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Gemednbill nonuno3 moncmol Kuwku

CemeiiHbil (auddy3Hbiil) nonunos (ageHomaros) — Tshkenoe 3a60neBaHMe TONCTON KMLLKU, KOTOPOE HacnegyeTcs no
dYTOCOMHO-AOMUHUHTHOMY TUNY U XAPUKTEPU3YyeTCs NOSIBIEHUEM B POHHEM BO3PACTE MHOXKECTBA TyGy napHbIX
apeHoMm B 0604,04HO¥ U npamoit kuwike. U3-3a pucka 3a60neBaHusi HECKONbKUX 4neHOB ceMbu AuddysHbIM nonunos

ele Ha3bIBAIOT CEMEeWHbIM.

CeMeiHBIN TTOIUTI03 Yallle pa3BUBaCT-
¢Sl B TIEpUOI, TTOJIOBOro co3peBaHus (13-
15 net), B nanbHeiiem (1o 21 roma) yac-
TOTa €r0 BO3HMKHOBEHUS YBCIMIMBACT-
cs1. 3a0oJIeBaHNEe XapaKTepU3yeTCsI IIPOT-
pecCUpyIIIUM TeYeHHEeM C 00s13aTesb-
HBIM 3JIOKAYECTBEHHBIM ITepepPOKICHM -
eM (TaK Ha3bIBaeMBI OOJIMTaTHBI TIpe/I-
paK). 3aboyieBaeMOCTb COCTaBIISIET OT 1
Ha 8300 mo 1 Ha 29 ThIC. HOBOPOXIEH-
HbIX. KpoMe MHOXeCTBEHHBIX MOJMITIOB
BO BCEX OTIEIaX TOJICTOM KUK, Y 50%
OOJILHBIX TIOJIUITEI OOHAPYKMBAIOT B 3Ke-
JIYIKE ¥ TOHKOU KUIIKE.

YcTaHOBJIEHO, YTO pa3BUTHUE CEMEii-
HOTO aJIeHOMAaTo3a TOJICTOW KUIIKHU
00YCJIOBJICHO MyTallMeil TeHa, OTBeJaro-
1IeT0 3a HOpMaJbHYIO Tpojubepaiuio
CJIM3UCTOM O0OJIOYKM IMUIIEBOrO KaHa-
na. [eH ageHoOMaro3a TOJICTOW KWIIKHU
(APC-reH) pacmojoxeH B IJMHHOM
mniaeye 5-ii XpoMOCOMBI B JIoKyce 5q21 u
MPECTaBIISIET COO0M yU4aCTOK MOJICKYJIbI
AHK 5-ii xpoMOCOMBI JJIMHOW OKOJIO
100 000 map HYKJIEOTHUIOB, OOpPa3YIOIINX
2843 xomoHa. KomoH — 3To mocienoBa-
TEJIbHOCTb TPEX HYKJIEOTUIOB, COOTBETC-
TBYIOIIAsT OMHOU U3 aMUHOKHCJIOT, COBO-
KYITHOCTb KOTOPBIX 00CCITeUnBaeT OIpe-
NEJICHHYIO CTPYKTYpPY CHHTE3UPYEeMOTO
oenka. benok APC koaupyeTcst 9K30Ha-
MU ¢ 1-ro o 15-i1. DK30H — yacTh MoJie-
kynel JHK, comepxkamast nHdDopMainio
00 ompenesieHHOM yJacTKe CUHTe3Upye-
moro 6enka. [1Ipu 00beTMHEHUU 3K30HOB
B eIUHYI0 MH(GOPMAIIMOHHYIO 1Ierb (op-
MUpPYETCS OIIpenesieHHasT IT0oCIea0Ba-
TEJbHOCTh HYKJICOTUIOB, 0OecTeynBaro-
1masi CUHTe3 creuuduruueckoro Oeaka
APC-reHa.

APC-reH ecTb y KaXXJ0ro 4ejaoBeKa, 1
CUHTE3 crnieluduIeckKoro 6ejaka odecre-
YyMBaeT HOPMaJbHYIO TpoJindepanuio
KJIETOK CJIM3UCTOUN 000JIOUKM TTUIIIEBOTO
kaHana. Myrtauun B APC-reHe mpuBo-
ISIT K CUHTE3Y YCEYEHHOTO TTPOTEMHOBO-
ro MpOOyKTa, OH YyTpauuMBaeT (DYHKIIUIO
MOJABJIEHUsT HapacTaollell TUCTUIa3Nu
SIUTENNSI, YTO TIPUBOAUT K Pa3BUTHUIO
aZeHOM C TIOCJIeYIONIel 37J0KaYeCTBEH-
HOil  TpaHcdopmamueir. Myrauuu
B APC-reHe HEOmHOPOJHBI, Cpeand HUX
HamboJiee pacIpOCTpaHEHBI eSS,
BCTaBKa M HYKJICOTUIHBIE 3aMEHBI.
ITpakTyeckn Bce BUABI MyTalMid TIpH-
BOIST K (DOPMUPOBAHMIO TaK Ha3bIBae-
MOTO CTOII-KOZOHA — YydJacTKa IIeIH
JAHK, roe mpepbiBaeTcs CUHTE3 MOJIEKY-
7Bl 6estka. CrenyeT 3aMeTUTh, 4To 'y 80%
OOJILHBIX KOJIOPEKTAJIbHBIM PaKOM BBI-
aBasioT mytauuio APC-rena.

MyTtauus reHa MOXET MepeaaBaThCs
10 HACJEeACTBY HE3aBUCMMO OT TIoJa.
ITpu poxaeHun pedeHka MpU3HaKU 00-
JIE3HW KIMHUYECKU HE TIPOSIBIISIIOTCS.
ITo mepe pocTta opraHuM3Ma Ha CIU3UC-
TOM 000JIOYKE TOJCTOM KHMIIKW TOSIBIISI-
FOTCS MEJIKWE TIOJTUIIBI.

I[Ipn ameHOMaTO3€¢ TOJCTON KUIIKHA
TIOJIUIIBI MOTYT OBITh MIPEACTABICHBI ajie-
HOMaMH pa3jINYHOTO WJIM OJHOTUITHOTO
CTPOCHUSI — MEJIKUE KEeTe3UCThIe TTOJIH -
nbel guametpoM ot 0,1 mo 1,0 cM, ¢ Ko-
POTKOI HOXKOI Miu 6e3 Hee, KPyIHbIe
noaunsl Oosiee 1,0 cM B auamerpe
C JOJIbYATON WU BOPCUHYATON MOBEp-
XHOCTBIO, TIOJIMITBI, TMEIOIINE JITUHHYIO

3m0poBs” YKpaiHm™

HOXKY WM IMHUPOKOe OcHoBaHMe. Ha
¢oHe monumno3a ¢ MEJIKUMM TOJTUIaMU
paKoBbIe OMyXoJi 0OHapykuBaloT B 30%
cllyyaeB, PU MOJIUTO03€ ¢ MpeodIagaHu-
eM KPYITHBIX TYyOyJISIpHO-BOPCHMHYATHIX
aJleHOM MaJIMTHU3aIlMsI BCTpevaeTcsl B 2
pasa vare (1o 60%).

ITo nanHbIM UTEpaTypsl, Ha 100 cy-
YaeB IIOJIMITO3a KHWIIEUHWKA HacJeac-
TBEHHBIE (POpPMBI 3a00JIeBaHUS BCTpeUa-
1oTcs y 1-2 mauueHToB. BbL1o ycTaHOB-
JIEHO, YTO B BOBHUKHOBEHUU HEKOTOPBIX
¢GopM MOIMII03a M paKa TOJCTOM KUIIKHU
MPUHUMAIOT yJyacTHue TeHEeTUYECKUe Me-
XaHU3MbI. B CBSI3U ¢ 3TUM MpeaIoKeHbI
HOBBIE MOJXObI K KJlacCu(UKalu1 HaC-
JICACTBEHHBIX 3a00JIeBaHUI TOJICTOM
kuiky. [ToaumnosHble mopaxkeHus TOJ-
CTOM KUILIKU AEJISITCS Ha:

o MHOXEeCTBEHHBIE TOJIUTIBI:

— TPYMIIOBHIC;

— paccesiHHbIC 10 pa3HbIM OTIEIaM.

o JIluddy3Hblil ceMEeWHBI MOAUMO3
TOJICTOW KUILIKU:

— 1mepBast ¢opma — TIposmdepupyIo-
it U Y3HbINA MOMNUTO3!

* I cranus (runeprutacTU4ecKuit mo-
JIMno3);

* II crammst (ameHOMATO3HBIN TTOJIH-
103);

* III cranus (ameHOMaMUJIIOMATO3-
HBII MOJIUIIO3).

— BTOpas ¢opMa — IOBEHWIBHBIN I10-
nuno3 (¢ mpeobiagaHueM B TOJMIIAX
CEeKpeLUU SIUTENIUS XeJe3);

— TpeThsl popMa — raMapTOMHBII T0-
o3 (cuHapoM Ileittiia-Erepca).

CornacHo coOBpeMeHHOI Kiaccudu-
KallMy aJeHOMAaTO3HbI M TaMapTOMHBII
CUHJPOM TMOJIMIIO3a OTHOCSITCS K Hac-
JIEICTBEHHOM (popMe paKoBEIX 3a00J1eBa-
HUI KUIIEeYHUKA U OObEAUHSIOT B OJIHY
rpynny auddy3HbIA CeMEeHHBbIN Mou-
no3, cuHapombl lapaHepa, Tiopko u
JInnua.

K nmpyroii rpymme OTHOCSTCSI Tamap-
ToMHBbI (cuHapom Ileiitua-Erepca),
IOBEHWJIbHBIN MOJUIO3, cuHapoM Kos-
IeHa M ero cyorun cuHapoMm baHbsHa-
Punu-PyBanbkaba.

CornacHo kiaaccudpuxkauuu M.P. Jlo-
suHckoit, FO.C. Jlosunckoro (2008)
HaCJIeACTBEHHBIC 3a00JIeBaHUS TOJICTOM
KMIIKY OeISTCS Ha TPU TUTIA:

I Tunm — HacneacTBeHHbIE CUHAPOMBI
MOJIMTO3a TOJICTOW KUIIKM;

Il Tum — HacieacTBEHHBINT HEMOJU-
TMO3HBIN paK TOJACTOM KUIIKU (CUHAPOM
JIuHua);

IIT Tunm — HacnaeacTBeHHBbIE (HOPMBI
BOCITAJINTEILHBIX 3a00JIeBAHUN TOJICTOM
KMILIKW — Hecrneln(pUIeCKUit I3BeHHbIN
KoJiuT U 6oJie3Hb KpoHa.

I. HacnegcmBeHHbie CUHOPOMbI NONUND3a
moncmoii KuwKu

1. AneHomaTo3HbIE CUHAPOMBI:

a) ceMmelHbli Auddy3HBIA MOJUIT03
(obycmoBien wmytamusmu TeHa APC
B KomoHax 233, 835, 1179, 1407; comnpo-
BOXIAETCSl NECMOUIHBIMU OMYXOJSIMU,
BPOXJAEHHOW runeprpodueii murMeH-
THOTO 3TMUTENNS CETYATKHN);

0) cungpom lapaHepa — BapuaHT ce-
MeitHoro nuddy3Horo moaumnosa, KOTo-
pblil obycioBieH Mmytauusimu reHa APC
B komoHe 1309 (mommmopdusm APC

B 9K30Hax 15 m 13); compoBoxkmaeTcs
JNIECMOUIHBIMU OTIYXOJsIMU, (pudpoma-
MM, OCTEOMaMHU DPa3HBIX JOKAJIM3aILUd,
AHOMAJIUSIMU YEJIIOCTEN, BPOXAEHHOU
TUTIEPTPOGUEH MUTMEHTHOTO SITUTEIIUS
CeTYaTKH;

B) cuHApoM TiopKo; OOYCOBIEH MYy-
tauusiMu B reHax APC miu HNPCC;
aIeHOMATO3 C OIYXOJISIMH IIEHTPATbHOMN
HEPBHOU CUCTEMBI;

r) cunapoM Onadwunna; oOycioBIeH
myTtauussmu reHa APC 5q21; aneHomarto3
C OITyXOJISIMA HaAIOYEYHWKOB, IIMUTO-
BUIOHOM XKeJIE3bl, CEMEMHOMU TUIIEPTPO-
buM canbHBIX Xejle3 U alleHOKapIMHO-
MaMM pa3HOU JIOKAJIU3ALUH;

I) cuHApoM 3O0JIMHTepa-DIUIMCcOHA
(MHOXECTBEHHBIII SHIOKPUHHBIN aje-
HOMATO03).

2. F'aMapTOMHbIE CHHIPOMBI.

2.1. Cungpowm Ilevitna-Erepca; obyc-
noBiaeH wMytanusmu rteHoB LKBI1 wu
STK11 y 10-70% 6o0abHBIX; COMPOBOXK-
JlaeTcsl KOJUKAMU JKeJTyTOYHO-KUIIed-
HOTO TpakKTa W THWTMEHTaIldeil Iuia u
MajbleB, CIU3UCTOM Ty0, 1K, Baraim-
a W 3J0KAaYEeCTBEHHBIMU OITYXOJISIMU
KeJyaKa.

2.2. FOBeHWJILHBIN TTOJIUTIO3; 00YCIOB-
JIEH MYTalMsIMU M COMaTUYECKO MHaK-
tuBauueir reHoB PTEN, BMPRI1 u
SMAD4; conpoBoxXaaeTcsl aHeMueil He-
BBISICHEHHO! 3THUOJIOTUM, HapyIIeHUEM
roMeocrasa, OTCTaBaHUMEM B (u3nyec-
KOM pa3BUTHM:

a) cunapoMm KosaeHa; oOycioBlieH
MYTAlIUSIMUA ¥ COMaTUIeCKOM MHAKTHBA-
nueit reHa cynpeccopa PTEN; mHoXec-
TBEHHBI TaMapTOMHBIN CHHIPOM;

06) cuHapoM baHbsiHa-Punu-PyBanb-
Kaba; oOyCJIOBIIEH MYyTallUsIMU U COMa-
TUYECKOM MHAKTUBALIMEN Te€Ha CyIpec-
copa PTEN; conpoBoxkaaeTcst Makpolie-
danueit, BPOXICHHBIM HapylIIeHHUEM
MMO3HABATEILHON M MOTOPHOU (PYHKIINH,
JIMTIOMaM¥ Y TEMaHTMOMaMM;

B) cuHapoMm Kponkaiita-KaHana;
00YCJIOBJIEH MyTallUMsSIMA W COMaTUYec-
KOl WHaKTHWBallMeil TeHa cyIpeccopa
PTEN; compoBoxaaeTcs OOJbICEHUEM,
arpodueit HorTei, MUrMeHTauue KOXM.

Il. HacnegcmeeHHblii HENONUNO3HbIG paK
moncmoii KuwKy — cuxgpom Junya
(oGycnosnen Mymauuamu B 2enax HNPCC,
MLH1, MSH2, MSHG, PMS2]

1. Cungpom JIuaya I (B ceMbsix 00Jb-
HBIX HET MHOXECTBEHHBIX OITyXoJeil
BHEKMIIIEUHON JTOKaTU3aLI1HN).

2. Cunapom Jlunua II (umerotrcst MHO-
JKECTBEHHBIE OITYXOJW BHEKUIIECYHOU
JIOKAJIU3aLWN).

1. Hacnagnmnenuhm lI]IlllMI:I
BocnanumenbHbIX 3abonesanuii
moncmoii KuwKw.

1. Hecneuuguyeckuii 13BeHHbIN KO-
JIUT; 00yC0BJIeH MyTalusiMu reHa IBD1
(CARDI15/NOD?2); xapakTtepHO TIOpa-
JKEHUE TOJICTON KUIIKHU.

2. bone3nb KpoHa; o0ycioBiaeHa myTa-
musimu reHa IBD2 (CARD15/NOD?2);
XapaKTepu3yeTcs TpaHyJIeMaTO3HBIM
MopaxXeHUEeM XKeJTyTOYHO-KHUIIEYHOTO
TpakTa.

Heob6xonumMo OTMETUTb, UTO HE BCe
BUIBI TIOJTUTIO3HOTO CUHIPOMA SIBJISTIOTCSI

HacleACcTBeHHBIMU. HacneacTBeHHBIE
ITOJIMTIO3HBIE CUHAPOMBI JICISITCS Ha IBE
IPYMIIbI, YTO OOYCJOBJAEHO HaJIUYUEM
ajeHoOM WM ramaptoMm. HacriencTtBeH-
HBII alecHOMAaTO3HBII MOJIMITO3 BKITIOYA-
eT ceMelHbIil AUPOY3HBINA TTOJUII03 U
ero BapuaHT — cuHIpoM IlapaHepa,
a Takxke CUHIApPOM TIOpKO W CUHAPOM
Onndunma; K cemeilHbIM (opmam ra-
MapTOMHOTO TIOJIUII03a OTHOCSITCSI CHUH-
npom Ileiitua-Erepca, 10BeHUIbHBIN
MTOJINIIO3 W €T0 BapUAHThI — CUHIPOMBI
Kosnena, banbsina-Punu-PyBanbkaba,
Kponkaiita-Kanana.

YKkazaHHbIE CUHAPOMBI UMEIOT CJIeIY-
IOIlIe OCHOBHBIE TPU3HAKU: HACJE/C-
TBEHHBIN XapaKTep 3a00JieBaHNs, BOBJIC-
YeHNEe B IMPOIIECC BCEX OTIEJIOB KEeJy-
JIOYHO-KMIIEUHOTO0 TpaKTa (HauboJbliee
KOJIMYECTBO ITOJIMIIOB JAUAarHOCTUPYIOT
B SKeJTyIKe, IBCHAAIATUIIEPCTHOM U TOJI-
CTOM KWIIIKE), pa3BUTHE IIpollecca IO
OIpeeJeHHbIM CTaaWsIM, BBICOKUM MH-
JIEKC MaJIMTHU3alll1, KOTOPBI WHOTIA
pocrturaeT 90% u Bblle, 1 0COGEHHOCTHU
MOPGOJOTNIECKOTO CTPOSHUS TTOJIUIIOB,
KOTOpOEe XapakTepusyeTcs Mpeodsiana-
HUEM XeJIe3MCTOro KOMITOHEHTa Haj
CTPOMOI1. AICHOMBI B OCHOBHOM IIpE/I-
CTaBJIeHbl TYOYJSIPHBIMU U TYOYyJI0-BOP-
CUHYATBIMU CTPYKTYpPaMU C AUCIIa3uei
pa3IUYHONM CTETICHU.

g nuddysHoro mosmmnosa xapak-
TepHO 00pa3oBaHue OOJBIIOrO KOJIUYEC-
TBa (10 HECKOJbKUX ThICSAY) aleHOM Ha
CIIM3UCTON 00OJIOUKE TOJICTOM KHWIIKH.
[eHeTHUEeCKME WCCIIeIOBAaHUS CBUIE-
TEJIBCTBYIOT O TOM, YTO NPUYMHOI BO3-
HUKHOBEHUSI 3a00JieBaHUS SIBJSIETCS
cynpeccust TeHa, KOTOpbIi pa3MeliaeTcst
B IJTMHHOM ILIeUe 5-i1 XpOMOCOMBI 1 OT-
BeYaeT 3a YrHETEHUE pPOCTa OIyXOJU
TOJICTOM KMIIKU. 3a00IeBaHUE SIBJISIETCS
HACJIEACTBEHHBIM B TIEPBOM ITOKOJICHUU
10 TIPUHITAITY JOMWHAHTHOTO TeHa He3a-
BUCHMO OT TI0JIa.

KnuHuueckue nposiBjieHusI 3a00JeBa-
HUSI, KaK MPaBWIO, MOSIBJISIFOTCS B BO3-
pacte 15-19 ner. HaubGonee wacteiMu
CUMIITOMaMU SIBJISTIOTCS  y4JallleHHBI
cTyJ (10 5-6 pa3 B cyTKM), cria3MaTuyec-
Kasi 60J1b B OPIOLIHOM MOJOCTU, HEPEAKU
WUCIIPaKHEHUS C OOJIBIITNM KOJIMICCTBOM
CJIU3M U KPOBHU, CHUKEHHE MacChI Tella,
obmas cinadoctb, aHemus. KpoBsiHUC-
ThIe BBIIEIEHUS M3 3aJHEro Mmpoxoja
OOBIYHO WMEIOT XapakTep MPUMECH
K XUIKOMY WJIH T10JyOo(hOpMICHHOMY
kany. Ilpody3Hbie KpoBoTeueHUsT Hab-
JIIOJIAI0TCSl OYEHb PENIKO. YUallleHHasl Je-
dexamusi, IpuMech KPOBU U CJIU3WH,
KUAKUM CTYJ Bpauu HEPEIKO PaCILeHU-
BalOT KaK CHUMITOMBI NU3EHTEPUU, U
OOJIbHBIX TOCTTUTAIM3UPYIOT B MH(PEKIIN -
OHHBIE OOJLHUIIBI — 3TO IPOUCXOIUT
C KaXIBIM TISITBIM TTaIlMeHTOM, CTpanaro-
LIIUM CEMEUHBIM aIECHOMATO30M.

TIponosnkenue Ha cTp.72.
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IIponomxkenue. Havamo na crp. 71.

Takue cuMIITOMBI 3a00JIeBaHUS, KaK
YTOMJISIEMOCTh, 001Iasi cjabocTh, aHe-
MM, Yallle BCEro HAYMHAIOT IIPOSIBIISITh-
ca Kk 20 romam. B aTom Bo3pacrte yBenm-
YUBAETCSl HE TOJIbKO KOJUYECTBO, HO U
pa3Mepsl ITOJUTIOB, IOSIBISIIOTCST KPYIT-
HBIC TTOJIMITBI BOPCHMHYATOIO XapakTepa,
YBEJIUUMBAETCSI KPOBOIIOTEPS U3 KUIIKH.
NUsmeHeHnus abcopOuuu U CeKpeluu
B TOJICTOM KUIIIKE IIPUBOIST K BBIPAsKEH -
HBIM OOMEHHBIM HapyllIeHUsIM. Y 00Jb-
IIMHCTBA OOJIBHBIX 3TH M3MEHEHUS IO
BPEMEHU COBIIAAAIOT C YBEJIMYECHUEM
Harpy3K — Ha4aJIoM TPYJOBOM JesITeb-
HOCTH, CIyXX00il B apMHHU, Y XKCHIIWUH
¢ OepemeHHOCTbI0O U poaamu. MuHorma
MOJIUIIBI OOJIBIIMX Pa3MEpPOB BBINAIAOT
yepes aHyc. [1oapoCcTKM OTCTalOT B pocTe
U TI0 00IIeMy pa3BUTHIO, V HUX ITO3Xe
pa3BUBAIOTCS BTOPUYHBIC IIOJIOBBIC
Mpu3HaKu. XapaKTepHbIM SIBISIETCS W3-
MEHEHNE HOTTE B BHIE YaCOBBIX CTe-
KOJI, HOTTeBbIe (hajlaHTu B (popme Oapa-
OaHHBbIX majoyek. Yactora MajlMrHusa-
1y 1ucby3HOro Moauno3a cocTaBseT
70-100%, TO eCTb OH SIBJISIETCS OOJIUATAT-
HBIM TIPEIPAKOM.

C pa3BuTHEM paKa U3 ITOJIUIIOB 00l1Iee
COCTOSIHME TaIlMEeHTOB yXyIIlaeTcs, Mo-
SBIIIIOTCSI HOBBIE CUMIITOMBI 3a00JIeBa-
HUS — OJICTHOCTh KOXHBIX ITOKPOBOB Ha
¢oHe BBIpaXkKeHHOI aHEMHWU, MHOTAA T10-
BBILIICHUE TeMIIepaTyphl Teja, Mepuoam-
yecKasl CUJIbHas 00JIb B JKUBOTE U TIPU3-
HaKJ HETIPOXOAUMOCTHU TOJICTOM KUIIKH.

MHoroieTHUi# MUPOBON ONBIT HaO-
JIIOACHUST M JIeYeHUsT OOJIbHBIX CeMeii-
HBIM aJeHOMAaTO30M ITO3BOJIVII BEISIBUTH
HEKOTOpPbIE OCOOCHHOCTU KIIMHUYECKO-
r'o TeYeHUs 00JIE3HU U BBIACIUTH TPU OC-
HOBHBIE (hOPMBI — KJIACCUYECKYIO, TSIKe-
Jylo 1 ociabjieHHYlo (aTTeHyuMpOBaH-
HYIO).

Kitaccuueckas popma TeueHns 00J1e3-
HU BCTpeyaeTcs yaile Bcero (bosiee uem
y 70% obcienoBaHHBIX 00bHBIX). Ilep-
BbIE CUMIITOMBI TIOSIBIISIIOTCSI B TICPUOL
ITOJIOBOTO CO3peBaHMs, TO ecTh K 14-16
rogaM, MaJIUTHU3ALMs TTOJMIIOB HACTY-
naet B 30-40 ner.

Wnorna 6o0Jie3Hb MpOTEKAET KpaiiHe
arpeccuBHO (TsbKemast hopma): KIMHU-
YecKMe TIPOSIBJICHUS TTOSIBIISIIOTCST VK€ B
5-6-JIETHEM BO3pacTe, K 3TOMY BpEMEHU
BO BCEX OTHe]aX TOJCTOM KMIIKKA OOHa-
PYXKMBAIOTCS COTHU M JaxKe THICSYM I10-
aunoB; K 18-25 rogamM mpoucXoauT Ma-
JIMTHU3AIUS TTOJIUTIOB, pa3BUBAIOTCS 00-
MEHHBIC HapyIICHUS.

OcnabneHHasts  (aTTeHyMpOBaHHAS)
¢dopma ameHoMaTO3a XapaKTepU3YeTCs
0oJiee CITOKOMHBIM TEUEHHUEM, B TOJICTOM
Kuiike oopasyercs MeHee 100 monumos,
yalme OHM JIOKAJIM3YIOTCS B IPAaBBIX OT-
Jefax; KIMHUYecKasi CUMIITOMaTrKa Mo-
sBJIsieTcsl 'y 00JbHBIX B Bo3pacte 40-45
JIET, a MAJIMTHU3ALMS TTOJIMIIOB — TIOCIIe
50 et

KnuHuko-reHeTHYeCcKre HCCaea0Ba-
HUS TTOKa3aJlk, YTO CYIIECTBYET OIpele-
JICHHAsI 3aBUCUMOCTb MEXIY JOKaIn3a-
nueit mytauuu B APC-reHe v KmnHu4ec-
KuMu ((peHOTUIMUUYECKUMHU) dopmamMu
TeueHUs1 aneHomaTo3a. B APC-rene 2843
KOIOHA MYTallUM B WHTEepBajaxX MEXIY
KomoHaMu 437-1249 n 1465-1596 npuso-
JIIWJIM K KJIACCUYECKOMY T€UCHMIO 00J1e3-
Hu. Jas Tskenaoir (GopMbl xapaKTepHa
MyTalllsl B MHTEpBaJie MEeXIy KOTOHAMM
1250-1464, npu >TOM 0OCOOYIO pOJIb
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urpaet komoH 1309 — MyTtauum B HeM
MPUBOAT K OoJiee TsKeJloMy (PeHOTUMU-
YeCKOMY TeueHMIo 3aboneBaHus. Ocad-
JICHHOI (hopMe COOTBETCTBYIOT MHTEPBa-
JIBI Mexkay KogoHamu 0-436 n 1597-2843,
TO ecThb Mo oboum KoHuam APC-reHa,
MYTallMi B KOTOPOM IPUBOIWIIN K OoJice
MOOPOKAUECTBEHHOMY TEUEHUIO CeMeli-
HOTO aJIeHOMAaTo3a.

VKazaHHbIe HACJEACTBEHHbIE CUHIPO-
MBI TIOJTUII03a TaKXKe MMEIOT KIIMHUYeC-
K1€ 0COOEHHOCTH.

Cunapowm IlefiTia-Erepca xapakTepu-
3yeTCsl COYeTaHUEM MHOTOYUCIEHHBIX
TIOJIUTIOB TOJICTOM, TOHKOM KUIIKH U Ke-
JIyIKa C pasjiM4YHOU NMUIMEHTAlUuen KO-
KM Ha KOHEUHOCTSIX, JIMle, rydax, ciau-
3UCTOM 000JIOUKE MOJOCTU pTa U KO-
HBIOHKTUBBI. Y OOJbHBIX HaOJII0AAETCS
HUCTOIIIEHNEe, aHEMMUSI, OTCTaBaHME B pa3-
BUTUM. Hepeako 3TOT CUHAPOM OCIIOX-
HSIETCSl MHBaTrMHALIMe.

[Tpu cungpome lapaHepa pa3BuBacTCS
G @Y3HBIA TTOJMUIO3 TOJCTOM KUIITKUA
B COUETAaHUM C MHOTOYMUCJIEHHBIMU aHO-
MaJIusIMU Pa3BUTUSL COEAMHUTEIbHON
TKaHW, TaKMMM KaK OCTEeOMa ITOCKMX
KOCTeil, aneHoMa, IeCMOUIHAs KUCTa U
OIyXo0Jib, (udpoMa.

Hus cunapoma Tiopke xapakTepeH mo-
JINTI03 TOJICTOM KWUIIKM B COYETAaHUU
C OIYXOJSIMU LEHTPAJbHOW HEPBHOU
CUCTEMBI.

Cunapom Kponkaiita-KaHaga — pen-
Koe 3a0oJyieBaHE, TIPA KOTOPOM HapSIIy
C TIOJIMIO30M KMIIIEYHUKA HAOJII0IaeTCs
aJjonenys, TUNEepIUrMeHTaluusl U OT-
CYTCTBUE HOTTEN.

Cunapom Onadunma — ageHOMa TOJI-
CTOM KMIIIKHA B COYETAHUU C OMYXOJSIMU
HaAMNOYEYHUKOB, IIUTOBUIHON KeJe3bl
U KMCTOMOW CaJIbHBIX XeJIe3.

Cunapom KoBmeHa — pemkast ramap-
TOMHAasl MaTOJOTHS, Mepenaroascs 1o
ayTOCOMHO-JOMMHAHTHOMY Tuny. s
HEero xapakTepHa JMLeBas TPUXOJEMMO-
Ma, opajbHas MaITMUIOMa, TTOJIHUITHI Ke-
JIyTOYHO-KUIIIEYHOTO TPaKTa C BO3MOX-
HBIM pa3BUTHEM paka B Pa3HBbIX €ro OT-
nenax. K mocTossHHbIM MpU3HAKaM 3TOro
CHMHIPOMa OTHOCATCSI (pMOpOMAaTo3 me-
CEH, KOTOPBIN TOSBISECTCS Ha MEPBOM
roay >KM3HU, TUIEPTPUXO3, Pa3BUBAIO-
IIMICS Ha TPOTSKEHUU MEPBBIX 5 JieT
KU3HM, U (UOPOMATO3 MOJOUHBIX Ke-
Jie3, pa3BUTHE KOTOPOTO ITPOUCXOIUT
rocJe mojoBoro cospeBanusi. Mubpoa-
JIEHOMBI MOJIOUHBIX 3KeJIe3 MOTYT ObICTPO
epepoxXmaTecs B pak. YacTo Bo3HMKA-
0T 300, TUPEOUIUT, aleHOMAa IIMTOBU/I -
HOM XeJe3bl.

Cumnromsl cuHapoMa baHbsiHa-Pu-
nu-PyBanbkaba MOryT HalmoMuUHaTh Ba-
PMaHT I0BEHUJIbHOTO TToJumo3a. s He-
ro XapakTepHbl Makpoledanusi, BpOxX-
JICHHOe HapylleHue MOo3HaBaTeJbHOU U
MOTOpPHO# (YHKIMH, IIOOKOXHBIC U
BHUCIIEPaIbHbIE TUMTOMBI, TEMAaHTUOMBI U
IOBEHUJIbHBIN TTOJIMITO3.

BaxkHBIM BHEKUIIEUYHBIM MapKEpOM
CEeMEIHOTO IIOJIUII03a SIBISICTCS BPOXK-
NeHHas1 TUnepTpodus MNUTMEHTHOTO
SMUTEINST CETYaTKM, KOTopasli HabJroaa-
ercst moutu y 80% GOJIbHBIX.

JNluaznocmuka

YuutsiBas ci1ab0 BBIPAXKEHHYIO CHUM-
NTOMATUKY CeMEMHOro ajaeHoMaro3a
TOJICTOIM KUIIIKM Ha PAaHHUX CTaausIX 00-
JIE3HU, HEIOCTATOUYHYI0 WHOOPMUPO-
BaHHOCTb HaceJIeHUsI O CYyLIeCTBOBAaHUU
TaKMX HAaCJIeACTBEHHBIX 3a00JieBaHUIA,

CTaHOBUTCSI OYEBUIHBIM, YTO OCHOBHAasI
poJib B CBOEBPEMEHHOM BBISIBIICHUU
9TO 60JIe3HU MPUHAIIEKUT Bpaydy.

BroisiBieHue 3abosieBaHUsI HauboJiee
BEPOSITHO B TpyIIIax IMallieHTOB:

— UMEIOIIMUX KIMHUYECKUEe MPU3HAKU
MOJIMIIO3a; YYalleHHBIH ¢ JAETCTBa CTYJ
C IIPUMECHIO KPOBU U CIU3U, OOJIb B XU~
BOTE, aHEMMUS U T.1I.;

— SABISIIOIIMXCS POACTBEHHUKAMU
0OJIbHBIX CEMEHBIM aIeHOMATO30M (Je-
TH, POAWTENN, OpaThs, CECTPBI, B TOM
YHCIIC TBOIOPOIHBIE).

sl 1MarHOCTUKM CEeMEWHOTrO ITOJIM-
103a HWCIIOJb3YeTCs CJENYIOIIUI airo-
PUTM.

COop aHaMHe3a U o0IllIee OOBEeKTUB-
Hoe 00cJieqoBaHNe — BBISICHEHUE XKajo00,
cbop ceMeiiHOro aHamMHe3a, TIIATeb-
HBI OCMOTP OOJBHOTO Ha MpPEeIMET BHI-
SIBJICHWS] BHEKWIIICYHBIX TIPOSBICHUMN
MoJuIo3a (HaJIWyue OIyXOJell MSATKMX
TKaHEN, OCTEOM).

K ob6s3atenpHpiM crienubuIecKum
MeToIaM OOBEKTUBHOTO (B TOM UMCIC
MHCTPYMEHTAJIbHOTO) 00C/IeIOBaHUS OT-
HOCSITCS TPOKTOJIOTUYECKUIA OCMOTP
0O0JILHOTO, KOJJOHOCKOITHS I UPPUTOCKO-
Tusl.

IIpokTosornyeckuii oCMOTp OOIBHO-
ro BKJIIOYAET YeThIpe MOCaea0BaTeIbHbIX
aTamna:

— OCMOTp TIepraHaIbHOI 00JIaCTH;

— MajblieBOe MCCAeIOBaHUE IIPSIMOit
KMIIKU;

— OCMOTD TIPSIMOM KHIIIKY C TTIOMOIIBIO
PEKTaJIbHOTO 3epKaJjla MM aHOCKOIIA;

— PEKTOPOMAHOCKOITHSI C OCMOTPOM
MNpsIMON U NTMCTaJbHBIX OTIEJOB CUTMO-
BUIHOM KUIITKA C TTOMOIIIBIO PEKTOPOMa-
HOCKOTIa, MpU HEeoOXOOAMMOCTU C OHO-
TICUEH.

OcMoTp nepuaHaabHOI 00JaCcTU MO3-
BOJISICT BBISIBUTD ITOJIMITHI TIPSIMOI KUIII-
KM Ha JUTMHHOM HOXKE IIPH UX BBIXOXKIE-
HUM 32 TPAHUIIBI TIEPEXOTHON CKIaIKU.

ITpu maneplieBOM HCCIEIOBAaHUU JOC-
TYIIeH YYacCTOK MpsIMOi KUtk a0 10 cm
OT aHaAJbHOTO OTBEPCTUS. DTOT METOI
IUATHOCTUKU SIBJISIETCST 00513aTeIbHBIM 1
HEO0OXOAUMBIM B CUJIY TOTO, YTO OH I03-
BOJIIET BBISIBUTH OIYXOJb IIepeaHeit
CTCHKM HUIXHEAMITYJIIPHOTO OTIea
MIPSIMOM KUIIIKU (TaK Ha3biBaecMasi Hemast
30HAa), KOTOpble HEBO3MOXHO Kayec-
TBEHHO OCMOTPETh IMPU PEKTOPOMAaHOC-
kormuu. IlanplieBoe MCCIemoBaHUE HaeT
BO3MOXHOCTh OINpPEIEJUTh HaJluuyue,
pa3Mephl U MOABUKHOCTD IOJUIIOB MpPsI-
MOM KMIIIKH.

I[Ipu ocMoTpe TpsAMON KHUIIKH C IIO-
MOIIIbIO PEKTaJIbHOTO 3epKaJia UK aHOC-
Korma JOCTYIIeH yJ4acTOK MPSIMOU KUILIKU
10 10 cM. DTOT OCMOTpP MO3BOJISIET BU3Y-
aJlbHO OIIPENe/INTh HaJIW4Iue, pa3Mepshl,
TMOIBMXKHOCTD MOJIMIIOB, IIPY HEOOXOIH -
MOCTH BBITTOJTHUTH OUOIICHIO.

PekTopoMaHOCKOTIMSA JaeT BO3MOXK-
HOCTb OCMOTpa TPSIMOI KUIIKW U IHC-
TaJIbHOTO OTHeJda CUTMOBUIHOMN KMIIKHU
(mo 30 cM mpokcumalibHee MepexomHONn
ckaaaku). OHa MO3BOJISIET BU3YaJIbHO
OIIPEeINTh HaIM4Ine, KOJIUIECTBO, pa3-
Mepbl, TOABMXKHOCTD ITOJIMIIOB, BBIMOJI-
HUTh OUOTCUIO. YUMTBHIBasE 4yTo OoJiee
50% 1ONUIIOB JIOKAJIM30BAHbI B MPSIMOiA
W CUTMOBUIHOM KHUIITKAX, METOJ SIBJISICT-
¢Sl BHICOKOMH(POPMATUBHBIM.

HUppurorpadusi u ABOIHOE PEHTIEH-
KOHTpacTHOE WCCJIefoBaHUE TOJICTOM
KWIIIKU IO TTOSIBIICHUSI ONTUYECKOUM KO-
JIOHOCKOTIMM OBLIM €IMHCTBEHHBIMU Me-
TOAAMMU BBISIBJIEHUSI MOJIMITOB BCEX OTHAE-
JIOB TOJICTOM KWIIKU. B HacTosiiee Bpe-
MSI OHU BCE MEHBIIE MCITOIB3YIOTCS IS
CenMdUIECKOr0 CKPMHMHTA KOJIOPEK-
TaJIbHBIX MOJUIIOB, CEMEHOIO MOJIUI03a

310poBA” YKpaiHu

W paka, TaK KaK HMCIOT HEBBICOKYIO
JYBCTBUTEJIbHOCThH, OCOOCHHO B OTHOIIIE-
HUM HOBOOOpPa30BaHUI MaJbIX pa3MEPOB
(menee 1 cm). CpaBHeHUE pPe3yJbTATOB
JIBOITHOTO PEHTI€HKOHTPACTHOTO MCCIIC-
JIOBaHMSI TOJICTOI KUIIIKU C MCIIOJIb30Ba-
HUeM cysibdara 6apusi U KOJOHOCKOIUU
1T0KAa3aJi0, YTO YyBCTBUTEIHLHOCTH (IIPO-
IIECHTHOE OTHOIIICHWE BBISBJICHUS I1aTO-
JIOTUYECKUX M3MEHEHHUI K OOIlIeMy KO-
JIMYECTBY MCCIAEIOBAaHUN Yy OOJbHBIX
C HaJTMYKMeM JaHHOU ITaTOJIOTHM) yKa3aH-
HBIX METOZIOB cocTasisgeT 67 u 94% coot-
BETCTBEHHO. YyBCTBUTEJIHBHOCTD IBOMHO-
0 PEHTTeHKOHTPACTHOTO UCCAeq0BaHUs
HEIMOCPEACTBEHHO 3aBUCUT OT pa3mepa
TTOJIMIIOB: IIJIST TIOJIUIIOB pa3MepoM 1cM u
0oJiee YyBCTBUTEIbHOCTh METOJA COCTAB-
ssieT 90-95%. Ilpu BBIMOJHEHUU UPPU-
rorpaduy B MeCTe HAXOXICHUS ITOJIUTIA
orpeaesieTcs aeeKT HaITOTHEHMUS.

KommnbrorepHas KonoHorpadus sBIIsi-
€TCsl MAJIOMHBAa3MBHBIM METOJOM MCCJie-
nmoBaHUs ToyicToi Kminku. CyTh MeTona
COCTOMT B TOM, UTO ITOCJIC CIIEIINATTLHOTO
KOHTPACTUPOBaHUS Ha OCHOBAaHUU MHO-
JKECTBa KOMIIBIOTEPHBIX TOMOIpaMM
C TIOMOIIb KOMITBIOTEPHOI 00paboTKU
co3maeTcs TpeXMepHast MOJIENb TOJICTOMN
KUKy, [TocKOIbKY peKOHCTPYKIIUS K1 -
LIEYHON CTEHKU MO3BOJSIET BOCCO3AaTh
TMOBEPXHOCTh CJIM3UCTON 000JOYKHU TOJI-
CTOM KHUIIKHW ITOJ0O0HO SHIOCKOITMYEC-
KOMY HCCJEIOBaHUIO, 3Ty METOMUKY
TakXe Ha3bIBalOT BUPTYaJbHOM KOJIO-
Hockommeli. OgHaKo TpU PEeKOHCTPYK-
UM M300pakKeHUST BO3MOXKHO ITOJTyde-
HUE W OIIMOOYHBIX PE3YIbTaTOB, O0YC-
JIOBJICHHBIX OOBEKTUBHBIMU (PaKTOpaMHU,
TaKUMHM KaK HEYIOBJICTBOPUTEIbHAS
TOATOTOBKA TOJICTOM KWIIKHW, OIIMOKa
KOMITBIOTEPHOM TiporpamMMbl u 1p. [lo-
Ka3aTeJu YyBCTBUTECIBHOCTH KOMIIbIO-
TepHOU KOJIOHOTpadUM COCTaBIISIOT
B cpenHeM 92% [1g anmeHOM pasMepOM
8 MM 1 Goitee.

OCHOBHbBIE MPEUMYIIECTBA KOMIIb-
IOTEePHOI KoJIOHOTpaur 3aKJII0YaroTCs
B CKOPOCTHM BBITIOJTHCHUS HMCCICIOBa-
HUsI, 0¢300J1e3HEHHOCTH, OTHOCUTEIBHO
HU3KOH CTOMMOCTHU MO CPaBHEHUIO C KO-
JloHocKomnueli. KomrbloTepHast Kojo-
Horpadust Oojiee UyBCTBUTECIbHA, YEeM
PEHTIeHOBCKOE MCCIICIOBAHME TOJICTOM
KMIIKW, OJHAKO MPU HAIUYUU TMOJUIIOB
MaJIOT0 pa3Mepa MeToJ MeHee HHGOp-
MaTUBEH, 9YeM KoJIOHOCKOoIHs. OmHaKo
MpU BBISIBJICHUM TIOJUIIOB WJIM APYTUX
HEOIJIACTUYECKUX MTOPakeHUI BO BpeMs
KOMIBIOTEPHOU KoJioHOTpaduu 00J1b-
HBIC HYXIAIOTCsSI B TPOBEACHUU KOJIO-
HOCKOITHH.

KonoHockomnus ceroaHs sIBIsieTCs Me-
TOIOM BBEIOOpA IJISI AUATHOCTUKU KOJIO-
PEKTaJbHBIX IIOJIMIIOB, CEMEWHOTro IT0-
JINTIO3a M paka. MeTon mo3BOJIsIeT Auar-
HOCTHPOBATh TMOJUIIBI JIOOBIX pa3MepoB
U BBITTOJIHATH OUOIICHUIO.

B coBpeMeHHOI MeAUIIMHE TaKKe WC-
MOJIB3YIOTCSl alllapaTthl, MO3BOJISIOLINE
BBITIOJIHUTD TPUKU3HEHHOE 3HIOCKO-
nuyeckoe ucciaenoBanue B pexume 30-u
170-KkpaTHOTO YBEAWYCHHS, UYTO HAcT
BO3MOXHOCTb HEITIOCPEICTBEHHO BO Bpe-
MsI HMCCJIeNOBaHUS BBIMOJIHUTL OoJiee
TOYHYIO BU3YaJIbHYI0 JIHAarHOCTUKY,
a TIp¥ HEOOXOAMMOCTU U TIPUIICITBHYIO
OHOTICHIO.

VibTpa3BykoBast KOJIOHOCKOIMS (9HI0-
cKoImuyeckass yjabTpacoHorpapus) —
COBPEMEHHBII TMAarHOCTUICCKIIT METO]I,
KOTOPBIN MO3BOJISIET OLICHUTh pa3Meph,
CTPYKTYPHBIE OCOOEHHOCTM, CTEIeHb
WHBA3UKM HEOIUIA3UU B CTCHKY TOJICTOM
KHIITKA U COCTOSTHUE PeTUOHAPHBIX JIMM-
¢oy310B. MeTon oCHOBaH Ha BBEICHUM

IIponomxkenue Ha ctp. 74.
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KOJIOMPOKTONOrIA o neEkwig

A.WU. Noiipa, o.M.H., npodeccop kadeapbl xupyprum N2 1 HaunoHanbHOro MeauuUMHCKOro yHuBepcuTeTa

um. A.A. boromonsua, r. Kuee

CeMeiiHbill nonuno3 moncmol KuwKw

IIponomxkenue. Havamno na crp. 71.

YJIBTPa3ByKOBOIO IOaTYMKa B IIPOCBET
TOJICTOM KHIIKW W TIPOBEICHUN CKaHU-
pOBaHUSI HEMOCPEICTBEHHO CO CTOPOHBI
CIIU3UCTOM 000JIOYKHU, YTO, B CBOIO OYE-
pelb, 1aeT BO3MOXXHOCTb OLIEHUTb 39XOC-
TPYKTYPY CTEHKH TOJICTON KUIIIKH.

XPOMOKOJIOHOCKOITHSI — METOII, KOTO-
PBIi UCIIONB3YeTCS TSI TIOBBIIIICHMST 1A~
THOCTUYECKON MHGMOPMATUBHOCTU KOJIO-
HOCKOITMY, YJIyYIIeHUs YCJIOBUU BU3ya-
JIN3alUA W JeTaau3aluyd MEJKHUX ITopa-
KEeHUM (MaTOJIOrMIecKX 00pa30oBaHMIA)
CJM3KCTON 000J0uKU. MeTonuKa cocTo-
WUT B HAHECEHMU KpacUTeIsT Ha TTOpaXkeH-
HBI YYaCTOK CJU3UCTOMN TOJICTOM KUILIKHU
¢ TIOMOIIIbI0 KaTeTepa. ST BBITTOTHEHUS
XPOMOKOJIOHOCKOIIMU B KauecTBe Kpacu-
TeJISI UCIOJIb3YIOT METUJIEHOBBI CUHUM,
KOHTO KpaCHBIN, MHINTOKAPMUH U KPHUC-
TAJJTMYECKUI (DMOJIETOBBIIA.

V3kocneKkTpaabHas 9HIOCKOTUS
(NBI) — HOBBIIl onTHYeCKUiA JUArHOC-
TUYECKUU METOJ, KOTOPbIA OCHOBaH Ha
KCITOJIb30BAHUY CITELIUAIbHBIX ONTUYEC-
KUX (DUIBTPOB, CYXaIOIIMX CIIEKTP CBE-
TOBOI BOJIHBI, YTO ITO3BOJISIET MOJIYIUTh
JieTalibHOe M300paxXeHUe COCYIMCTOrO
pUCYHKA TKaHEel, ero U3MEeHEHUI, KOTO-
pble XapaKTepHbl IJis IMaTOJOTMYECKUX
YYacCTKOB BOCIIAJUTEJIbHOIO TeHe3a,
a TakxKe ISl MpeapakoBbIX 3a00€BaHUI
1 paHHUX (POpM paKa TOJICTON KHUILIKH.
Kpome Toro, HoBasi 3HIOcKomuyecKas
cUCTeMa TIOBBIIIAET KOHTPACTHOCTH
U300paxkeHus1, YTO co3aaeT a(pdeKT BUp-
TyaJIbHOMU XPOMOCKOIIHU.

DHOOCKONUWYECKUEe IPU3HAKU TOJIU-
OB Ha Pa3HOM CTEINEHU NX Pa3BUTHUS HE
OIMHAKOBBI:

— IIpY MUJIMApHOM TIOJIMITO3¢ Ha CIIH-
3UCTON O0O0JIOUKE OIpeaesiioTcsl oopa-
30BaHUSI OKPYIJI0il (OpMbI PO30BOTO
mBeta guamerpoMm 0,3-0,5 cM, IUIOTHO
PacCMoJIOKeHHBIE APYT K APYTY, TO eCTh
CBOOOJHAS CAM3UCTasT 000JI0UKa MEXIY
HUMU OTCYTCTBYET;

— IpU aIeHOMATO3HOM IMOJIMIO3€E OIl-
penensieTcsl CKOIJIeHWEe HEOOJBIINX U
0O0JBIIMX (IMaMeTpoM 10 1 CM) MOJUTIOB
Ha CKJaJKax CJIM3UCTON 000JOYKHU, He-
KOTOpPBIC M3 HUX UMEIOT HOXKY, BCE T10-
JIMTIBI OJICTHO-PO30BOTO 1IBETA;

— IIpM aJeHOMNAINMWIOMAaTO3HOM IIO-
JINTIO3¢ OIPENEIISIIOTCS TTOJIUIThI Pa3HBIX
pa3MepoB — cpeaud HeOOJIbIINUX OJeTHO-
PO30BBIX pacIojaraloTcs OOJIBIINE IO
pa3MepaM SIPKO-KPacHOTO WJIM BHUIIHE-
BOTO 1IBeTa 00pa30BaHUs HEMIPABHIHLHOMN
¢GOopMBbI ¢ pacnylIeHHOM, 4acTo C J0Jb-
YaToil TMMOBEPXHOCTHIO; MOJUIBI MOTYT
OBITh HAa HOXXKAaX WJIM Ha IIIMPOKUX OCHO-
BaHMSX.

IToMuMO yKa3aHHBIX METOIOB MCCJIC-
MOBaHUS TOJCTOM KHWIIKKU, BO BpEeM:
KOMIUJIEKCHOW TMAarHOCTUKU CEMEUHOTO
MOJIMMO03a U HACJeACTBEHHBIX MOJUITO03-
HBIX CUHIPOMOB IOTOJTHUTECILHO TIPH-
MCHSIIOT YJIBTPa3BYKOBBIE HCCIIEIOBA-
HUSI, KOMIIBIOTEpHYIO ToMorpaduio,
MarHUTHO-PE30HAHCHYIO TOMOTpaduio.

O0s13aTeIbHBIM 71T OOTBHOTO CeMeii-
HBIM TIOJIMIIO30M SIBJISICTCS MCCIIEIOBAa-
HUE BEPXHUX OTIEJOB IUIIEBAPUTEIb-
HoOro TpakTa— ¢uodpoazodaroracTpo-
nyoneHockonuu. bonee 50% nauneHTOB
UMEIOT TIaTOJIOTMYECKUE M3MEHEHMS
B XKEJIyJKE: TACTPUT, TTOJUITBI (TTOJUII03),
a MHOTJa U 3JI0Ka4YeCTBEHHbIE OTYyXOJIU.

Jts yaydireHUsT TUaTHOCTUKM ITUd-
¢y3HOTO TONUIMO3a U HACICACTBEHHBIX
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MOJIMITO3HBIX CUHAPOMOB HEOOXOIUMO:

— aKTUBHOE 2HA0CKOMUYecKoe obcie-
IOBaHWE HeTeil, OpaTbeB, cecTep, OMIM3-
KMX POACTBEHHUKOB OOJBHBIX, y KOTO-
DBIX BbISIBJIEH 1U(bGbY3HBIN MOIUO3;

— mnpoBeneHue (GUOPOKOJOHOCKOIUU
y OOJIbHBIX, Y KOTOPHIX BBISIBUJIM ITOJIH-
bl SKeJaydKa WA ABEHAILATUIIEPCTHOMN
KUIIIKW;

— npoBeaeHue GuodporacTpo- U KoJo-
HOCKONWUM Y TAIIMEHTOB C aTEePOMOIA,
JIECMOUIHON OIyXOJIbl0, C HOTTEBBIMU
dananramu B BHIe OGapabaHHBIX MaJio-
YyeK, MUTMEHTHBIMU MsITHAMU, aHeMuel
HEM3BECTHOM 3TUOJIOTHUH;

— BBITNTOJTHEHME KATICYJIbHOM 9HI0CKO-
MUU, KOTOopasi IMO3BOJISIET C IOMOIIbIO
HEOOJIbIION Kamcyabl (BUAEOKAMEPHI)
o0clienoBaTh BeCh IHMINEBAPUTEIbHBIN
TPaKT.

B HacTos111ee BpeMs 111 AMarHOCTUKU
paHHUX (DOKJIMHUYECKUX) CTaauil 0o-
JIe3HU, TIPOTHO3MPOBAHMSI TEUCHUS 3a-
0oJIeBaHUS UCIIOJB3YIOTCSI TeHETUYeC-
Kue MeTobl. [{J1s1 MOJIeKYISIpPHO-TEHEeTH -
YEeCKMX MCCIENOBAaHUN WCIOJb3yeTCs
KPOBb OOJIBHOTO CEMEITHBIM TTOJTUIIO30M
(TIepBBIif WIEH B CEMbE C KIMHUYECKU
JTMarHOCTUPOBAHHBIM MOJUITIO30M Ha3bl-
BaeTcsd NpoOaHIOM) M €ro KpPOBHBIX
pOINCTBEeHHUKOB. Hepemko OoibIImHC-
TBO TIPUBJICYEHHBIX K HCCIIEIOBAHUIO
DPOACTBEHHUKOB IMPOOAHA0B BIIEPBHIE y3-
HalOT O TOM, UTO 00JbHBI. U3BeCTHO, UTO
BCE WICHBI CeMbH, YHACJICIOBABIIME 3a-
OosieBaHUE, MMEIOT MYTallldM, CXOIHBIC
MO TUIY U JIOKAIU3YIOIIKUECs B OMHUX U
Tex ke yyactkax APC-rena. BapuaHTt
KJIMHAYECKOTO TeUeHUS 00JIe3HH Y TIPO-
0aHIa MOXKET ChITpaTh PEeIIaoIIYI0 POJIb
B CyAb0€ WieHa ceMbH, YHACAeq0BaBIIe-
ro 0OJe3Hb.

JduddepeHumanbHy0 ITUarHOCTUKY
g @y3HOro MOJUII03a TOJCTON KUIITKNA
HEoOXOIMMO TMPOBOAUTHL C Hecleuudu-
YECKUM KOJUTOM (HecreuupuiyeckKuit
SI3BEHHBIN KOJIMT, TpaHyJIeMaTO3HBIN
U 1p.), 9PO3UBHBIM IPOKTOCUTMOUIM-
TOM, CHUHIAPOMOM pa3apak€eHHOTo Ku-
IIEYHUKA, OCTPBIMU U XPOHUYECKUMU
WHGEKIIMOHHBIMU 3a00JIeBaHUSIMU (1111 -
remanes, Tud U T.1.).

K o6mum npuszHakaM audgy3Horo
MOJIUIO3a U HecleunduIecKkoro si3BeH-
HOTO KOJINTa OTHOCSTCS Auapesi, Haau-
Yye MaTOJI0TUYECKUX BBIACICHUI B BUIC
KPOBU U CJIU3U, aHEMMUsI, CHUXEHUE
Macchl Teja. B omiumyue oT monumnosa
HecTeUn(pUISCKU SI3BEHHBIN KOJIUT
JacTO COIPOBOXIAETCSI IMOBBIIIEHUEM
TeMIIepaTypbl, 00s3aTeIbHBIM HATUYHUEM
THOWHO-KPOBSTHUCTBIX BBIAEICHUNA U3
npssMoii Kuiuku. Takske HaOmMomaroTCs
BHEKMIIIEYHbBIC MTPOSIBIICHUSI — apTPUTHI,
THOMHUYKOBBIE MOPaXKeHUsT KOXKU, UPU-
JMOLIMKIUTHL U T.O. Bo Bpemst pekropoma-
HOCKOITMH B TIPOCBET CUTMOBUIHOI 000-
NIOYHOM U MPIAMOUN KHUILIOK BBIAECIIETCH
THOM C KPOBBIO, OTMEUAETCs CILJIOLIHAS
SI3BEeHHAs1 TOBEPXHOCTh U BOCHATUTENb-
HBIC TICeBIOTIOIMITEI.

[Ipy HanMMIMKM 3PO3MBHOIO IIPOKTO-
CUIMOMAWTA B OTJMYME OT IOJMII03a
causuctas o0oJjiouKa OTeYHa, rumepe-
MHpPOBaHa, KPOBOTOUUT IIPU TTPUKOCHO-
BEHMU, TIOJUIBI OTCYTCTBYIOT.

IIpu cunapome pa3apakeHHOIro Ku-
LIEYHUKA AUapes YepeayeTcs ¢ 3aopoM,
B3AyTHMEM KHINCYHUKA, OOJBI0 IO XOmy
TOJICTOM KUIIKU. YacToit MpUYnHOI BO3-
HUKHOBEHUSI CUHApOMA pas3npakeHHOM
TOJICTOW KUWILKU SIBJISIETCS XPOHUYECKUN

XOJICIIUCTUT, TTaHKPEaTUT, SI3BEeHHasT 00-
JIE3Hb KeJyIKa M IBeHaAIaTUIIEPCTHOM
Kuky. [1py sHIOCKOMUYECKOM MCCie-
MOBaHWW TOJICTON KWIIKHA BUIEH OTEK,
TUTICPEMUST CIU3UCTON OOOJIOYKH, ITO-
JINTIBI HE OOHAPYKMBAIOTCS.

st inapeiitHOTO CUHApPOMa XapaKTep-
HBI KPOBSTHUCTBIC U CIIU3UCTHIC BBIIEIIC-
HUSI, pPEeIKHNe WCIPAaXKHCHUS, YTO YacCTO
paclieHMBAIOT KaK MPU3HAK IIUTeie3a 1
OO0JIbHBIX TOCTIUTAIU3UPYIOT B UH(EKIIN -
OHHoe oTaeneHue. M30exarb omMOKU
TIOMOTaeT SHIOCKOITMYECKOE MCCIIeI0-
BaHMUE TOJICTON KWIIIKH, IPU BBIIOJIHE-
HUM KOTOPOI'O OIPEIesioT MPU3HAKU
BOCHaJIeHUsT CAU3UCTON 0000uku. [To-
JIUIIBI TIPU 3TOM OTCYTCTBYIOT. [1pu nud-
depeHInaIbHOM TMaTHOCTUKE ¢ UH(PEK-
LIMOHHBIMM 3abo0JieBaHUSIMU 0coboe
3HAYCHHNE MMEIOT pe3yIbTaThl MUKPOOU-
OJIOTMICCKOTO WCCICHOBAHUS HMCIIpaK-
HEHUMN.

Hau6onee 3HauuMbiMu B AuddepeH-
HUAJTBHON TUArHOCTUKE TTOJIUTIOB, TUd-
¢Gy3HOTO MOJWUIIO3a W pakKa TOJICTOM
KMIIKU SBJISIOTCS pe3yJbTaThl 9HAOCKO-
MUYECKOTO MCCJENOBaHUS  TOJICTOM
KUIIKUA (peKTopoMaHOCKOMUs, (pudpo-
KOJIOHOCKOTINST) ¢ OMOIICHE I THUCTOJIO-
TUYECKUM MCCCIOBAHUEM.

YT0ObI OTAUYUTH UCTUHHBIN TTOJUM OT
TICEBIOIIOJNINITA, SBIISIONIICTOCS ITPU3HA-
KOM HECIeInOUISCKOro I3BeHHOrO KO-
quta Il ct., Heo6XoAMMO MOMHUTH, UTO
TICEeBIOMNOJUINBI — 3TO TUIEPILIa3upo-
BaHHBI YJACTOK CIIM3UCTOU OOOJIOUKU,
KOTOpasi OcTajlach IOCJIe ¢ M3bsI3BIIe-
HUS (TaK Ha3bIBaeMbIC SI3BEHHBIC 03epa)
WJIM TUTIEPTPaHYJISIIMI Ha SI3BEHHBIX ITO-
BEPXHOCTSIX TOJICTOM KUIIKH.

Nlevebnas makmuka

IIpu muddy3HoOM MOAUMNO3e EIUHC-
TBEHHBIM IIIAHCOM CTACTH XU3Hb 0OJIb-
HOMY SIBJISICTCSI CBOEBpPEMEHHOE IIPOBE-
JIEeHWE PaIuKaJIbHOTO XUPYPrUIECKOTO
BMeIlIaTeIbCTBA, KOTOPOE MpeaycMaTpu-
BaeT BBITIOJIHEHUE:

— KOJI9KTOMMHU, SKCTUPIIAIINU TIpsi-
MOI KUIIKU ¢ (POPMUPOBAHUEM TTOXKMU3-
HEHHOU MOHOMJIEOCTOMBI — ITPU TOTaJIb-
HOM TTOpaXkeHWU BCEX OTHEJIOB TOJICTOM
KHMIITKA B COYETAHUM CO 3J0KAYCCTBEH-
HOI OITyXOJIbIO HUKHEAMITYJISIPHOIO OT-
Jiejia mpsSIMOM KUILKU U XUPYPTUUYECKOTO
aHAJILHOTO KaHaJIa; C 1eJIbI0 YIYJIIeHUs
peabunuTauuun OOJILHOIO liejaecooOpa3s-
HO (opMUpOBaHUE MEPBUYHON (OTHOB-
PEMEHHO C paJuKaJbHbIM 3TarioM OIle-
paluyu) Ui BTOPUYHOM (4epe3 rox u 60-
JIee TIocjie paguKalbHOTO BMEIIATEIbC-
TBa) pe3epByapHOM MOHOWJICOCTOMBI;

— KOJI9KTOMUM, CBEPXHU3KOU pe3eK-
UM TIPIMOM KUWIIDKHA, MYKO33KTOMUU
(ynaneHue ciIu3uUCTON 000JIOUKHU) e€e
KYJIBTU TPOKCHUMAaJibHEe 3yO0JaToil Ju-
HUM C TMEPBUYHBIM PEKOHCTPYKTUBHO-
BOCCTaHOBUTEJbHBIM 3TArioM OTlepalinu
nyTteM (OpMHPOBAHUSI HOBOII aHATOMO-
(YHKIIMOHATBHON KOHCTPYKLIMU — TOH-
KOKMIIEYHOTO pe3epByapa, pe3epByap-
HO-3H/I0OAHAJTLHOTO WJIW TEPMHHO-TEp-
MHWHAJIBHOTO MJICO3HI0aHAJIBHOIO aHaC-
TOoMO3a (omepalus BbIOOpa) MpU OTCYTC-
TBUM SHIOCKOMUYECKUX U TUCTOJOTU-
YeCKUX TPU3HAKOB 3JI0KaYeCTBEHHOTO
TIEPEPOXKICHUS TIOJIUIIOB MO0 PaKOBOit
OIMyXOJM B HUXXHEAMIYJISIPHOM OTHEJC
OpsIMOi KHUIIKA UM XUPYPIrUYECKOM
aHaJIbHOM KaHaie;

— KOJI9KTOMHHU, HHM3KON pe3eKInun
MIPSIMOI KUIIKHU, (GPOPMUPOBAHNIE MOHO-
WJIEOCTOMBI — MPU OTCYTCTBUU PaKOBOI
OITyXOJIU B HIDKHEAMITYJISIDHOM OTIesie
OpSIMON KHUIIKA W XUPYPTUUECKOM
aHaJbHOM KaHajJe M TSDKEJIOM COCTOSI-
HUU OO0JBbHOTO (YTO OOYCJIOBIMBAET
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HEIIeJIecO00pa3HOCThb IIPOBEACHUS TIep-
BUYHOTO PEKOHCTPYKTUBHO-BOCCTAaHO-
BUTEJILHOTIO 3Tarna); B MOCJEIyIOIIEM Ye-
pe3 1-2 roma BO3MOXHO MpOBEACHUE
BTOPUYHOM PEKOHCTPYKTUBHO-BOCCTA-
HOBUTEJILHON omepauuu, IIpyu KOTOPOM
TaKX€ BBIMOJHIETCS MYKO33KTOMUS
KYJIBTU MIPSIMOI KUILKU MPOKCUMaJIbHEE
3y0uaroit JMHUU U (POpMUPOBAHUE HO-
BOIi aHATOMO-(PYHKIIMOHAJIBLHONM KOHC-
TPYKIIUU — TOHKOKHUIIIEYHOTO pe3epBya-
pa v UJIE0dHA0AHAIbHOTO aHACTOMO3a.

Yem xe 0OycCJIOBIEHO yaajeHue Bceu
TOJICTOM KMIIKM Y CIMU3UCTOM XUPYpPIU-
YyecKoro aHajabHOTo KaHana? Heobxonu-
MOCTb CTOJIb OOLIMPHOTO XUPYPruvyecKo-
0 BMEIIATeJIbCTBA MPOIUKTOBAHA OCO-
OCHHOCTSIMU M B OIIPEICICHHOI Mepe
KOBapCTBOM JaHHOro 3aboJieBaHus,
a UMEHHO:

— CEMEWHBIN MOJNUII03 TOJCTOM KUII-
KM — 3TO BPOXIEHHOE ayTOCOMHO-I0-
MUHaHTHOE 3a0o0jeBaHMe, OOYCIOBJICH-
Hoe MyTauueii reHa (APC-reH), oTBeva-
FOIIIETO 32 HOPMATBHYIO TIPOITM(epauio
CJIM3UCTON O0OJIOUKU;

— OTJMYUTEIbHBIM MPU3HAKOM 3a00-
JIeBaHUS SIBJISIETCSI €T0 HACeACTBEHHBIN
(ceMeMHBIIT) XapaKTep, TO €CTh HaCICIC-
TBEHHas Iepenayda 3a001eBaHUS;

— obauraTHasi MaJIUTHU3ALMS TOJIU-
noB Mpu J00oit Mopdosoruyeckoi
dopMe ceMeiTHOTO TTOJTNII03a;

— CEMEWHBIN MOJUIO03 — ITO «UCTUH-
HO OIyXOJieBOe» IOopaxkeHWe TOJCTOM
kK (y 30-60% GOJBHBIX — MYJIBTH-
HEHTPUIECKUI paK TOJICTON KUIIIKN);

— HauOoJbIIasi BEPOSITHOCTb pPa3BU-
TUS paka Ha (poHe CeMeHOTo MOoJIUIo3a
B AUCTAJbHBIX OTAEIaX TOJCTON KMUILKU
(54,3%), ocobenHo B ipsimoit (71,4%).

Crnenyer oOpaTUTh BHMMaHHME Ha TO,
YTO MYKO33KTOMUSI KaK BaskHOE IOTMOJI-
HEHUE paauKajiu3Ma omnepaluy J0JKHA
BBHITIOJTHATHCS JIMIIBb TIPU IIPOBEACHUM
NEPBUYHON MJIM BTOPUYHON PEKOHC-
TPYKTUBHO-BOCCTAaHOBUTEIbHOI oOIlepa-
uu. [Tpu aTOM 10CTaTOUYHBIM U OOOCHO-
BaHHBIM (C TOYKHU 3pCHUS pagrKaani3Ma)
SIBJISIETCS yAaJeHUEe TOJbKO COOCTBEHHO
CIU3UCTON 000J0YKM 0Oe3 ynaneHus
MOJICIU3UCTOrO CJI0SI, YTO 3HAYUTEIBHO
YMEHBIIACT TPAaBMAaTUUYHOCTH ITaHHOTO
9Tama BMeEIIaTeabCTBa (IIPEXIe BCEro
npenynpexnaaeT TpaBMUPOBaHUE BHYT-
peHHero cUHKTepa MPSIMON KUIIKW) U
yiIydimraeT (QYHKIIMOHAJIBHBIC Pe3yIbra-
THI OTIePALINH.

Mpo2no3 u npodunakmuka

Ecmm He meuynTh 60IBHOTO CEMEITHBIM
MOJIMTIO30M TOJICTOM KHIIKH, Pa3BUTHUE
pakKa M3 OTHOIO WJIM HEeCKOJbKUX IO~
noB HeusoexHo. CUHKTEpCcOXpaHsIIo-
LK€ OIlepaluy BBINOJHAIOT 85% maiu-
€HTOB, OOpaTUBIIMXCS OO0 MaJWTHU3a-
LIMU TTOJIUITIOB, MIPU Pa3BUTUU paKa TaKUe
orepanuu BO3MOXHBI TOJbKO y 30%
6onbHBIX. [Ipy cBOeBpeMEHHOM Jiede-
HUM TIPOTHO3 OmaronpusATHbIi. [Tpu or-
CYTCTBUU OCJIOXKHEHUN MallueHThl MOTYT
MPOXUTh HECKOIBKO ACCATUIIETHI, Bec-
T aKTUBHBIA 00pa3 XU3HMU, pabOTaTh,
yunThes. HamexXHbIX (rapaHTUpOBaH-
HBIX) METOAOB MPOMUIAKTUKUA BO3HUK-
HOBEHMSI TIOJTUTIOB U TTOJIUTIO3a CETOIHS
HE CYIIIEeCTBYET.

Bomnpoc 0 BO3MOXHOCTU POXICHUS
JeTeil B cembe, TAe CYIIEeCTBYeT oIlac-
HOCTh Tiepenayu 00JIe3HW HaCJIeICTBeH-
HBIM ITyTeM, HEOTHO3HaUYeH. 3amaya Bpa-
ya TaKTUYHO U T'PaMOTHO pPa3bsICHUTH
CYIIHOCTb 3a00JIeBaHUS U TTPEAYNPEIUTh
O TIOCJICACTBUSAX TeX WJIM WHBIX pellle-
Huii. [IpaBo BEIOOpa ocTaeTcs 3a Malu-

CHTOM.
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