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TepMI/IHI)I H onpeacjJcHus

AYyTOCOMHO-TOMUHAHTHBIH THI HACI€I0BAHMUS — 3TO TUII HACJIEOBAHUS, JJIS1 KOTOPOTO
XapakTepHbl CIEAYIOIUE MPU3HAKU: KaXJbli OOJbHONH MOTOMOK MMEET OOJIBHOTO POAWTEIIS;
00JIe3Hb BCTpeyaercss y JUI] O0OMX IIOJIOB; PUCK HacieJoBaHHs 3a00jeBaHMS UL JIeTer
nopaxeHHoro poaurens cocraisier 50%; y 3710pOBbIX OTOMKOB OOJBHOIO BCE JAETU JOJKHBI
OBITh 3/I0POBBI.

AYyTOCOMHO-penieCCHBHBIN THII HACJEA0BAHNS - 3TO THUII HACJIEOBaHUS IIPU3HAKA, IS
KOTOPOTO XapakTepHBI CJIEIYIOIIUMe NpPU3HAKH: OOJIE3Hb BCTPEYAETCS y JIMI OOOMX IIOJIOB; B
POJIOCIIOBHONW MMEIOTCSI NIEPEPhIBbl; OOJIbHBIE I€TH MOTYT POXAAThCSl y 3[OPOBBIX POJIUTENCH;
eciu 00a poauTesst 00JIBHBI, TO BCE MX JETH TOXE OyAyT OOJIBHBI.

IIpo6ana — yenoBek, ¢ KOTOPOI0 HAYMHAETCS COCTABJICHUE POJOCIOBHON /IS U3Y4EHUs
nporiecca HaclIeJ0BaHUs KaKOTO-TM00 3a00JIeBaHMsI CPEIU YWICHOB OJHOM CEMBH.

PonocioBHoe napeBo — rpaduueckoe OTOOpa)keHHE aHHBIX CEMEMHOro aHaMHe3a,
IIOMHUMO XapaKTepa POJCTBEHHBIX CBS3EH MEXIy WIEHAMH CEeMbH OTpa)kaeT MH(POPMALHUIO O
IPOSIBJIEHUU  KAaKOro-JIMOO TMpHU3HAKA, COCTOSIHUM 370pPOBbS MM MNATOJIOTMU  Cpeau
POJCTBEHHUKOB, Ja€T BU3YaIbHYIO0 HHPOPMALIHIO O XapaKTepe HacIeI0OBaHUs IPU3HAKA.

I'epMuHaibHBIC (HACHAEACTBEHHbIE) MYTAIMH — JIIOObIE I'€HETUYECKHE H3MEHEHMS,
UMEIOIIME MECTO BHYTPH KJIETOK-NPEIIIECTBEHHUI] TOJOBBIX KJIETOK; ONPEAEISIOTCS BO BCEX
KJIETKax OpraHu3Ma.

AZleHoMa — 3T0 100pOKayeCTBEHHAs! OITYX0JIb, IPOUCXOASIIAS U3 )KETE3UCTOTO SMUTEIHS.

osmn — 310 coOupaTenbHbI TEPMUH, UCIIOJIB3YEMBIN A1 0003HAUEHUS Pa3IMYHBIX IO
IPOMCXOXKACHUIO AaTOJIOTHYECKUX pa3pacTaHUM TKaHEeH Haj CIM3UCTON 000I0UKOi.

3y0uaTas ageHoMa — 3TO BapHaHT OJIUIA, 3aHUMAIOIIUNA TPOMEKYTOUHOE MOJI0KEHHE
MEX/y aJI€eHOMaMHU M TUMEPIUIACTUYECKUMHU MOJUIAMHU, XapaKTepHOH 0COOEHHOCThIO KOTOPOTO
SIBIISIETCS BBIPAKEHHOE paclIpeHne 0a3aabHBIX OTAEJIOB M TOPU30HTAIBHBIN POCT KPUNT BIOJb
MBIIIEYHOHN TJIACTUHKU CIU3UCTONU 00OJIOUKH.

I'mnepruiacTuyeckuii MOJMN — STO TIONUM, OOpa3yIOUMUKCA B pe3yjbTaTe 0YaroBOM
TUNEPIUIa3UU U 10 MOP(HOJIOTHYECKOMY CTPOCHHIO HE OTHOCSIIUICS K J10OpOKayeCTBEHHBIM
OITYXOJISIM KUIIIEYHUKA.

JlecMouaHast oOmMyXxoJb (JECMOHJ, JECMOMA, arpeccuBHBI (ubOpomaro3) — pezaxas,
JOKaJhbHO WHBAa3WBHAs, HEMETACTa3upyrollas OMyXojb, pPa3BHBAMOMIASACS W3 MBIIICYHO-
aTllOHEBPOTHUYECKUX  CTPYKTYp M 3aHUMAIOMAs MPOMEXKYTOUHOE TIIOJIOKEHHE  MEXIY
100pOKaueCTBEHHBIMU u 3710Ka4€CTBEHHBIMU HOBOOOPAa30BaHUSMHU. Haubonee
pacrpoCTpaHEHHOH JIOKau3alel sBJseTCs NepeiHss OpIoIIHAs CTeHKa, BEPXHHE W HIDKHHE

KOHEUHOCTH, OpbDKEWKa TOHKOW KHIIIKH.


https://ru.wikipedia.org/wiki/%D0%94%D0%BE%D0%B1%D1%80%D0%BE%D0%BA%D0%B0%D1%87%D0%B5%D1%81%D1%82%D0%B2%D0%B5%D0%BD%D0%BD%D0%B0%D1%8F_%D0%BE%D0%BF%D1%83%D1%85%D0%BE%D0%BB%D1%8C
https://ru.wikipedia.org/wiki/%D0%AD%D0%BF%D0%B8%D1%82%D0%B5%D0%BB%D0%B8%D0%B9

1. Kparkas mHpopmanus no 3a0071eBaHUI0 UJIH COCTOSHUIO

1.1 Onpenesaenue 3a00J1eBAHUA HJIH COCTOSHUS

AZleHOMATO3HBII TONUIO3HBIH CHHIPOM — 3TO PEAKOE HACIEACTBECHHOE 3a00JeBaHUE,
XapaKTepu3ylolleecs pa3BUTHEM B MOJIOZOM BO3pacTeé MHOXKECTBEHHBIX (Ooiee 20) aneHOM
TOJICTOM KHUIIKA C WX HEU30eKHOW 3J0Ka4eCTBEHHOW TpaHcpopmanueil B  ciaydae

HECBOEBPEMEHHOT'0 XHPYpruueckoro jeuenus [1-2].

1.2 DTHOJ0IrHS ¥ IATOreHe3 3200J1eBAHNS HJIH COCTOSHUS

Ortuonornyeckoit npuunHon pa3sutus AIIC sBiseTcs HanMuMe repMUHAIBHON MyTaluu
B OJIHOM U3 T€HOB, KOJUPYIOMINX OCIKH-PETYAATOPBI MEKKIETOUHOM aare3nn u anomnrosa (APC,
MutYH).

I'en APC (adenomatous polyposis coli) 6su1 naeHTHGUIMPOBAH U KAPTUPOBAH JBYMs
HE3aBUCHMBIMH TpyIIaMu uccienoBatencit B 1986-1987 rr. [3-5]. On pacrosioxeH Ha JJTMHHOM
iede 5 XpoMOCOMBI B ydacTke 5022, Bkitoyaer 16 5K30HOB, U3 KOTOPBIX 15 koaupyroT 6emnok,
coaepskaiuii 2843 amuuokucnotsl [6]. 'en APC oTBeuaeT 3a cuHTe3 crienurueckoro Oernka,
KOTOpbI  (DYHKIMOHMpYET KaK OIYXOJIEBBII cympeccop, obecreunBas HOPMAaJIbHYIO
npompepannio B KIETKaX CIM3UCTONW OOOJOYKH KeNyTOYHO-KHIIEYHOTO Tpakra. Myraruu B
reHe APC npuBOAST K CHHTE3Y «yKOPOUEHHOT0» OelKa, KOTOPbIN TepsieT (PyHKLHIO MOJaBICHUS
HApaCTAOMIEH [WCIUIa3HMH DIHTENHSA, W SBISIFOTCS TPUYMHOM PAa3BUTHUS  ayTOCOMHO-
JJOMUHAHTHOTO HACJIEZICTBEHHOTO CHHJIpOMa — CEMEWHOro aJeHoMaro3a TOJICTOM KHIIKH,
KOTOPBII  XapakTepu3yeTcss pa3BUTHEM MHOXECTBEHHBIX aJ€HOM C TOCIEOyoLel ux
3JI0KauecTBeHHOM TpaHchopmanueii B 100% ciayuaes [7,8]. Hanbosee yacto BeTpeyaromuMHUCst
tunamMu MyTtanuid B reHe APC SBISIOTCS 1enenusi, WHCEPIHs CO CIBUTOM PaMKH CUMTHIBAHUS H
HOHCeHCc-MyTanus. Jleneuuss XapakTepu3yeTcs BBINAJCHHEM OJHOTO MJIM  HECKOJBbKUX
HYKJICOTHI0B, YUCIIO KOTOPBIX HE KpaTHO 3, U3 HopMmanbHOH 1ienu JJHK, nHcepuus — 3To BcTaBka
OJIHOTO WJIM HECKOJIbKMX HYKJIEOTHJIOB, YHCIO KOTOpBIX He KpaTHO 3, B mousekyny /JIHK, a
HOHCEHC-MYTAIUs — THIT MyTalliH, IPU KOTOPOH MPOUCXOIUT 00pa30BaHUE MPEKIEBPEMEHHOTO
cron-konoHa [9]. K nactosmemy Bpemenu omucano Oonee 2000 yHMKaTbHBIX HAaTOTCHHBIX
HacleCTBeHHbIX MyTauuid B reHe APC, onHako HOBble MyTallMd peEryaspHO HaXoJIAT B
MIPOJIOJDKAIOIINXCS HCCIIEAOBAHMIX, YTO OOYCIOBIEHO KaK pPa3sHOPOIHOW MOIYJISIIHOHHON
NPUHAUICKHOCTHIO MTPOOAHIOB, TaK U MPHUPO0H camoro rena [8,9]. [ns mepeaadyn MyTanuu B
rene APC xapakTepHbIM SIBISIETCS ayTOCOMHO-IOMHUHAHTHBIN TUI HAcJIeIOBaHUS, UMEIOIUI psij

0COOEHHOCTEN:



® T[pPHU3HAK BCTpPEYAeTCs, Kak IMpPaBHIO, B KaKIOM I[OKOJEHWH, YTO HA3bIBAIOT

HacJIe/IOBaHUEM T10 BEPTUKAJIH;

® JIMIIa MYXCKOI'O ¥ JKEHCKOI'O 10J1a TOPa’katoTCs C OAMHAKOBON 4aCTOTOM;

e 0OJBbHBIC MYXYHHBI M KESHIMHBI OIMHAKOBO MEPENA0T MPU3HAK TOTOMCTBY — MAJIbYHKaM
U JIEBOYKAM;

e QOJIBHOH WIEH CEMbHU, KaK IIPaBUIIO, UMEET OOJIBLHOTO POIUTEINS (peKe poaAUuTeNeil);

® BEPOSTHOCTH POXKICHHS OOTHHOTO peOCHKA, €CIIi OOJLHBI 00a POIUTENs, COCTaBIIsAET /5%,
eciu 0osieH oauH u3 HuXx — 50%.

B 2002 romy BmepBble ObUIM oOmucaHbl OuaiienbHble MyTanmuu B reHe MutYH,
pacrojoKeHHOM Ha TepBoil xpomocome B yuactke 1p34 [10]. lanHblid reH KoaupyeT Oenok
skcum3snoHHOW perapanuu  JIHK, ydacTByrommii B BOCCTAaHOBJIICHMM OKHMCIIHMTEIBHOIO
HoBpeXJeHUs ryaHuHa. MutYH-accoummpoBaHHbIli MOJIMNO3  SBISETCS  ayTOCOMHO-
pELeCCUBHBIM 3a00JIEBAHUEM, XapaKTEPU3YIOUIUMCS pa3BUTHEM MHOXKECTBEHHBIX aJ€HOM
tosicrol kumku u puckoM KPP na ux ¢one, nocturaronum 80% B ciayyae HECBOEBPEMEHHOM
JMAarHOCTUKY | JIeYeHHs. XapakTepHoil ocooenHocThIo AIIC, 00ycnoBIeHHOTO MyTaue B reHe
MutYH, siBisieTcst Hanuuue B TOJCTOM KHILIKE HapaBHE C a/J€HOMATO3HBIMH IIOJIMIIAMM TaKKe
CTEJIIOIIMUXCS 3y04aThIX AaJeHOM, THIEPIUIACTUYECKUX IIOJIMIIOB, CMEIIAHHBIX IIOJIUIOB
(rumeprutacTuyeckue W aneHomaro3ueie) [11,12]. [lns mepenaun myranmu B rene MutYH
XapaKTEPHBIM  SBISIETCS AyTOCOMHO-PELIECCHBHBIA THIT HACJIEIOBaHUS, WMEIONMA  psa
ocobeHHocTeil:

®  TPHU3HAK BCTPEYAETCS PEAKO, HE B KAXKIOM ITOKOJICHHUH;

e  0OJBHBIC IETH POXKIAIOTCS, KaK MMPABHJIIO, Y 37I0POBBIX POAUTEIICH;

e  (00J€I0T B OCHOBHOM CHOCHI (OpaThsi, CeCTphl);

e y 0OJBHOIO POJIUTENS MOTYT POXKAATHCS 30POBBIE IETH;

e  JIMIIa MYXXCKOT'O M K€HCKOT'O T10J1a MOPaXKaI0TCs ¢ OJIMHAKOBOM YacTOTOMH;

®  BEPOSITHOCTH POXKIEHUS OONBHOTO peOeHKa B Opake NBYX T'eTepO3WroT paBHa 25% st
KaXJ/I0TO TOCIEAYIOIIEro peOeHKa HE3aBUCHMMO OT YHUCIA YK€ HUMEIOIUXCS OOIbHBIX
JEeTeN.

[Ipu poxaenun pedenka kinnHuueckue npusHaku AIIC He nposiBisitoTcs. B nanpheiiem
10 Mepe pocTa OpraHn3Ma 0OHAPYKUBACTCSI TOSBJICHUE MEJIKHUX MTOJIUIIOB Ha CIIM3UCTON 000104Ke

ToJicTol kuiku [13,14].



1.3 Dnuaemuosaoruss 3a00JeBAHUA HWJIM COCTOSSHUA (rpynnbl 3a00J1eBAHUNA WU

COCTOSIHM)

B 2018 roay B Poccuiickoit ®enepanuu BrisiBieno 6oisee 74000 HoBbix cirydaeB KPP [15].

Oxko1o 5-10% npuxoauTcs Ha Clly4au paka ¢ U3BECTHOIM MOJIEKYJISIPHO-TEHETHYECKOW TPUUUHOM,
npu 3toM 10 1% cinyuyaeB Bbi3BaHo AIIC [16], kOoTOphIi SIBASETCS BTOPBHIM IO YacTOTE
TCHETHYECKA  JICTCPMHHUPOBAHHBIM  CHHAPOMOM  Tociie  cuHapoma Jluawa [17,18].
PacnipoctpanennocTs Mytanumii B reHe APC y eBporieiinies, Mo pa3HbIM OIIEHKAaM, COCTaBJISIET OT
1:6850 — 1:31250 [19,20].

YacroTta BcTpeuaeMOCTH OMalieNbHbIX MyTauuid B rene MuUtYH, mo pasHbIM oreHKam,

coctasisier 1:20000 — 1:60000 [21,22].

1.4 Ocob0eHHOCTH KOAMPOBAHNS 3a00JIeBAHUS WJIH COCTOSIHHS 10 MeKIyHapPOaHOoi

CTATHCTHYECKOH KaaccupuKaAlMu 001e3Hel M Po0JIeM, CBA3AHHLIX CO 3I0POBLEM

1.4 Koast no MKB-10
Kiacc — HoBooGpazosanus (C00-D48) (11).

brok — JIo6pokauectBeHHbIe HOBoOOpa3oBanus (D10-D36).
Kon — D12 — JTobpokauecTBeHHOE HOBOOOPa30BaHUE 0000UYHOM KMILIKH, MPSIMOM
KHIIKH, 33]THETO MPOX0/1a [aHyca] U aHATbHOTO KaHaja:
D12.0 — Cuemnoi KuAIIKu
D12.2 — Bocxonsiieit 00010YHON KUIIKA
D12.3 — ITonepeuHoit 000/109HOM KUIIKU
D12.4 — Hucxopseii 00010YHOIN KUIIKA
D12.5 — CurMoBUIHON KUIIIKA
D12.6 — O60109HOI KWIIKA HEYTOYHEHHOH YacTH, B TOM YHCJIC
e Anenomaro3 000JOYHOI KHIIIKHA
e Toucroit kumku bJY
o [lonumo3s (BpOXKACHHBII) 0000YHON KHUIIKA
D12.7 — PeKTOCUTMOUIHOTO COETUHEHUS

D12.8 — [psiMoit KUIIKK

1.5 Knaccndukanus 3a060JeBaHNUs M COCTOSHUSA

K nmonumno3HsIM cUHIpOMaM OTHOCSAT CUTYAIlMH, KOTJa P 00CIeI0BaHUH BBISBISIIOT 20
1 Oojilee MOJUIOB TOJCTOH KHIIKKA. Bce OHH OOBENUHSIIOTCS MOHITHEM «aJIeHOMAaTO3HBIN

TTOJITUITO3HBIHN CUHIOPOM».



AIIC knaccupuuupyroT 0 KIMHUYECKOMY TEUEHUIO U BAPUAHTY T'€HETUUECKON MyTallUu.
Knaccudukanus npumeHsercss Iisl ONpeleNeHusT TSHKeCTH 3a00JIeBaHus M BBIOOpA TaKTHUKU
neuenwus [1,2]. BeiaenstoT cinenyromue KIMHUYeCKUe GopMbl 3a00JIeBaHUS:

1. Knaccuueckasi ¢popma — Hambojee 4acTo BcTpevaromasics ¢gopma, Il KOTOpOu
XapakTepHO HaJW4Me B TOJCTOM KHIIKE COTEH WM Thicsu (T.e. Oosee 100) mosummnos, a ux
3JI0Ka4eCTBeHHAass TpaHchopmanus Hactynaer B Bo3pacte 18-40 ner. IlepBble CHMITOMBI
3a00JIeBaHNs MOTYT TOSABIATBCA YK€ B JIETCKOM Bo3pacte. Kpome Toro, y mnamueHTOB ¢
KJaccuyeckoil Qgopmoil 3abosieBaHUSI MOTYT pa3BUBAThCSl BBIPAXKEHHBIE MeETA0OIMYECKUe
HapyLICHUs U aHEeMHs, HEPEeJKO BBI3bIBAIOIME Y JeTeil oTcTaBaHHEe B (PU3MYECKOM pPa3BUTUHU
[2,23]. I1pu knaccuyeckoit popme AIIC myranuu B rene APC oOHapyxuBatoT npumepHo B 80%
HaOoieHui. B ocTabHbIX ciydasiX KOHCTaTUPYIOT Hanuuue rena 4PC qUKOro TUIIaA.

IIpu xnaccuueckoit ¢opme AIIC nonogHHUTENbHO BBLAEIAIOT cuHApoM [apanepa u
cuHapoM TrOpKoO.

o  Cunopom I'aponepa — coueranue AIIC c onyxonsiMu MSTKUX TKaHEH, OCTeOMaMu KOocTel
yeperna. Yame Bcero BCTPEYAOTCA JECMOMBI —  BBICOKOAM(QPepeHIIMpPOBaHHBIE
COEIUHUTEIIbHOTKAHHBIE OMYXOJH, JIOKAIU3YIOLUECs B NEepeqHeil OpIOLUIHOW CTEHKE,
OpbDKElKe TOHKOW WJIM TOJICTOM KHILIKH, MHOI/IAa B MEXKMBIIIEYHBIX CJIOSAX CIIMHBI U
ieueBoro nosca. I1o cBoell CTpyKType OMyXOiHu HE SIBISIOTCS 3JI0KAYECTBEHHBIMHU, HE
Jal0T METAcTa30B, OJHAKO CKJIOHHBI K arpeCCUBHOMY MECTHO-IECTPYKTUBHOMY POCTY U
4acTOMY PEeLUIUBUPOBAHUIO.

e Cunopom Tioprxo — AIIC B coueTaHHM €O 37T0KaUECTBEHHBIMHU OIYyXOJISIMH LIEHTPATIbHON
HEPBHOW CUCTEMBI - MEYJIII00IaCTOMAaMH.

2. Ocaa6uenHas gopma, JUig KOTOPOH XapaKTEpHO HAJIMYUE B TOJICTOM kuike oT 20 110
100 monumoB, JTOKAIU3YIOUIMXCS MPEUMYILECTBEHHO B IIPOKCUMaNbHBIX oTaenax. KimHnueckue
IIPOSIBJIEHUS BOSHUKAIOT B Bo3pacte 40-45 jeT, a MaIMrHU3aus IOJIMIIOB IPOUCXOIUT B BO3pacTe
crapme 50 ner. Ocnabnennas ¢opma BcTpeuaercss nmpumepHo y 8% manuentoB ¢ AIIC. Tlpu
ocnabnennort popme AIIC myramuu B rene APC BeisiBisifoT nmpumepHo B 20% HabmroacHmid. B
OCTaJIbHBIX CIlydasix, IpH BbIsABIEHUH 20-99 noaunoBs, KOHCTATUPYIOT Hanuuue rena A PC nukoro
THUIIA.

3. MutYH-accoumupoBanublii moauno3 (MAII), oOyCIOBICHHBI HAIHYUEM 2
OunamnenbHbIXx MyTanuii B rene MUutYH, B otnnune ot kinaccuyeckoil U ociabieHHoil hopm, npu
KOTOPBIX MYTallMd UMEIOT MecTo B rene APC [24-27]. HecMOTpsi Ha JIOKaTU3aIMI0 MyTaluil B

pasHbIx reHax, MAII moxer mposBisaTh ce0s kak kiaccuueckass ¢opma AIIC (100 u Gomee



MOJIUIIOB), Tak U ociabnenHas (20-99 mosaumos). B oTiuume oT KIacCHYECKON M OCIa0IEHHOM
dopm AIIC, npu MAII Bcerna BeisiBiisiercs 2 myTaruu B reae MutYH.

4. Toxkaunuyeckas popma. K nannomy Bapuanty 3a001€BaHHs OTHOCSTCS KIMHUYECKHE
CUTyalluu, Koraa y poactBeHHuka nanuenta ¢ AIIC Obuta BbIsiBIeHA XapakTepHas MyTalus, HO

TP KOJIOHOCKOIIUHU ITOJIUIIBI TOJICTOM KHIIKH BBISABJICHBI HE OBLIH.

1.6 Kannnueckasi KApTHHA 3200J1€BaHNs MJIH COCTOSIHHS

HaubGonee wacTeiMu TpOSIBICHUSMHU 3a00NieBaHUs npu Kiaccudeckou ¢popme AIIC
SBJISIFOTCSI U3MEHEHUS! YaCTOThI U KOHCUCTEHIIMHU CTYJIa — JUapeiHbIi CHHAPOM, METa00IMYECKHUE
HapyILICHMs, a TaK)Ke HaJIMuue MPUMECH KPOBH U CIIM3M B Kaiie, 601u B xkuBote. [Tomumo Toro,
XapaKTepHbIMU CUMITOMAaMH SIBJISIIOTCS TaKKe 001as ciabocTh, TOJIOBOKPYXKEHHE, KOTOphIE
pa3BuBatoTCsi Ha (¢oHe aHemuu. [lepBple cUMIITOMBI MOSBISIOTCS B Bo3pacte 14-16 ner, a
3JI0KQYECTBEHHOE IepepOKJICHHE IOJIMIOB HacTynaer B Bo3pacte 18-40 ner. Ilpu moszpHem
o0OpalieHny BO3MOXHBI IPU3HAKU HAPYIIEHUS KUIIEYHOH POXOJUMOCTH.

Ilpu ocrabnennou gpopme AIIC OCHOBHBIMU XKaj00aMHl y TIAIIMEHTOB CIYXKaT BBIJCICHUE
KpPOBH, CIU3U U3 3a7Hero npoxoxa. [Ipu 3ToM nepsbie CUMITOMBI 3a00JI€BaHUs MOSBISIOTCS B
Bo3pacte 20-45 5ieT, a 3710Ka4eCTBEHHOE NIEPEPOKIACHHE TIOJIUIIOB 3a4aCTyI0 HACTYIIaeT B BO3PACTE
crapme 40 ner. Haubonee wacto nuarno3 ocnabnenHoi ¢opmbl AlIC ycranaBiauBaioT B
pe3ynbTare 00ciae0BaHus 10 MOBOY KIMHUYECKONH CUMIITOMATHUKH, XapaKTEPHOH 1 HaTu4us
3JI0KQYE€CTBEHHOW OIYXOJIM TOJICTOM KUIIKH.

MutYH-accoyuuposannviii noaunos mo KIMHUYECKOH KapTHHE CXO0X C OcCialIeHHOU
dbopmoii ATIC.

Kpome toro, y nanuentoB ¢ AIIC nmMeeTcss BBICOKHI pUCK Pa3BUTHS 3JI0KaYECTBEHHBIX
HOBOOOpA30BaHM BHEKUIIEYHOM JIOKAJIM3allMU: PAK JBEHAIUATHUIEPCTHOM KHILIKH, KEIyJIKa,
IIMUTOBHIHOM 7KeJIe3bl, TOJIOBHOI'O MO3Ta, rernaro01acToMbl (MOT'YT BO3HHMKATh Y JIeTel), OIyXOJIH

rernaroOuImapHoi cuctemsl [23].

2. I[I/IaFHOCTI/IKa 3200/1eBaHUs WJIH COCTOAHUA, MCAUNIINHCKHUC ITIOKA3aHUA U

NMPOTUBOINOKA3aHUA K IPUMECHCHHUIO METO10B TUATHOCTUKH
Juaraoctuka AIIC ocHOBaHa Ha KITMHUYECKON KapTUHE 3a00JIeBaHUS, TAHHBIX CEMEITHOTO
aHaMHe3a, SHJI0CKONMYECKOW KapTUHE U MOJIEKYJISIPHO-TEHETUYECKOM MCCIIEOBAHUH.
IIpu ycranoBke gumarHoza AIIC HeoOXxoaumMo mMpoBOIUTH AUQHEpEeHINATHHYIO
JTUArHOCTHKY C APYTUMH 3a00JIeBaHUSIMU U HACJIEACTBEHHBIMU CUHAPOMAMHU:
® PpaK TOJCTOW KUUIIKU

e cuHjapoM JIluHua
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e cunupoM lleita-Erepca
® OBCHWJIbHBIN MOJIUIIO3

Ipunyunwvi hopmuposanus ouasrosa.

Junarao3 AIIC ycraHaBiauBarOT Ha OCHOBAHWHM KJIWHWYECKOW KapTuHbl (Hammuume 20 u
0ojiee MOJUIIOB TOJICTOM KHILIKH) U PE3YylbTaTOB INEHETUUYECKUX MCCIENOBAaHUN C yKa3aHUEM
HAJIMYMSA W JIOKanu3aluu Mytauuil B reHe. I[lociennue nBa KpuUTepusi OCOOCHHO BaXKHBI IS
KIIMHUYECKOr0 TeHeTHKa, ywyactue koToporo mnpu AIIC HeoOxogumo B pamkax paOoThI
MYJIbTUAUCIUILTUHAPHON KOMaH/IBI.

[Mpu wammuum 100 u OoJjee TMONMIIOB TOJCTOM KHWIIKH YCTAHABIMBAIOT JIHArHO3
knaccuueckoit popmel ATIC. [pu BeisiBieHuu myTtanuu B TeHe APC yKa3pIBalOT JIOKAIH3ALNIO
myTtauuu. Hanpumep:

«AJICHOMATO3HBIN MOJUNO3HBIA CUHAPOM, Kiaccuyeckas dopma. Myranus B rene 4APC

¢.2730-2737del8».

Ecnu y manuenrta He BbIABISIIOT MyTauuio B reHe APC, To KOHCTaTHPYIOT HAJIMYUE I'eHa
APC nuxoro tuna. [Ipu 3ToM 1uar1o3 GopMyIHpyIOT CIEAYIOIUM 00pa3oM:

«AJICHOMATO3HBIN MOJMITO3HBIM CUHAPOM, KJIaCCHYECKast d)ODMa. I'en APC nuKOro THIIQY.

[Ipu xnaccuueckoit popme AIIC 1 BBIBIEHUN OMYXOJU MATKHUX TKaHEH yCTaHABIMBAIOT
JMarHo3 CUHApOMa l'apiHepa, a TakKe yKasbpIBAIOT XapakTep, JOKAIU3ALMIO U PasMep OIyXOJIn
MATKHMX TKaHEH, HalpuMep:

«AJICHOMATO3HEIA NOJUIO3HBIA CHHIPOM, KJacCcHYecKas d)ODMa. Myranus B reae APC

¢.2730-2737del8. Cunnapom ["apmHepa, JecMoMa niepeHei OpronrHor cteHku 6x13 cvy.

[Ipu xnaccuueckoit (opme AIIC W BBISIBICHUM OIYXOJH 3aJHEH YEpemHOM SIMKH
YCTaHaBIMBAIOT AMArHo3 cuHApoMa Tropko. DTy yacTh nuarfoza (GopMupyeT HEUpOoXHpYpr,
Harpumep:

«AJIGCHOMATO3HBIA IOJIUIIO3HBIA CUHAPOM, KiIacCHUecKas d)ODMa. Mytanus B reie APC

¢.2730-2737del8. Cunnpom Tropko, Meaymio0iacToMa MO3KEUKaAY.

IIpu ob6uapyxenuun 20-99 mnonUNIoOB TOJCTOM KHUIIKK YCTaHABJIMBAIOT JTUArHO3
ocnabnennoit popmer AIIC. Ilpu ocnabnenHoi ¢opme 00s13aTETHHO YKa3bIBAIOT KOJIUYECTBO U
pa3Mep BBISBJICHHBIX MOJMIIOB, a TAKXKE JIOKAIU3ALUI0 MyTalluu B rene A PC, Hanpumep:

«AJIEHOMATO3HBIA ITOJUITO3HBIA CHHAPOM, ociiabieHHas dopma (52 moawma TOJICTOM

KUk, 3-28 mm). Myraims B rene APC p.Arg405X».

Ecnu npu nannuun 20-99 noaunos ToJICTOM KUIIKK MyTanuio B reHe A PC He BBIABIIAIOT,

TO KoHcTaTupytoT aukuil Tun APC rena, Harpumep:
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«AIECHOMATO3HBII ITOJMIIO3HBIA CHHIPOM, ociiabieHHas dopma (34 moiauia TOJICTOH

KUK, 8-34 Mm), red APC IUKOTO TUIIAY.

Ecam y poiacTBEeHHMKOB NallMeHTa BbIsiBIeHA MyTtanus B rene APC, 1o paxe mnpu
OTCYTCTBHH IIOJHUIIOB TOJCTOW KHINKH HEOOXOAUMO BBICTAaBJATH nuarHo3 AIIC, mpu s3Tom
00s13aTeIbHO YKA3bIBAIOT JIOKATU3AIMIO MYTAIlMH, HAIIPUMED:

«AJIEHOMATO3HBIN NOJIUIIO3HBINA CHHAPOM, AJOKInHNYecKas dhopma. Myranus B reae APC

¢.2730-2737del8».

[Ipu BhISIBICHWM y ManueHTa 2 OuamuienbHbIX MyTanuii B reHe MUtYH ycranaBimuBaroT
nuarno3 MAIL mipu 5TOM yKa3bIBaOT YUCIIO M pa3MEPhI OJIUIIOB, a TAKXKE JTIOKATU3AINIO MyTallui
B rene MutYH, nanpumep:

«AIEHOMATO3HBIH HOIUIO3HBIA cuHapoM. MutYH-accomuupoBanusiii  moiaumno3 (14

OJAMOOB, 6-25 mM). Myranmu B reae MutYH p.R231H u p.G382D»y.

[Tpu MAII, eciin uncio mosnumnos 6odbie 100, To TOYHOE KOJMYECTBO U pa3MePhI IMOJTUIIOB
HE YKa3bIBAIOT, HAIPUMED:
«AzeHoMaTo3HbIN moaumo3Hed cuaapoM. MutYH-accoummupoBanusiii mmonumno3 (6ojee

100 monumnoB). Myrammu B reae MutYH p.R231H u p.G382Dy.

ITpu obnapyxenun 2 myrtauuii B rene MutYH y poncTBeHHHKOB HamMeHTa, Aaxe Hpu
OTCYTCTBHH IOJIMIIOB IPU KOJOHOCKONMHU ycTaHaBinuBaroT AuarHo3 AIIC, nanpumep:

«AJleHOMAaTO3HBIN monuno3Hb curapoM. MutY H-accommmmpoBanHbli mommnos3. Myramnuu

B rede MutYH p.R231H u p.G382D. JloknuHAYECKas CTAAUS).

IIpu oOHapyxeHUM 3710Ka4eCTBEHHOM omyxoau Tosictod kumku npu AIIC Ha mepsoe
MECTO B JMarHo3€ Hy»KHO BBIHOCUTD JUArHo3 paka, Halpumep:

«Pak  Bocxomsmiern  kumkd  T4NoMop.  AeHOMATO3HBIA  IOJMIIO3HBIA  CHUHIPOM,

Kiaccuueckas popma. Myrarus B rege APC ¢.2730-2737del8».

2.1 ’Kaja00bLI 1 aHAMHE3

Jia narmenToB ¢ AIIC Hanbosee xapakTepHBbI KanoObl Ha YaCThIN, )KUJIKUHA CTYJ, 00JIH B
KUBOTE, HAJIMYKME MATOJOTUYECKUX IpHuMecel B cTyne (KpoBb, ciau3b). HekoTopble manueHThI
MOTYT NPEABABIATH KaloObl Ha 0OIIYIO CI1a00CTh, CHU)KEHUE BECa, B3AYTHE KHBOTA, TOLTHOTY.

IIpu cbope anamHe3a cieayer oOpamiate oco0oe BHMMaHHE Ha HalIW4YHe CEMEWHOTro
aHaMHe3a, Ha4yaJio M Mocieayollee TeueHne 3a0oneBanus y npodanaa. s Kaxaoro manueHTa
HEO0XOIMMO COCTaBJIATh POJOCIOBHYIO C MOCIEAYIOIIUM aHAIU30M XapaKTEpPHOIo AJs TaHHOH

CEMbH THIIA HACJIEI0BaHUs (ayTOCOMHO-AOMUHAHTHBINA, aQyTOCOMHO-PELIECCUBHBIN).

2.2 dusukaJbLHoe 00CJIe10BAHNE
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Bcem nayuenmam c¢ nooospenuem ma AIIC neob6xo0umo npogeoenue Hu3uKaibHO2O

00cnedosanus:
° oowuil ocmomp;
. OCMOMP U NAILNAYUSL HCUBOMA,
. HAPYIHCHOBILL OCMOMP 00IACHU NPOMENCHOCIU U 3A0He20 NPOX00d;
° nanbyegoe Uccied08anue NPIMol KUWKU.

Ilpu obwem ocmompe nayuewma oOpawjarom GHUMAHUE HA UHOEKC MAccbl meid,
O1€0HOCMb U CYXOCMb KOJNCHBIX NOKPOBO8, HAIUYUE/OMCYMCMEUE BHEKUUUEYHBIX NPOAGIEHUl
(onyxoau maeKul mraueu, caibHulx dxcenes). OcmMomp u naibnayuio HCusoma npo8oosm ¢ Yeibio
8bISIBIIEHUSL ONYXOJIEU OP2AHO8 OPIOUIHOU NOJOCMU, OeCMOUOHBIX ONYXOAEU U OYEHKU COCMOSHUS
naxoevix TUMGPOY3108.

Ocmomp nepuananbHol 061acmu NPOBOOSAM HA 2UHEKOJIO2UYECKOM Kpecie 6 NONONCEeHUU
nayueHma Ha CRUHe ¢ MAKCUMANbHO NPUBCOCHHBIMU K JHCUBOMY HO2AMU, d NPU HEBO3ZMONCHOCHU
— 8 noaodcenuu Ha 60ky. Ilpu HapysrcHom ocmompe 0061ACMU NPOMEHCHOCTIU U 3A0OHE20 NPOX00d
06pawaom GHUMAHUE HA U3MEHEeHUs NePUAHATbHOL KOJICU, (pOpMY anyca, e2o 3usiHue, Haiudue
Kakux-mbo usmenenuil u Oegpopmayuti. Ilpu narvyesom uccredo8anuu npsamou KUWKU
OYEeHUBAIOM HAUYUe ULU OMCYMCMEUE NOIUNOE 8 HUNCHEAMNYTIAPHOM omoee NPAMOU KUWKU U
UX pazmepwvi, a mMakice HaIUyue UIU OMCYMCMEue 310Ka4eCmeeHHblX HO8000PA3068aAHUL HA UX
gone. Cnedyem obpamums HUMAHUE HA MOHYC U 80J1e8ble COKPAWEHUSI AHAILHO20 CUHKMepa

0J1s1 OYeHKU COCMOSAHUA 3anupamenvbHoco annapama npamou kuwiku (3AIIK).

2.3 J1abopaTopHbIe IMATHOCTHYECKHE UCCJIST0BAHNUS

o Bcem mnammentam ¢ mnogo3penreM Ha AIIC pexomeHayeTcsi BBITIOJIHUTH
MOJIEKYJIIpHO-TEHEeTUYeCKoe wuccienoBanue o6pa3noB JIHK, BeimeneHHbIX U3 JEHKOIUTOB
BEHO3HOM KpoBH, Juis uzydenus reaoB APC/MutYH [28-30].

YpoBeHb y0eTuTEeILHOCTH peKOMeHAanuii — A (YPOBeHb IOCTOBEPHOCTH 10KA3aTEJILCTB — 3)

KommenTapuii: smom memoo noseonsem ycmanogums He moibKo HAAuyue 3a001e6aHuUsl y
nayueHma, Ho U Onpedeums GePOAMHOCb €20 pa3eumus )y euje 300p08o2o pebenka. Bcem
nayuenmam, umerowum 6onee 20 a0eHOMAMO3HbIX NOIUNOE 8 MOJCMOU KUUKe, HeoOX00UMo
svinoaname JIHK-ouacnocmuxy eceil kooupyiowetl nociedosamenviocmu cenoe APC/MuUtYH.
Ilpuuem ecau y OonvHoco eviaereno bOonee 100 noaunos, mo 6 yensax IKOHOMUU BPEMEHU
yenecoobpasno Hawunamo ucciredosanue ¢ cena APC, a eciu ux koruuecmso om 20 oo 100, mo ¢
eena MutYH [21,22,28]. Kpome moeo, Heob6x00uMO 6biNOIHAMb MOAEKYIAPHO-2CHEMUUECKOe
uccnedosanue y 6cex KpogHvlx poocmeennuxos nayuenma ¢ AIIC (Oemu, niemannuxu, opamos u

cecmpbl), NOCKOJIbKY VY HUX MAKJHCe 603MOINCHO HAIUYUE NnAaAniOc€HHbIX Mymauud, 6 cuyvae
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8bIAGIEHUS KOMOPLIX UM NOKA3AHO NPOBeOeHUe NONCUSHEHHO20 KIUHUYECKO20 MOHUMOPUH2A U
BbINOIHEHUE CB0EBPEMEHHO20 ONEPAMUBHO20 BMEULAMENbCMBA 80 U30ENCAHUE 3TI0KAYECBEHHOU
mparncgopmayuu norunos. B ciywae omcymemeusi mymayuii 6 cenax APC u MutYH y 6onvmusix ¢
kaunuyeckou kapmuuou AIIC omnadaem yenecoobpazHOCmv 2eHemuuecKko2co mecmuposaHus
8cex e20 Kpoeuwvlx poocmeeHHuxkos. Ho ece smu poocmeenHuku nomeHyuanrbHo HAX00amcs 8
2pynne pucka pazeumus paka moacmou KUWKY U HyHcoaromcst 8 NONCUSHEHHOM MOHUMOPUH2e.

Memoouxa: npouzeooam 3ab60p kposu y 6onvnozo AIIC, uccrnedyrom kooupyioujue
yuacmku 2enos APCIMUtYH. B ciyuae obnapyosicenus mymayuu npouzeoosam 3a60p Kposu y €20
KPOBHBIX pOOCMEEHHUKO08. [I0CKONIbKY Y KPOBHBIX POOCMBEHHUKO8 MYMAayUull TI0KAIUZVIOMCS 8 meX
JHce yyacmkax 2ema, 4mo u y nayuenmd, Nnpooosm NpUYeNIbHOe U3VUEeHUE BblA6IeHHO20
NOPANCEHHO20 yYyacmka 2eHa. B ciyyae noomeepicoenus HaAnuyusi Mymayuu uUccieoyemomy
nayuenmy ycmanasaugarom ouacno3 AIIC u uasnauarwom npogedeHue 3HOOCKONUULECKO20
uUccnedo8anusl.

Kpome toro, Bcem mnammentam c mnogo3perreM Ha AIIC HEoOX0IMMO BBINOIHUTH
pa3BepHyTHI oOmWMiA (KIMHUYEeCKUH) W OWoXuMHUYecKuil aHamu3 KpoBu. Ilpum oOmem
(KIMHUYECKOM) aHAJIM3€ KPOBU MOKET OBbITh JUArHOCTHpPOBAaHA >Kene30]e(UIIUTHAS aHEMUS.
buoxumuueckoe uccineaoBaHne KPOBU MO3BOJSET BBISIBUTH DIEKTPOJIUTHBIE U METaOOIHUECKHe
HapyIICHUs, TUIIONPOTENHEMHUIO (B YACTHOCTH, THIIOAIbOYMUHEMHUIO).

2.4 UucTpyMeHTAJNbHBIE TMATHOCTHYECKHE MCCaeI0BAHNS

o Pexomenayercss BceM mnanueHtam ¢ mnogo3peHueM Ha AIIC BbimongHeHHe
TOTAJILHON KOJIOHOCKOITHH C MHOXECTBeHHOM Ouorcueii [17,19,26].

YpoBeHb YoeIUTEILHOCTH PeKOMeHIaluii A (YPOBEeHb I0CTOBEPHOCTH JI0KA3aTEJIbCTB — 2)

KommenTapuii: xonorockonus saensiemcsi OCHO8HbIM U HaubOolee MOUYHbIM MemoOOM
ouaenocmuxu AIIC. Ilpu oanHom ucciedosanuu onpeodensom cmenenb NOPaAMNCeHUs paziudHulX
0moeno08 Moacmou KUWKYU NOAUNAMU, YO NPAMbIM 00pA30M G1usiem Ha 6bl00p MAaKmMuKu
neuenus. C nomowpio buoncuu noIy4arom OauHbvle o 310KauecmeeHHoU mpanc@opmayuu noaunos
8 PA3TUYHBIX YUACKAX MOACMOU KUWUKU.

. Pexomenayercsa BceM nanuentam ¢ AIIC nmposenenune OI'JIC mist onpenenenus
HAJINYMS/OTCYTCTBUS TOJIUIIOB B XKEINyJIKe, IBEHAIATUIIEPCTHON KHUILKE U MX 3JI0KaYe€CTBEHHOM
tpanchopmanuu [31-33].

YpoBeHb yoeauTebHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 3)

. Pexomenayercsa Bcem nanuentam ¢ AIIC nposenenue KT OpromrHoi monoctw,
MaJIOro Taza C LEJbI0 HMCKIIOUEHUS OIYyXOJell BHEKUIIEYHOH JIOKAJIU3alUU U JECMOUIHBIX

OIyxoJieii MHTpaadbaoMHUHANBHOM Jokanu3armu [29,30,34,35].
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YpoBeHb yoeauTEIbHOCTH peKoMeHaauuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 3)

Kommenrtapuii: npu naruyuu 310kavecmsennvix onyxonet na ¢pore AIIC donornumensho
svinoansiom KT opeanoe cpyonoii xiemxu 01 onpeodeneHusi pacnpocmpaneHHoCmu
3/10Ka4ecCmeeHH020 npoyecca U OUASHOCMUKU OMOAIeHHO20 MeMAacmasupo8aHus ONyxXoJu.

. [Tpu nnanupoBanuu mnanueHTy ¢ AIIC omepaTuBHOrO BMeENIATENbCTBA C
dbopMupoBaHrEeM TOHKOKHUIIIEYHOTO pe3epByapa pexoMeHayeTcs MpOBEICHUE
(U3HOIOTHYECKOTO MCCIIE0BaHUS 3alMPATeILHOrO anmnapara mpsMOi KUIIKH JIJIsT HCKITFOUYEHUs
UCXOJHOW HEIOCTATOYHOCTH aHAJIhHOTO C(UHKTEpa, KOTOpas MOXKET HETAaTHBHO CKa3aThCsl Ha
(GYHKIIMOHATBHBIX pe3yibTaTax omnepaiuu [36,37].

YpoBeHb yoenuTeabHocTH pekoMeHaanuii C (YypoBeHb I0CTOBEPHOCTH I0KA3aTEIbCTB - 4)

o [Ipy HanuMuuu KPYMHBIX BOPCHUHYATHIX OOpa30BaHUN M 3JI0KAYECTBEHHBIX
omyxoJei npsmoitl kumku Ha poHe AIIC pekoMeHayeTcsl BBIIOJIHEHNE MAarHUTHO-PE30HAHCHON
ToMorpaduu Majoro tasa JJis OICHKU HAUYHS 3JIOKAYECTBCHHON TpaHC(HOpMAlUU U TIyOUHBI
unBaszuu [29,42,50].

YpoBeHb yoeIUTEJILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB - 2)

Kommenrapuii: npu svisaenrenuu y nayuenma c AIIC nosoobpazosarnus ¢ no0o3peHuem Ha
MATUSHU3AYUIO UTU  3TOKAYECMEEHHOU ONYXOAU MOACMOU KUWKU HeoOX00uMo npoeedeHue
O0ONOHUMENbHBIX MEMO008 00C1e008aHUs1, npedycMompennbix Knunuueckumu pexomenoayuimu
1O OUAcHOCMUKe U JIeYeHUI0 paKa 000004HOU KUWUKU, PAKA NPAMOU KUULKU.

2.5 NHble INArHOCTHYECKUE UCCIeTOBAHUS

Her.

3. JleueHue, BKJIIOYAS MeIUKAMEHTO3HYI0 U HeMeIMKAMEHTO3HYI0 Tepanuu,
AMETOTEPANNI0, 00e300,1UBaHNE, MEAUIIUHCKHE IOKA3AHUS U

MNPOTHBOINIOKA3aHUA K NPUMCHCHUIO METOA0B JICUCHUSA

3.1 KoucepBaTuBHOE JIeYeHHe

MeronoB Hexupypruueckoro sedenus AIIC e cymecrsyer [1,2,29,38].

3.2 Xupypruueckoe Je4yeHue

B HACTOAIICEC BPpEMs OCHOBHBIM MCTOAOM JICUCHUA AIIC saBnsercs XprpFHqCCKHﬁ. HpI/I
stoM Jieuenue AIIC CJICOYCT BBIIIOJHATHL B CIICHUAIIM3UPOBAHHBIX CTAallMOHApax, ITOCKOJIBKY
JacTOTa OCIOXKHCHUM H q)yHKHI/IOHaJ'H)HI)II\/'I HUCXO0A CYHIECCTBCHHO 3aBHUCHUT OT KBaJ'II/ICbHKaHHI/I

XHpypra (B 4aCTHOCTH, OT YHCJIa IPOBEJACHHBIX aHAJOTUYHBIX BMeIIaTenbCcTB) [39].
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o [Ipy BBHIMONHEHUH XUPYPrHUECKUX BMemiarenbcTB mnamuentam ¢ AlIC
PEeKOMEHAYyeTCsl  HCIIOJIb30BAHME  JIAMAPOCKONMMYECKUX  TEXHOJOTUH TMpH  TEXHUYECKOH
Bo3moxkHocTH [40,41,74,75].

YpoBeHnb yoenurenasHocTu pekoMenanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KommeHnTapuu: npumenenue n1anapockonuieckux mexHoio2ull no36osaem yMeHbuUms
ONepayuoHHyI0 mMpaemy, CHU3UMb YPOBEHb NePUONEPayUOHHbIX OCIIONCHEHUlU, obecneyusaem
B03MOJCHOCMb — paHHel — akmueusayuu  OONbHO20, A  MAaKdHCe  COKpaujeHue  CpoKos
peaburumayuonnozo nepuooa [41]. IHomumo smoeo, y nayuenmokx ¢ AIIC ucnonvzosanue
JLANAPOCKONUYECKUX MeXHOI02ULl CHUdcaem puck passumus oecnioous na 90% [74].

3.2.1 Kuaccuueckas popma AIIC

Y4auThIBas T€HETUYECKU-ICTEPMUHUPOBAHHYIO TPUPOAY 3a00ieBaHus (CleI0BaTeIbHO,
OTCYTCTBHE BO3MOXKHOCTEH KOHCEPBATUBHOTO JICUCHHs), a TaKKe OOJIMraTHO-TIPEIPaKOBBIHA
cTaryc 3a00JIeBaHusl, EAMHCTBEHHO BO3MOXKHBIM METOJIOM XHPYPTHYECKOTO JICUCHHs SBISCTCS
ylajgeHue OpraHa-MHILIEHU — TOJICTOM KHILIKH.

. [lpu nonTBepkneHHOW Kimaccuueckoit Qopme AIIC Bcem mamueHTam
PEKOMEHAYeTCsl BBHIMOJIHEHHE KOJMPOKTIKTOMUU C (HOPMHUPOBAHHEM TOHKOKHILIIEYHOTO
pe3epByapa, pe3epByapo-aHaIbHOTO aHACTOMO3a, TPEBEHTHUBHOM mieoctoMuu [43,44].

YpoBeHb yOenUTEILHOCTH PeKOMeH AUl A (YPOBEeHb 10CTOBEPHOCTH 0KA3aTEIbCTB - 1)

Kommenrtapuii: npunumas 60 6HumaHue MON00OU 603pacm nayuewmos (npu
Kaaccuieckou ghopme 3abonesanus manugecmayusi npoOUCXooum o 2-3 decamuniemuu HeusHu), ¢
NOMEHYUANbHOU Yelbl0 COYUANbHOU adanmayuy nocie yOanieHus mojacmoul KUWKU 8bINOIHAIOM
naacmuyecKuti aman onepayuu — Qopmuposanue pesepeyapa u3 OUCMAIbHOU Nemiu
NO0B300UHOU KUWKU, HU38E0eHUe NOJYUeHHOU KOHCMPYKYUU 8 HOA0CMb MA3d C HANONCEHUEM
Pe3ep8yapo-aHaibHO20 AHACMOMO3d U NPEeBeHMUBHOU 08YCME0IbHOU uieocmomul [44].

Jna  ynyuwenus Kausecmea OJHCU3HU NAYUEHMO8 NPU  GbINOIHEHUU XUPYPSUHLECKO2O
BMEUAmenbCmed 03MONCHO COXpanenue 1-2 cm cmenKu nPAMOL KUWKU 8 HAOAHATbHOU 0biacmu
ons  opmupoeanus — anacmomosza — annapamueimM  cnocobom. Ilpu  Heso3moiCHOCMU
cpopmuposams  anacmomos npu NOMOWU CUUBAIOWe20 annapama ciedyem GblnOIHUMb
OPIOWHO-AHATILHYIO Pe3eKYUI0 NPAMOU KUWKU U HANONCUMb DVUHOU pe3ep8yapo-aHaibHbllL
anacmomos. Hecmomps Ha mo, 4mo npu Ucnoib308aHUU CUIUBAIOUI€20 ANNApama CoOXpaHsaemcs
HeOObLWOU (hpazmenm cau3ucmou 000I0UKU, PUCK PA3BUMUSL PAKA 8 IMOU 001acmU He8blCOK U
coomeememayem maxkogomy npu opmuposaruu pyuHozo anacmomosa [45].

Pexoncmpykmuenyio onepayuio no 60CCMAHOBIEHUIO HENPEPLIGHOCMU KUUMEYHUKA —

3aKpovimue ujieoCmomsvl — 6blNOJIHAION He paHee, Yem uepes ],5'2 mecsaya nocie nepeulmoﬁ
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onepayuu npu yCcio8uu COCMOAMENbHOCMU W08 MOHKOKUUEUHO20 pe3epsyapd, a makxoice
Dpe3epeyapo-ananbHo20 AHACMOMO3a (N0 pe3yIbmamam pempocpaoHo20 PeHmMeeHOI02UecK020
Uccned08aHus ¢ KOHMpacmom — pesepgyapoepaghuu) [2].

. BonbHomy ¢ kiaccuueckoit ¢opmoit AIIC mpu HanMyMKM NPOTUBOMOKA3aHUM K
(GbOopMUPOBAHHIO TOHKOKMILIEYHOTO pe3epByapa U  pe3epByapo-aHaJIbLHOTO aHAcTOMO3a
PEKOMEH/IyeTCsl BBITTOJIHCHNE KOIIPOKTIKTOMUH ¢ POPMUPOBAHHUEM KOHIIEBOM HIeO0CTOMBI [29].
YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbLCTB — 2)

Kommenrapuii: npomusonoxazanusmu K  6bINOIHEHUI0  KOANPOKMIKMOMUU  C
Gopmuposaruem MOHKOKUWEUHO20 pe3epsyapa U  pe3ep8yapo-aHalbHO20 — AHACHOMO3d
ABNAIOMCA. HATUYUEe 0eCMOUOHOL ONYXOU, 8081eKAlOWell OPbIKHCEUKY MOHKOU KUWKU, a MAaKice
anamomuieckue 0COOEHHOCMU OpbIXHCelUKU MOHKOU KUWKY, UCKIIOUarowue 603MONCHOCHb
HU36€0eHUsl 8 NOJIOCMb MA020 MA3d; HANUYUE HU3KO PACHONONCEHHO20 PAKA NPAMOU KUUWKU C
npopacmanuem 8 OKpyjicaroujue mKaHu u UH@uIbmpayueti 21emMeHmos maszo08020 OHA, d MaKtce
omKa3z nayuewma om HNIACMUYECKO20 KOMNOHEHmMA Onepayuu 8 noiv3y @opmMuposaHus
HOCMOSHHOU UNe0COMbL (8 C843U C TUYHOCTHLIMU NPEONOYMEHUAMU UIU HApYuleHuem pabomul
s3anupamenvro2o annapama npsamou kuwku) [29].

3.2.2 Ocaabaennas ¢opma AIIC

Breibop Metonma xupyprudeckoro sedeHus ocnabnenHoit ¢opmbr AIIC 3aBucuT OT
Bo3pacta MaHHdecTanuu 3a00NeBaHUs, KOJIUYECTBA, BHAA, pPa3MEpOB U JIOKATU3aLUU
BBISIBJICHHBIX TTOJUIIOB TOJICTOM KUIIIKH, @ TAK)KE PE3YIHTATOB T€HETUYECKOT0 UCCIICIOBAHUS.

. boneHomy ¢ ocnabnenHoit ¢opmoii  AIIC mnpu  BO3MOKHOCTH  HOJHOM
HHOCKOTIMYECKON CaHAIMK TOJCTOW KUIIKK U HaIM4uu He Oosyee 10 monmmoB pazmepom >1cm
PeKOMEeH/IyeTCsl BHITIOIHEHHE SHIOCKOTHYECKOTO YIAIEHHs TOJUITOB TOJICTON KUIIKHU [46].
YpoBeHb yoenureabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 4)

KommeHnTapmii: Heobxo0umo nomuums, 4mo He3a8UCUMO OM pe3yIbmamos 8blNOIHEeHUs
9HOOCKONUYECKOU  NOIUNIKMOMUU — NAYUeHmam mpedyemcs peylsapHoe  OUHAMUYECKOoe
HabnooeHue, MaxK Kaxk OAHHbLL Memoo AGNAemcs UCKIIOYUMENbHO NOO0EPHCUBAIOWUM U He
Modicem 3amMeHumv paouxanvuyio onepayuio [46]. Ilpomusonokazanusimu K 3HOOCKONUHECKOU
HONUNIKMOMUY CIYHCAM. NOOO3PEHUE HA HAIUYUe MATUSHUZAYUU 6 KAKOM-TUOO U3 NOIUunos,
Hanuyue OUCHAA3UU BbICOKOU CMeNneHu 8 MKAHU NOIUNA No pe3yibmamam OUONCUU, 3HAYUMoe
yeenuuenue Koauyecmea U pasmepos NOIUN08 6 CPOK MexHcoy O08yMs  OIUNCAUUMU
konoHockonusimu [46].

. [Ipu ocnabnennorr ¢opme AIIC u BBIIBICHUW OHAIEIHPHOW MyTallid B TEHE

MutYH, a taxxe npu oOHapy>KEHHH B MPSIMOM KHUILIKE HE3HAYUTEIHHOTO KOJIWYECTBA IOJIHIIOB,

17



PEeKOMEH/yeTCsl BBIOJIHEHUE KOJIKTOMUU C (POPMHUPOBAHUEM HIIEOPEKTAILHOTO aHACTOMO3a
[29,47,48].
YpoBeHb yoenuTeILHOCTH peKoMeH1anuii B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB - 2)

KommenTapuii: kiunuueckas kapmuna AIIC, 06yciosnennozo naiuuuem Mymayuu 8 2eHe
MutYH, xapaxmepuszyemcs npeumywecmeenHviM nopasxceHuem npagvlx 0Omoenos moacmou
KUWKY U He3HAYUMENbHBIM KOTUYECMBOM NOIUNOE 8 NPAMOU KUWKE, 8 CE5A3U C YeM BO3ZMOICHO ee
coxpanenue npu xupypeuuveckom nedenuu [47]. Ipu evisisnenuu ocrabaennou gpopmor AIIC y
nayuenmos cmapwe 45 nem npu omcymcmeuu NPUHAKO8 MANUSHU3AYUU HOAUNOE U
npeuUMyuecmeeHHOM NOPAdICeHUU NPAgbiX O0moen08 MOJICMO KUWKU MAK’ce B03MON’CHO
COXpaHeHue NpAMOU KUWKU U GopMuposanue uieopekmanviozo avacmomosa. Ilocne
BLINOIHEHUS  YKA3AHHOU Oonepayuu nayueHmam HeobXooum edxHce2oOHblli IHOOCKONUYECKUL
KOHMPOIb C YOaNeHUEeM 8HO8b 00PA3YIOUUXCS NOAUNO0S 8 npsamoul kuuike [48].

3.2.3 MAII

ITpu MAII ¢ xonnuyectBoM noiunos 100 u Gosiee geueHne OCYLIECTBISIETCS TaK JKe, Kak
npu kiaccuueckoit popme AIIC (cm. pazmen 3.2.1 nacrosimmx KiuHudecknx PexomeHmarimii)
[12].

ITpu MAII ¢ 20-99 nonunamu je4eHne OCYLIECTBISETCS TaK XK€, KaK MpU 0ciIalbleHHON
dopme ATIC (cm. pasaen 3.2.2 vacrosumx Knuandeckux Pexomenmanuii) [12].

3.3 Jleuenne KPP Ha ¢oue AIIC

B OGonpmmmHcTBe cinydaeB npu quarHoctuke AIIC BBIABISIOT HaMW4YMe OJUHOYHBIX MIIH
CUHXPOHHBIX MHOYKECTBEHHBIX MAaJUTHU3MPOBAHHBIX OMYXOJE€W ToJCTOM KuIIKU. IIpu sTOoM
3a4actyro cumnroMaruka KPP urpaer Benyiyro posib B KITMHUYECKON KapTHHE.

[Ipy BBISIBIEHUH 3JI0KAYECTBEHHON OMYyXOJM TOJCTOM Kuiiku y mnamueHta c¢ AlIC
1e1eco00pa3Ho MPOBEIEHNE HE0abIOBAHTHOTO/aIbIOBAHTHOTO JIeYeHHUsI (IPH HEOOXOAUMOCTH)
no mnoBony KPP (cM. kimHuYeckne pexkoMeHAaluu «3J0KayecTBEHHbIE HOBOOOpa3OBaHUs
000/I04YHOW KHIIIKH W PEKTOCUTMOUIHOTO oTnena» u «Pak mpsmoi kumkmy») [49,50]. Ilpu
pazsutuu KPP Ha dhone ATIC nproOpUTETHBIM SIBISIETCS JICUEHUE OHKOJIOTHYECKOTO 3a00IeBaHUS
COTJIACHO €T0 JIOKAIM3AIMH U CTeTeHH pacnpoctpanenHocTr [49,50].

. [Ipu xupypruyeckom nedennu O6onpHOTO ¢ KPP Ha done AIIC omeparmBHOE
BMEUIATEIbCTBO PEKOMEHAYETCSl  BBIIIOJHATH COIJIACHO OHKOJIOTMUECKHUM  IPUHIIMIIAM,
U3JI0KEeHHBIM B «KJIMHUYECKHX PEeKOMEHJAIUAX 110 AUAarHOCTUKE U JICUSHHUIO paka 000104HON U
npsimoit kuiikuy [49,50], 1OMOHSS ero yJaJeHUEeM OCTAIbHBIX OTCIOB TOJICTON KHIIKH.
YpoBeHb yoeauTeIbHOCTH peKoMeHaanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 3)

3.4 Jleyenme necMOMIHBIX onyXxoJieii v nanueHToB ¢ AIIC
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JlecMOMTHBIE OMYXOJIM — 3TO THMCTOJIOTUYECKH NTOOPOKaYeCTBEHHBIC, HO MOTEHIHMAIHHO
JIOKAJIbHO arpecCUBHBIC HOBOOOPA30BaHUsl, KOTOPhIE TTOpaxkaroT okoso 15% mnamuentos ¢ AIIC.
B otnuuue ot qpyrux qecMouHbix onyxoneit, AIIC-acconmupoBaHHbIE IECMOUIBI, KaK TPABHUIIO,
pacrioyiaratotcsi B OprOIIHOM MOJIOCTH M BOBJICKAIOT OPbDKEHKY TOHKOW KUIIKH. BONBIIMHCTBO 13
HUX BO3HUKAET IOCIIC MPOBEJACHHOTO OIEPAaTHBHOTO JieueHusi. dakropamMu pucka pa3BUTHS
JECMOUJIOB CUMTAIOT HAIMYUE MOAOOHBIX OMYyXOJeH B CEMEMHOM aHaMHe3€, BHYTPUOPIOIIHBIC
XUPYPrUYeCKre BMEIIATEeNILCTBA, & TAKIKE PACIIONIOKEHUE MTATOTCHHON MyTalluU B IPOMEKYTKE OT
148 mo 1800 xomonoB B rene APC [51]. Ilpu coBmageHuu 3Tux (aKTOPOB PUCK PA3BHUTHS
BHYTPUOPIONIHON IECMOMIHO#M omyxoiu gocturaet 65% [52].

Jloka3zaHHBIX IPEAUKTOPOB POCTA IECMOUIHBIX ONYXOJIEN HE cylecTByeT. HekoTopelie n3
HUX MOTYT CHOHTAHHO INPEKPATHTh PACTH, HEKOTOPHIC PETPECCHPYIOT, a JAPYTUe MPOIOJDKAIOT
0e30CTaHOBOUHBIM POCT. Y HE3HAUUTEIHHOI'O KOJIMYECTBA MALIMEHTOB ITOT POCT MOXKET OBITh
OBICTPBIM ¥ HEKOHTPOJIUPYECMBIM.

o [Tpu BoIsiBneHun y nanueHToB ¢ AIIC necMouHOM OMyX0iH, pacroiararouieics B
TOJIIIE OpIONIHOM CTEHKHM WM B OpIOMIHOM IOJIOCTH, PEKOMEHAYeTCsl IPOBEICHHUE
KOHCEPBATUBHOW TEpaluH BHICOKOJO3HBIMH MOAYJISITOPAMH JCTPOTCHOBBIX PEICITOPOB B
KOMOWHAIIMH ¢ HECTSPOHTHBIM TIPOTHBOBOCIIAMTEIHHBIM MTPETIAPATOM M3 TPYIIIHI IPOU3BOHBIX
YKCYCHOW KHCIIOTBI.

YpoBeHb yoenuteabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB — 5)

KomMmenTapuu: 8uody HesnauumenbHoeo KOIUYeCmsa u Kayecmed (pempocnekmughbie,
HEKOHMPOIUpyemble) NPOBEOCHHLIX UCCIe008aAHUL YOEOUMENbHbIX OAHHLIX O NPUOPUMENHBLX
Memooax JnedeHus 0ecMououvix onyxoneiu Hem. QOOHAKO 6 NPOCHEKMUBHOM KO2OPMHOM
uccnedosanuu, exkmouusuiem 64 nayuenma c eo3Hukwumu Ha ¢one AIIC Odecmouonwvimu
BHYMPUOPIOWHBIMU ONYXOAAMU, NOCIE NPOBOOUMO0 HA NPOMANCEHUU KAk MuHumym 1 2ooa
JleYeHUsL  B8bICOKOOOZHBIMU MOOVISAMOPAMU ICMPOSEHOBbIX PEYenmopo8 6 KoMOuHayuu ¢
HeCmepouoOHbIM NPOMUBOBOCNANUMENbHVIM NPENnaApamom U3 cpynnvl NPOU3IBOOHbIX VKCYCHOU
KUCTIOMbL NPOOEMOHCMPUPOBAH OmMEem onyxoau (8 eude cmadbunuzayuu uiu pezpeccuu) 6 85%
cyuaes. [locie docmudicenus noLoXCUMenbHO20 omeema 003a NPenapamos OvLia pedyyuposanda
vy 60% nayuenmos, na smom one ommeuer moabko 00uH peyuous onyxoau yepes 10 nem [53].
Taxum o06bpazom, ponb XUPYPSUUECKO20 JleYeHUss OeCMOUOHBIX Onyxoael O0NNCHA Obimb
02panuyena Koppexkyueti 6MopUUHbIX UsMEeHeHUl, 00YCI061eHHbIX MECIMHbIM XAPAKMEPOM pOCma

ONYXou, — 06CMpPYKYUU HCeny0oUHO-KUULEYHO20 MPAKMA, MOYE8bl80OAWUX nymeti, U m.o.
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4. MeguumMHCKAas peaduaIuTANUs, MeIUIMHCKHAE MOKA3aAHUS U

NMPOTUBONOKaA3aHUA K IPUMECHCHUIO METOA0B peaﬁnnnTauun

Crnenuduueckue mepsl peadbmnutanuu namueHtoB ¢ AIIC otcyrctByroT. Y psina
NAIUMEHTOB, Y KOTOpPBbIX OlepaTMBHOE BMemarenbcTBo no mnosoay AlIC 3aBepumiock
(dopMHpOBaHNEM TOHKOKHUIIIEYHOT'O Pe3epByapa 1 pe3epByapo-aHaIbHOI0 aHACTOMO3a, BO3MOYKHO
CHIDKEHHE (DYHKIUM JepKaHus. Mepbl MEIMUUMHCKOW peadWInMTallMd HalpaBieHbl Ha
MaKCHUMaJbHO OBICTpOE BOCCTAHOBJIEHHE B IIOCJIEONEPAIMOHHOM TIEPHOJE, JTOCTHUIKECHUE
COLMAIBHO-TIPUEMIIEMOM CTETEHU aJalTalluy MAalUEHTOB B OOILECTBE MOCIE XHUPYPIUYECKOTrO
nedeHus. [Ipu 3TOM peaOMIINTALMIO TAKMM TAleHTaM MIPOBOAAT B Tpu dTana: 1-it atan (paHHss
peaduITUTaIHs) — OCYILECTBIISICTCS. HEMOCPEACTBEHHO MOCIIE XUPYPTUUECKOTO BMEIIATEIbCTBA 110
14-e  cyrku. OCHOBHBIMM  33JayaMd  SIBJSIIOTCS:  BOCCTAHOBJIEHHE  HOPMAJIbHOTO
(YHKIIMOHUPOBAHMS HKENyJIOYHO-KUIIIEYHOIO TpPaKTa, KOHTPOJb TIOMEOCTa3a, KYyIUPOBaHUE
[OCJIECONEepPAllMOHHOIO  OOJIEBOIO  CHUHAPOMA,  AKTUBU3ALUs  MAIMEHTa,  3a)KUBIICHUE
nocjeonepaoHHbIX paH. Bropoil sranm peaOunuranuu HauuHaeTcss nociae 15 cyTok u
IPOJOJDKAETCA MO Mepe HEOoOXOJUMOCTH B IOCIEAYIOLIEM, HalpaBiI€H Ha OKOHYATEIbHOE
3aKMBJIEHUE TIOCIIEONEPALIMOHHBIX PaH C KOHTPOJIEM 32 JIEATEIbHOCTBIO KEITYA0YHO-KUILIEYHOTO
TpaKTa U APYrux CUCTEM OopraHusma. /laHHbIM 3Tam BO3MOXKHO OCYIIECTBIATh Kak aMOYJIaTOpHO,
TaKk U B YCJIOBUSAX CTallMOHapa JIHEBHOTO WJIM KpPYIJIOCYTOYHOro mnpeObiBaHus. Tperuil srtam
peadbunuTa OCYIIECTBIIAETCS B MO3JHUN MOCIEONEPallMOHHBIA MEepUO y MalUeHTOB Kak C
MIOCTOSTHHOW MJIEOCTOMOW, Tak U Tepes PEeKOHCTPYKTUBHO-BOCCTAHOBHUTEIBHOM oOIepaluen.
OCHOBHBIMU peaOWIMTAIIMOHHBIMU JICHCTBUSMU Ha JIaHHOM 3Tare SBISIOTCS KOMIICHCAIHS
(bYHKLIUY KeTyA0YHO-KUIIEYHOTO TPAKTa, a TAK)Ke MEPOIIPUSTHS, HAllpaBJICHHbIE Ha BBISBICHUE
Y KOPPEKLHUIO (PYHKIMU 3aIMPATEIbHOTO arapara IpsiMoi KUILIKH.

[Marmentam ¢ AIIC, mepeHecmMM XUPYPrU4ecKO€ BMELIATENIbCTBO C (OPMUPOBAHHEM
BPEMEHHON/TTIOCTOSIHHOM MJIEOCTOMBI, HEOOXOIMMO HCII0JIb30BAaHHE KATONPUEMHHUKOB M CPEACTB
no yxomay 3a cromoil [54]. JIns yxoma 3a CTOMOI B paHHEM IIOCIEONEPAIMOHHOM IEPUOJIE
UCIOJIB3YIOT CIIEHUAbHBIN MOCIEONEePAlMOHHbIN KaJONPHUEMHHK, KOTOPBIA HAKIIEUBAIOT Cpa3y
’Ke 10 OKOHYaHWM omepanuu. B miacTuHe BbIpe3alOT OTBEPCTHE, COOTBETCTBYIOIIEE pazMepy
cToMbl. [Tpo3padnblil MEIIOK ¥ CHUMAIOIIASACS KPBILIKA IT03BOJISIOT KOHTPOJIMPOBATh COCTOSIHUE
CTOMBI B paHHEM IOCIIEONIEPALIMOHHOM Niepuoze. [ nanpHelero yxoaa 3a CTOMOM NaliueHTy
MOIOUPAIOT OJTHO- WIIM ABYXKOMIIOHEHTHYIO CUCTEMY C YYETOM (PYHKIIMOHAIBHBIX OCOOEHHOCTEN
CTOMBI, peibeda nepucToManbHON 00JIACTH, HHAWBUIYAIBHBIX MPEANOYTEHUH U BO3MOXKHOCTH

o0OydeHus TaIlueHTa.
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. [Taruentam ¢ AIIC nepen BBIIIOJIHEHUEM PEKOHCTPYKTHBHO-BOCCTAHOBUTENIBHOMN
ornepaluyd  peKOMEeHJAyeTcsl  BBIIOJIHEHHWE  HCclefAoBaHUA  (QYHKUUMH  CPUHKTEPHOTO
(3amuparenbHOro)  ammapara OpsSMONM  KUIIKH  (COUHKTEpOMETpus, mpoduioMeTpus,
UCCIICIOBAaHHE IMPOBOJUMOCTH TI0 CPaMHOMY HEpBY) € MOCJIEIYIOIIEH KOHCYIbTallMid Bpaua
(GYHKIIMOHATIBHOM JMArHOCTHUKY MPH BbIABICHUH (QYHKIIMOHAIBHBIX HapylieHuit [37].

YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbLCTB — D)

KommenrTapuu: y pada nayuenmos, y KOMOpvIX ONEPAMUBHOE BMEULAMENbCHEO NO
nogody AIIC 3aeepwunocoy opmuposanuem MOHKOKUUWEYHO2O pe3ep8yapd, 603MONCHO
CHUdICeHUe YHKyuu Oepoicanus, 00YCllosleHHoe YOdleHuem amnyivl HNpaMOu KUKy U
UHMPAONEPaAyuUoHHOU  mpasmamuzayuell  3anupamenbHo20  annapama  8ciedcmeue
Gopmuposanus pezepsyapo-anaivioco anacmomosa [55,76].

o [Ipu BbBISIBICHUHM HEJOCTATOYHOCTH AHAIBHOTO CPUHKTEpa 2-3 CTemeHu mepe
PEKOHCTPYKTHBHOM  omepaunueii  pekomeHnayercss  mpoBeneHue  10-gHeBHOTO  mumKia
IEKTPOCTHUMYJISIIMA C HWCIOJB30BaHUEM Ouosorndeckoir oopartHoit cBs3u (BOC-tepanus u
TUOMAlIbHAS HEHPOMOAYNALMS) B YCIOBUSX JHEBHOTO WJIM KPYTJIOCYTOYHOTO CTalMoOHapa ¢
EJIBIO YIYUIICHHS 0KHM/IAeMOT0 KaueCTBa )KU3HH marueHToB [37, 56].

YpoBeHb YoenuTEILHOCTH peKoMeH1aluii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB — 3)

KommenrTapuu: B peabunumayuu nayueHmos ¢ HeOOCMAMOYHOCMbIO AHATLHO2O
cpunkmepa, nO OAHHLIM JUMEPAMYPbL, WUPOKOe HpUMEHeHUe Haulel Memoo JleyeHus,
ocrHosanHblll Ha Ouonozuyeckou obpammuoti ceéasu (BOC), nanpaenenmviti Ha yayuuieHue
COKpamMumenvHot CNOCOOHOCMU MblUlY HAPYICHO20 CQUHKmMEpPA U Ma308020 OHA 34 CYem
Veenudenuss Kak Cuibl, maxk u OJumenibHOCmu npou3eoavHo2o cocamus [37,56]. Jannwviti memoo
gosleKaem 6 npoyecc peadbuIUmMayuu coOCMEeHHvle pPecypcvl Op2aHusMa C B8blpabomKou
NPABUIILHLIX HABLIKO8 HA YPOBHE CO30AHUS HOBBIX YCIO0BHO-peghiekmopuvix cesasell. Tak oice
appexmusnbim A€M MEMOO MUOUATLHOU HEUPOMOOYIAYULU, NPU KOMOPOM INeKMPUYECKULL
MOK NO OOHUM HEPEHbIM NYMAM MOOYIUPYEm CYUeCmeo8asuiylo panee aKkmusHoOCms 68 Opyeux
HEPBHLIX NYMAX UNU YeHMpax. UpecKodCHyI0 deKmpoCcmuMynayuio 3a0He2o 601buLeb6epy08020
Hepea NpUMEHAImM Npu QYHKYUOHAILHBIX 3A00N€8AHUAX OP2AHO8 MAN020 Masd, Mak KaKk 6
cocmase 3a0He20 OonbUEOEPY06020 Hepsa npoxodam eonokHa uz Il u Il kpecmyogwvix cecmenmos
CHUHHO20 M032d, Ueparowue 3SHa4UmMeIbHyI0 polb 8 UHHEP8AYUU NPAMOU KUWUKU, MOYe8020 NY3blps
u ux cgumnkmepos. /[okazano, 4mo MuluueyHvle CMPYKMYypbl OMKIIOYEHHO20 3aNUpamenbHo20
annapama mMocym peazupoeamv HA mepanuro OUOI02UYecKol 0OPAMHOLU C8:3b10 U NPOGedeHUe
MUOUATLHOU HEUPOMOOVAAYUU C Y8eludeHUeM KAK MOHYCd, MAK U CUlbl 80J1e8blx cokpaujeruti [37,

56/. Cmumynayuio mubuanbHo20 Hepea nposoodsm C NOMOWBIO HAKOHCHO20 CIMUMYIUPYIOUE20
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NEKMPOOA, Ymo no380Jsen NAyueHmy nocjie Kypca npeosapumenbHo2o 00yueHus: nPoooaNCUny
KYpC JeueHusi CamoCmosmenbHo 6 OOMAWHUX YCI08UsAX. B makom ciyyae Kypc nedeHusi ¢
€CEOHEBHBIMU CeAHCAMU CMUMYIAYUU Modcem npoonesamuvcsi 0o 1-3 mecayes. Konmponw
aghgpexmuenocmu bOC-mepanuu npouzeo0sm nepeo HA4AIOM U NO OKOHUAHUU KAAHCO020 KYPCd
npoyeoyp nymem KOMHIEKCHO20 (QPU3UOLOSUYECKO20 UCCAeO08AHUS (DYHKYUU 3ANUPAMETbHO20
annapama npamou Kuwikuy (cgpunkmepomempus + guzuonozuneckoe ucciedosanue pe3epeyapHou
Qyukyuu  cpopmuposannoeo  pesepsyapa). Ilpu ynyuwenuu nokazameneu MoHyca U
COKPaAmumenbHol CHOCOOHOCMU AHANbHBIX COUHKIMEPOS MOINCHO CIABUNb BONPOC O BbINOIHEHUU
PEKOHCMPYKMUBHO-60CCMAHOBUMENbHOU — ONEpayulY,  HANPAGIeHHOU HA  B0300HOGIEHUE

ecmecmeeHH020 naccaxca no KHceryoouHo-Kuueunomy mpaxmy [37].

5. lIpodguiaakTuka M JMCNaHCEPHOe HADJII0eHHe, MeAUIIMHCKHE MTOKA3aHUs U

INPOTHBOIIOKA3aHUA K IPUMECHCHHIO METO/10B leO(l)I/IJIaKTI/IKI/I

C yuerom Toro, yro AIIC sBisieTcss HacleICTBEHHBIM 3abosieBaHuEM, crenuduyeckoi
npodunakTuky ero He cymectByer [1,2]. HecMoTpsi Ha 3TO, MMEHOTCSI JaHHBIC O HU3yYCHUH
IPUMEHEHHUS  HECTEPOMJIHBIX  MPOTHUBOBOCHAIMUTENBHBIX  IpEHapaToB B KayecTBE
XumHornpoduiakTuyeckux cpeact y mauueHton ¢ AIIC. ITpu aToM ObU10 IPOIEMOHCTPUPOBAHO,
YTO HA3HAYEHUE HECTEPOUIHBIX IPOTUBOBOCIAIUTENIBHBIX CPEACTB U3 TIPYIIBI IPOU3BOJHBIX
YKCYCHOW KHCIIOTBI, a TAK)K€ U3 TPYIIBI KOKCHOOB YMEHBIIAIOT KOJIUYECTBO U Pa3Mep MOJIUIIOB B
KpaTkocpouHoit nepcnektuse [57—-60], ogHako goarocpouHast mpouTakTHKa paka Kak KOHeUHast
TOYKA He ObLIa JIOCTUTHYTA B KPYITHBIX PaHIOMHU3UPOBAHHBIX UccienoBaHusx [61-63].

Paccmarpuas AIIC kak obauratHoe npeapakoBoe 3a00JIeBaHUE, BaXKHO YTOUHUTH, YTO
€IMHCTBEHHbIM criocoboM npoduiaktuku KPP sBnsercss cBoeBpeMEeHHOE XHUpypruyeckoe
JedeHue, onucanHoe B 1.3. K MepaM npouiIakTHKN TakKe MOKHO OTHECTHU TILATENbHBIN cOOp
cemeiiHoro anamHe3a y mnamueHta ¢ AlIIC, mpoBeneHne HEOOXOIWMOTO TE€HETHYECKOTO
UCCIIEIOBAaHUST M KOMIUIEKCHOE o0cienoBaHue OMMKaHIIMX KPOBHBIX POJCTBEHHUKOB IS
CBOEBPEMEHHOT0 BbIssBIeHUs OonpHBIX AIIC 10 Havama mnposBIEHHUS KIMHUYECKOU
CUMITOMATHUKH.

ATIIC 3a4acTyro cOmpoOBOKAAETCSA PA3BUTHEM MHO>KECTBEHHBIX MOJIUITOB TAK)KE B BEPXHUX
OTJeNax JKeIyI0YHO-KUIIEYHOrO TpakTa (KeTyJdOoK, JBEeHaaUuaTHrepcTHas kuumika). [Ipu stom
oMbl PyHIATBHBIX JKele3 BRUBIIOTCA Y 80% nareHToB ¢ AIIC [64] 1 SBISIOTCS TOHOCTHEO
T00pOKaueCTBEHHBIMU 00pa30BaHUAMU O€3 3JI0KaYeCTBEHHOI'O MOTEHIIMAaja, He MOBbIIIAs PUCK

pa3BuTHs paka okenynka [65]. Bmecre ¢ Tem, HanuuMe aJeHOMATO3HBIX IOJHUIOB B
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nBeHanuarunepctHol kumke npu AIIC accoummpoBaHO ¢ PUCKOM pa3BuTusi paka B 5%
HaOJro1eHuit [66].

° [Tanmentam ¢ AIIC pekoMeHnayeTcsi IPOBOAUTH SHAOCKOIUYECKOE UCCIETOBAHUE
BEPXHUX OTJIENIOB >KEIYIOYHO-KHUIIIEUHOI'0 TpaKTa ¢ Bo3pacta 25 JIeT, y TeX MalUEHTOB, KOMY
nuarHo3 AIIC ycranoBieH B OoJiee 03 JHEM BO3pacTe, — ¢ MOMEHTa ycTaHOBKHU auarHosa AIIC.
YpoBeHb yoeauTeIbHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH I0KA3aTEIbCTB — 2).

KommenTapum: yuumsisas uwacmomy pazeumus paka 08eHAOYaAMUnepcmHou KUWKU,
docmuzaroweii 5%, npoguraxmuueckoe yoanenue opeana we npumensemcs. Ilpu smom ons mex
nayueHmos, y K020 paxk 08eHaoyamunepCmuol KUKy Obll OUASHOCMUPOBAH 6 npoyecce
OUHAMUYECK020 HAOI00eHUs, ObLI0 NPOOEMOHCMPUPOBAHO NPEUMYUECMBO 8 BbIHCUBAEMOCTU NO
CPAGHEHUI0 ¢ meMu, Kmo 00pamuics K epavy yoce ¢ Kiunuueckou cumnmomamuxou [67]. B
Hacmoswyee epems 0 CmaoupoS8aHUs NOPAd*CEeHUs 08eHAOYAMUNEPCIMHOU KUWKU U OnpeodeeHUs]
UHMEPBAN06 HAOIIOOEeHUS NPUHSAMO UCNOb306amb Kiaccugurayuio Spigelman A.D. (ma6n.1).

Tabnuya 1. Knaccugpuxayus nopasicenus osenaoyamunepcmuoti kuwiku npu AIIC u

coomseemcemayrowas makmuka eedenus (no Spigelman A.D. [68,69]).

Konuuecmeo 6annos
1 2 3
Yucno noaunos 1-4 5-20 >20
Pasmep nonuna, mm 1-4 5-10 >10
T'ucmonocuueckas cmpykxmypa Tyoynapuas Tybynapuo-eopcunuamas | Bopcunuamas
Cmenens oucniasuu Cnabas Ymepennas Taoicenas
Cymma 6annoe Cmaousn Pekomenoosannas makmukxa
0 0 OI'J]C uepes 5 nem
1-4 I AI'J[C uepe3 5 nem
5-6 I II'J]C uepes 3 200a
7-8 Il II'JIC uepes 1 200, 603M0*CHO
9HOOCKONUYECKOe BMeUlamenbCmeo
9-12 v II'JIC uepes 6-12 mecsayes aubo
9HOOCKONUYecKoe/xupypeuieckoe jeyeHue

J Beem mammentam ¢ AIIC, nmepeHecmnM KOJIIPOKTIKTOMHUIO € (OPMHUPOBAHUEM

WIICO-PEKTATLHOTO/pe3epByapo-aHAIbHOIO aHACTOMO3a, PpeKOMEHIYeTCsl TIPOBOIUTh SIKET0THOE
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9H/IOCKONMYECKOE HCCIICIOBAHME OCTABIICHCS YACTH TIPSAMOW KHUIIKH, TOHKOKHIIEYHOTO
pe3epByapa [12,29,30].
YpoBeHb yoenuTeIbHOCTH PeKOMeH1auuii A (YpOBeHb J0CTOBEPHOCTH 10KA3aTEIbCTB — 3).

KommenTapuu: ¢ ocmaroweliicsi nocie Xupypeuuecko2o iedeHuss 4acmu npsmol KUWKU
B03MOJICHO NOSGIEHUE HOBbIX NOJIUNOE, KOMOPblE NpU OMCYMCMEUU He0OX00UMO20 KOHMPOJs
CKIOHHBL K ManueHuszayuu. Kpome Toro, uepez 12-18 mecayee nocie 3akpulmusi uieocmomsi 8
pesepsyape  pazBU8alomcs - Mopgonocudeckue  UMEeHeHUs  ANUMENUANbHOU  8bICTNUIKU,
xapaxmepuszylowuecsi ynioweHuem u COKpaujeHueM Yucia 60pCUHOK, RPUSOOAUUM K UX ampoduu
("moncmokuweynas memaniazus'), uMoO NOMEHYUATbHO 6edem K PUCKY  pA36UmMus
310KAUecmeennol mpancgopmayuu causucmoii obonrouku pesepsyapa [70,71]. Tax, uz 212
nayuenmos, nabnooasuiuxcsa 8 pamkax Hudepranockoeo peaucmpa noauno3o8, KyMyaismueHbull
PUCK PA3BUMUsL AOEHOMbI 8 MOHKOKUueuHom pesepsyape npu 10-nemnem nabaroodenuu cocmasun
45%: y oeaoyamu namu nayuenmosg (11,8%) paszsunrace ademoma c msdicenol cmeneHvio
oucnaasuu, u 'y wemwipex (1,9%) pazsunrace xapyunoma. Kymynamugnulili puck pazeumus paka
pesepsyape npu 10-1emuem nabniooenuu cocmasun 1% [12].

o Bcem mamumentam, mepeHecmM XHpyprudeckoe JedeHue mo mosoay AlIC,
peKoMeHyeTcsl TPoBOAUTH exeroanoe uccienosanue (Y3U/KT) opranoB OprouiHoi nojgocTyu u
MaJioro Tasa Jiisi CBOEBPEMEHHOTO BBISBICHHUS BO3MOXHBIX IECMOMIHBIX omyxoueit [73].
YposeHb yoenuteqabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTEIbCTB — 3).

Kommenrtapuu: AIIC-accoyuuposanmvie 0ecmouovl, Kax HpAGUNO, PACNONA2AlOMCS 8
OPIOWHOU NOIOCMU, BOBLEKAIOM OPBINHCEUKY MOHKOU KUWKU U BO3HUKAIOM NOCIe ONepayuu.
Daxmopamu pucka pazeumust 0eCMOUO08 CHUMAOm HaIuyue NOOOOHbIX ONYXOell 8 CeMEUHOM
AHAMHE3e, XUPYPeUYEeCKoe 6MeuamenbCmeo HA OPIOWHOU NOAOCMU, A MAKICEe PACNONONCEHUEe
namoeennou mymayuu om 148 0o 1800 xooona 6 cene APC [51]. Ilpu cosnadenuu smux

(haxkmopoe puck pazeumuisi BHympuOPIOWHoOU 0ecMouoHol onyxoau docmuzaem 65% [73].

6. Opranu3anusi OKa3aHusi MeIUIMHCKONH MOMOIIH
MenuiHCKast TOMOIIb, 32 HCKITFOYSHUEM MEAUIIMHCKOMW TTOMOIIM B paMKaX KJIMHUYECKOH
anpoOaruu, B COOTBETCTBUU C (herepanibHbIM 3akoHOM OT 21.11.2011 N 323-®@3 (pen. ot 47
25.05.2019) "O6 ocHoBax oxpaHbl 37J0pOBbs I'paxaaH B Poccuiickoii @enepanun" opranuzyercs
U OKa3bIBaeTCS:
1) B cOOTBETCTBHH C MOJIOKESHUEM 00 OpraHU3aIMK OKa3aHUsI MEAUIIUHCKON MOMOIIH T10
BUJAM MEIMIMHCKOM TOMOIIM, KOTOPOE YTBEPXKIAeTCSd YIOJHOMOYEHHBIM (enepaabHbIM

OopraHomM HWCIOJHUTEIbHOM BIACTH.
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2) B COOTBETCTBHH € MOPSAKAMU OKa3aHHs IMOMOIIK 10 IPOHII0 "KOJOMPOKTOIOrHs ",
00s13aTeIbHOMY JIJIs1 UCIIOJIHEHUSI Ha TeppuTopuu Poccuiickoit denepaiiii BceMu METUIIMHCKUMU
OpraHU3aLUsAMH.

3) Ha ocHOBE JaHHBIX KIMHUYECKUX PEKOMEHIAIIHIA.

4) C y4eToM CTaHAapTOB MEIUIIMHCKOW MOMOIIH, YTBEPKICHHBIX YIIOJIHOMOYCHHBIM
¢denepaabHBIM OPraHOM HCIIOJIHUTENFHON BIIACTH.

[lepBuuHas crnenuanTu3WpOBaHHAs MEIUKO-CaHUTapHas momomls OonbHbEIM  ATIC
OKa3bIBAECTCSI BPauOM-KOJIOIPOKTOJIOTOM, BPauOM-OHKOJIOTOM, BpPadyOM-TaCTPOIHTEPOJIOTOM U
WHBIMU BpavyaMH-CIIELUAIIUCTAMH B MEIULMHCKUX OPraHM3alUsAX, MUMEIOUIUX JIMUEH3UI Ha
OKa3aHUE COOTBETCTBYIOIIMX BUJIOB MEJULIMHCKON NEATEIbHOCTH.

[Ipu nono3penuu unu BeisiBieHUU AIIC y manuenTa Bpaun-TepaneBThl, Bpaul-TepaneBThI
y4acTKOBbIe, Bpauu oOIIell NpakTHKU (CeMelHble BpauM), BpPAuYU-CHEIUAIUCTBHI, CpPEIHHE
MEAUIMHCKNE PAOOTHUKH B YCTAHOBICHHOM MOPSAKE HAMPABISIOT MAI[MEHTa HA KOHCYJIbTAIIHIO
B MEJIMLUHCKYI0 OpPraHU3alllio, UMEIOIIYI0 B CBOEM COCTaBEe KaOMHET Bpaya-KOJIOIPOKTOJIOrA,
U/WIM aMOYIIaTOPHBIN KOJIOIMPOKTOJIOTHYECKUI EHTp (OTAETICHUE) 11 OKAa3aHUS MY IIePBUYHON
CIIELUATIM3UPOBAHHON MEANKO-CaHUTapHOU noMoiu. KoHcynbTanus B yKa3aHHBIX CTPYKTYPHBIX
MoJIpa3ieNieHusIX MEAUIIMHCKOW OpraHu3aluu JoJKHA ObITh TpOBeeHa He To3aHee 15 padounx
JTHEW C 1aThl BbIJIAYX HAMPABJIEHUS HA KOHCYJIbTALIHIO.

Bpau-KoJI0npoKTOI0r OpraHu3yeT CBOEBpPEMEHHOE KBaJIM(UIIMPOBAHHOE OOCIIEeJOBaHHE
MAalMEHTa, BKJIIOYAas OMNpPENENIEHUE CTENEeHH BBIPAKEHHOCTH KIMHUYECKON CUMIITOMATHKH,
HHIOCKOMMYECKOE HCCIEOBaHNE, B3sTHE OHOINCHHHOTO Marephala U KOHCYNbTALUIO Bpaya-
reHeTuKa. Bpady-reHeTuk BBICHAET CEMEHHBIN aHAMHE3, COCTABISECT POJAOCIOBHYIO U Ha3HA4aeT
nposenenune JJHK-quarnoctrku B 1abopaTopuu reHeTHKH.

[Tpu HEOOXOAMMOCTH JIeUEHHUS U YTITyOJIEHHOTO 00CIIeIOBaHHS B CTAIIMOHAPHBIX YCIOBHSIX
MAlMEHT HAIpPABIAECTCS JIEYAIlUM BPAadyoOM B KOJIOIPOKTOJOTMYECKOE OTIEIICHUE WIH HHYIO
MEJIUIIMHCKYI0 OPraHW3alMI0, OKa3bIBAIOIIYI0 MEAUIMHCKYI0 TOMOIIb B CTallMOHAPHBIX
YCIIOBUSX MallMEHTaM 10 MPpOoduITto "KoJompoKToaorus".

Bpad-KoJIompoKTOIOT METUITMHCKON OpraHU3allui, UMEIOIIEH B CBOEM COCTaBe KaOWHET
Bpayda-KOJIOMPOKTONOra, aMOyJaTOPHBIM  KOJIOMPOKTOJIOTUYECKUH  HEHTp  (OTAeleHue),
HaMpaBJIsieT MalMEHTa B MEIUIMHCKHE OPTraHU3alUH, UMEIONIME Uil OKAa3aHHUS MEIUIIMHCKOU
IIOMOIIA B CTAIlIMOHAPHBIX YCIOBUSAX B CBOEM COCTaBE KOJOMPOKTOJIOTHYECKOE OTIECICHUE U
TeHETUUYECKYIO JTabopaTopuio (B cydyae HEBO3MOKHOCTH YCTAaHOBIICHHS MAarHO3a MpU OKa3aHUU
MIEPBUYHOMN CIIELIMAIM3UPOBAHHOMN MEJIUKO-CaHUTAPHOU TTIOMOIITH), s OKa3aHUs

CIIELHUATM3UPOBAHHON, B TOM YHUCJE BBICOKOTEXHOJOTMYHOM, MeauuuHCKOM mnomomu. Cpok
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Hayaja OKa3aHus  CHEHUAJIN3UPOBAaHHOM, 3a  HCKIIOYEHHEM  BBICOKOTEXHOJOTMYHOM,
MEIMIUHCKONW TMOMOIIM ONpEAEISIeTCS MO PEHICHHI0 KOMHUCCHH 1O OTOOpY MalMeHTOB IS
TFOCIUTAIIM3ALUUN B 3aBUCHUMOCTU OT TSKECTH KIMHHYECKOW CHUMITOMATHKH, CPOK HE JOJDKEH
npesbinaTth 30 KaJIEHAAPHBIX JHEW C 1AThl BbIJAYX HAIIPABJICHUS HA TOCIIUTAIN3ALUIO.

CriennanusupoBaHHasi, B TOM YHCJIE BBICOKOTEXHOJIOTMYHAS, MEJUIIMHCKAs IIOMOILb IIpU
AIIC oxka3biBaeTcsi BpauaMHu-KOJIOIPOKTOJIOIAMH B MEAUIMHCKUX OpraHU3alUsaX, UMEIOUINX B
CBOEM COCTaBE KOJIOMPOKTOJIOTUYECKOE OTJENICHHE, WMEIOMIUX JIMIEH3UI0, HEOOXOIUMYIO
MaTepHaIbHO-TEXHUUECKYI0 0a3y, cepTHU(UUUPOBAHHBIX CIELHMAIUCTOB, B CTAllMOHAPHBIX
YCIOBHSAX M YCIOBUSAX JHEBHOTO CTallMOHAapa U BKJIOYAeT B ceOs AMAarHOCTHUKY, jJedeHue AIIC,
TpeOyIOIIMX MCIIONb30BaHMS CHEIHAIbHBIX METOAOB M CJIOXHBIX YHUKAJIbHBIX MEIUIIMHCKUX
TEXHOJIOTHil, a TAKKE MEIULMHCKYIO peadHIINTALUIO.

Ilokazanua JUIsl TOCHMTAIU3alMyd B KPYIVIOCYTOYHBIM WJIM JHEBHOM CTallMOHAP
MEIMLIMHCKOW  OpraHM3alliM, OKa3blBalOUICH  CHEUAJIN3UpPOBAaHHYIO, B TOM  4YHCIE
BBICOKOTEXHOJIOTMUHYIO MeOUIMHCKYI0 nomouls mpu AlIC, omnpexpenstorcs BpayoM-
KOJIOIIPOKTOJIOI'OM C ITPOBEIEHUEM ITPU HEOOXOIUMOCTH MYJIbTUAUCIUILIMHAPHOTO KOHCUIIMYMA.

IlokazanueM [uIsl TrOCHMTAIM3aLMU [ANUEHTa B MEIWLUHCKYI0 OpraHU3aldi0 B
HKCTPEHHOMN MM HEOTIIOKHON (opMe SBIISETCA:

1) Hammume ocnoxuenuit AIIC, TpeOyrommx OKa3aHUS €My CIEIHaTH3MPOBAHHOM
MEUITMHCKOM MMOMOIIM B SKCTPEHHOU U HEOTJIOKHOU opMme.

2) Hanmume ocnoxuenuin  jedenus  AIIC, TpeOyrommx  OKa3aHHS €My
CHeLHaTU3UPOBAHHON MEIUIIMHCKON MTOMOIIH B SKCTPEHHON M HEOTIOXKHOM (popme.

[TokazanueM AJi1 TOCHUTAINU3AIMKM B MEIUIIMHCKYIO OpPraHM3alliio B IJIAaHOBOW (opme
ABJISIETCSI:

1) HeoOXOOMMOCTD BBIMOTHEHHS CIOXHBIX HHTEPBEHIIMOHHBIX JHATHOCTUYECKHX
MEIUIUHCKUX BMELIATENbCTB, TPEOYIOUMX IOCIEAYIOMIEr0 HaONIOJIEHUs] B YCIOBHSX
KpPYTJIOCYTOYHOTO WJIM JTHEBHOI'O CTAllMOHApa.

2) Hanuuwe mnoka3aHuii K crenuanusupoBanHomy Jedenuto AIIC (xupypruueckoe
BMEIIATENLCTBO), TPeOyIoleMy HaOMIOJeHUS B YCIOBHMSX KpPYIJIOCYTOYHOTO HJIM JTHEBHOT'O
cTaluoHapa.

[TokazaHueM K BBINKMCKE NAMEHTA U3 MEIUIIMHCKON OPTaHU3allUN SIBIIAETCS:

1) 3aBepieHne Kypca JIeUeHHsI WM OJJHOTO U3 ATANOB OKA3aHUS CICIUATN3UPOBAHHOM, B
TOM YHCJIE BBICOKOTEXHOJIOTUYHOW MEIMIIMHCKOM NOMOIIH, B YCIOBHUAX KPYTIOCYTOYHOIO WIH
JTHEBHOTO CTAallMOHApa, IPH YCIOBHH OTCYTCTBHS OCJIOKHEHHH JieueHUs, TpeOyromux

MCZ[I/IKaMeHTO3HOI71 KOppCKIUn 1500703011 MCIUIUHCKNX BMCIIATCIILCTB B CTAHUOHAPHLIX YCIIOBUSX.
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2) OTka3 maigeHTa Wik €ro 3aKOHHOTO MPEACTaBUTEIISA OT CIEHHATU3UPOBAHHOMN, B TOM
YHUCJIE€ BBICOKOTEXHOJOTUYHON MEIUIIMHCKON TOMOIIM B YCIOBHUSIX KPYTJIOCYTOYHOTO WU
JHEBHOI'O  CTallMOHApa, YCTAHOBJICHHOM  KOHCHJIMYMOM  MEAMIIMHCKONW  OpraHu3alluH,
okasbiBaronieil jgedenne AIIC mpu yclIOBUM OTCYTCTBUS OCIIOKHEHUH OCHOBHOTO 3a00JI€BaHUS
W/WIY JICYCHHS, TPEOYIONTUX MEIMKAMEHTO3HONW KOPPEKIIMH W/WJIH MEIUIIMHCKUX BMEIIATEILCTB
B CTAllHOHAPHBIX YCIOBUSX.

3) HeoOxoauMocTh MepeBOja MAlMEHTa B JAPYTYI0 MEIUIIMHCKYIO OPIraHU3aIUI0 10
COOTBETCTBYIOIIEMY  MPOMWI0  OKa3aHWs  MEAMIIMHCKOH  IOMOINM. 3aKJIIOYEHHE O
[[eJeCO00pa3HOCTH MepeBojia MalKMeHTa B MNPOMUIBHYI0O MEAMIIMHCKYI0 OpTraHU3aIiio
OCYIIECTBIISIETCS MOCIE MPEIBAPUTEILHON KOHCYJIBTAIMK 10 MPEAOCTABICHHBIM MEIUIIUHCKUM
JOKYMEHTaM W/WJIM  TMPEABAPUTEIBHOIO OCMOTpa IMAIMCHTa BpadyaMH-CIICIIHATUCTAMH

MeHHHHHCKOﬁ OopraHuizanyu, B KOTOPYIO INIAHUPYCTCA IEPEBO.

7. JonoanuTtenbHasa nHpopMmanus (B TOM yucjie GaKkTopbl, BJAUSIONIHAE

HA MCX0/] 3200/1eBAaHUS WM COCTOSTHUS)

Her.
Kpurepuu oneHkn kayecrsa MeAULMHCKON NOMOLIHU
Ne YpoBennb Yposenn
) Kpurtepuu kayecrBa y0eauTeJbHOCTH| J10CTOBEPHOCTH
peKoOMeHAalui | A0Ka3aTeJbCTB
1. | BeimonHena KoJ0HOCKOHS A 2
2. | Bemonnena DI'JIC B 3
3. | Bomonnena KT OproirHoit moinocTu U Majoro Tasa B 3
4. | BBINOJHEHO T€HETHUYECKOE UCCIIEIOBAaHUE KPOBU Ha A 3
Hanmuue mytanuii B renax APC / MutYH
5. | BoimonHeHa c@UHKTEpOMETpUS Yy MAlMEHTOB, C 4
KOTOPBIM TUTAHUPYETCS ¢dbopmupoBaHue
TOHKOKHIIEYHOTO pe3epByapa
6. | BhimosHeHa KOJIMPOKTIKTOMHMS MPU KIACCHUYECKOM A 1
dopme AIIC
7. | BoimonHeHa KOMPKTOMHUA € (hopMHpOBaHHEM B 2
WJICOPEKTAIBHOTO aHACTOMO3a MpPU OCITaOICHHOU
dopme ATIC
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IIpunoxenne Al. CocraB padoueii rpynnsl no paspadoTke u nepecMoTpy

KINHUYICCKHUX peKOMeHI[aHI/Iﬁ

Ne ®.1.0. VYuenas YueHoe 3BaHne [Mpodeccrnonanpuas
CTENEHb accoryanus
1. | enpiruu JI.M.H. Axanemuk  PAH, | Acconmanus
Opuii Anaronbesny npodeccop KoJsionpokrosoroB Poccun
2. | UmsaauToB JI.M.H. UneH- Oo6mecrBo  Kinaunueckoit
Eprenuit Haymosuy KOPPECTIOHICHT Oukooruu
PAH, npodeccop
3. | Kymes J.M.H Unen- Acconmanus MeAUIIMHCKUX
Cepreii Upanosu KOPPECTIOHIEHT TEHETHKOB
PAH, npodeccop
4. | Adkacos J.M.H [Tpodeccop Acconmanus
Cepreit lBanosi KOJIOTPOKTONOroB Poccun
5. | BacunneB I.M.H. [Ipodeccop Acconnanus
Cepreit Bacubesny KoJIonpokTosnoroB Poccun
6. | ®pomor I.M.H JlonieHT Acconuanus
Cepreit Anexceesu KOJOTPOKTONOros Poccnn
7. | Kamnaukos JI.M.H. Acconuanus
Bragumup Huxonaesuy KoJsionpokrosioroB Poccun
8. | Ky3pmuHoB J.M.H. [Ipodeccop Accouunanus
Anexcannp Muxaitnosnd kosionpokronoros Poccun
9. | CtpenbHUKOB 1.0.H. Jouent Acconpanus MEAUIMHCKUX
Biagumup BukropoBuy TEHETHUKOB
10. | Beimeroposrmes II.M.H Accormanus
Jmutpuit BsiuecinaBoBuu KOJIOIIPOKTOI0roB Poccun
11. | [lykanoB I.M.H Jouent Accormanus
Anexceit CepreeBuy KOJIONPOKTOI0r0oB Poccun
12. | Mockaies K.M.H. Acconuanus
Anexkceit UropeBuu KOJIOITPOKTOJ0roB Poccuu
13. | TlukyHOB K.M.H Accommanusa

Jmutpuii FOpbeBruy

KOJIOITPOKTOJI0TOB Poccuu
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KoH(IUKTEI HHTEPECOB Y BCEX MEPEUNCICHHBIX aBTOPOB OTCYTCTBYIOT.
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[Tpunoxenue A2. Merogosorus pa3padOTKu KIIMHUYECKUX PEKOMEHIALNMA

IleseBasi ayIUTOPHA JAHHBIX KJIMHHYECKHX PEKOMEHIAIMIA:

1. Bpauu-koja0mnpoKTOoI0ru

2. Bpauu-racTposaHTEpOJIOTH

3. Bpauu-3H10CcKONUCTHI

4. Bpauu-xupypru

5. Bpaun-oHkoioru

6. Bpauu oOmieli mpakTUKu (CeMEHHBIC BPavH )
7. Bpauu-TepaneBThbl

8. Bpauu-reneruku

9. Bpauu-nabopatopHbie r€éHETUKH.

B nmaHHBIX KIMHUYECKHUX PEKOMEHJAIMSIX BCE CBEICHMS PAaHKUPOBAHBI IO YPOBHIO
JIOCTOBEPHOCTH ([IOKA3aTEIbHOCTH) B 3aBUCUMOCTH OT KOJIMYECTBA U KayecTBa UCCIeI0BAaHUN TIO
JTaHHOM TIpobiieme.

Tadauua 1. [llxana orieHku ypoBHE#H 10CTOBEpHOCTH NoKa3aTenbcTB (Y /1) ams meTonoB
JIMAarHOCTUKY (JIMarHOCTUYECKUX BMEIIATEIHCTB)

YA Pacmugposka
1 Cuctematnueckue 0030pbl HCCIEIOBAaHUN C KOHTPOJIEeM pedepeHCHBIM METOAO0M HIIU
cucTeMaTH4YecKhii 0030p pPaHIOMU3HMPOBAHHBIX KIMHMYECKUX HCCIEOBAaHUN C

IMPUMCHCHUCM MCTAa-aHAJIN3a

2 OTnenpHBIE HCCIEIOBAaHUS C KOHTPOJEM pedepeHCHBIM METOJOM WIIM OTIENbHbIE
PAaHAOMH3UPOBAHHBIC KIIMHHUYCCKUC MCCICAOBAHUA W CHUCTEMATUUYCCKUC O630pI>I
UCCIIeIOBaHUM  Jr00oro  au3aiiHa, 3a  HUCKIIOYEHUEM  PaHJOMM3HPOBAHHBIX
KJIIMHUYECKUX MCCIIEOBAHUM ¢ IPUMEHEHNEM METa-aHaIn3a

3 HccnegoBanus 0e3 MMOCJICAOBATCIILHOTO KOHTPOJIA pe(l)epeHCHBIM METOAOM HIIN
ucciacagoBaHusa C pe(bepeHCHBIM METOAOM, HEC ABIAIOIIMUMCA HCE3aBHUCHUMBIM OT
HCCICAYEeMOIro ME€TOAa, NI HEPAHAOMHU3UPOBAHHBIC CPABHUTCIIBHBIC UCCIICJOBAaHNA, B
TOM YHUCJIC KOT'OPTHBIC UCCIICAOBAHUA

4 HeCpaBHHTeHBHBIe HCCIICO0OBAaHNUA, OITMCAHNE KIIMHUYECKOTO CiIydas

5 HmeeTcs nuiib 000CHOBAHKME MEXaHHU3Ma JEHUCTBHS WM MHEHUE 9KCIICPTOB
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Tabauua 2. [lkana onieHKH ypoBHEH J0CTOBEpHOCTH oka3aTenbeTB (Y 1) mis metomoB
npOQUIAKTUKH, JICUECHUS ¥ peadruTanuu (MpoGUuIakTHIecKuX, Je4eOHbIX, peaOITUTAIIHOHHBIX

BMEIIIATCIILCTB)

YA Pacundposka

1 Cuctemarnueckuii 0630p PKU ¢ npumeHeHnemM meTta-aHanmn3a

2 | Ornenpable PKU u cucremaTudeckne 0030pbl HMCCIENOBAHUUN JHOOOrO Au3aiiHa, 3a
uckimouenrneM PKU ¢ npumenennem mera-aHanusa

3 HCpaH,I[OMI/ISI/IPOBaHHI)Ie CpaBHUTCIIbHBIC HCCIICaJ0BaHusd, B T.4. KOT'OPTHBIC
HCCICA0BaHUA

4 | HecpaBHUTENbHBIE UCCIIEJOBAHUS, ONIMCAHUE KIIMHUYECKOTO CITy4yasi MJIM CEPUHU CIIy4yaes,
MCCJIEJOBAHMSI «CIIY4aii-KOHTPOJIb

5 Hmeercst nuils 000OCHOBaHHE MEXaHH3Ma HeﬁCTBHH BMCIIATCIbCTBA (I[OKJ'II/IHI/I‘IGCKI/IG
I/ICCJIGIIOBaHI/ISI) HJIM MHCHUC DKCIICPTOB

Tadauma 3. Ilkama omnenku ypoBHeH yOenutenbHOCTH pexomenparuii (YVYP) mis
METOZOB TNPOQWIAKTUKU, JIMATHOCTHKH, JeueHHss u peaOwimmrtaimu (IpOoPHIaKTHIECKUX,

JUAarHOCTU4YCCKUX, JIC‘IG6HBIX, pea6I/IJ'II/ITaI_[I/IOHHBIX BMeI_I_IaTCJ'ILCTB)

YYP Pacmugposka

A CunpHas pekoMeHnmanus (Bce paccMarpuBaeMble KpuTepuu 3(PQeKTHBHOCTH
(ucxofpl) SABISAIOTCS Ba)XKHBIMH, BCE MCCIEJOBAHUS MMEIOT BBICOKOE WU
YIOBJIETBOPUTEIIBHOE  METOAOJOrMYEeCKOe  KayecTBO, MX  BBIBOABI IO
MHTEPECYIOMINM UCX0JIaM SIBJISIFOTCS] COTJIACOBAaHHBIMM)
B VYcnoBHas pekomMeHaalus (He Bce paccMaTpuBaeMble KpuTepuu 3¢ (HeKTUBHOCTH
(McxofBl) SIBIAIOTCA BaXKHBIMM, HE BCE MCCJIEIOBAHUS HMEIOT BBICOKOE WIIH
YIOBJIETBOPUTEIILHOE METOJIOJIOTMYECKOE KAayeCTBO W/WIM HMX BBIBOJBI IO
MHTEPECYIOIIMM HCX0JIaM HE SIBJISIFOTCSI COTTIACOBAHHBIMU )
C Cnabas pexoMeHaanus (OTCYTCTBHE J10Ka3aTeNbCTB HAJIEXKalero kayecTna (Bce
paccMmarpuBaeMble KpuTepuu 3(Q(HEKTUBHOCTH (MCXO/bI) ABJISIOTCS HEBAXKHBIMU,
BCE MCCIIEJOBAHMSI UMEIOT HU3KOE METOJOJOTHMYECKOE KAUECTBO U UX BBIBOJIBI 110
MHTEPECYIOIIMM UCX0J1aM He SIBJISIFOTCS COTJIACOBAHHBIMM)

IHopsinok 00HOBIEHNS KIMHUYECKHX PEKOMEH/1aluil.

MexaHu3M  OOHOBJEHMS  KIMHUYECKMX  pPEKOMEHJALUMH  IMpeaycMaTpuBaeT — HX
CHUCTEMATHUYECKYIO aKTyaJIN3allMI0 — HE peXe YeM OJIMH pa3 B TPU I'oJia, a TAKXKE IPU NOSIBICHUN
HOBBIX JAHHBIX C MO3MIMU JOKA3aTeIbHOW MEIMIIMHBI MO BOMNPOCAM JUArHOCTUKH, JICUEHUS,
NpOPUIAKTUKH W peadbmInTalluid KOHKPETHBIX 3a00JIeBaHHM, HAIMYWA OOOCHOBAHHBIX

JIOTIOJTHEHNH/3aMeuanuil Kk paHee yrBepkaEHHBIM KP, HO He yame 1 paza B 6 mecsiies.
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Ipuioxkenue b. AJIropuT™Msl AeHCTBUH Bpaya

‘ TTanmeHT ¢ momo3penHeM Ha ATIC l

Ao ATC |, SRR
HE ITOATBEPKICH

> 20 HOJHIIOB KpoBHEBIH PONCTBEHHHK

mangeHTa ¢ ATIC

MyTanHs He 0GHapy:KeHa

T'eHeTHYECKOE HCCIIEIOBAHHE

Ha HATHYHE MyTaIHi B reHax 4APC, MutYH

KoHcyIsTanma MyTaHs oGHapykeHa TeHeTHYECKOE HCCIIeIOBAHHE
TpOQHIBHOTO » | KPOBHBIX POJICTBEHHHKOB
CIELHATHCTA manHeHTa ¢ ATIC

v

Juarao3 ATIC moaTBepAIeH

MyTaumsa MyTarms
OOHapyXeHa He 00Hapy&KeHa

KomoHockomus | | JJHHAMHYeCKoe

HaO:TIoIeHHe

XHPYPrHIECKOe TedeHHe — KOMIPOKTIKTOMHS C HOPMHDOBAHHEM

]
TOHKOKHIIETHOT'0 pe3€pByapa, HI€0aHATbHOI'0 AHACTOMO3a | JlHarso3 ATIC I ‘
®  HICOPEKTaIbHOI'0 aHACTOMO3a

" KOHIEBOH HIe0CTOMBI

A
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