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BBenenue. HacnencTBeHHBI HEIMOJUNO3HBIA PaK TOJCTOM
kuiiku (HHITPTK) Bnepseie Obin onucan B CIIA B 1966 1. I'enpu
Jlunuem u ¢ 2004 r. Hocut ero umsi — cuHApom JluHya. [IpuanHon
BO3HUKHOBEHHMS CHHJIpOMa JIMHYA SIBIIIETCS HACJICICTBEHHAS MyTallus
B OJIHOM U3 T€HOB CHCTEMBl pErapaivy HEIPaBWIbHO CIAPEHHBIX
HykJeotu10oB (mismatch repair — MMR). Ha‘gonto cunapoma Jlunua
npuxoautcs ot 1-8% Bcex ciiyyaeB 3a00J1€BaEMOCTH PAKOM TOJICTOM
kuiiky (PTK). [ns Hero xapakTepHbl ayTOCOMHO-AOMUHAHTHBIN THUII
HacJIeIOBaHMs, HETI0JIHAS MICHCTPAHTHOCTh (1m0 80%),
MIPEUMYIIECTBEHHOE MOPAXKEHNE MPABBIX OTACIOB 000 J0YHON KUIITKH,
IIEPBUYHO-MHOKECTBEHHBIE OMYXOJIH, MOJIOJOM Bo3pact. B 1991 r.
ObUTM pa3pabOTaHbl KIMHUYECKHWE KpUTEpUU cuUHApoMa JIuHua —
Amcmepoamckue kpumepuu I

- MOJIOZIOM BO3pacT BO3ZHUKHOBEHMs 3a00eBanust (10 50 ner);

- HaJIM4KWe TpeX. U 0ojiee POJICTBEHHUKOB C MOP(OJIOrHYecKu
BepudunmupoBanubiM KPP; - 3abonmeBanue KPP Gomee wem B 1
MIOKOJICHHH;

- HE MEHEe YeM OJIMH U3 3a00JICBIIUX SIBISETCS POJCTBEHHUKOM
MEePBOM CTEMEHU POJACTBA MO OTHOIISHHIO K OCTaJIbHBIM JIBYM;

- JIOJDKEH OBITh HCKIIOYEH CEMEWHBIM aJeHOMaTo3 TOJICTOU
KUIIIKH:

B 1999 r. kputepun ObUTH TOMOTHEHBHI.

Amcmepoamckue kpumepuu 11

- Hamuuue 3 wuiau  Oosiee poxactBeHHukoB ¢ HHITPTK-
aCCOIMUPOBAHHBIMU OMYXOJAMHU (paK SHIOMETPHS, TOHKON KHUIIIKH,
KETyaKa, SUYHUKOB, YPETPhI, MOYEYHOM JIOXaHKU) ISl CHUHIpOMA
JInnya — 2.
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Heab: ananu3 >(QPEKTUBHOCTH JUATHOCTUKKA M PE3YIbTATOB
XUPYPruyecKkoro JICUCHHUs NalMEHTOB C cuHApoMoM JluHua-1 wu
JInHya-2 B OAHOW CEMEWHOM MOMYJISILIUU.

Martepuan u meroanl. Ha 0aze PecmyOGnmkanckoro ueHrtpa
PEKOHCTPYKTUBHOMN XAPYPrU4YECKOU racTPOdIHTEPOJIOTUH 151
KOJIOMPOKTOJIOTUM HAOIIOIA0TCS TPU TOKOJICHUSI YJIEHOB cembvlu B.
AKenmuna A. (mepBoe MOKOJIEHHE) yMepia OT MAaTOYHOIO
KpOBOTE€UECHHUSI (BO3MOXKHO, pak Tela MaTKU C pachajioM u
KpoBOoTeUeHueM, cunapom Jlunua — 2?). YV Bcex 3 ee nered pazBuiics
PTK no 50 mert:

- Cotn B. (6mopoe nokonenue) — onepupona 1o nmosoay. PTK B
44 rona, ero IETH:

- Jlouv H. (mpemwve nokonemue) — B 33/ToAa €l BBHITIOJTHEHA
PE3EKIMS CHTMOBUHOM KUIIKH MO MOBOAY paka CUTMOBUIHOMN KHIIIKA
Y DKCTUPIIAIUS MAaTKHU 1O TTOBOJY paka Tejia MaTku (cuHapom JInHua-
2).

- Coin A.(mpemve nokoneunue) — B 30 neT eMy BBIIIOJIHEHA
MPABOCTOPOHHSSI TEMUKOJIDPKTOMUSI IO HOBOAY paka CJICMON KUIITKH.

- /louv JI. (6mopoe nokozienue) — B 44 rona el BBHINOJHEHA
IPaBOCTOPOHHSSI TEMUKOJDKTOMHES TI0 MOBOJY paka mpaBoro ¢uaHra
000/104HOM KUK, B 49 JIE€T — PEe3eKIUs] CUTMOBUIHON KHUIIKHU IO
IOBOJY PaKa CUTMOBU/IHOM Kuliku. Ee neru:

- Coin M. (mpemve noxonenue) — B 38 JET €My BBIIIOJIHEHA
MPABOCTOPOHHSSI TE€MUKOJIIKTOMHUS IO TOBOJy paka BOCXOASIIEH
000/104HOM KUIIKU, B 43 rojga — cyOTOTanbHas pe3eKiusi 000 104HOM
KUILIKU 10 TIOBOAY. paKa IHUCTATbHONW TPETH MONEPEYHOU 000/109HOM
KHIIIKH.

- Houv E. (mpemve nokonenue) — B 35 JIET onepupoBaHa IO
nosoay PTK.

< louv B (smopoe noxonenue) — B 48 n€T €l BBHINOJHEHA
IIPABOCTOPOHHSSI TEMHUKOJIIKTOMUS 1O MOBOJIY paka MmpaBoro ¢iaHra
000I0YHOU KHUIIIKH.

PesyabTaTrhl U 00Cy:xaAeHHEe. BceM KpOBHBIM POJCTBEHHHKAM
cembl B. BBIIOTHAIOTCS KOJOHOCKOIIUM C MEPUOAUYHOCTBIO OJIUH pa3
B JIBa roja, 4To mo3poswio auarsoctupoath PTK y 4 manneHToB;
BBISIBUTh Pa3BUTHUE BTOPOM OMYXOJW TOJCTOW KHUIIKA IIOCTE
BBITIOJTHEHHBIX PE3CKINI 000/I0YHON KUIIIKU MPU paKe y 2 MaIUEHTOB,
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YAQIUTh TOJUIBI 000JOYHOM KMIIKU — JABAXAbl y OJHOTO TMalMeHTa
yepe3 JABa Troma. B ycrmoBusix  jmabopaTopuM  KIMHAYECKOU
MOJICKYJISIDHOW  TE€HETMKM W UMMYHOJIOTHYECKMX  METOJOB
nuarHoctuku B ycioBusix PHIIL] OMP um. H.H. Anekcanapona
BBITIOJTHEHO  HMCCJIeIoOBaHUWE  OWOJOTMYECKOro  Marepuajia  —
ONpPENEICHUE MYTAUMh B TEHAX METOJOM CEKBEHUPOBAHUA ¢ C
BbIsIBIICHMEM Hu3Koro ypoBHs (MSI low) wmukpocaremiuTHOM
HECTaOMJILHOCTH B TIOJUIIE CICMOM KHUIIKA ¢ ganbHeimeir . JIHK-
nuarHoctukou reaioB MMR.

BobiBoabI:

1. C uenpro TMarHoCTUKU CUHApPoMa JIMHYa BCeM MAaMEHTaM CO
ciopaguueckuM PTK go 50 ner wm mauweHTam C_ OTATOIICHHBIM
CEMENHBIM AHAMHE30M HEO00XO0 MO MCCJIEI0BATh
MUKpPOCATEJUTMTHYIO0 HECTaOWIIBbHOCTH, a mpu MSI-H crartyca onyxomnu
— noka3aHa ganpHenmas JIHK-nuarnoctuka renoB MMR.

2. Kosnonockonus y 310pOBbIX HOCUTeNIeW MyTtaruu ¢ 25 no 80
net 1 pa3 B 2-3 roza no3BoJISIET IUATHOCTUPOBATH OIYyXO0JIb HA PAHHEN
CTaJIu¥ U CHU3UTH pUck cmeptu oT PTK.

3.BeinosniHeHEe CyOTOTaIbHOM KOJIPKTOMUM Y TAIIMEHTOB C
cuaapoMoM JlmHya w  auarHoctupoBaHHbiM PTK  mo3Bossier
YBEJIIMYUTh MPOJIOJIKATEILHOCTh. KHU3HU W CHUKAET PUCK Pa3BUTUSA
BTOPOM OITYXOJIA B TOJICTON KULIKE.

PE3YJIbTATHI IPUMEHEHUS JIPEHUPYIOIIENA
JATEKCHOM JIUT'ATYPHI IIPU JIEUEHUU MAIIUEHTOB
C OCTPBIM ITAPAITPOKTUTOM

Ceprauxuit K. 1.

Menuuunckuii uacTUTYT ®I'BOY BO
“Ilen3eHcKuUll rOCYIapCTBEHHBIN YHUBEpcUTeT , T. [len3a, Poccus

BBenenue. IlpobGiema JedeHHUs] OCTPOTO  MapampoOKTUTA
ABJISIETCS ~ aKTyallbHOW. 3amo3najioe oOpalieHue NalueHTOB ¢
3ammyIeHHbIMUA (popMaMu 3a00JIeBaHUs 32 MEAUIIMHCKON MOMOIIIBIO U
HEpPEJKO HEBEPHO BBIOpaHHAsi XUPYpruuecKkas TaKTHUKa 3a4acTyro
OPUBOASAT K  JUTUTEIBHBIM  CPOKaM  HETPYAOCHOCOOHOCTH M

WHBAJIUIHOCTH, YTO JHKTyeT HEOOXOAWMOCTh OOpalieHus Ha
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