiBIEHUHU OuamienbHON MyTanuu B rene MutYH, a Takxe npu
OOHapyX€HUU B MNPIMON KHUIIKE HE3HAYUTEIHHOIO KOJIMYECTBA TIOJUIIOB, PEKOMEHAYyeTCs

BBITIOJTHEHUE KOJIPKTOMUHU ¢ (HOPMHUPOBAHUEM MIICOPEKTATIHLHOTO aHacTomo3a [35,56,57].
YpoBenb yoenuTeabHOCTH pekoMeHaanni C (ypoBeHb JOCTOBEPHOCTH 10KA3ATEJIbCTB - 4)

Kommenrtapmii: xknunuueckas xapmuna AIIC, obycnosnennoco Hanuuuem mymayuu 6 eceHe MutYH,
xXapakmepuszyemcs NnpeuMyueCmeeHHblM NopadCeHueM npagolx O0moeno8 MmoICmOoU KUWKU U
HEe3HAYUMENbHBIM KOAUYEeCEOM NOIUNOE 8 NPAMOU KUWKE, 8 CEA3U C YeM B03MONCHO ee COXpaHeHue
npu xupypeuweckom nedenuu [56]. Ilpu evisasnenuu ocrabnennou popmor AIIC y nayuenmos cmapuie
45 nem npu omcymcmeuu NPU3HAKO8 MANUSHU3AYUU NOIUNOE U NPEeUMYUWeCmEeHHOM NOPA*CeHUU
npasvlx 0Moeno8 MoiCcmou KUUKU MAKHCE B03MONCHO COXPAHEHUe NPAMOU KUWKU U PopMuposaHue
uneopekmanbHo2o anacmomosa. llocne 6vinonHeHUus YKA3aHHOU onepayuu nayueHmam HeooXooum

€JHCe200HbIIL SHOOCKONUYECKULL KOHMPOTb € YOAIeHUeM 6H08b 00PA3VIOWUXCS NOTUNOE 8 NPAMOU KULUIKE

[57].
3.2.3 MAII

e bonpHOMy ¢ MAII npu Hammuuu 20-99 nmonunoB U BO3MOKHOCTH IIOJTHOM HSHIAOCKOIUYECKON
CaHAIlMU TOJCTOW KHUIIKHU (Tpu Hamu4yuu He Oosee 10 monumnoB pazmepoM >1cM) pekoMeHayeTcst

BBITTOJTHEHUE YH/I0CKOIMMMYECKOTO YIAJICHUS MOJUIOB TOJICTOM KUKy [12, 87].
YpoBeHnb yoenureabHOCTH pekoMeHAanui C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeNbCTB - S).

o [Ipu BhIABIECHMU OmaienbHOM MyTanuu B reHe MutYH, a Taxke mpu oOHapy>KeHUU B MPSIMOM
KUIIKE HE3HAYUTEJIBHOIO KOJMYECTBA IIOJIMIIOB, PEKOMEHIYETCH BBIIIOJHEHUE KOJDKTOMHUU C

(dhopMupOBaHUEM HIICOPEKTATBLHOTO aHacTomo3a [35,56,57].
YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB - 5)

o IIpu MAII ¢ xomnuectBoM moiumnoB 100 u Goyiee BceM MamueHTaM pPeKOMEHAYeTCsl BHITIOJTHCHHE
KOJITPOKTIKTOMUU C (HOpMHUpPOBAHHWEM TOHKOKHUIIIEUHOTO pE3epByapa, pe3epByapo-aHAIBHOTO

aHAaCTOMO3a, MPEBEHTUBHOM mwieoctomuu |12, 86].

YpoBenb yoenuTeabHOCTH pekoMenaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJbCTB - 4)

3.3 Jleuenue KPP na ¢pone AIIC



B OonpmnHCTBE CJIy4acB IIpu AUAarHOCTHUKE AIIC BBIABISAIOT HAIUYHE OAVHOYHLIX MW CHUHXPOHHBIX
MHO>XCCTBCHHBIX  MAJIMTHU3UPOBAHHBIX onyxoneﬁ TOJICTOM  KHIIIKH. HpI/I 9TOM  3a4acTyro

cumnromatuka KPP urpaer Benyiyro poib B KIMHUYECKON KapTHHE.

[Ipu BBISIBIEHUU 3]I0KAYECTBEHHOW OIMyXoiu ToicTod kumiku y nanueHta ¢ AIIC nenecooOpasHo
IPOBEJICHUE HE0abIOBAaHTHOTO/aIbIOBAHTHOTO JieueHusl (pu HeobxoaumocTH) no nosoay KPP (cwm.
KIIMHAYECKHE PEKOMEHJAlUU  «3J0KaYeCTBEHHbIE HOBOOOpa3oBaHUA OOOMOYHONW KUIIKU U
PEKTOCHUTMOUIHOTO oTaena» u «Pak mpsamoit kumkwu») [58,59]. IIpu passutun KPP Ha done AIIC
IPUOPUTETHBIM SIBJISIETCS JIEUEHHE OHKOJOTMYECKOro 3a00JIEBAHMSI COINIACHO €ro JIOKAJIM3aluu U

CTEIIEHH paclpOCTpaHEHHOCTH [58,59].

o [Ipu xupyprudeckom jeuenun OompHOTO ¢ KPP Ha ¢done AIIC omepaTtmBHOE BMeENIaTEIbCTBO
PEKOMEHAYETCH  BBIIOJHATh CONIACHO  OHKOJIOTMYECKUMM  IPUHLMIAM, HU3JIO)KEHHBIM B
«KnuH1YecKux peKOMEeHAANMSIX M0 AUATHOCTUKE U JICUCHUIO paka 000J0YHONM U MPSMON KUIIKI)
[58,59], nmomomHsAs €ro yAaJeHHWEM OCTaJbHBIX OTIEIOB TOJICTOM KHUIIKA. YPOBEeHb

yoenurtenbHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTebCTB - 5)

3.4 Jleuenue 1eCMOUIHBIX omyxoJied y manueHTon ¢ AIIC

JlecMouaHBIE OMYXOJMHM — 3TO THUCTOJIOTMYECKH JOOPOKAYECTBEHHBIE, HO MOTEHIMAIBHO JIOKAIHHO
arpeccuBHbIE HOBOOOpPa30BaHUs, KOTOphIE MmopaxkatoT okono 15% manuentoB ¢ AIIC. B otmnuume ot
IpYrux AecMOUIHbBIX omyxoien, AIIC-acconuupoBaHHbBIE 1€CMOUIBI, KaK ITPABUIIO, PACIIOIATalOTCS B
OpIOIIHOM TOJOCTH U BOBJIECKAIOT OPBDKEHKY TOHKOM KHUIIKU. BOTBITMHCTBO M3 HUX BO3HUKAET MOCIIE
IIPOBEICHHOIO OINEPAaTUBHOIO JieyeHus. dakropamMu puUCKa pa3BUTUSA JECMOMIOB CUUTAKOT HaJU4YUe
NOJOOHBIX OIyXOJIEW B CEMEMHOM aHaMHE3€, BHYTPHOPIOIIHbIE XUPYpPrUYeCKUE BMEIIATEIbCTBA, a
TaKXe PACIOJ0KEHHE NaTOTEHHON MyTaluuu B MpoMexxyTke oT 148 no 1800 kononoB B rene APC [60].
[Ipu coBmanenun >TUX (HaKTOPOB PUCK PA3BUTHS BHYTPUOPIONTHONW JECMOUIHON OIMYXOJIH JOCTUTAET
65% [61].

JIoKa3aHHBIX MPEIUKTOPOB pOCTa JECMOUIHBIX OIyXOJIeW He cyliecTByeT. HekoTopble U3 HUX MOTYT
CIIOHTAHHO MPEKPATUTh PACTU, HEKOTOPHIE PETPECCUPYIOT, a IPYTUe MPOAOIKAIOT 6€30CTaHOBOYHBIN
pOCT. Y HE3HAYUTEIbHOIO KOJIMYECTBA MALMEHTOB JSTOT POCT MOXKET ObITh OBICTPBIM U

HEKOHTPOJIUPYEMBIM.

e Ilpu BbisiBaeHUMM y mnauueHtoB ¢ AIIC necMomaHOM OmMyXOinM, pacroiararouiencs B TONILE
OpIOIIHON CTEHKU WU B OpPIONIHOW TMOJIOCTH, PEKOMEHAYeTCs IMPOBEACHHE KOHCEPBATUBHOMN
Tepanuy BHICOKOJIO3HBIMU MperaparaMy TPpyIIbl aHTUICTPOT€HOB B KOMOMHAIIMK C HECTEPOUIHBIM
MPOTUBOBOCIIAJIMTEIbHBIM MPENaparoM W3 TPYIIbl MPOU3BOJHBIX YKCYCHOM KHCIOTHI U

POJICTBEHHBIX coennHEHUM [35, 88].

YpoBeHb yoeauTeabHOCTH pekoMenaanuii C (ypoBeHb T10CTOBEPHOCTH I0KA3aTeIbCTB - 5)



KommenTapuu: gsudy He3nHauumenvHo2o  Koauuecmea U Kavecmeéa — (pempocneKkmugHble,
HeKOHMpONupyembie) NPOoBeOeHHbIX UCCIe008AHULL YOeOUMENbHbIX OAHHBIX 0 NPUOPUMEMHBIX Memooax
nevenus O0ecMouoHvlx onyxoneti Hem. QOHAKO 6 NPOCNEKMUBHOM KO2OPMHOM UCCIEe008AHUMU,
gxarouueuem 64 nayuenma c osHukwumu Ha gone AIIC OecmouOHviMu 6HYMPUOPIOWHBIMU
ONYXONAMU, NOCIe NPOBOOUMO20 HA NPOMANCEHUU KAK MuHumym 1 2o0a JieueHusi 8blCOKOOO3HbIMU
MOOYIAMOopamu ICMPOSEHOBbIX  peyenmopos 8 KOMOUHayuu c HecmepouoHbIM
NPOMUBOBOCNAIUMENLHBIM — NPEnapamom U3  2PYANbl  NPOU3BOOHBIX — YKCYCHOU — KUCIOMbL
NPOOEeMOHCMPUPOBAH OMEen ONYXoau (8 eude cmadunuzayuu unu peepeccuu) 6 85% cnyuaes. Ilocne
00CMUICEHUs. NOTIOHCUMETbHO20 Omeema 003a npenapamos owiia pedyyuposana y 60% nayuenmos,
Ha 3mom ¢hoHe ommeueH MoOIbKO 00uH peyuous onyxonu uepesz 10 nem [62]. Taxum obpazom, poiub
XUPYP2UHECKO20 JleUeHUsl 0eCMOUOHBIX ONYXoaeli 00NHCHA DblMb 02PpAHUYeHa KOppeKyuel 8MopUyHbIX
usmMeHeHull, 00YCI08NIeHHbIX MECMHbIM XApAKmepoM pOoCcma ONnyXoiu, - OOCMPYKYUU IHCETYOOYHO-

KUWEUHO20 MPAKma, Mo4e8bl800uUx nymet, u m.o.



4. MeqMuMHCKAA peadUIuTALUS, MeAUUHCKHE
NMOKA3aHUA M IPOTUBOIOKA3AHUA K IPUMEHEHU IO
METO0B peaduJIMTAUU

Cneunduueckue mepnl peabunuranuu mnanueHToB ¢ AIIC oTcyTcTBYIOT. Y psija MalUeHTOB, Y
KOTOPBIX OlepaTuBHOE BMemareabcTBO 1o moBoay AIIC 3aBepmmiock  GopMHUpOBaAaHHUEM
TOHKOKMILIEYHOTO pe3epByapa M pe3epByapo-aHAJIbHOTO aHACTOMO3a, BO3MOXXHO CHUXEHHE (DYHKLIUU
JepkaHug. Mepbl MEAMIIMHCKOW peaOWiIuTallMid  HampaBIeHbl Ha MaKCUMalbHO  OBICTpOE
BOCCTAQHOBJICHHE B TOCJICONEPAIIMOHHOM TMEPHOE, NOCTHKEHUE COIMAIBHO-TIPUEMIIEMON CTENEHU
a/IafTalluy MalMeHTOB B OOIIECTBE MOCJIEe XUPYPruieckoro jedenus. [Ipu stom peabunurannio Takum
MalyMeHTaM NpoOBOASAT B Tpu AdTama: 1-ii stam (paHHsAs peaOUIuTalMsA) - OCYLIECTBISETCA
HEMOCPEACTBEHHO TMOCIE XUPYPrHYECKOro BmemareabcTBa 1o 14-e cytku. OCHOBHBIMHU 3ajjauamu
SBJIAIOTCS: BOCCTAHOBJICHHE HOPMAJIBHOTO (PYHKIIMOHUPOBAHUS IKEIYJOUYHO-KUIIIEYHOTO TPAKTa,
KOHTPOJIb TOMEOCTa3a, KyNHUpPOBAaHUE IIOCIECONEPALMOHHOIO OO0JEBOr0 CHHIPOMA, AaKTHUBHU3ALUs
MaIMEHTa, 3aKUBIICHUE TOCICONEePallMOHHBIX paH. Bropoit stan peabunuranuu HaYMHaeTcs nocie 15
CYTOK M TPOJOJDKAETCSA MO Mepe HEeOOXOAMMOCTH B TOCIEIYIOIIEM, HamlpaBlieH Ha OKOHUYATEIbHOE
32)KUBJICHUE TIOCJICOTICPAIMOHHBIX PaH C KOHTPOJIEM 3a JEeSATENbHOCTBIO KEMyIOYHO-KUIIIEYHOTO
TpakTa U JpyruxX CUCTEM OpraHu3ma. J[aHHBIN 3Tan BO3MOXHO OCYIIECTBIATH Kak aMOyIaTOpHO, TaK U
B YCJIOBHSIX CTaI[MOHApA JTHEBHOTO WM KPYIIIOCYTOUHOTO MpeObIBaHUsA. TpeTuid sTan peadiInTaiuu
OCYIIIECTBIISICTCS B TMO3JHUN TOCICONEPANMOHHBIN MEepUo y TMAalMeHTOB KaK C IOCTOSHHOU
WIEOCTOMOW, TaK M Tepell PEKOHCTPYKTUBHO-BOCCTAHOBUTENIBbHON —omepanueii. (OCHOBHBIMU
peadMINTALIMOHHBIMU JCHCTBUSMU HA JTAHHOM JTarle SBJSIOTCS KOMIEHcAlusl (PyHKIIUU >KeTyI04YHO-
KHUIIIEYHOTO TPaKTa, a TaK)Ke€ MEPOIPHUATHSA, HAMPABICHHbIC HA BBISBICHUE M KOPPEKIUIO (PYHKIIMH

3aIlIparCjIbHOTO arapara HpﬂMOﬁ KHIIIKH.

[Manimentam ¢ AIIC, mepeHecHIMM XUPYPrUUYE€CKOE BMEIIATEIBCTBO ¢ (POPMUPOBAHHEM BPEMEHHOM/
MOCTOSIHHOM HMJICOCTOMBI, HEOOXOAMMO HCIOIh30BAaHUE KAJTONMPUEMHHKOB M CPEICTB IO YXOdy 3a
ctomoir [63]. [ns yxoma 3a CTOMOW B paHHEM IMOCICONEPAIMOHHOM TEPHUOJE HCIONb3YIOT
CIIEHHUAJIBHBIA TOCIEONEPALMOHHBIA KaIONPUEMHHUK, KOTOPBIM HAKJIEHBAKOT Cpa3y e M0 OKOHYAHUHU
omnepauuu. B mimacTuHe BBIpE3alOT OTBEPCTHE, COOTBETCTBYIOLIEE pa3Mepy cTombl. IIpo3padnbiii
MELIOK W CHHUMAIOLIASACS KpBIIIKA IO3BOJIIIOT KOHTPOJMPOBATh COCTOSHHME CTOMBI B DPaHHEM
HocJIeonepaoHHoM nepuoje. st qanbHeero yxoaa 3a CTOMOM NalMeHTy NoA0UPatoT OJHO- WK
JIBYyXKOMIIOHEHTHYIO CHCTEMY C VYYe€TOM (PYHKIIMOHAJbHBIX OCOOEHHOCTEH CTOMBI, penbeda

HCpHCTOMaHbHOﬁ O6J'IaCTI/I, WHIAWBHUYaJIbHBIX HpeHHO‘-ITeHI/Iﬁ 1 BO3MOXHOCTHU 06yquI/1$1 nanueHTa.

o [Tanmentam c¢ AIIC mnepexn BBINOJHEHHEM PEKOHCTPYKTUBHO-BOCCTAHOBUTEIBHON ONEpanuu
PeKOMeH/IyeTcsl BHIMOTHEHUE UCCIeN0BaHus QYHKIMN CPUHKTEPHOTO (3amUpaTeIbHOr0) anmapara
npsIMON KUIIKU (CHUHKTEpOMETpHUsL, MPOPUIOMETPHS, HCCIeT0BaHIE TIPOBOJUMOCTHU 110 CPAMHOMY
HEpBY) C MOCIEAyIoleld KOHCYJIbTalui Bpaya (PYHKIIMOHAJIBbHON IMAarHOCTUKUA NP BBISABICHUU

GYyHKIIMOHAIBHBIX HapylIeHui [45].

YpoBeHnsb yoeauteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH J10KA3aTeJbCTB - 5)



KomMmenTapuu: y psoa nayuenmos, y KOMOpwIX onepamusHoe emeuiamenbcmeo no nogody AIIC
3a8epuUIOCch POPMUPOBAHUEM MOHKOKUULEYHO20 pe3eps8yapd, BO03MOJCHO CHUJICeHUue QyHKyuu
oepxcanus, 00VCI08leHHOEe  YOaleHuem amMnyivl HpaMol  KUWKU U UHMPAONEpayuoHHOU
mpasemamuzayueli 3anupameibHo20 annapama 6ciledcmeue PopmMupo8arus pe3epsyapo-aHaibHO20

anacmomosa [64,85].

e Ilpu BoiaBnenun y mnanuenta c¢ AlIC, mepeHecuiero KOIMPOKTIKTOMUIO € (HOPMHpPOBAHUEM
TOHKOKHUILIEYHOTO pe3epByapa U pe3epByapO-aHAJIBLHOIO aHACTOMO3a, HEIOCTATOYHOCTH aHAJIbHOTO
chunkTepa 2-3 CTENEHU Iepe]] PeKOHCTPYKTUBHOM orepanneil pexkoMenayercs: nposenaeHue 10-
JTHEBHOTO ITUKJIA AJIEKTPOCTUMYIISIIUU C UCIIOIh30BaHHEM Ouojioruueckoit ooparHoit cBsizu (bOC-
Tepanus W TUOWANbHAs HEWPOMOAYIALMS) B YCIOBHSIX JTHEBHOTO WJIM KpPYIIOCYTOYHOTO

CTallMOHAapa C UEJbI0 YIYUIICHUS 0KUIaeMOr0 KaueCTBa KU3HHU NalueHToB [46, 65].
YpoBeHb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH I0KA3ATEJbCTB - 4)

KomMMmeHTapuu: B peabunumayuu nayueHmos ¢ HeooCMmAamoyHOCMbl0 AHAIbHO2O CQuHKmepd, no
OAHHBIM TUMEPamypsl, WUPOKOe NPUMEHeHUe Haulel Memoo ledeHusi, OCHOBAHHbI HA OUON02U1eCKOU
oopamnotui cesazu (BOC), unanpasnenmviii Ha yuyyuieHue COKpPAMUMENbHOU CNOCOOHOCU MblUlY
HAPYXHCHO20 CuHKmMepa u mazo8020 OHA 34 CHem YBeNUUeHUs KAK CUIbl, MAaK U OJUMeiIbHOCmuU
npouU360IbHO20 cocamus [46, 65]. [annvlii Mmemoo osnexkaem 8 npoyecc peabuiumayuu coocmeeHHbvle
pecypcovl Opeanusma ¢ 6blpaboOmKOU NPABUNLHBIX HABLIKOE HA YPOBHE CO30AHUSL HOBbIX YCIOGHO-
pegnekmophvix cesazeil. Tax oce 3phekmusHbvim 1615emcs Memoo MmudUAIbHOU HEeUpoOMoOYIAYUU, NPU
KOMOpPOM 3/IeKMPpU4eCcKUutli. MoK HO OOHUM HEPBHbIM NYMAM MOOYIUPYem CYyuecmeosasulyio pauee
AKMUBHOCMb 8 OPY2UX HEPBHBIX NYMAX UIU YeHmpax. UpecKodCHYI0 dNeKmpoCcCmumMynsayuo 3a0He2o
OonbULeDEPY0B020 Hep8a NPUMEHAIOM NPU QYHKYUOHANbHBIX 3A001€8AHUAX OP2AHO8 MAl020 masd,
mak Kak 6 cocmase 3a0He20 00nbuiedbepyoso2o Hepsa npoxoosm eonokna uz Il u Il kpecmyosvix
Ce2MeHMO8 CNUHHO20 M032d, Uueparujue 3HaYumenbHy0 poib 8 UHHEPBAYUU NPIMOU KUUKU, MOYEB020
ny3svips u ux cgunkmepos. [[okazano, umo muluieunvie CMpyKmypvl OMKIIOYeHHO20 3anupameibHO20
annapama Mocym peasuposamsv HA Mepanurd OUOIOUHEeCKOU O0OpAmHOU C883bI0 U NpoedeHuUe
MUOUATILHOU HEUPOMOOYIAYUU C YeTUuYeHUeM KAK MOHYCA, MAaK U CUlbl 801e6blXx COKpawenui [46,
65]. Cmumynayuio muOUAIbHO20 HEP8A NPOBOOSM C NOMOWLIO HAKOHCHO2O CIMUMYIUDYIOULE20
IeKmMpooa, 4mo no3eoisem nayuenmy nocie Kypca npeosapumeibHo20 00yyeHUs npoooJHcums Kype
JleYeHUsl CamoCmosimenbHo 8 OOMAWHUX YCA08UsX. B maxom cnyuae Kypc neuenus ¢ edxceOHe8HbIMU
ceancamu CMUMYIAYUU moxcem npooieeamuvcs 0o 1-3 mecayes. Konmponwv a¢pgpexmusnocmu 5OC-
mepanuu Npou3eo0Am Nneped HAYALIOM U NO OKOHYAHUU KaAHCO020 Kypca npoyeoyp nymem
KOMNJIEKCHO20 (DU3UON02UHECKO20 UCCe008aHUS PYHKYUU 3aNUPAmenbHo20 annapama npsamou KUuKu
(cihunkmepomempusi + @usuonocuyeckoe UCCIe008aHue pe3ep8yapHoll GYHKYuu chopmupo8antozo
pesepgyapa). Illpu ymyuwenuu noxazameneti mMoHyca U COKPAMUMENbHOU CNOCOOHOCMU AHANTbHBIX
cpuHKmepos8 MONCHO CMasumv 6ONPOC O BbINOJIHEHUU PEKOHCMPYKMUBHO-80CCMAHOBUMENbHOU
onepayuu, HANpPaeleHHol HA 60300HOGNIEHUE eCMEeCmE8EeHHO20 NACCaMCad NO JHCeNYOOUHO-KUULEUHOMY

mpaxmy [46].



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

C yuetom toro, uto AIIC siBisieTcss HacneACTBEHHBIM 3a00J€BaHUEM, ClielU(PHUUecKor MPOPUITAKTUKA
ero He cymectByer [l1,2]. Hecmorps Ha 3TO, HMMEIOTCS [AaHHBIE O W3YYEHUH MPUMEHEHHS
HECTEPOUIHBIX POTUBOBOCHAIMUTENbHBIX IPENAPaTOB B KAUECTBE XUMHUONPO(PUIAKTUIECKUX CPEACTB
y marmueHtoB ¢ AIIC. Ilpu stom ObUIO TPOAEMOHCTPUPOBAHO, YTO HA3HAYEHHE HECTEPOUIHBIX
MIPOTHUBOBOCIIATTUTENBHBIX TPEMAapaToB M3 TPYMIBl MPOU3BOJHBIX YKCYCHOW KHCIOTHI, a TakXKe W3
IPYyMNIbl KOKCUOOB YMEHBIIAIOT KOJIMYECTBO U pa3Mep IMOJIUIIOB B KPATKOCPOYHOU MEpPCHeKTHBE [66-
69], oqHako monrocpodHas NpoduiakTUKa paka Kak KOHEYHas TOUKa He OblIa JOCTUTHYTA B KPYIHBIX

PaHIOMU3HPOBAHHBIX UccaeaoBaHusxX [70-72].

PaccmarpuBass AIIC kak oOnuratHoe mpenpakoBoe 3a00JieBaHME, Ba)XXHO YTOYHHUTb, YTO
€IMHCTBEHHBIM criocoboM mnpodunaktuku KPP sBisercss cBoeBpeMeHHOE XUPYPrUUECKOe JICUCHUE,
omucanHoe B 1.3. K MepaM NpoQMIakTHKK TaKK€ MOXHO OTHECTH TIIATENbHBIA COOp CeMEeHHOTro
aHamHe3a y mnanueHta ¢ AlIIC, mnpoBeneHne HEOOXOIMMOIO TI'€HETUYECKOTO HCCIENOBAaHUS U
KOMILIEKCHOE 00cieoBaHue OMMKaMIInX KPOBHBIX POJCTBEHHUKOB /JIi CBOEBPEMEHHOTO BbISIBICHUS

6ompHBIX AIIC 10 Havgama MposSBACHUS KIMHUICCKONH CUMITTOMATHKH.

AIIC 3adacTyio CONpPOBOXKIAETCS PA3BUTUEM MHOKECTBEHHBIX IOJUIIOB TAaKXKE B BEPXHUX OTIENAX
KEJTyJOYHO-KUIIIEYHOTO TpakTa (KeIyloK, JABEHaALATUNEpCTHas Kuiika). [lpu 3TOM momumsl
byHnanpHbIX kene3 BbBISAOTCA Yy 80% mamumentoB ¢ AIIC [73] u SBISIOTCS TMOJTHOCTHIO
N00pOKaueCTBEHHBIMU 00pa30BaHUSIMH 0€3 3JI0KQYECTBEHHOTO TOTEHI[Malla, He TMOBBIMIAs PHUCK
pa3BuTHa paka okeinyaka [74]. Bmecte ¢ TeM, HaiMuMe aJC€HOMAaTO3HBIX TIOJIUIIOB B
neeHaanarunepctHoit kumike npu AIIC accoruupoBaHo ¢ puckoM pa3BUTHS paka B 5% HaOmOneHUN
[75].

o [TammmenTtam ¢ AIIC pexkoMeHayeTCs TPOBOIUTE 330(aroracTpoyoAeHOCKOIHIO C BO3pacTa 25 JeT,
y Tex mamueHToB, koMy auarHo3 AIIC yctaHoBieH B Oojiee MO3IHEM BO3pacTe, - ¢ MOMEHTA

ycranoBku auarnHosa AIIC [35, 41].
YpoBeHb yoenutTeabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB - 5).

KoMMeHTapuu: yuumovléas yacmomy passumus paka 08eHAOYamunepCmHol KUKy, oocmuearoujel
5%, npogunaxmuueckoe yoanenue opeana He npumensiemcs. Ilpu smom 0ns mex nayuenmos, y Ko2o
paxK 08eHa0yamunepCcmuol KUKy Obll OUACHOCMUPOBAH 8 Npoyecce OUHAMUYECKO20 HAON00eHUs,
ObLIO NPOOEMOHCIMPUPOBAHO NPEUMYULECTNBO B8 BbIHCUBAEMOCINU NO CPABHEHUI0 C memMu, KMo
oopamuica K 6padyy yoce C KIUHUYecKou cumnmomamuxou [76]. B nacmoswee epems 0ns
CMaouposaHust NOPANCeHUsi 08eHAOYAMUNEPCMHOU KUWKU U ONpedelleHUs. UHMEPBAN08 HADII00eHUs

NPUHAMO UCNONB308amb Kaaccuguxayuio Spigelman A.D. (mabn.l).

Tabnuya 1. Knaccuguxkayus nopadicenus  0eenaoyamunepcmuot — xuwku npu ANC  u

coomeemcmayrowas makmuxa eeoenus (no Spigelman A.D. [37,38]).



KonnuyecrBo 6annos
1 2 3
Yucro noamnos 1-4 5-20 >20
Pasmep nonvna, Mm 1-4 5-10 >10
rucronornyeckas cTpykTypa TybynsapHas Ty6ynspHo-BopcuH4YaTas BopcuHyaTtas
CrenieHb Aucnnasum Cnabas YmepeHHas Tsxxenas
Cymma 6asiioB Craunsa PekoMmeHaoBaHHasi TaKTUKa
0 0 Sr4c yepes 5 ner
1-4 I 3r[cC uepes 5 ner
5-6 II 3r4c yepes 3 rofa
7-8 IIT 3r4cC yepes 1 roa, BO3MOXHO 3H/OCKOMMYECKOE BMELLATE/ILCTBO
9-12 v Ir/jC uepes 6-12 mecsyeB 1mb0 3H/JOCKOMUYECKOE/XUPYPrndecKoe 1e4eHne

o Bcem nmanmentam ¢ AIIC, mepeHecnM KOJMMPOKTIKTOMHIO C (POPMHPOBAHUEM HIICO-PEKTATBHOTO/
pe3epByapo-aHAIbHOTO aHACTOMO3a, PEKOMEHAYeTCH TPOBOIUTH €KETOJHOE JHJIOCKOMHYECKOe

HCCIIE0OBAaHUE OCTABIIIEMCS YaCTH IPSMOM KMILKK, TOHKOKHUIIIEYHOTO pe3epByapa [12,35,36].
YpoBeHb yoeaureabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB - 5).

KomMmeHnTapuu: 6 ocmarowetics nocie Xupypeuuecko2o nedeHus 4acmu npsamou KUWKU BO3MONCHO
nosigieHue HOBbIX NOAUNOS, KOMOpble NpU OMCYMCMEUU HeoOX00UMO20 KOHMPONS CKIOHHbI K
manuenuzayuu. Kpome Toro, uepez 12-18 mecsayes nocne 3akpulmus uieocmomvl 6 pe3epsyape
pazsuearomcs  Mopgonocuueckue UMEHeHUs. OSNUMENUAIbHOU  BbICMUIKU, XAPAKMePU3YIouuUecs
YHjlowWeHuem U COKpawjeHuem Yucia 60PCUHOK, Npugooswum K ux ampoguu ("moncmoxuwieynas
memannasus'), Ymo NOMeHYuarbHo 6edem K DPUCKY pPA38UMUs 310KAYEeCMBEeHHOU mpanchopmayuu
cauzucmoti obonouxu pesepgyapa [79,80]. Tax, uz 212 nayuenmos, HaOMOOABUWUXCA 6 PAMKAX
Huodepnanockoeo pecucmpa noauno308, KymMynssimusHslll pUCK pazeumust d0eHOMbl 8 MOHKOKULUEUHOM
pesepgyape npu 10-nemnem Habnooenuu cocmasun 45%: y oeadyamu namu nayuenmos (11,8%)
pPAa3sulach a0eHoMa ¢ maxcelol cmenenvio oucniasuu, u 'y yemvipex (1,9%) paszsunace kapyunoma.

Kymynamuenolii puck pazeumusi paka 6 pesepgyape npu 10-nemuem nadaooenuu cocmasun 1% [81].

e BceM mnamueHTam, mepeHeclIUM Xupyprudeckoe jedenne mno mnosoay AlIC, pexkomenayercs
npoBOANTH exerogHoe komruiekcHoe Y3U/KT opraHoB OpromHON MONOCTH W Majoro Tasa s

CBOEBPEMEHHOTO BBISIBJIEHHS] BOBMOKHBIX JIECMOUIHBIX omyxouen [89, 90].
YpoBeHb yOoequTeJIbHOCTH peKOMeHAAlN A (YPOBEHDb I0CTOBEPHOCTH 10KA3aTeJILCTB - 1).

KommenTapuu: AlIC-accoyuuposanuvie oecmouodwvi, Kak npasulo, pacnolazaomcs 6 OpiouHou
NONOCMU, 8081EKAIOM OPBINCEKY MOHKOU KUWKU U 803HUKAIOM nocle onepayuu. Pakmopamu pucka

paszeumus 0ecmMou008 cuumarom Haiuyue noOOOHbIX onnyJzeL? 8 ceMelHoM anamHese, xupypcuieckoe



eMeuamenbCmeo Ha OPIOWHON NOTOCMU, A MAKN’Ce PACNONONCeHUe namoz2enHot mymayuu om 148 oo
1800 kooona 6 cene APC [60]. Ilpu coénadenuu smux ¢paxmopoé puck pazeumusi 6HympubpIOuHoL

decmouonou onyxonu docmueaem 65% [61,82].



6. Opranusanus oKa3aHusl MeJIUIUHCKON IMOMOIIH

MenuiuHcKas TOMOIIlb, 32 HCKIIFOYCHHEM MEIUIIMHCKOM TTOMOIIY B paMKaX KIIMHUYECKON anpoOanuu,
B COOTBETCTBUU C (eaepanbHbiM 3akoHOM OT 21.11.2011 N 323-®3 (pen. ot 47 25.05.2019) "O6

OCHOBaX OXpaHbl 310pOBbs rpaxaad B Poccuiickoin @enepanuu’ opraHu3yeTcst 1 OKa3bIBaeTCs:

1) B cooTrBeTcTBHHM C IOJOXKEHHEM 00 OpraHu3allkii OKa3aHH:A Me,HHHHHCKOﬁ IIoOMOIIIKM 110 BHOaM
MG,Z[I/II_IPIHCKOﬁ ImoMomi1M, KOTOPOC YTBCPIKAACTCA YIIOJIHOMOYCHHBLIM (l)ezxepaanLIM OpraHoMm

UCIOJHUTEILHON BJIACTH.

2) B coorBercTBUM ¢ TmOpsAKaMU OKa3aHUST TOMOIIM 1O HOpoduiao "KOJompokToiorus'”,
o0s13aTeIbHOMY ISl WCIIOTHEHUsI Ha Tepputopun Poccmiickoit denepannn BCeMH MEIUITMHCKAMHU

OpraHU3aIUAMU.
3) Ha ocHOBe TaHHBIX KIMHUYECKUX PEKOMEHIAITNN.

4) C y4yeToM CTaHAApTOB MEAULMHCKOW TMOMOIIH, YTBEPKACHHBIX YIIOJIHOMOUYEHHBIM (eepatbHbIM

OpraHoM HCITOJTHUTEILHOM BJIACTH.

[TepBuyHas crienmaan3upoBaHHas MEAUKO-CaHUTapHas moMoIs 601pHBIM AIIC oka3piBaeTCs BpadoM-
KOJIOIIPOKTOJIOTOM, ~ BPauOM-OHKOJIOTOM,  BPauyOM-TaCTPOdHTEPOJIOTOM W HHBIMM  BpadyaMH-
CllelMaJuCTaMd B MEIMUMHCKHAX  OpraHu3auusaX, HMEIOIMX JIMIEH3UI0 Ha  OKa3aHue

COOTBCTCTBYIOIINUX BHUI0OB MGZ[PIHI/IHCKOﬁ JACATCIBbHOCTH.

[Ipu nono3penun wnu BeisieiieHn: AlIC y manuenTa Bpauu-TepareBTbl, Bpaul-TEPaIreBThl y4aCTKOBBIE,
Bpauu oOIIel MpaKTUKU (CeMEilHbIe Bpauu), BPauH-CIICIUAIMCThI, CPEIHUE MEIUIIMHCKUE PaOOTHUKU
B YCTAHOBJICHHOM TIOPSIKE HAMPABISAIOT MAIlMEHTA HA KOHCYJIBTAIIMIO B MEAUIIMHCKYIO OpTraHu3aIluio,
UMEIONIYI0 B CBOEM COCTaBe KaOWHET  Bpaua-KOJIOMPOKTOJOra, W/WiIM  aMOyJaTOpHBIHI
KOJIOIIPOKTOJIOTUYECKUN LEHTp (OTAeNeHue) A1 OKa3aHUs eMy NEpBUYHOM CIEeLUaTu3UpOBAHHOU
MEIUKO-CaHUTapHOW Tmomomu. KoHCymbranus B yKa3aHHBIX CTPYKTYPHBIX —TOAPA3ICICHUIX
MEIULIMHCKONW OpraHM3aliy JIO0JKHA OBITh MpOBeAeHa HE mo3aHee 15 pabounx nHEH ¢ AaThl BBIAAYH

HaIpaBJICHWA HAa KOHCYJIbTAIUIO.

Bpad-komonpoKTonor opraHu3yeT CBOEBPEMEHHOE KBaIU(DHUIIMPOBAHHOE OOCIEIOBaHUE MAIMECHTA,
BKJIIOYAsl OINPEEIICHUE CTENEHU BBIPAXKEHHOCTU KIMHUYECKOM CHUMITOMATHKH, 3HJI0CKOIMYECKOE
UCcleIoBaHue, B3sATHE OMONCUIHOrO Marepuaja M KOHCY/IbTalluI0 Bpaua- reHeTuka. Bpau-reHeTuk
BBIICHSET CEMENHBI aHaMHe3, COCTaBIsE€T pONOCIOBHYHO U Ha3Hadaer mnposenenue JIHK-

JAUAardsoCTUKH B na60paTopI/I1/1 TCHCTHKU.

HpI/I H€O6XOI[I/IMOCTI/I JICUYCHUA U er'IY6J'IeHHOI‘O O6CJ'ICI[OBaHI/I$I B CTAaMOHAPHLBIX YCIIOBUAX IMAOMUCHT
HanpaBJIACTCA JICHAIIKMM BpadOM B KOJOIIPOKTOJOTHYCCKOC OTACIICHUC WJIW HHYIO MCIMIMHCKYIO
OpraHu3alHuI0, OKa3bIBAIOIIYIO MCAUIHWHCKYIO IMOMOIIbL B CTAOWMOHAPHBLIX YCJIOBHUAX IMAIUCHTAM IIO

npouiio "KOJIOmpOKTOIOoTHs .

Bpad-komonpokTonor MeIWIMHCKON OpraHu3allid, WMEIOIIEH B CBOEM COCTaBe KaOWHET Bpada-

KOJIOITPOKTOJIOT'a, aM6YJIaTOpHBII\/'I KOJIOIIPOKTOJIOT NYECKUI LHCHTP (OT,[[CJ'IGHI/IG), HaIpaBJIsICT IMAIIUCHTA



B MEJUIMHCKUE OPraHU3alMh, UMEIOIIME I OKa3aHWs MEIUIIMHCKOM IOMOIINM B CTAallMOHAPHBIX
YCJIOBUSIX B CBOEM COCTaBE KOJIOIIPOKTOJIOIMYECKOE OTACICHUE M TeHETUYeCKyro Jiabopartopuio (B
Clly4ya€ HEBO3MOXXHOCTH YCTAHOBJICHUs MArHO3a IPU OKA3aHUM NEPBUYHOU CHEUHATIA3UPOBAHHOU
MEIMKO-CAHUTApPHOM  TIOMOIIM), JUI  OKa3aHWs  CICHHAIM3WPOBAHHOHW, B  TOM  YHCJC
BBICOKOTEXHOJIOTUYHOM, MeIUIMHCKOW momonu. Cpok Hayajla OKa3aHUsl CIEUUATIU3UPOBAHHOM, 3a
VCKJIIOYEHUEM BBICOKOTEXHOJOTMYHOM, MEAUIIMHCKON MMOMOIIX OMPEAEIISIETCS M0 PEIICHUI0 KOMUCCUU
1o 0TOOPY MAIMEHTOB JJISI TOCITUTAIN3AIIMN B 3aBUCUMOCTH OT TSHKECTH KIIMHUYECKON CUMITTOMATHKH,
CPOK HE€ JOJDKeH TpeBbimarh 30 KaleHJapHBIX JHEW C Jarhl BbIJJa4d  HAIpaBJICHUS Ha

TOCIINTAJIN3alluIo.

Cneunanu3upoBaHHas, B TOM YHUCJIE BBICOKOTEXHOJOTHYHAs, MeauiuHckas nomoinb npu AlIC
OKa3bIBACTCS BPAYaAMHU-KOJIONPOKTOJIOTAMH B MEIMIMHCKAX OpPraHU3alUsAX, HMEIIMX B CBOEM
COCTaBE KOJOMPOKTOJIOTUUECKOE OTACICHUE, MUMEIOIINX JIMIEH3UI0, HEOOXOMMMYI MaTepuabHO-
TEXHUYECKYIO 0a3y, CepTH(UIMPOBAHHBIX CIEIUAIMCTOB, B CTAIIMOHAPHBIX YCJIOBHUSAX M YCIOBHAX
JTHEBHOTO CTaIlMOHApa W BKJIIOYAeT B ceOsi quarHoctuky, jedeHue AlIC, TpeOyrommx uCrnoib30BaHUs
CIIEIIMAJIbHBIX METOJIOB U CIIOKHBIX YHUKAJIbHBIX MEIUIIMHCKUX TEXHOJIOTHUM, a TAKKE MEIUIIMHCKYIO

peadbmIuTanmio.

[Tokazanua [0 TOCHUTANIM3AUMU B KPYINIOCYTOUHBIM WJIM JTHEBHOW CTAIl[MOHApP MEIUIIMHCKOU
OpraHu3alMy, OKa3bIBAKOIIEH CHEHUAIM3UPOBAHHYI0, B TOM YHUCJIE BBICOKOTEXHOJOTHUYHYIO
MeIUIMHCKYI0 nomollb nipu AlIC, ompenensitoTcss BpauoM- KOJOMPOKTOJIOTOM C MPOBEICHUEM IPHU

HCO6XO,I[I/IMOCTI/I MYJIBTUAUCIHUIUIMHAPHOTO KOHCHIIMYMaA.

[TokazanueMm s TOCHUATANM3alMM TMANMEHTA B MEIUIMHCKYK) OPraHU3alMI0 B SKCTPEHHOW WIIU

HEOTJIOKHOU opme SBISETCS:

1) Hanuume ocnoxuenuit AIIC, TpeOyroumux oka3zaHus €My CIEUMAIM3UPOBAHHON MEAMIIMHCKON

TTOMOIIIM B OKCTPEHHOHN M HEOTIIOXKHOU (popme.

2) Hamuuue ocnoxHenuid neudenuss AlIC, tpeOyronmux okazaHus €My CHEHHaTIU3UPOBAHHON

MEUIIMHCKOM MTOMOIIIM B SKCTPEHHON U HEOTJIOXKHOM (hopMme.
[Tokazanuem st TOCMIUTATU3AIMKA B METUITMHCKYIO OPTaHU3AIINIO B TIIAHOBOU (hOpMeE SIBIISIETCS:

1) HeoOXomuMOCTh BBITIOJIHEHHS CIIOKHBIX HMHTEPBEHIIMOHHBIX JHAarHOCTUYECKUX MEIUITMHCKUX
BMEIIIATEILCTB, TPEOYIOMNX IOCICAYIONIEr0 HAOMIOACHUS B YCIOBUAX KPYIIIOCYTOYHOTO HWJIH

JAHCBHOT'O CTalKOHAapa.

2) Hannuwme mokazanuii k cuernuanu3upoBanHoMy JiedeHnto AIIC (xupyprudeckoe BMENIaTeIbCTBO),

TpeOyroleMy HaONIOIEHHUS B YCIOBUSX KPYTIIOCYTOUHOTO MJIM THEBHOTO CTAI[MOHAPA.
[Toxa3zanueM K BBINIMCKE NALMEHTA U3 MEAULIMHCKOW OpPraHU3aluu ABJISCTCS:

1) 3aBepmeHHe Kypca JICUCHUA NI OAHOI'O0 U3 3TAIIOB OKAa3aHUA CH@HH&HHBHPOB&HHOﬁ, B TOM 4YHCJIC

BBICOKOTEXHOJIOTUYHOM MGIII/II_II/IHCKOﬁ nmoMon, B YCIOBHAX KPYITIOCYTOYHOTO MM JHCBHOI'O



CTalMOHapa, TMPHU YCIOBUH OTCYTCTBUS OCIOKHEHUU JIeUeHHs, TPEeOyIOMMX MeIUKaMEeHTO3HOU

KOPPCKIUH W/ UIn MCINIMWHCKHUX BMCHIATCIILCTB B CTAIMOHAPHBIX YCIIOBUAX.

2) Otka3 mauuMeHTa WM €ro 3aKOHHOTO MPEACTaBUTEN OT CHEUHAIU3UPOBAHHOM, B TOM 4YHUCIE
BBICOKOTEXHOJIOTUYHOM MEIULIMHCKOW IIOMOIINM B YCJIOBHUAX KPYIJIOCYTOYHOIO WJIM JIHEBHOIO
CTallMOHApa, YCTAHOBJIEHHOM KOHCWIMYMOM MEIULMHCKOW OpPraHM3aldH, OKAa3bIBAIOLICH JICUCHUE
AIIC npu ycnoBUM OTCYTCTBHS OCJIOKHEHHUN OCHOBHOTO 3a00JieBaHUs W/WIM JICUCHHUS, TPEeOYIOIMIHNX

MGHHK&MGHTOSHOfI KOPPEKIIMHN W/unu MCIUIUHCKUX BMCIIATCIILCTB B CTALIMOHAPHBIX YCJIOBUAX.

3) HeobOxomumocTh mepeBoAa MalMeHTa B APYTYH0  MEIULMHCKYIO  OpPraHHM3aluio  I0
COOTBETCTBYIOIIIEMY TPOMUITI0 OKa3aHWsS MEAUIIMHCKON MOMOIIU. 3aKII0YeHHE O IEIecO00pa3HOCTH
nepeBojia TalMeHTa B MNPOQUIBHYI0 MEIUIIMHCKYI0 OpraHU3aIfi0 OCYIIECTBISETCS TOCIe
peBapUTENbHON KOHCYJAbTAllMM IO NPEJOCTAaBICHHBIM MEIUUMHCKUM JOKYMEHTaM W/Wu
MPEABAPUTEIBHOTO OCMOTpAa MAlMEHTAa BpadyaMHU-CIICHUATUCTAMHA MEIHUIIMHCKON OpraHu3aluu, B

KOTOPYIO INTaHUPYETCA IICPCBOA.



7. JlonnoJtHUTEIbHAA MH(pOpMaNUA (B TOM YHUCJIE
(baKkTOpPBI, BJUSIONINE HA MCXO0 3200/1IeBAHUA UJIH
COCTOSIHMA)

Her.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

YpoBeHb YpoBeHb
Neo Kputepumn kauecrBa y6eantenbHoCTHN AOCTOBEPHOCTH
pekoMeHaaunmn AOKa3aTenbCTB
1. Bcem naumeHTamMm c nopo3peHveM Ha AlC BbINO/sHEHa ToTanbHas C 5
KOSTIOHOCKONKUA ¢ buoncuen
2. BceM naymeHTam c AMNC BbinonHeHa 2IAC C 4
3. Bcem naumneHtam ¢ AMC BbinonHeHa KT 6ptolWHOM NONOCTU M Masioro Tasa C 4
4. Bcem nauueHTaMm ¢ nogo3peHuneM Ha AlC BbIMNOSHEHO MOSEKYNSAPHO- C 4
reHeTn4yeckoe UccrefoBaHMe KPOBM Ha HanmMune MyTauumin B reHax APC /
MutYH
5. BbinonHeHa cWHKTEpOMETpUS Yy MauMeHTOB, KOTOPbIM C 5
nnaHupyeTcs cdhopMmpoBaHume
TOHKOKMLLEYHOro pe3epByapa
6. BbinoNHEHa KOMMPOKTIKTOMUSA Npu Knaccuyeckon dopme AMNC C 4
7. BbinonHeHa KonaktoMust c  (opMUpOBaHuEM neopeKTanbHOro C 4
aHacTomo3a npu ocnabneHHon dopme AMC
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IIpuaoxkenue Al. CocraB padoued rpynnsl mno
pa3paloTke U mepecMOTpPy KIHMHUYECKHX

pPeKOMEeH AU u

YyeHas MpodeccmoHanbHasn

o

Ne ®.UN.0. cTeneHn YyeHoe 3BaHue accoumaums

1. LLenbirvH 0.M.H. Akagemuk PAH, npodeccop Accouvaums KOJ1I0MPOKTOI0rOB
Opuit AHaTONbEBMY Poccnm

2. MMaHuTOB O.M.H Ynen- KOPpPEeCrnoHAEHT PAH, O6wecTtBo KnnHnyeckom
EBrennin HaymoBuny npodeccop OHkonorum

3. Kyues 0.M.H YneH- KOppEeCrnoHAeHT PAH, Accouvaums MeANLMHCKNX
Ceprei ViBaHOBWY npodeccop reHeTMKoB

4, Aukacos O.M.H Mpodeccop Accoumnauus KOJIOMPOKTO10r0B
Cepren MiBaHOBWY Poccumn

5. Bacunbes O.M.H Mpodeccop Accouvaums KOJIOMPOKTOI0rOB
Cepren Bacunbesuny Poccunun

6. ®ponos 0.M.H JoueHT Accouvaums KOJ/I0MPOKTONI0rOB
Cepren AnekceeBuy Poccnm

7. KawHukos O.M.H Accouvnaums KOJIOMPOKTO/1I0r0B
Bnagvmunp Poccuun
Hukonaesuny

8. Ky3bMuHoB O.M.H Mpodeccop Accoumnauus KOJIOMPOKTO10r0B
AnekcaHap Poccun
Muxannosumy

9. CTpenbHUKOB A.6.H. JoueHT Accoumnauus MeANLMHCKNX
Bnagnmunp reHeTUKoB
BukTopoBuy

10. Bbiweropoaues A.M.H Accoumaums KOJIONPOKTOS10rOB
OMnTpuii Poccum
Bavecnasosuy

11. LlykaHoB O.M.H AdoueHT Accounaumns KOJI0MPOKTOJ10rOB
Anekceli Cepreesuy Poccum

12. Mockanes K.M.H Accoumnaums KOJIOMPOKTO10r0OB
Anekcel Uropesuy Poccum

13. MnkyHoB K.M.H Accouvaums KOJTOMPOKTO/10roB
Omutpuin lOpbeBuy Poccum

KoH(UKTBI HHTEPECOB Y BCEX MEPEUUCIICHHBIX aBTOPOB OTCYTCTBYIOT.




IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

1. Bpauu-Koy0npoKToI0oru

2. Bpaun-racTpo3HTEPOJIOTH

3. Bpauu-sH10CKOMUCTHI

4. Bpauu-xupypru

5. Bpaun-onkonoru

6. Bpauu o01ieit mpakTuku (ceMenHbIe Bpadn )

7. Bpauu-TepaneBThl

8. Bpauu-renetuku

9. Bpaun-naboparopHbie TeHETUKHU.

B JAaHHBIX KIMHUYCCKUX PEKOMCHAAIMAX BCE CBCIACHUA PAHXKXHUPOBAHLI IO YPOBHIO JOCTOBCPHOCTHU

(I[OKa?;aTeJIBHOCTI/I) B 3aBUCUMOCTH OT KOJIMYCCTBA N Ka4CCTBA I/ICCJ'IC,HOBaHI/Iﬁ 10 ﬂaHHOﬁ HpO6JICMC.

Tadamma 1. [lIkana OIEHKHM YypOBHEW JOCTOBEpPHOCTU JokazarenbcTB (YIJI) s MeTonoB

JUAargsoCTHUKH (III/IaFHOCTI/I'-IeCKI/IX BMeHIaTeJ'II)CTB)

yaan PacwudpoBka

1 CuctemaTtuyeckme 0630pbl  MUcCCNenoBaHWi C  KOHTponeM pedepeHCHbIM MeToAOM WU CUCTEMATUYeckuin 0630p
pPaHAOMU3NPOBAHHbBIX KIIMHUYECKUX UCCNeA0BaHUA C MPUMEHEHNEM MeTa-aHanusa

2 OTaenbHble UCCNefoBaHUsl C KOHTPosieM pedepeHCHbIM MeToAOM WX OTAeflbHble PaHAOMU3UPOBAHHbIE KAMHUYECKUEe
nccnefoBaHns M cuctemaTuyeckme 0630pbl uccnepoBaHuit nNoboro AusariHa, 3a UCKAYEHWMEM PaHAOMU3MPOBAHHbLIX
KJIMHUYECKMX MCCneaoBaHuii C MpMMEHeHMeM MeTa-aHannsa

3 NccnepoBaHusa 6e3 nocneaoBaTesibHOro KOHTPoONsS pedepeHCHbIM METOAOM UAN UCCNefoBaHus ¢ pedepeHCHbIM MEeToAO0M,
He SBASAIOWMMCA HE3ABMCUMbIM OT MCCeAyeMoro MeToga, Uin HepaHAOMU3UpPOBaAHHbIE CPaBHUTE/NbHbIE UCCIeA0BaHUS, B
TOM 4YMCrie KOropTHbIE UCCNef0BaHUs

4 HecpaBHUTeNbHbIE NCCef0BaHMS, ONUCaHNE KIIMHUYECKOro cny4vas

5 NmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AeNCTBUS UM MHEHWE DKCNEepPTOB

Tabomuma 2. Illkana oneHkn ypoBHEH AocCTOBepHOCTH JokazarenbcTB (Y/) nns meromos

npoQUIaKTUKHU, JICUeHUS MU peadmwmutanuu (MpoUIaKTUYECKUX, JIEYCOHBIX, peaOUIUTAIIMOHHBIX

BMEIIIATENIbCTB)
yan PacwuundpoBka
1 CuctemaTtnyeckuit 063op PKU ¢ npumeHeHnem meta-aHanmsa

OTaenbHble PKM 1 cuctematuyeckme 0630pbl MCCnefoBaHuii noboro AusaiiHa, 3a uckatdeHneM PKW ¢ npuMeHeHueM
MeTa-aHanmsa




yaa PacwudcdpoBka

3 HepaHAOMM3MpPOBaHHbIE CPAaBHUTESIbHbIE UCC/IEA0BaHMS, B T.4. KOrTOPTHblE UCCNeA0BaHMs

4 HecpaBHWUTENbHbIE WCCNEAO0BaHMs, OMUWCaHWE KIMHMYECKOro c/lyyasl WAW CepuM CllydyaeB, WCCNeAOoBaHusa «ciydai-
KOHTPOSb»

5 MmeeTcss nuwb 060CHOBaHME MexaHM3Ma [MAeNcTBUS BMelaTenbcTBa (AOK/IMHUYECKME WCCNeAoBaHUS) WU MHEHue
3KCnepToB

Ta6auuna 3. Illkana omenkm ypoBHeW ybOemutenbHOCTH pekoMeHmanuid (YYP) mis meromnos
npo(UIAKTUKY, [UArHOCTHKHU, JIeYEeHUs U peadunurtauuu (MpouiIakTUYECKUX, AUArHOCTUYECKHUX,

ne4eOHBIX, peaOUIUTAIMOHHBIX BMEIIATEIbCTB)

YYP PacwundpoBka

A CunbHasi pekoMeHaauust (Bce paccMaTpuBaemble Kputepun 3ddeKTUBHOCTM (MCXOAbl) SIBASIOTCA BaXKHbIMK, BCe
NCCNefoBaHUsA MMEKT BbICOKOE WM YAOBMETBOPUTENbHOE METOAOSIONMUYECKOe KayecTBO, UX BbiBOAbl MO MHTEPECYOLNM
ncxonam SIBNAOTCS COrnacoBaHHbIMM)

B YcnoBHaa pekoMmeHzauus (He BCe paccMaTpuBaeMble KpuTepum 3PheKTUBHOCTM (MCXOAbl) SIBASAIOTCSA BaXHbIMWU, HE BCe
nccnefoBaHUa  MMEKT  BbICOKOE WAW  YAOBAETBOPUTENbHOE METOAO0N0rMYyeckoe KaydyectBo W/UAM  UX  BbIBOAbI MO
MHTEPEeCYyLWNM NCX0AaM He SBSIOTCSA COr/laCoOBaHHbIMM)

C Cnabass pekoMeHgauusi (OTCYTCTBME [l0Ka3aTe/IbCTB Hag/exallero KayectBa (BCE pacCMaTpyBaeMble KpuTepuu
3 PEKTUBHOCTU (MCXOAbl) ABMAAKTCA HEBAXHbIMU, BCE UCCNEA0BAHMA MMEIOT HM3KOE METOA0/I0MMUYECKOe KayecTBo M UX
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM He ABJIAITCA COrMacoBaHHbIMMK)

HOpﬂ)]OK 00HOBJIEHUSI KJIMHUYECKHUX peKOMeHIlaIIHﬁ.

MexaHu3M OOHOBIIEHHS KIMHUYECKUX PEKOMEHJAlMN NpelycMarpuBaeT HUX CHCTEMATUYECKYIO
AKTyaJIN3alMI0 - HE PEKe YeM OJIMH pa3 B TPU I0Ja, a TAKXKE IPU IOSABICHUM HOBBIX JTAHHBIX C
MO3WIIMM JOKa3aTeIbHOM MEIUIIMHBI IO BOMPOCAaM JUATHOCTUKH, JI€UEHHUs, NPO(UIAKTUKH U
peabunuTany KOHKPETHBIX 3a00JieBaHUM, HAJTMUYMKU 00OOCHOBAHHBIX JOTOJIHEHUI/3aMEeUaHul K paHee

yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsiues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

Nudopmaiiuist oTCyTCTBYET.



IIpuioxenue b. Ajaropurmsl geiicTBUI Bpadya
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Ipuwioxenue B. UHpopmanusa 1J1 manueHTa

WNupopmanus OTCyTCTBYET.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

Nudopmarnus oTcyTCTBYET.



