HacnencrBeHHble onyXxoJieBble CHHAPOMBI TIPEJICTABIISIOT CO00# rpymimy 3a001eBaHUH,
XapaKTEPU3YIOIUXCS MTOBBIIIIEHHBIM PUCKOM Pa3BUTHS 3I0KaUE€CTBEHHBIX HOBOOOPA30BaHMIA B
Te4eHUE KU3HU. PacpocTpaHEeHHOCTh HACIIEICTBEHHBIX OIYXO0JEBbIX CUHIPOMOB IPHU Pa3HbIX
TUIIaX 00pa30BaHMIi 3HAYUTEIBHO BapbUPYET, HO B cpenHeM coctaisier 10-15%. bonpmmHcTBO
HACJIC/ICTBEHHBIX OITYXOJIEBBIX CHHPOMOB IOBBIIIAIOT PUCKU PA3BUTHUS 3JI0KaUE€CTBEHHbIX
HOBOOGp%OBaHHﬁ B HCCKOJIBKHUX JIOKaJIU3alluAX. Kimmanueckn HAaCJICACTBCHHBIC OITYXOJICBLIC
CHHJIPOMBI UMEIOT PsIJl XapaKTEPHBIX YEPT: MOJIOIOM BO3pacT MOsABIEHUS OIyXoJieil, boiee
arpeccuBHOE TE€UYEHUE, CEMEWHBIM aHaMHE3 0OJIe3HH.

BaxHbIM MOHATHEM B KOHTEKCTE HACJIEJCTBEHHOTO PaKa SBJISCTCS MEeHeTPAHTHOCTh —
BEPOSTHOCTH Pa3BUTHS 3a00JI€BaHMS IPU HOCUTEIILCTBE MIATOTCHHOTO BApHAHTA B TEHE,
U3MEHEHHS B KOTOPOM IPEIpacloaraioT K MOsSBICHUIO 0oJe3HH. B koHTekcTe
37I0Ka4eCTBEHHBIX 00Pa30BaHUI JAHHOE TIOHATHE MTOPA3yMEBAET, YTO IPH BHISIBICHUN
HOCHUTEIILCTBA IMATOTCHHOTO BAPHAHTA B OJHOM M3 UCCIIEOBaHHBIX TEHOB Yy NalueHTa 6e3
BBISIBJICHHOT'O 3JI0KAUYECTBEHHOTO 00Pa30BaHMUs PUCK MOSBJICHUS paKa B TEUCHUE KU3HH HE
paBeH 100%. OgHako BbISBIIEHUE IATOT€HHOI'O BapHaHTa IIPU OTCYTCTBUU OITYXOJIU [TO3BOJISIET
U3MEHUTb MOJXO0/Ibl K CKPUHHMHTY 3JI0Ka4Y€CTBEHHBIX 00PAa30BaHMH Y MAI[MeHTa U B HEKOTOPBIX
CIIydasix MPOBECTH MPOPUIAKTUIECCKHE METUITTHCKIE MAaHUITYJISIIIIH, CHIDKAIOIINE PUCK
pa3BuTHUs OOJIE3HU.

BrIsiBiIeHNE TaTOreHHOTO UK BEPOSTHO MATOTEHHOTO BapuaHTa MPHU UACHTU(DUIIUPOBAHHOM
OITyXO0JIEBOM 00pa30BaHUU 3HAYUTEIHHO BIUSAET HA TEPAIEBTUUECKYIO TAKTUKY (IIPEAINOIaraeT
HCIIOJIb30BaHUE OIPEAICTICHHBIX CXEM XUMUOTEepaIuu, Ha3Hau€HUE TAPTeTHON Tepanum) u
XUPYPru4ecKoe JIeUeHUE MalleHTa, a TAK)Ke SBJSETCS MOKa3aHUEM K 00CIIEI0BAHUIO
POJICTBEHHUKOB TMEPBOH JIMHUU (TIEPBOI CTETIEHU POACTBA) OOJIBHOTO.

CuHApPOMBI NPeIPACHIOT0KEHHOCTH K MOJUIAM U PAKY KeJTyT0YHO-KHIIEYHOI0 TPAKTa

Cunopom Jlunua — 3T0 OJMH U3 CaMbIX YaCTBIX HACJIEICTBEHHBIX OHKOJIOTHYECKUX CHHIPOMOB,
00yCIIaBIUBAIOLINI BBICOKUN PUCK PAa3BUTHS paKa TOJICTON KUIIKH, 31I0Ka4€CTBEHHbIX
HOBOOOPA30BaHUI BEPXHUX OTJENIOB JKEJIyI0YHO-KUIIIEUHOTO TPAKTa, MOYEBbIICIUTEIbHOM
CHUCTEMBI, TOJIOBHOI'O MO3Ta, )KEHCKON PENPOAYKTUBHON CUCTEMBI. PUCK pa3BUTHs paka TOJICTON
KHILIKH IIpH cuHapoMe JImnga nocturaer 75%. Kak npaBuiio, omyxoiau THarHoCTUPYOTCS y
MalKeHToB B Bo3pacte oT 40 10 45 NeT, 4TO CYIIECTBEHHO paHbIIe, 4eM y OOIBHBIX CO
CIOPaJUYECKUM PAaKOM TOJICTON KUIIKH (cpeaHuit Bo3pacT — 69 jer). [IoMMMO KOJIOpEeKTaIbHOrO
paka y NaiueHTOB ¢ CUHAPOMOM JIMHYA MOBBIIIEH PUCK PAa3BUTHS APYTUX OMYXOJeil:
snpometpus (50-71%), npocratsl (30%), MOUYEBBIAETUTETHHON CUCTEMBI (25%), SMIHIUKOB
(20%), monounoii xenessl (18%), xenynka (13%), Tonkoit kumku (12%) u 1pyrux opraHos.

Hacneocmeennvie nonuno3nvie cuHOPOMbI XapaKTEPU3YIOTCS Pa3BUTHEM MHOKECTBEHHBIX
AMUTETHATBHBIX 00Pa30BaHUM B XKETYAOYHO-KUIIEYHOM TPaKTe, 00JIaJat0IUX BHICOKUM PUCKOM
MaJIMTHU3aLUHU (pUCK BO MHOTHX citydasix gocturaer 100%), u pa3sBUTHEM HEOIUIa3Uil Ipyrux
JIOKaJIU3aLHM.

Cemeitnolii adeHomamo3nwlii noauno3, mun 1 (CeMeHbBIN aIeHOMATO3 TOJICTOW KHUIIIKH )
XapakTepusyercst HaauaueM 6obiioro yncia (>100) TyOyasipHBIX U TyOyIsspHO-BOPCUHYATHIX
aJICHOM B TOJICTOM KHIIKe. KpoMe TOJICTON KHIIKHU, aleHOMBI JIOKAJIU3YIOTCS U B TOHKOM KUIIIKE,
BKJIIOYas ABEHAIATUIIEPCTHYIO, a TAKXKE B JKETyJKE, HO B TOPa3/10 MEHbIIEM KOJUYECTBE.
Pa3BuTHE KONMOpEKTAIBHOIO paKa MpoucxoauT B Bospacte 35-40 et y 100% nanueHToB ¢
TsKenon popmoit u 70% c arrenynpoBaHHOM popMoil. PUCK OHKOJIOTHYECKOTO MOPaKEHUS
npyrux otaenos KKT: neenaguatunepctHas kuika 4-12%, xxenynok < 1%, nompxenyaouHas
xkenesa 1,7%.



Cunopom I'aponepa siBnsieTcsi pa3HOBUIHOCTHIO CEMEUHOT0 aIEHOMATO3HOTO MOJIUMo3a 1-ro
THUI, JJIs1 HETO TUITMYHA TPUaJa MPOSBICHUMN: aICHOMBI TOJICTON KHUIIKU, KOXKHBIE PHOPOMBI
SIMUACPMOUAHBIC KUCTHI. BepOSITHOCTB MaJIMTHU3allun HOB006pa30BaHHﬁ IIpyu JaHHOM CUHAPOMC
—100%.

Cunopom onyxonu 2071061020 M032a U ROJUNO3A KUWIKU 2-20 muna (panee — CUHOPOM
Tiopko) sBisieTCsl pa3HOBUIHOCTBIO CEMEMHOT0O a/IeHOMAaTO3HOI0 I0JMno3a 1-ro tuna u
XapaKTEepU3yeTCsl PA3BUTHEM AJIEHOM U aICHOKApLIMHOM TOJICTOM KHILKHU U OIYXOJIEl TOJIOBHOTO
Mo3ra. Takxe onucaHo pa3BUTHE OIMyXOJei neueHu (renaTo0JacToOMbl WU
renaToUeUTIOSIPHOTO PaKa).

MUTYH-accouuuposannsiii nonuno3 KIMHAYECKU CXOJCH C aTTeHYHpoBaHHOM dopmoii APC-
ACCOLIMMPOBAHHOTO CEMEMHOT0 aJICHOMATO3HOTO MOJIUI03a |-T0 TUTIA B XapaKTepU3yeTCst
HAJIMYMEM B TOJICTOW KHUIIIKE HApaBHE C aJICHOMATO3HBIMU TTOJIUIIAMH TAKXKE CTEIFOIIIHXCS
3y04aThIX aJICHOM, TUTIEPILIACTHYCCKHUX TIOJUIIOB, CMEIIAHHBIX MOJUIOB (TUIEPIIIACTHYECKUX U
aJICHOMaTO3HbBIX). PHCK pa3BUTHA KOIOPEKTaIbHOTO paka: 43-63%. Puck onkonoruueckoro
nopaxkenust npyrux otaenos KKT: xenynok 1%, aBenaanatunepctHas kumika 4%, Takxke
MOYKET Pa3BUBAThCS PAK SMYHUKOB, MOYEBOT'O ITY3bIPsi, MOJIOYHBIX JKEJI€3, SHIOMETPHSL.

Hacneocmeennulii 106¢HUIbHBLI ROUNO3 OTHOCUTCS K TPYIIIE FAMapTOMHBIX MTOJIMITO30B.
3aboseBaHre XapaKTEPUIYETCsl HATMYUEM MHOXKECTBEHHBIX MUTEIUATBHBIX 00pa30BaHUM B
pasubix otaenax JKKT, npenMyiecTBeHHO B TOJICTOM Kuiike. OTMedaeTcst BBICOKMHA PUCK
Pa3BUTHUSL KOJOPEKTAIBHOTO paka (39-68%) u 3710kaueCTBEHHBIX OIyXO0JIEH Kely1Ka, TOHKOU
KUIIKU U TOJDKETYA04HOM keine3bl (21%), BO3HUKAIOIMMX IPEUMYILECTBEHHO B BO3pacTe
crapiie 15 ner.

Cunopom nacnedcmeeHH020 CMEWAHHO20 NOJIUNO3A XAPAKTEPU3YETCS OJIUIIAMHU TOJICTON
KHILIKHA CMEIIAHHOTO TUIIEPIUIACTHYECKOI0, aIEHOMAaTO3HOIO U MHOT/1a FOBEHWJIBHOT'O THIIOB,
4acTo ¢ IPOrpecCUPOBAHUEM B KOJIOPEKTAJIbHBINA PaK.

Cemeiinwlit a0eHOMamOo3HblIL NOAUNO3, MuUn 4 XapaKTEPU3yeTCs Pa3BUTHEM MHOKECTBEHHBIX
aJICHOM TOJICTOM KHUIIKU BO B3pOCJIOM BO3pPacTe, 4acTo ¢ IIPOrpeECCUPOBAHUEM B
KOJIOPEKTAJIBHBIN PaK.

Cunopom Koyoena oTHOCUTCS K TpYIIIE TaAMAPTOMHBIX ITOJIUIIO30B U XapaKTepU3yeTCst
o0pa3oBaHNEM MHOKECTBEHHBIX TaMapTOM B Pa3HBIX OpraHaX U TKaHSIX, BKIIFOUYas )KeTyT0UHO-
KHIIEYHBIN TPaKT: xenynok (75%), Toncras kumika (66%), numeson (66%) u
nBeHaanarunepctHas kumka (37%). Puck pa3BuTHs konopekTaabHOro paka: 9-16%. Puck
JPYTUX OHKOJIOTMYECKHUX 3a00JIeBaHUM: paK MOJOYHOMU xkeie3bl (25-85%), MUTOBUIHOMN Kene3bl
(3-38%), snmomerpust (5-28%), pak mouku (15-34%), menanoma (6%). JIpyrumMu xapakTepHbIMH
KJIIMHUYECKUMU TIPOsBICHUsIMU cuHApoMa Koynena sBisitoTcst Mmakporedaus, pacCTpocTBa
ayTUCTUYECKOTO CIEKTPa, 3a/Iep>KKa YMCTBEHHOTO Pa3BUTHUS U KOKHBIEC H3MEHEHHsI: MaKyJIsIpHAas
MMATMEHTAIMS TOJIOBKH ITOJIOBOTO YJI€HA, TPUXOJIEMMOMBI, JIATJOHHO-TIOIOIBEHHBIN KEPATO3,
BEPPYKO3HBIE MAIMyJbl KOXKH JIUIIA.

RPS20-accoyuuposannuiii nacnedcmeenHwlit HenoaUnO3HLBLIL KolopeKmaavHulil pax. llpu
JTAHHOM HACJICJICTBEHHOM CHH/IPOME Pa3BUTHE HEMOJIHUIIO3HOTO KOJIOPEKTATBHOTO paKa
HaOmroaeTcs B Bozpacte ot 24 1o 75 ner.

NTHL1-accoyuuposannwiii nacnedcmeennsiit pax (HacueACTBEHHBIN aIEHOMATO3HbII
MIOJIMITO3, TUTT 3) XapaKTePU3yeTCs Pa3BUTHEM MHOKECTBEHHBIX aJIEHOM TOJICTOM KHUIITKU, YaCTO



C IPOTPECCUPOBAHUEM B KOJIOPEKTAJIbHBINA pak. Takke MOTYT BCTpeUaThCsl KapIIMHOMBI,
Nopakarolyue Jpyrue opraHsl.

Hacneocmeennutit cunopom oughhyznozo paka rnceiyoka u paka moa04uHOU xHeee3bl — 3TO
3a00JIeBaHuE, IPH KOTOPOM IeTePO3UTOTHBIC HOCUTENIN TATOTCHHBIX BAPHAHTOB Pa3BUTHSI

QG y3HOTO paKa JKelyaKa B TeueHue KU3HU cocTaBisiioT 70-80%. ITomumo paka sxenyzaka, y
60% >KeHIUH-HOCUTEJIbHUI] BADUAHTOB Pa3BUBAETCS JA0JIbKOBAs KaplIMHOMa MOJIOYHOM KeJle3bl,
a Yy HEKOTOPBIX HOCHTEJIEH MOXKET Pa3BUThCS KOJIOPEKTAIBHBINA PaK.

CuHnopom 0onuz000HMUU-KONOPEKMAIbHO20 PAKA XAPAKTEPU3YETCsl TSKENOH areHe3uen
HOCTOSTHHBIX 3yOOB (OJIMTOJJOHTHSA), Pa3BUTHEM KOJIOPEKTAIFHOTO paKa WK IPEIPaKOBBIX
3a00JIeBaHUN pa3HBIX THUIIOB.

Cunopom Ileiimya—Ezepca 0THOCUTCS K CUHAPOMAaM MHO>KECTBEHHBIX FaMapTOMATO3HbIX
nosinno30B. [Tonurel npu 1aHHOM 3a00J1€BaHUH MTOPAKAIOT BCE OTACIBI KEITYA0YHO-KUILIEYHOTO
TpakTa. 3a00JIeBaHHE HEPEIKO COMPOBOKAACTCS TAKEIIBIMHI OCIIOKHCHHSIMH . H3bSI3BICHUSIMH,
KPOBOTEUYEHHEM, KUIIIEYHON MHBAarMHalMel, 0OCTpyKIuei. Y marueHToB ¢ curapomom lleiiria-
Erepca puck pa3zButus paka Jiro00ii ToKaau3anuu B 15 pa3 Beiiiie, 4eM B 0O1IeH TOMyYJISINU, U K
65 rogam xu3HH cocTaBisieT 93%. Pak ToHKOM KulIkK pa3BuBaerca y 96% nanueHTos,
KOJIOPEKTAIBHBIN pak — y 15-57%, pak xenyaka — y 24%. [lpyrue nokanu3amnuu: paK MOJIOYHOM
xenesnl (32-54%), suuek (15%), matku (9%), meiiku Matku (10%), ssuarukoB (21%), Jerkux
(7-17%). dns cunapoma Ileditia-Erepca xapakTepHa MUrMeHTAIHs CIIM3UCTONH 000JI0UYKH TYO,
POTOBO MOJIOCTH, JIAJI0HEH, TOIOMIB, IEPUAHAILHON 00JIACTH U BlIarajuia.

Cunopom paxa c 3youamoim noaunoszom (Sessile serrated polyposis cancer syndrome) — sto
penkoe 3a00JIeBaHNe, XapaKTEPU3YIOIIEECss HATMINEM MHOKECTBCHHBIX 3yOUaThIX MOJIMIIOB B
TOJICTON KHIIIKE Y MOBBIIIEHHBIM PHUCKOM PAa3BUTHA KOJIOPCKTAJIBHOI'O paKa. Yy ILaHHOfI
KaTeropuy MalyveHTOB PUCK Pa3BUTHUS paKa TOJICTOM KUIIKU B TEUEHHUE KU3HU JocTuraer 54%,
TaKXeE Ha6J’IIO,[[aJ'IC}I MHOBBIIIICHHBIN PUCK pa3BUTHUA paKa HO,Z[)KGJ'Iy,I[O‘IHOﬁ JKCIIC3hI.

CI/IHIII)OMBI npeaApacnoI0KEHHOCTH K JHTOKPHHHBIM HEONJIA3UAM

Mnuoocecmeennan 3nookpunnasn neonnaszus (MOH) — 370 reHeTHUECKH AETEPMUHUPOBAHHOE
3a00JIeBaHNE C AyTOCOMHO-TOMMHAHTHBIM TUIIOM HACJIEI0BaHUS, KOTOPOE MPOSBISAETCS
rUnepIia3ueil 1Byx u 6osee SHIOKPUHHBIX XKelne3. J{i1s TaHHOHM MaToJ0ruM XapakTepHa
BBICOKAsl CTETEHb MEHETPAHTHOCTH, KoTopas kK 20-nmetHeMy Bo3pacTy coctaBiset 50%, k 40
rogam — 95%.

Mmnoxncecmeennan Inookpunnasn Heonnaszus 1-2o muna (MOH-1, cunapom Bepmepa)
XapakTepu3yeTcs TUIepIiasuel in HeoIIacTHUeCKON TpaHchopMalneil OKOJIOIUTOBUAHBIX
Kele3, HeHPOIHAOKPUHHON OMYXOJIbI0 MOKEITYI0YHOM JKeJe3bl M OIYXOJIbI0 aJleHOrunodusa.
Pexxe y naniueHTOB BO3ZHUKAIOT HEHPOIHJOKPUHHBIE OMYXOJIH JKEITYJOUYHO-KHUIIIEYHOTO TPAKTa,
TUMYCAa, JIETKUX, IIUTOBUIHOM JKeJIe3bl, HAAMOYEUHUKOB. [ nIiepria3uy cTaHOBSITCSI IPUYUHOMN
U30BITOYHOT'O CHHTE3a TOPMOHOB, YTO OIpPEEIIAeT KIMHUYECKYIO KapTHHY 3a00JIeBaHus.
Mnoscecmeennasn snookpunnan neonnazua 2-20 muna (MOH-2) xapakrepusyercs pa3BUuTuEM
MENyJUISIPHOTO paKa IMMTOBUAHOM xkene3bl. MOH-2 knaccupuuupyroT Ha TpH MOATHUIA:
cunapom Cunrmuia (MOH-2A), cunapom N'opnuna (MOH-2B) u cemelinas ¢popma MeayuisspHOTO
paka IHUTOBUAHOM kene3bl. MOH-2A nosiBisieTcst Kak coueTaHue MENYJUIIPHOTO paKa
HIUTOBUTHOM XKele3bl, PEOXpOMOLIUTOMBI U MOPaKEHUSI OKOJIOIIUTOBUIHBIX kene3. MOH-2B
npeJCcTaBisieT co00N peaKyto U arpeccuBHyio popmy MOH-2, kK KOTOPOIt OTHOCAT coueTaHue
MEAYJUIIPHOTO paKa IUTOBUIHON XKele3bl, PeOXpOMOLIUTOMBI U MHOXKECTBEHHBIX
TaHTJIMOHEWPOM CITU3UCTON 000IOUKH ey JOUHO-KUIIEYHOTO TPAKTa.



MHuoxcecmeennan IH0OKpunHasn Heonaazus 4-2o muna (MOH-4) nmposBisieTCs TIEPBUYHBIM
THIIEpPIapaTUPEe030M, aICHOMAaMHU TUIO(H3a, HEHPOIHAOKPHHHBIMU OITYXOJISIMH JKEITYI04HO-
KHILIEYHOT'O TPAKTa, MOHKEIYI0YHOH jKelle3bl U IPYTUMH HOBOOOPa30BaHUSIMHU, SIBIISSCH
denoTunmnuecko konuei cunapoma MOH-1, ogHako Bo3pact MaHU(ECTANH U TCUCHHE
3a00JIeBaHUsI MOTYT OTJINYATHCS.

Cunopom HacieocmeeHHOll NAPazanHiuoMbl U (PeoxXpomMoyumomsl IPEICTABIACT COO0H
HACJICICTBEHHOE 3a00JIeBaHNE, XapaKTEPHU3YIOIIeecss BOSHUKHOBEHUEM HEHUPOIHTOKPHUHHBIX
omnyxoJiel — maparanriioM u peoxpomorurom. Cpeaauit Bo3pact manudecranuu — 40-50 ner.
DeoXpOMOLIMTOMBI ¥ YaCTh MaparaHrJIiOM CUHTE3UPYIOT KaT€XOJIAMHUHBI, U3-3a YeTO BO3HUKAIOT
CUMIATOAJPEHATIOBbIE KPU3BI.

Komnnexc Kapnes, mun 1 (cunapom Kapuesi, Kapau-kKomIuiekce) xapakrepusyercs
MHO’KE€CTBEHHBIMH HEOIUIA3USIMH, B TOM YUCJIE OPIaHOB SHAOKPUHHON cUCTEMBI. J{j1s1 KoMILIekca
Kapnes onucano 12 KIMHUYECKUX MPU3HAKOB: 1) JIGHTUTHHO3 («IIATHUCTAs! MTUTMEHTAIUS) C
TUIIMYHOM JIOKaJIU3alueil BOKpYT I'y0, Ha KOHBIOHKTHUBE, CIIM3UCTON Biarajiuila ¥ MoJ0BOro
YieHa; 2) MUKCOMAa KOXKHU WJIM CIIM3UCTBIX C THCTOJIOTMYECKUM MOJITBEPKICHUEM; 3) MUKCOMA
cepaua; 4) ornyxoJyib MOJIOYHOM yKeJie3bl (MUKCOMATO3); 5) nepBUYHAasi MUTMEHTHAsI
MUKPOHOYJISIpHAS THIEPIUIa3usl KOPbI HAIMOUYEYHUKOB ¢ CUHApoMoM KyminHra nim
napajoKcallbHOE MOBBIIICHHE KOPTHU30J1a B MOYe npu Tecte JInmuna; 6) comaToTponuHoma; 7)
KPYIMHOKJIETOYHAs KanbIU(PUIIMPOBAHHAS OMYX0Jb KJIeTOK CepToNid WM TUTUYHBIE
KaTbIM(UKATHI B IMUKAX; 8) KapIIUHOMA IIUTOBUIHOM JKEJIe3bl I MHOTOY3JI0BOM 300 €O
CHI)KEHHOU 3XOT€HHOCTBIO Y MOJIOJIBIX MAIlEeHTOB; 9) roinyOsie HeBychl; 10) mcaMMo3HbIe
MEJIaHOTUYECKHE IIBAHHOMBI; 11) BHYTpUIIPOTOKOBAs aIeHOMa MOJIOYHOM KeJle3bl
(mBycTOpOHHSS); 12) OCTEOXOHAPOMHUKCOMA.

Cunopom 2unepnapamupeo3a ¢ OnyxXoibio 4ealoCnmu XapakTepu3yeTcsi CHHXPOHHBIM WIIN
METaXpOHHBIM BO3HUKHOBEHHEM IIEPBUYHOIO THIIEpIapaTupeo3a, occuuumpyromeit Gpudpomsl
BEPXHEH W/WIIN HIKHEH YeItoCTH, OIyXO0JIM MOYKH W/Win MaTki. HecMoTpst Ha Ha3BaHue
CHHJIpOMa, OTTYXOJIM YETIOCTH BeTpedatoTces aunib B 30-40% ciydaes. Kapimnoma
NapaluTOBUIHBIX XKeie3 BeTpevaercs B 10-21,6% ciyuaeB. Omyxonu MaTku (JIeHOMHUOMBI,
TUIEpIIa3us Y3HI0METPUS, aleHOCAPKOMBI, aIeHO(GUOPOMBI, MHOKECTBEHHBIE aJIeHOMAaTO3HbIE
noJuIbl) Betpedarores y 57,3% 601bHbIX skeHIIMH. [lopaxkeHne novek (raMapTomsl,
MOJIMKKCTO3 TIOYEK, OMyXoiu BunbMca, ageHokapiimHoMbl) Betpevaetcs B 13,3% ciyuaes.

CHH}IpOMbI NnpeapacnoJgoKEHHOCTH K PaKy MOYKH

Tybeposnvtii cknepos (601e3Hb BypHEBUILISA) — 3TO HAC/IEACTBEHHBIN SKTOAEPMATbHBIN
HEHPOKOXKHBIN CHHAPOM ((pakoMaTo3), XapaKTePH3YIOLUIHICS MyIbTUCUCTEMHBIM ITOPaXKEHUEM
KOXH, KOCTEH, opraHa 3peHusi, H10kpuHHo#N cuctemsl u [IHC u dhopmupoBanunem oryxoseit Bo
BHYTpPEHHUX opraHax u Tkausx. [loutu y 100% 601bHBIX HaOMIO1AI0TCS KOXKHBIE MPOSBICHUS, K
HUM OTHOCSTCSI aHTHO(pHOpOMBI NTu1a, cy0- U epuyHrBaigbHble aHrnopuodpomel Kenena,
(¢uOpo3HbIe OJISAIIKY, «IIarPEHEBbIe MATHA, BUTUIMIONOI00HBIE U «KO(EHHbIe» MATHA, ITOJIH03
3yOHOM dManu. CHCTEeMHBIE TTIOPKEHHS TYOEPO3HOTO CKJIepO3a 0YeHb Pa3HOOOPa3HbI U B
3HAYUTEIBHOM CTENeHU OIpeesIsitoT IporHo3 3aboneBanus. Cy10pOKHBIH CHHIPOM
HaOmogaetcs y 80-92% O6onbHBIX, Ha (poHe cymopokHoro cuHapoma y 40-70% nereir oTMeqaroT
oTcTaBaHMe pa3BUTHs. [IcuXxOHEBposOrnyeckrue HapyuieHus 00yCIOBICHBI TOPaXKEHUEM TKaHeH
MoO3ra, IPEeKe BCEro y3JI0BaThIM pa3pacTaHueM Helporiuu (Ty0epbl) B KOpe, KOTOphIe
pacIoyiaratoTcsi MPEeMMYIIECTBEHHO CYOTEHTOPHAIBHO B IOOHBIX noiisix. Omyxonu [THC
ABIIAIOTCS BeAyILeH MPUYMHONW CMEPTU IIPU JaHHOM 3a00JieBaHUU. BakHBIM MpU3HAKOM
MOpa)KeHUsI TJ1a3 ABJISIOTCS OJIHO- WM ABYCTOPOHHHE raMapTOMBbI ((pakoMbl) CeTYaTKH,
oOHapyxuBaembie y 50% OonbHbIX. [1aTONMOTHS CEpACUHO-COCYAUCTON CHUCTEMBI IPOSIBIISIETCS,



Ipeke Bcero, pazputueM padaomuom cepana (B 30-60% ciyuaes). [laTonorus nmouek siBnsieTcs
BTOPOI BenyIIel MpHUNHON JIETAILHOCTH MIPH TyOepo3HoM ckiiepose. [Ipumepro y 80% nereit
(ycpennenHsiid Bo3pacT 10,5 roja) BEIABISIOT 100pOKaYeCTBEHHBIE OMYXOJIH ITOYEK.
3710Ka4eCTBEHHBIE OIYXO0JIN [TOYEK BBIABISAIOT IPUMEPHO B 4% cilydaes, IpeBaIupyeT
OJTHOCTOPOHHEE MOPaKCHHUE.

Onyxonb Bunvmca (HeppoOnactoma, afeHOCapKOMa IMOYKH, SMOpHOHANIbHAS Heppoma) — 3TO
BPOXKICHHASI SMOPHUOHAIbHAS 3]I0KAY€CTBEHHAS OMTYXOJIb MIOYKHU Y ACTEH, BBISBISICTCS
MIPEUMYIIECTBEHHO B Bo3pacte 1-6 neT. bonb B )kuMBOTE — HanboJiee YacThlid HavaIbHbIN
cumnToM (30-40%), 3a HUM cienyroT runieptoHus (25%) u remarypus (12-25%). o 1/3
MAIUEHTOB ¢ HePPOOIACTOMON UMEIOT MOPOKH Pa3BUTHUS, TAKUE KaK aHUPHUIUS,
TEMUTUTIEPTPOQUS, IOPOKH PA3BUTHUSL MOUYETIONOBOW CUCTEMBI, TOPOKH PAa3BUTUS KOCTHO-
MBIILIEYHON CHUCTEMBI.

Cunopom Ilepamana — 310 HacaeICTBEHHOE 3a00JIeBaHKE, KOTOPOE XapaKTepu3yeTcs OO0IbIINM
BECOM TIPU POKICHHUH, MBIIIEYHOIN TUTIOTOHUEH, OpraHOMETalTueH, TUIEBBIM JUCMOP(HU3MOM,
MOYEUHBIMU aHOMAIIUAMU (HeppoMerainusi U r’uIpoHePpo3), a TAKKe 3a1ePKKOil
INCUXOMOTOPHOI'O pa3BHUTHA. CI/IHI[pOM HepJIMaHa CBs3aH C BBICOKMM PUCKOM Pa3BUTHSA OITYXOJIH
Bunbmca, yacrota kotopoii coctaBisieT 64%. Y 3TuX AeTelt onyxoib JUarHocTupyercs B 0oiee
paHHEM BO3pacTe 0 CPAaBHEHUIO CO CIOPaJAUYECKUMU cilydasiMu (10 2 et u 3-4 roaa,
COOTBETCTBEHHO), HAOJII0AAETCs BBICOKAs YacTOTa ABYCTOPOHHUX omyxoeit (55%).

Cunopom pon I'unnensa—/ITunoay (VHL-cunapom, riepeOpopeTHHATBLHBIH aHTHOMATO3) — 3TO
HACJICJICTBEHHBIN (haKoMaT03, XapaKTePU3YIONIHICSI 00pa3oBaHuEeM JOOPOKAYCCTBCHHBIX HITU
37I0KAYE€CTBEHHBIX COCYAMCTHIX U KUCTO3HBIX OIYXOJIeH B TKaHAX HEPBHOI CUCTEMBI, BKIIIOUAs
TOJIOBHOW M CIIMHOW MO3T, BHYTPEHHEE yXO0, OPTaH 3pEHUs], B BUCIEPATBHBIX OpraHax (MOYKH,
HAAMOYCUHUKH, TTOJDKEITyI0UHAs Kele3a), MpUaaTKax siMuka U MIUPOKOH CBA3KE MATKHU.
Hauboiee yacTo BcTpedaroTcsi TeMaHTHOOIACTOMA CeTYATKH (peTHHAIbHASI aHTHOMA WITH
reMaHruoMa), TeMaHruo01acTOMa TOJIOBHOTO U CIUHHOTO MO3Ta, MOY€YHO-KJIETOYHBIH pak,
KHCTHI 1T0YeK, peoxpomonnroma. bonesns ¢pon ['unnens-JIunnay — Hanbosnee
pacmpocTpaHeHHas MPUYMHA HACIEICTBEHHOTO paka mouku. [loueuHo-kineToyHas KapumHOMa
BCcTpedaeTcs mpuMepHo y 70% manueHToB.

Hacnedocmeennasa nanuiiapuas no4eyno-Kiemounan KapuyuHoma XapakTepu3yercs
pa3BUTHEM JIBYCTOPOHHETO MYIbTH(OKATEHOTO MAMUJUIIPHOTO paka MoYku 1-ro tuma. 1o
MEJICHHO MPOTPECCUPYIOIIAs OMYX0Jb MOYKH C OTHOCUTEIHHO OJIaronpHusTHBIM IIPOTHO30M.

HacnedcmeeHnnulit 1ei10Muomamo3 u no4eUHO-KiemouHslil paK XapakTepu3yeTcs pUCKOM
pa3BUTHUS JTEHOMUOM KOXKH (MIPAKTUYECKH Y BCeX manueHToB K 40 rogaM) u 1eiiloMrOM MaTkH (y
skeHuH K 30 rogam, nuanaszoH 17-52 roma; pexe pa3BUBAIOTCS JIEHOMHOCAPKOMBI), a TAKKE
arpeccuBHOU (Gpopmbl mouedHo-KkiIeToyHoro paka tumna Il (y 20% nanuenTos). M3-3a
arpecCUBHON M MHPWIHTPATUBHOU MTPUPOIBI OMTYXOJIH PEKOMEHIYETCS paHHEE XUPYPruIecKoe
BMEILIATEIbCTBO.

Cunopom bepma-Xoza-/[vro6a (cunapom XopHiureitHa-Kauken6epra) xapakrepusyercs
pa3BUTHEM MHOYKECTBEHHBIX JOOPOKAYECTBEHHBIX OMyXosei koxu — hpudpodomtukysiom (80%
CJIyyaeB), KOTOPbIE JIOKATU3YIOTCS Yallle BCEro Ha JMIle, 11ee, BepxHeil yactu Tynosuina. C Toi
K€ 9aCTOTOH y MaIMeHTOB BCTPEUYAIOTCS JISTOUYHBIE KUCTHI, KOTOPBIE 3al0OJHEHBI BO3ayXoM. Co
BpPEMEHEM KOJIMUYECTBO M JUAMETP KHCT YBEIMUYUBAIOTCS, YTO CO3/Aa€T PUCK CIIOHTAHHOTO
nHeBMoTopakca. Okono 20% ciaydaeB cHHApPOMa IMIPOTEKAIOT ¢ PA3BUTHEM paKa MOYKH, KOTOPBIH
npezcTaBieH XpoMohoOHON M THOPUAHOM XPOMOPOOHO-OHKOIIUTAPHON KapIIUHOMOW MOYKH.



®akoMaTo3bl H HEHPOKYTAHHbIE CHHAPOMBI

Heupoguopomamo3s 1 muna (6one3np Pexnunrxaysena, nepudepudeckuii HelpohuopoMaros)
— 3TO MOJIMCHHPOMHOE MPOTPECCUPYIOIIee HACIEACTBEHHOE 3a00IeBaHNE, XapaKTEPU3YIOIIeecs
COUYETaHHBIM MOPAKEHUEM LIEHTPAIBLHON U Nieprudepruieckoil HEPBHON CUCTEMBI, OpraHa 3peHHs,
KO>KH, OITOPHO-/IBUTaTEIBHOTO anmapara U SHA0OKPUHHOW CUCTEMBL. 3a00JIeBaHKE Yallle BCETO
MPOSIBIISIETCS B BUJIE MHOXKECTBEHHBIX HEHpo(huOpoM no xoay nepudepuyeckiux HepBOB.
CKIIOHHOCTB K 3JI0Ka4YeCTBEHHOMY IEPepOoXkIeHUI0 HelipodhuOpom ormeuaercs y 3-15%
nanuenToB. [Topaxxenne [THC npu HeiipodhuOpomarose 1-ro TrIma xapakTepu3yeTcs OsBJICHUEM
aCTPOLIUTOM, MEHUHTHOM, STICHMMOM, IIBAHHOM, HEHPOJIEMMOM H T. 1. BO3MOXHO pa3BuTHe
dbeoxpomoruToMbl. OYTanbMOIOTHUECKHE MPOSIBICHUS BKIIIOUAIOT MEJIaHOUTapHbIE
ramMapTOMBbl PaIyKHOH 000JIOYKH U TTIHOMY 3pUTEIBHOr0 HepBa. THIIHMYHO MOSBICHHE HA KOXKE
ISITEH IBETA «KO(PE C MOTOKOM.

Becmuoynapuwtit wueannomamo3s (nevipopudbpomaTos 2-ro THIA, IEHTPATHHBIHA
HelipoguOpomaros3) xapakTepu3yeTcs pa3BUTHEM MHOKECTBEHHBIX JOOPOKauYECTBEHHBIX
OITyXOJIeH — IIBAHHOM, KOTOPBIE MOPaKAIOT MIPEUMYIIIECTBEHHO BECTHOYIISIPHBIN HEPB, a TAKKe
YepernHble, CHMHHOMO3TOBEIE U TIepu(epudecKre/KOXKHbIE HepBHI. [IBycTOpOHHNE
BECTUOYIISIpHBIE IBAHHOMBI IPU3HAHBI 0COIIOTHBIM IUarHOCTUYECKUM KPUTEPUEM
3a00J1€eBaHNs, OHM BO3HUKAIOT Y 95% OO0NbHBIX, COMPOBOKIAIOTCS HAPYILIEHUEM CIIyXa,
MaHUGECTUPYIOT B Bo3pacte 18-24 neT, XOTs MOTYT IposBIATHCS U 1o3xke (B 60-70 ner).
[Toteps cityxa siBnsieTcst XapakTepHbIM cuMnToMoM y 60% B3pocisix 1 30% nereit ¢
HelipohubpomMaTo30M 2-To TUIA, YACTO OHA JBYXCTOPOHH:ISA. Takke OMmyXoiIu MOTYT MPUBECTH K
BECTHOYIISIPHON JUC(YHKIIUH, TApaTndy JIMIIEBOTO HEPBA, HAPYIICHUIO MTOXOIKHU, OOJISM H
CyJIoporaM, CyIieCTByeT PUCK paHHEH CMEpPTH OT CIaBIIEHUS CTBOJIA FOJIOBHOTO Mo3ra. Takxke
4acTO BCTpPEUaroTCsi MeHUHTHOMBI (80% marueHToB), sneHaumMombl (20-35% ciyyaes).
Habmronatores opranbMoiornueckre nposiBICHHs, BKIIIOUas KaTapakTy, FTaMapTOMbI CETYaTKU U
SMHUpETHHANTBHBIE MeMOpaHbl. KoKHBIE TPOSBICHNUS MOTYT IPEAIIECTBOBATH BECTHOYIISIPHBIM
IIBAHHOMAaM Ha HECKOJIbKO JIET U MpeACTaBIeHbl HelipopruOpoMamu U MATHAMH LIBETa «KOde ¢
MOJIOKOM.

ILlleannomamo3 — 310 rpynna HacjIeACTBEHHbBIX 3a00JI€BaHUMN, POSBISIOIINXCS
MHOECTBEHHBIMH HOBOOOPA30BaHUAMU NepUpepuuecKoil U EHTPaIbHOW HEPBHOM CUCTEMBI
(mBaHHOMaMM) 0€3 COMYTCTBYIOIIETO MOpaKEeHUs BECTHOY IsipHOTO HepBa. [IIBaHHOMBI 0OBIUHO
HOpaXkaroT CIUHHON MO3T (74%) u nepudepuueckue Hepbl (89% ciyuae). [IIBaHHOMBI
YepEeNHbIX HEPBOB BCTPEUAIOTCS PEJIKO U MPU NEPBUYHOM IOSBICHUH Yallle BCEr0 MOPaxaroT
TpoitHnuHbIN HepB (8% ciydaes). [TanneHTHI yallie BCEro *ajlyroTcs Ha XpOHHUUECKYI0 00Jb (B
46% ciyyaeB) UM Ha HaJMYKE OMMYXOJIEBUAHOTrO oOpasoBanus (B 27% ciyuaeB). JIMoMsl u
AHTHOJIUIIOMBI, BcTpevatotes y 11% u 3% nauneHToB, cOOTBETCTBEHHO. MEHUHTMOMBI
BCTpeuaroTcs y 5% naiueHToB. PUck 310kauecTBEHHOTO HOBOOOpa30BaHUsI HU3KUH.

CHHAPOMBI NPEAPACIOI0KEHHOCTH K CAPKOMAM H OIYXO0JsIM MATKHX TKaHei

Cunopom muodxicecmeeHHbIX IK30CH 0306 (MHOKECTBEHHAS! 9K30CTO3HAsA O0JIE3Hb, IK30CTO3HAS
XOHPOJUCIIIIA3MUS) — 3TO PEIKOE HACJIEACTBEHHOE 3a00JIeBaHNe, XapaKTepU3yIoIIeecs
00pa3oBaHNEM MHOTOYHCIEHHBIX 100POKaYeCTBEHHBIX KOCTHO-XPSILEBBIX IK30CTO30B
(O0CTEOXOHIPOM) B 30HAaX pOCTa KOCTEH, YTO MPUBOIUT K JedopMalisiM KOHEUHOCTEH,
OTPaHUYEHUIO JBUKEHUN U TOTEHIUAIBHO MOXKET MEPEPOAUTHCS B 3JI0KAUECTBEHHYIO OITyXOJIb
(xonapocapkomy). Kak mpasuiio, 3abosieBanre MaHU(peCTUPYET 10 4 JIeT B BUE
MHO’KECTBEHHBIX OCTEOXOH/IPOM, Pa3BUBAIOIINXCS MPEUMYIIECTBEHHO B 00JacTH MeTau30B U
nradu30B JUIMHHBIX TPyOYaThIX KOCTEH, B TOM 4Hcie pedep, 3HaUUTEIbHO PEXKE B
MaTOJIOTUYECKUI MpoliecCc BOBIEKAIOTCS JIONATKH, [TO3BOHKH, KOCTH Ta3a U OCHOBAHHUS Yeperna.



VYBenuueHne KoJu4ecTBa 3K30CTO30B HAOII01aeTCsl B IEPUO/Ibl aKTUBHOTO POCTa peOeHKa U
3aBepiuaercs nociue 18 ner. Uuceno 3K30CT030B KOIEOIeTCsl OT €AUMHUYHBIX 710 COTEH. Pazmepsl
9K30CTO30B BapbUPYIOT OT MaJECHbKON TOPOLIMHBI 10 BEIMYUHBI I0JI0KA U TOJIOBBI pEOCHKA.
Poct kocTHO-XpAIIeBBIX 00pa30BaHUi MIPUBOIUT K Ae(POpMAIIUN KOCTH U PA3BUTHIO BTOPHYHBIX
U3MEHEHUH B COCeIHUX KOCTAX. Takxe HaOI0JaeTcs CIaBIMBaHUE SK30CTO3aMHU COCY/IOB,
HEPBOB M JPYTrUX aHATOMUYECKUX 0Opa3oBaHuil. Puck Tpancopmanuu B XOHAPOCAPKOMY
coctaBisteT 10 10%.

Cunopom Jlu-@paymenu (nacienactBeHHbi TPS53-acconmmpoBaHHBINA OMYXO0JICBBIA CUHIIPOM) —
9TO PEAKHUN HACIEACTBEHHBIN CUHAPOM, XapAKTEPU3YIOIIHUICSI BOSHUKHOBEHUEM MATKOTKaHHBIX
U OCTEOTE€HHBIX CApPKOM, OJTHO- ¥ IBYCTOPOHHETO paKa MOJIOYHOM KeJe3bl, OMyX0Jiel TOJI0BHOTO
Mo3ra (acTpoIuTOMa, MeyJIII001acTOMA, MIHO0IACTOMA), aIPCHOKOPTHKAIBHOTO PaKa,
reMo0J1acTO30B U JIPYTUX 3JI0KAY€CTBEHHBIX HOBOOOpazoBaHui. Y 50% manueHToB ¢
curpomoM JIu-@paymeHu Xotst ObI OHO 3JII0KAYECTBEHHOE HOBOOOpa3oBaHue pazoBbeTcs K 30-
35 rogam, a 6onee uem y 80% — k 60 rogam. Kpome Toro, marueHTsl ¢ cuaapomom Jlu-
®payMeHH MMOJBEPTAIOTCS MTOBBIIICHHOMY PUCKY Pa3BUTHUS MIEPBUYHO-MHOKECTBEHHBIX
omyxoJei. Jluarno3 ycranaBiauBaetcs o kputepusim [lommper.

Cunopom Pommynoa-Tomcona (BpoxxJIeHHAS NOUKUIIOJEPMUS) — 3TO HACIIEACTBEHHBIN
CHHJIPOM, TIEPBBIE MPU3HAKU KOTOPOTO MPOSBISIOTCA K 3-6 MeCsIly )KU3HH PeOCHKA.
OpuTeMaTO3HbIE [I1THA, 0COOEHHO BhIpaKEHHBIE HA JIMILIE, 1Iee, YITHBIX PAKOBUHAX, ITOANULAX,
JOPCATIBHBIX MTOBEPXHOCTSX KHCTEH M CTOII, IIOCTEIIEHHO MOABEPratoTCss 00paTHOMY Pa3BUTHIO,
bopMHpys y4acCTKH ceT4aTON TMIIePIUIMEHTAlUY U JEMUTMEHTAlUH C TeICaHTMIKTa3UsIMU
(TIOMKMITOIEpMUS), PA3BUBAIOTCS aTPOPUIECKUE TTOIOCH, PACIIUPSIOTCS cOCybl. [I[pumepHO y
HOJIOBHUHBI OOJIBHBIX B Bo3pacTte 4-7 jeT (opMUpyeTCcsi ABYCTOPOHHSIS KaTapakTa, IOYTH BCeraa
npuBoAsAIIas K cienote. K ApyruM mposiBieHusM 3a0051eBaHusI OTHOCSATCSI HU3KOPOCIIOCTb,
pas3JInYHbIe CKEJIETHbIE AaHOMAJIUU, TUIIONOHAAN3M, TUIIEPIIAPATUPEO3, IPEIPACIIONOKEHHOCTD K
3JI0Ka4€CTBEHHBIM HOBOOOpa30BaHMIM, 0COOEHHO K ocTeocapkome (32% ciydaes). merorcs
CHUMIITOMBI NPEXIEBPEMEHHOI0 CTapeHus1, CXOIHbIE ¢ CUHIpoMoM Bepnepa. [lanHoe
3a0osieBaHKe OTHOCUTCS K RecQ-acconumpoBaHHBIM ITPOrePONIHBIM CHHIPOMAM.

Cunopom Bepuepa (nporepust B3pOCIIbIX) OTHOCHUTCS K HACIEACTBEHHBIM RecQ-
ACCOLIMMPOBAHHBIM IPOTEPOUIHBIM CHHApOMaM. 3aboeBaHre MaHU(ecTUpyeT B Bo3pacTe 15-
30 net. IlepBblil XapaKTepHBIN MPU3HAK — OTCYTCTBHUE TyOEpPTaTHOTO CKavka pocTa u
OTHOCHUTEJIBHO HU3KUHM POCT 110 CPABHEHUIO CO CPEAHEN HOPMOH JIIsl B3POCIIOrO YEJIOBEKA.
XapakTepHbl MaCKOOOpa3HOE JINLO, KIIFOBOBHU/IHBIM HOC U BBICTYHAIOLMI nogoopoaok. Ha
TPETbEM JECATKE )KM3HU OTMEYAETCS MOSIBIIEHUE CEMIBIX BOJIOC, AJIOTELMSI, PA3BUBAIOTCS
KaTapakTa ¥ TUIOroHaau3M. B Mono1oM Bo3pacTe pa3BUBaIOTCs 3a00J1€BaHUs, KOTOPbIE OOBIYHO
HaOJI0AAI0TCS Y OXKUIIBIX JIFOJIEH: apTepuaibHas TUIIEPTEeH3Us, CeplIeYHO-COCYANCThIE
3a0o0sieBaHus, caxapHbli AuadeT. PUCK pa3BUTHS 3710Kaue€CTBEHHBIX HOBOOOpa30BaHU pu
curpome BepHepa B 54 pasa Bblle 1o cpaBHEHHIO ¢ o01mieit nomyssiue. JJo 50%
3apErUCTPUPOBAHHBIX 37I0KAYECTBEHHBIX HOBOOOPA30BaHUM COCTABIISIOT CAPKOMBI MSTKUX
TKaHell — pabloMHOCcapKoMa, 310KauecTBeHHAs (PMOPUHO3HAS THCTHOLUTOMA, JIeloMHocapKoMa
Y CapKOMbI BEpXHUX KOHEUHOCTEH.

Hacneocmeennaa pemunoéaacmoma — 310 310Ka4€CTBEHHOE HOBOOOPA30BaHUE,
pasBuBarolIeecs B ceTdyarke riasa. CpeaHuil Bo3pacT Ha MOMEHT EPBUYHOMN TMAarHOCTUKU
3aboneBanus — 1,5 roga. [lepBriii u Hanbosee XapakTepHbIN KIMHUYECKUN TPU3HAK
3a00JeBaHNs — JTEMKOKOPHUS (CUMIITOM «KOIIAYbero IJiazay), MposBistoniasics (PeHOMEHOM
0e0BaTO-KENTOr0 CBEUEHUS 3padyKa BCIEICTBUE OTPAKEHUS CBETA OT TIOBEPXHOCTH OIMYXOJIH B
CTEKJIOBHJIHOM TeJie. J[pyruMu yacThIMH NMPOSIBICHUSAMH 3a00JI€BaHUS SIBIISIOTCS KOCOTIa3ue,
ociabJeHue IPsIMOM peakIuy Ha CBET, pa3IpakeHue TJIa3HOoro s0JI0Ka, TUdeMa, N3MEHEHUE



[[BETA Pay’KHOU 000709KH 1 Jp. OMyX0oib pa3BUBaETCs OBICTPO, B PE3YIIbTATE
pacmpocTpaHeHUs 10 TJIA3HON OpOUTEe U 3PUTEITHFHOMY HEPBY IIPOUCXOIUT 00pa3oOBaHUE
METacTa30B B IECHTPAIBHOW HEPBHOI CHCTEME U OTAAJICHHBIX OopraHax. /[y HacleICTBEHHBIX
¢dbopM peTHHOOIACTOMBI XapaKTePHBI paHHSS MaHU(ecTalns, OMIaTepPaTbHOCTh
UMYIbTH(DOKATBHOCTh IOPAKEHHUSI, TOJIOKHUTEIIBHBIN CEMEIHBIN aHaMHe3. 3a00JIeBaHHE MOXKET
pa3BUBATHCS KaK OJJHOBPEMEHHO B 000WX Iria3ax, TaK U METaxpPOHHO.

Cunopom npeopacnonoxiceHHocmu K padoouoHslmM OnyxXoaam — 3TO HACIEACTBEHHBIN
CUHJPOM, KOTOPBII XapaKTepu3yeTcs MOsBJICHUEM B MJIaICHYECTBE, IETCTBE WU MOJIOJIOM
BO3pacTe pa3IMuHbIX HU3KOAU(HEepeHIIMPOBAHHBIX ommyxoiiei. [Tk 3a0oneBaemocT
MPUXOJUTCS Ha BO3PACT JI0 T0/1a. 3I0KaYeCTBEHHbIE PabIOMIHbBIE OMTyXO0JIU MOTYT BOZHUKATh
NPaKTHYECKH B JIFO0OI YacTH OpraHu3Ma, 4acTo — B ICHTPAIBbHOW HEPBHOI cucTeMe (aTuIuyHast
TeparouaHo-padaouaHas onyxoib LIHC, mpu atom Gonee 50% ciiydaeB npuxoauTcs Ha
pacrosoXkeHue B Mo3keuke). Jpyrue Bo3MOXKHbIE JIOKAIU3ALUK: T0JIOBA U 11es, [IEYEHb,
MOUEBOH My3bIPb, CPEIOCTEHUE, Ta3, IOYKH, SIMYHUKH, cep/ile. Bce omyxoiin oueHb arpecCUBHBI.
YV B3pOCIBIX JIIOAEH C JaHHBIM CUHIPOMOM IOBBIILIEH PUCK PA3BUTHS IBAHHOM.

Juagpuzapuvtii medyanapuwlit cmeHo3 co 3/10Ka4eCmeeHHOou Guopo3HOi 2UCMUOYUMOMOU —
3TO HACJIEICTBEHHBI CUHIPOM, KOTOPBIN XapaKTepU3yeTCsl MaTOJIOTMYECKUMU IIEpeIoMaMu
BCJIEJICTBHE aHOMAJIBHOTO POCTa KOPTUKAIBHOTO CJI0S U TMadU3apHOTO MEAYIUIIPHOTO CTEHO3A.
[TepenoMbl MII0XO0 32KUBAIOT, HAOIIOAAETCS MIPOTPECCUPYIOLIEE HCKPUBIICHNE HIDKHUX
KOHEUHOCTEH. B IByX ceMbsX y MalMEeHTOB TaKke HaOJ0/1a71ach MOsICHO-KOHEYHOCTHAS
MUOTATHA C MBIIIEYHOH cnabocTrio U atpodueii. [Ipumepro y 35% nanueHToB pa3BuBaeTcs
arpeccuBHasi opMa CapKOMBI KOcTel (3710kauecTBEeHHAsT (UOPO3HAS THCTUOIIMTOMA HITH
OCTEOCapKOMa).

CuHApPOMBI NPeIPACIION0KEHHOCTH K reMaToJ10rM4ecKUM 3J10Ka4eCTBEeHHbIM
HOBOOOpPAa30BAHUAM

Anemusn @ankonu — 3TO peIKOe HACIEICTBEHHOE 3a00JIeBaHNE, XapaKTePHU3YIOIIeecss TeHOMHOM
HECTaOUIILHOCTHIO, BPOXKICHHBIMU aHOMAIHMSIMH Pa3BUTHS, HAPYIICHHEM TeMOI033a
(mporpeccupyroIas MaHITUTOIICHHUS) ¥ BBICOKUM PUCKOM Pa3BUTHUSI OHKOT€MATOJIOTHUECKUX
3a00sieBaHUl (amacTU4ecKasi aHeMH s, MUEJIOAUCTIACTUYECKUI CUHIPOM, OCTPbII MHETOH THBIH
JICHKO03) M COJIUTHBIX OIMyXOoJIel (TUTOCKOKJIETOYHBIN paK TOJIOBHI U MU, THHEKOJIOTHUECKUX
OpraHoB, PaK MEYEHH, MUIIEBO/IA, MOJIOYHOMN KeJe3bl, IPOCTATHI, KETYA0YHO-KHIIIEYHOTO
TpaKTa U OMyXOJIM TOJIOBHOTO MO3Ta). Y 60-75% OOJbHBIX TaKkKe BCTPEUAOTCSI BPOKICHHbIE
nedeKThl pa3BUTHSL.

Hacneocmeennbwiit pak, accoyuupoeannulii ¢ 2eHamu meaiomeprozo komnaekca. OHKOTCHHbIE
CUHAPOMBI MOT'YT OBITH CBS3aHBI KaK C YKOPOYCHUEM TCJIIOMEP, TaK U C MOAACPIKAHUEM
JUTMHBI/yTHHEHUEM TesoMmep. Jlezounwtii huopo3 u/unu cunopom HedocmamouHocmu
KOCMHO020 M032d, C6A3AHHDLIL ¢ meomepamu, munst 1 u 8 xapakTepu3yercs Jero4HbIM
¢bubpo30M ¢ HaYaIOM BO B3POCIIOM BO3PACTE, FeNaTOMyIbMOHAIBHBIM CHHIPOMOM H
IMMOBBIIICHHBIM PHUCKOM Pa3BUTHUA aIIaCTUYECKOM AHEMHHU, MUCTIOAUCIIIIACTUYCCKOTO CHHAPOMaA,
OCTPOr0 MHUEJIOUTHOTO JIEHK03a U INIOCKOKJIETOYHOTO paka. CuHOpOM npedpacnonodiceHnocmu
K Onyxonam, mun 3 XapakTepu3yeTcs MOBBIILIEHHBIM PUCKOM Pa3BUTHS HOBOOOpPA30BaHUH U3
AMUTENUATBHBIX, ME3CHXUMAIIbHBIX U HEHPOHABHBIX TKaHEH, a Tak)Ke KJIOHATbHBIX
TEMOTIOITUYECKUX CHUHIIPOMOB. Bpoostcoennuiit ouckepamos (cuuapom L{unccepa-OHrmena-
Koyna) cBsi3an ¢ yKOpoYeHHEM TeIOMep U3-3a MATOrCHHBIX BAPUAHTOB I'€HOB CyOhEIMHHII
TeJIoMepa3Horo KoMiuiekca. /JlanHoe 3a0oseBaHre XapaKTepU3yeTcs: TPUag 0l CUMIITOMOB:
qucTpodueil HOrTei, 3aKyOpKOi CIIe3HBIX KaHAIBIIEB U JICUKOIUIAKUEH CIIM3UCTHIX 000I0YEK,
KOTOPBIC MTPOABJIAIOTCS HA (bOHe amIaCTUYECKON aHEMHUH. AIUIACTUUECKAST aHEMUSI BCTpPEUACTCA



y 85% OonbHbIX. [TanueHTs! ¢ 3TUM 3a00JIeBaHUEM MPEACTABISAIOT COOOM TPYIITY BHICOKOTO
PHUCKA 110 PA3BUTHIO JIEUKO30B U COJIUIHBIX OIIyXOJICH.

Amaxkcus-meneanzurskmaszus (cunapom Jlyn-bap) xapakrepusyercs aTakCuel BCIEICTBHE
MO3KE€YKOBOH JIereHepaIiy, TeIICaHTUIKTa3UsIMH Ha Oy Ib0apHON KOHBIOHKTHBE U Ha KOXKE,
TSDKEJIBIM KIMMYHOIS(DUIIUTOM H MIPEAPACTIONOKEHHOCTHIO K OHKOJIOTHYECKUM 3a00JIEBaHUSM
(TuM@OMBI, JICHKO3bI, COTUAHBIC OTTYXOJIH).

Cunopom bnyma xapakrepu3yercs reHOMHOM HeCTaOMIIbHOCTbIO, HU3KOPOCIIOCTHIO,
UMMYHOAC(PUITUTOM C PEIUIUBUPYIOIIMMI HH()EKITHNOHHBIME OCJIOKHCHUSMH,
CBETOYYBCTBUTEIbHBIMU U3MEHEHUSIMH KOKH, BBICOKON ITPEAPACIIONOKEHHOCTHIO K
3JI0Ka4€CTBEHHBIM HOBOOOPa30BaHUAM (TUMGPOMBI, JIEHKO3bI, COMHIHBIC OITYXOJIH).

Cunopom Huiimezena niposBISICTCS BPOXKICHHBIMU aHOMAJTIMSIMH Pa3BUTHS, MUKpoIle(aiei,
UMMYHOJC(PHUIIUTOM C PEIUANBUPYIOIIUMU HH()EKIIMOHHBIMH OCIIOKHEHUSMH, OTCTAaBAaHHEM B
($U3NIECKOM U HEPBHO-TICUXUIECKOM Pa3BUTHH U CKIIOHHOCTBIO K 3JI0KQ4ECTBEHHBIM
HOBOOOpa3zoBaHUsAM (JIUM(OMBI, JTIEHKO3bI, COJTUIAHBIE OMYyXOJIN).

Cunopom Buckomma-Onopuua xapakTepu3yercsi TpOMOOIIUTONICHUEH, IK3eMO U
KOMOMHHPOBAHHBIM NIEPBUYHBIM HMMYHOIS(UIIUTOM ¢ HH(PEKIIMOHHBIMU, ay TOMMMYHHBIMH 1
OHKOJIOTUYECKUMU MposiBiIeHusIMH. Cper ayTOMMMYHHBIX MPOSIBIICHUN HanboJiee 4acTo
BCTPEYAIOTCS TEMOJIMTUYECKAS] aHEMUSI, BACKYJIUTHI U MOpaKeHUE MovyeK. boapmHcTBO
OITyXO0JIe UMEIOT TUMGPOUTHOE MPOUCXOKICHHUE.

Cunopom Illeaxmana-/laiimonda, mun 1 Xapakrepuszyercs HEJOCTATOUHOCThIO SK30KPUHHOMN
(GYHKIMH MOHKETYJOUHOM JKene3bl, HEUTpOoneHuel, HapyIIeHHEM XeMOTaKcuca HeUTpopuIioB,
aryIaCTUYECKON aHEeMHUEH, TPOMOOIIMTOIICHHEH, MeTapu3apHOU THUCIIA3HEH, 3a1ePIKKON
(bu3NYECKOT0 pa3BUTHSIL.

Cemeiinas mpomooyumoneHus/mpomooyumonamus ¢ npeopacnoioNHCeHHOCMbIO K
Pazeumuro 0Cmpo20 MuenouoOH020 J1eiKo3a XapakTepu3yeTcs TPOMOOIUTONEHUEH,
MOBBILIEHHONH KPOBOTOUNBOCTbIO, MIOBBIIIEHHBIM PUCKOM Pa3BUTHsI reM00IacTO30B
(MHENIOANCIUIACTUYECKUI CUHAPOM, OCTPbIM MUEIOUIHBIN JIEHKO3).

Hacneocmeennulit CuHOpOM nPeOpacnonOHCEHHOCIU K MUEIOUOHBIM HOB000PA308AHUAM
XapaKTepU3yeTCsl MPEAPACTIONOKEHHOCTHIO K Pa3BUTHIO MUEIIOIUCINIACTHYECKOTO CHHIPOMA,
OCTPOTO MUEJIOUTHOTO JIeiK03a, TUM(pOM.

Ocmpuuit muenouonwiii neikos ¢ eapuanmamu 6 2ene CEBPA xapaktepu3yeTcsi BBICOKOI
yacToTo! penuanBoB (10 90%), 0AHaKO y MalMEeHTOB ¢ FTepMUHAIbHBIMU BapUaHTaMU B T'€HE

CEBPA otmeuaetcs 6osee 6aronpusTHHIN OTAaIeHHbIH ncxon ¢ 10-1eTHell BBHKMBaeMOCTBIO
67%.

CuHApPOMBI NPeIPACHIOI0KEeHHOCTH K PaKy MOJIOYHOM KeJie3bl U IMYHUKOB
(HacJIeACTBeHHBIN PaK, aCCONMMPOBAHHBIN ¢ TeHAMH I'OMOJIOTHYeCKOH PeKOMOMHALMH)

Hapymenue penapanuun J{HK sBisiercs onHUM 13 KIIIOUEBBIX MEXaHU3MOB KaHIleporeHesa. [lpu
HACJIEICTBEHHOM pakKe, aCCOIMMPOBAHHOM C TeHaMu roMmosiornyeckoil pekomounanuu (HRR),
3HAYUTEIHHO MOBBIIIAETCS PUCK PA3BUTHSA 3JI0KAYECTBEHHBIX HOBOOOPa30BaHUH pa3HBIX
nokanuzauuid. Bapunantsl B renax BRCA1 u BRCA2 accounnpoBaHbl ¢ CHHAPOMOM
HaCJIECTBEHHOI'O PaKa MOJIOUHOM KeJe3bl U paka AMYHUKOB. Hamnune naToreHHeIX BapuaHTOB
B ATHX I'€HaX MPUBOAUT K 3HAUUTEIHHOMY YBEIMUEHHUIO PUCKA PA3BUTHS paka MOJIOYHOM



KeJe3bl U paka SMIHUKOB (B 7 U 25 pa3 COOTBETCTBEHHO) 10 CPAaBHEHUIO C YPOBHEM PHCKA B
oOrielt momyssiuy. Pak MOIOYHOM Kee3bl XapaKTepu3yeTcss paHHUM BO3PacTOM
MaHubecTauu 3a00J1eBaHtsl, BHICOKOW BCTPEUaEMOCThIO OMIaTepaibHOTO paka, TPOMHOTO
HEraTUBHOI'O IOJTHUIIA, PA3BUTUEM paKa IPyAH Y MY>KUHH, BBICOKOI BCTPEUAEMOCTBIO pakKa
SUYHUKOB, paka MaTOYHBIX TPYyO M MEPBUYHOTO paka OpromnHbl. Takyke BapuaHThI B FeHaX
BRCA1/2 npeapacnionararoT K pa3BUTHIO paka MOKEITY0YHON Kelle3bl. BapuaHThI B reHe
BRCA2 acconnupoBaHbl ¢ pa3BUTHEM PaKa MPEICTATEILHOMN JKeJIe3bl, TITHO00IaCTOMBI,
MenyJu100J1acTOMBI M OIyXoiu Busibmca. BapuaHThl B IpyTrux reHax rOMOJIOTHYECKOM
PEKOMOMHALIMY TaKkKe aCCOLMUPOBAHBI C MOBBIIIEHHBIM PUCKOM OHKOIMATOJIOTHH.

CyHAPOMBI NPEAPACTOI0KEHHOCTH K PAKy KOKH U MeJIaHOMe

Iluzmenmnasn Kcepooepma — 3TO HACIEICTBEHHOE 3a00JIeBaHUE, KOTOPOE XapaKTepU3yeTCs
MOBBIIICHHON YYBCTBUTEIHHOCTHIO K YIBTPAPHUOIECTOBOMY H3IIYICHUIO U KpaifHE BBICOKUM
PUCKOM BO3HHKHOBEHHMSI paKa KO>KM U MEJIaHOMBI Ha OTKPBITBIX y4acTkax Tena. Y 75%
MalKUeHToB 3a001eBanne MaHuecTupyeT B Bo3pacte ot 6 mecsues 110 3 net. [Ipu poxaeHun
KOXa y JIeTell ¢ MUTMEHTHON KcepoIepMOoii BHaUajle MMeeT HOpMalbHbIN BU. B Bo3pacTte nByx
u OoJiee J1eT MOKHO HaOJI0JaTh MUTMEHTHBIC BBICHITIAHUS 110 THITY BECHYIIIEK WM JICHTHTO. B
JAIbHEUIIEM B 3TUX 30HaX (GOpMUpPYETCs KapTUHA aTpoPuuecKux n3MeHeHui koxu. B 80%
CJIy4aeB OJJHOBPEMEHHO HaOJII01aeTCsl MOpaKEHNE OPTraHOB 3PEHHS: CBETOOOS3Hb,
KEepaTOKOHBIOHKTUBHT, SKTPOIUOH, OsiehapuT, U3bA3BICHHUE CIM3UCTON 000IOUKH BEK U MpOUee.
B nmanpHeiimemM mpoucXoauT pa3BUTHE TO0OPOKAYECTBEHHBIX (TIAMMIIOMBI, KEPATOAKAHTOMBI,
AQHTMOMBI, aHTHOMUOMBI, PUOPOMBI) U 3JI0KAYECTBEHHBIX OMYXOJIEH KOXKU. Y MallueHTOB C
MUTMEHTHOM KCEPOJAEPMOM PUCK PA3BUTHUSI HEMEIAHOIIUTAPHOTO PaKa KOKU B TCUCHUE )KU3HU B
10 000 pa3 BbIiIEe, UeM B 0OOIIEH MOMYSIUH, a PUCK pa3BUTHA MenaHoMbl B 2000 pa3 Bblile.
Cpennmii Bo3pacT MaHu(decTauu paka KOXKH COCTaBisIeT 9 neT (Bo3pacTHOU quamna3oH 1-32
rojia) Jyis HEMEJIaHOLUTAPHOTO paKa KOXKHU U 22 roja JJi1 MeTaHOMBI (BO3pacTHOM AMarnasoH 2-
47 net). HexoTopsie popMbI 3a00JI€BaHUST COMPOBOKIAIOTCS TOPAKEHUEM LIEHTPATLHOMN
HEPBHOW CUCTEMBI.

Cunopom I'opauna-I'onvya (cunpom 6a3aTbHOKIETOYHOTO HEBYCA) — ATO HACTEACTBEHHBIM
CHHJIPOM, KOTOPBIN XapaKTepHU3yeTcsl HapyllIeHueM SMOpHOTreHe3a B BUI€ CKEJIETHBIX,
0(TaTBMONIOTUYECKHX, HEBPOJIOTHUYECKHIX U IPYTUX aHOMAJIHHA Pa3BUTHSA, a TAKXKe
IPEPaCcONI0KEHHOCTBIO K Pa3BUTHIO IEPBUYHO-MHOXKECTBEHHOTO 0a3aJIbHOKIETOYHOTO paKa
koxu (BKPK) u menynno6racromsl. BKPK MoskeT pa3BuBaThCs ¢ IByXJI€THETO BO3pacTa, HO B
cpennem nposiisiercs k 20 rogam. Puck passutus BKPK B Teuenue xu3nu qocturaer 90%, npu
ATOM KOJIMUYECTBO OMYXOJEBBIX 00pa30BaHMil MOXKET BapbUPOBATH OT HECKOJIBKUX €TUHUIL JI0
HECKOJIbKUX ThIca4. B 75-90% ciydaeB Takke HaOII0Jat0TCS TOPOKH Pa3BUTHS.

Cunopom cemeinvix amunuyHbIX HegyCco6 U MeaaHOMbl TIPEJICTABIIET COOON HACIEICTBEHHOE
3a00JIeBaHNE KOXKH C HATMYMEM MHOXKECTBEHHBIX aTUITNYHBIX HEBYCOB, YTO ACCOLIUUPOBAHO C
MOBBILIEHHBIM PUCKOM Pa3BUTHUSI MEIAHOMBI KOXKHU. ATUIIMYHBIE HEBYCHl BOSHUKAIOT B PAaHHEM
JETCTBE U MPOJOJIKAIOT Pa3BUBATHCS HAa MPOTSKEHUH Bcel nanbHenel xxu3au. Y 60%
NAIMEHTOB C JAHHBIM CUHJIPOMOM K 80 rojaM *HU3HU Pa3BUBAETCS MeJaHOMA. TakKe IMOBBIIIEH
PHUCK Pa3BUTHS paKa MOKEITYA0YHOM KeJe3bl.

Cunopom @epzrocona-Cmuma (MHOKECTBEHHBIE CAMO3aKUBAIOIIIHNE SITUTEITUOMBI) — 3TO
HACJIEJICTBEHHBIN CUHAPOM, JIJISi KOTOPOI'O XapaKTEPHO MOSBIEHUE JECATKOB UM COTEH
OOBIYHBIX KpaTepOoPOPMHBIX KepaToakaHTOM. Yailie BCero OMmyXxoJeBhIe 2JIEMEHTHI TTOSBIISIOTCS
HA yJacTKaX KOXH, MOJABEPKEHHBIX HHCOJISIIIUU: JTUI0 U KOHEUHOCTH. ATHUITHYHBIE
KepaTOaKaHTOMBI CTIOHTAHHO pa3pemraroTcsi TOJIbKo B 20% ciydaes, y 19-20% O0nbHBIX OHH
TpaHCHOPMHUPYIOTCS B TNIOCKOKJIETOYHBIN pakK.



Cunopom bpyka-Illnuznepa — 370 HaCAEACTBEHHBINA CUHIIPOM, KOTOPBIN XapaKTEPU3yeTCs
HaJIMYHEM Pa3IMUHbIX OMYXO0JIeH MPUIATOUYHOIO arapaTa KoM, BKJIF0Uasi MHOXKECTBEHHbIE
LUIMHIPOMBI, TPUXOSMUTEINOMBI, CIIUPaIEHOMBI ¥ CIIUPAACHOUMIMHIPOMBL. 3a00sieBaHKe
qaie BCEro MaHU(PECTHPYET Ha BTOPOM UJTH TPETHEM JCCATUIICTHH KU3HU. MaTuTrHU3aIHs
HOBOOOpa3oBaHUi MPUIATKOB KOKHU Ipu cuuapome bpyka-Inurnepa nadmonaercsa y 10%
MalMEeHTOB, Yaile — B 0a3aJIbHOKJIETOYHBIN pakK.

RAS-naTuu (cMHAPOMBI HApYIIeHUsI PA3BUTHSI ¢ OHKOJIOTHYECKUM PHCKOM)

Cunopom Hynan — 3T0 HACJIeICTBEHHOE MYJIbTUCUCTEMHOE 3a00JIeBaHUE U3 Ipyniibl RAS-
natuid. [lanmeHTs! XapakTepu3yoTCsl HU3KUM POCTOM, TUITMYHBIMU YePTaMU JINIIA,
BPOKICHHBIMHU TIOPOKAMH CEp/Illa, KapJAUOMHUOIATHUEHN U MOBBIIIEHHBIM PUCKOM Pa3BUTHUS
HOBOoOOpa3zoBanuii B nerctie. 1o 50-80% mnamuentos ¢ cuaapomoM HyHan uMerot 3a001eBanus
CEpJICYHO-COCYAUCTOM cUCTEMBI (BPOXKACHHBIE IOPOKH CEPALIA U/WIH TUIEPTPOYUUECKYIO
kapauomuonaruio). Ilanuentsl ¢ cunagpomom HyHaH noaBepkeHbl OBBILIEHHOMY PUCKY
Pa3BUTHS HEKOTOPBIX BUIOB OHKOJIOTUYECKUX 3a00JIeBaHU: HEHPOOIACTOMBI, SMOPHUOHAIBHOMN
pabIoMHOCapKOMBI, FOBEHWJIBHOTO MUEIOMOHOIIUTAPHOTO JIEWK03a, OCTPOro JTUM(OOIaCTHOTO
neiko3a, Hu3KoAu(pPpepeHInPOBAHHOMN TITHOMBI.

Cunopom Jlecuyca — 310 HaCIEACTBEHHBIN CUHIPOM, KOTOPBII UMEET HEKOTOPOE CXOJICTBO C
HelipoduOpomarozom 1 Tuna. XapakTepHble KOXKHbIC TPOSBICHUS: MITHA [IBETA «KO(de C
MOJIOKOM» U IISITHA THUIIA «BECHYIIUAThIE IPO3IU» B KOKHBIX CKJIaJKaX (OCOOCHHO
MIOIMBIIICYHBIE BITAJMHBI M MTAXOBBIE CKJIAAKH). B oTinmuune ot Helipopubpomarosa 1 tuma s
cunapoma Jlernyca He xapakTepHsl y3esku JInuma, omyxoiau 3puTeabHON CUCTEMBI, AHOMAJINH
Pa3BUTHS CKEIIETHOM cUCTEeMBI. J[aHHBIe 0 HAIMYUH HEHPOPHUOPOM MPOTUBOPEUUBHI.
OnyxosneBble 3a001€BaHMsI BBISIBIIAIOTCS peAKo (0cTpas MOHOOIACTHAs JIeHKeMHUs, pak
MOJIOYHOH JKeJe3bl, IIBAHHOMA U JIp.).

Cunopom Kocmenno — 510 HacaeICTBEHHbIM CUHAPOM C XapaKTE€PHBIMU JIULEBBIMU
mucmopdusmu. Kak u mpu apyrux RAS-narusix, npu cuaapome Kocremno Bricoka yacTora
CepAeYHbIX aHOMAJIMH, B 0OCOOEHHOCTH MIIEepTPOPUIECKON KapJMOMUONIATHH, aHOMAJIUI
CTPOEHUS KJIAlaHHOTO anmnapaTta, 1e(eKTOB MEXOIKEITY0UYKOBON U MEXIpecepIHON
Neperopoiok u aputMuili. HecMoTpsi Ha HOpMaJIBHYIO AJIs TECTAllMOHHOIO BO3pacTa Maccy Tena
IIpU POKICHUH, (PU3HUECKOE pa3BUTHE Yallle HApYIIEHO BCIIEACTBUE CIOKHOCTEH ¢ KOPMIIEHUEM
B TPYJHMUYKOBOM BO3pPACTe U TaCTPOMHTECTHHAIBHBIX MPOOJIeM — HapyIIEHUH MOTOPUKH
KHAIIEYHHNKA, YaCTHIX 3aII0POB. XapaKTePHBI TAKHE KOXKHBIE MPOSBICHNUS, KaK MsTKast TOHKasI
KO’Ka C MOBBIIIEHHOM CKJIa{4aTOCThI0. J{pyrUM OTIMUYUTENbHBIM IPU3HAKOM CHHIPOMA
Kocrenso sBnsiercs npeapacnoyioxkeHHOCTh MAllMEHTOB K NalMIJIOMaTo3y KOXHU, KOTOPbII
MO’KHO HaOmroAaTh B 72% ciyyaeB. K HanOosiee 4acThIM OMyX0JIEBBIM 3a00J1€BaHUSAM OTHOCSITCS
pabaomMuocapkoma (B TOM 4ucie sMOpHOHaIbHAas ), HelipoOiiacToMa U KapIlIMHOMBI IIEPEXO0ITHOTO
SMUTENHS (Yale BCEro MOYEBOTO My3bIps).

Kapouo-gpayuo-kodxcnwlit cundpom — 5T0 HaCIEACTBEHHBIN CUHAPOM, KIMHUYECKUE
MIPOSIBIIEHUS] KOTOPOTO CXOJIHBI C TAKOBBIMM NpH cuHapoMmax Hynan u Kocremno. Ipu
POXJIEHUH 3aMeTHa Makpoledanus, peaKie BbIOIECS BOJIOCHI, peIKie OPOBU U PECHMIIBI,
TUIEPKepaTo3, UXTHO3, FEMAHTMOMBI 1 MHOXKECTBEHHbBIE HEBYCHI, C BO3PacTOM
yBeIMuuBarouuecs B uncie. K kapauonorndeckumM HapyleHusiM OTHOCSTCSI CTEHO3 KilalaHa
JIETOYHOM apTepui, AePeKThl EPEropoIKN U runeprpoduyeckas kapauomuonarus. Kak u npu
curapome Kocremno, 3anepxkka ¢pusndeckoro pazsutus npu KOKC B nepBbIx Mecsax Ku3HU
CBsI3aHa C HAPYLIEHUSIMH KeTyJOYHO-KHUIIedyHoro Tpakra. [Tanuentel ¢ KOKC umeror
HaMMEHBIIYIO (IT0 CpaBHEHUIO ¢ IpyruMu RAS-natusimu) npeapacnonokeHHOCTh K
oIyxoJs1eBbIM 3a00sieBaHuaAM. C HauboJbIIel YacTOTON BCTpeyaroTest ocTpast TuMpobdaacTHas
JelikeMus, HeXO/DKKHHCKas TuMpoma, renatodiactoma v pabioMuocapkoma.



/Jlpyeue RAS-namuu, BKIIOUCHHBIE B JaHHYIO NaHenb: HyHan-mogoOHbIN cuaapom; HyHnaH-
NOJ00HBIN CUHIPOM C IOBEHHJIBHBIM MHEJIOMOHOIIUTAPHBIM JICHKO30M MK 0€3 Hero;
TeHUTONATSIUIAPHBIN cuHIpOoM B cuHapoM Cas-bapOepa-bucekepa-Snra-Cummcona wim
SBBYS; cunnpom HyHaH u ageHOKapIIHOMA JIETKHUX; CUHJIPOM KalWJUIIPHON U
apTepruoBeHO3HOHN Manb(opmanuu; HyHaH-1og00HBINH CHHAPOM C BbINaIEHUEM BOJIOC B (paze
aHareHa; HapylIeHUE UHTEIJIEKTYaJbHOr0 Pa3BUTHS, aQyTOCOMHO-IOMUHAHTHOE, THII 5.

IIpoyne CHHAPOMBI ¢ YHUKAJIbHBIMHU OMYX0JIEBHIMH CIIEKTPaMHu (HacJIeICTBEHHbIH
naHkpeartur, HacaeacTBeHHass [UCO, cunapom Xanaaa u apyrue)

Hacneocmeennwlii nankpeamum — 370 TCHETUYECKU JETEPMUHUPOBAHHOE 3a00JI€BaHHE,
KoTopoe Bcrpeuaercs y 1-10% B3pocibIxX MallMEeHTOB C XPOHUYECKUM IMAaHKPEaTUTOM U Oosiee
yeM y 50% O0JIbHBIX XpPOHHYECKUM ITAaHKPEATUTOM JETCKOTO BO3pacTa. SIBIseTcs: KIIMHUYECKU U
TE€HETUYECKU Fe€TEPOreHHBIM. XapaKTeprU3yeTcsl IOBTOPHBIMU 3MIM30/1aMH OCTPOr0 MaHKpeaTUuTa
C TeHJIEHIIMEN K MOCIeNyI0IIed XpOHU3alluu POLEcCa U aCCOLMUPOBAH C IMOBBIIIEHHBIM PUCKOM
Pa3BUTHS PaKa MOKETYI0YHON KEIE3bl.

Hacneocmeennaa zacmpounmecmunanvuan cmpomanwvuasn onyxons (I'1CO, GIST) — sto
3a00J€BaHKe, KOTOPOE ACCOIMUPOBAHO C PA3BUTHEM CAPKOMBI KEITYJOUYHO-KUIIIEYHOTO TPAKTA.
70% I'MCO pa3BuBarotcs B xenyake, 20% — B ToHKoM kumike U MmeHee 10% — B nuieBoze,
ToJicToi kuike U npsimoit kuike. ' MCO BeTpedaroTest NpeuMyLIECTBEHHO Y MAllUEHTOB B
Bo3pacte oT 40 1o 70 jer, HO B peAKUX CIIy4asiX MOTYT Ha0Jt01aThCs U 'y 60Jee MOIOABIX
JIOJIEH.

Cunopom DICERI — 510 HacneACTBEHHOE 3a00JIeBaHIE, KOTOPOE XapaKTepUu3yeTcs
MIPOTPECCUPYIOIIUM PAa3BUTHEM JOOPOKAYECTBEHHBIX U 3JI0KAYE€CTBEHHBIX 00pa30BaHUM
MPEUMYIIECTBEHHO B IETCKOM M MOJIOJIOM BO3pacTe: HOBOOOpa30BaHUS B JIETKUX, TOYKAX,
IIMTOBUAHOMN JKeJe3e U SMYHUKAX.

Cunopom Xaooao npencTaBisieT co00i peKoe HACIeICTBEHHOE 3a00IeBaHue,
XapaKTEepU3YIOLIeecs COUETaHUEM CHHIPOMA BPOXKICHHOMN LIEHTPAIbHON THIIOBEHTHIIALINN
(CUI'B unu «cuHAPOM NPOKIAATHS YHIUHBI») U 605e3Hu ['upmnpynra. bonesns ['upmnpysra
(BpO’KAECHHBINA METaKOJIOH, BPOXKICHHBIN araHrno3 KUIIEYHUKA) COIPOBOXKAAETCS IPUMEPHO
16-20% cnyuaeB CLII'B, xapakrepu3yercs yIIOPHBIMHU 3alIOpaMU U/WITH KHIIEYHON
HENPOXOAUMOCTBIO BCIIEACTBUE HAIMUMUS B KOHIIEBOM OT/IEJIE TOJICTON KUIIKU araHrJInO3HOTO
CErMEHTa Pa3JInYHON MPOTSKEHHOCTH U paCIIUPEHUs] 000 IOUHOM KUILKHU. Y HEKOTOPBIX
NaIMEeHTOB ONMHUCAHBI OMTyXO0JIU HEBPAJILHOI'O POUCXO0XKIeHUs (HelipobaacToMBl,
TaHTJIMOHEBPOMBI M FaHTIIMOHEWpoOi1acToMsbl). Puck onyxosnel coctaBiseT npuMepHo 5-6%, npu
3TOM HEHpPOOJIACTOMBI BCTPEUAIOTCS MPEUMYILECTBEHHO Y IeTel 10 2-IeTHEro BO3pacTa, B TO
BpeMsI KaK FaHIJIMOHEBPOMBI MOSBIISAIOTCS MTO3/THEE.

Cemeitnasa mMuodycecmeenHas meHuHzuoma. MEeHNHTOMBI, KaK MPaBUJIo, IPEICTaBISIOT cOO0M
MEJIEHHO pacTyIIre J00poKaueCTBEHHbIE HEMHBA3UBHBIC DKCTpaliepeOpabHbBIE OMyXO0In
TBEPJ10¥ MO3rOBOM 00070ukH. B 20% ciydyaeB MEHUHTHOMBI, KOTOPBIE H3HAYAIHHO OIEHUBAIIN
KaK TUCTOJIOTUYECKHU T0OPOKAYECTBEHHBIE, B JAIbHEUIIIEM MPOSBISIOT IPU3HAKU
37I0Ka4e€CTBEHHOCTH. MHOKECTBEHHbIE MEHUHTHOMBI cOCTaBIsAOT 1-19% Bcex ciydaes. DTo
3a00JIeBaHKE Yallle BCTPEUYAeTCsl Y MAIIMEHTOB CTapIINX BO3PACTHHIX Ipymm (OT 55 neT).
KonndyecTBO MEHMHTHOM y OJTHOTO TIAIMEHTa MOXKET ObITh OT 2-5 10 50 u Gonee, ¢
pacmoI0KeHNEM CYPaTeHTOPUATBHO, HHPPATEHTOPHAILHO U Ha TIPOTSHKEHUN
CITMHHOMO3TOBOTO KaHajna. KinmHudeckas CHMIIToMaTHKa MHOYKECTBEHHBIX MEHUHTHOM
XapaKTepU3yeTCsl 04aroBOM MM 0OIIEMO3TOBOM CHMIITOMATHKOM. Hanmune MHOKECTBEHHBIX
MEHUHTHOM HETaTHBHO BJIMSIET HA MPOTHO3 3a00JICBaHMS.



Hacneocmeennan npeopacnonoxcennocms K Heipooaacmome. HeiipoGiiacroma — 310
HanboJiee pacrpocTpaHeHHAs HKCTpaKpaHUalbHas OMyxoib y neteil. Cpennuil Bozpact nebroTta
3a0oneBanus — 18 MecsieB. AHaTOMUYeckas JIOKajau3anusi HelpoobaacToM JOCTaTOYHO
pasHooOpa3Ha: 50% B HaaOYEUHHUKAX, B Mapa- U MPeBepTeOPaTbHBIX CUMIATUYECKUX TAHTIIHIX
u naparanriusx (5% B LepBUKaIbHBIX, 15% B TOpakallbHbIX, 25% — B peTponepuTOHEealbHbIX U
5% — B Ta3oBbIxX). HelipobnacTomMy oTiMyaeT psj YHUKAIBHBIX Y€PT: CHOCOOHOCTh K
CIIOHTAHHOM perpeccuu y nereit muaziie 12 mMecsues Aaxke ¢ OTAaJEHHBIMU METacTa3aMu, K
g depeHpoBKe (CO3pEeBaHKEe B TAHTTTMOHEBPOMY) Y IETEH MOCIe MEPBOTr0 T0/1a )KU3HU U K
CTPEMHUTEIHLHOMY arpecCUBHOMY Pa3BUTHIO U OYpHOMY MeTacTazupoBanuio. OHOM U3
NPUHIUIHAIBHO BaKHBIX MPOOJIEM SIBISETCS CIOXKHOCTH MPOrHO3upoBanus. Cpenn
HelipobiiacToM HauboJsee YacTo PETUCTPUPYIOTCA criopagudeckue Gopmbl 3a00€BaHUS, OJHAKO
B 1-2% BcTpeuaroTes HacleACTBEHHBIE (POPMBI HOBOOOPA30BaHUS C AyTOCOMHO-TOMUHAHTHBIM
TUTIOM HACJIEIOBAHMS C HETIOJHOM MeHETPaHTHOCThIO. CenekTuBHBIM HHrnOnTOp ALK mpu3Han
BBICOKOA()(DeKTHBHBIM U 0€30IIaCHBIM MPH PEIUAUBHPYIOIIEH/pedpakTepHOIl HelipoOaacTome
BBICOKOT'O pUCKa, BbI3BaHHON ALK.

HOXB13-nacneocmeennutii pax npedcmamenvHoil ycene3vl XapaKTepu3yeTcs: 00ee paHHIM
HayaoM (110 CPaBHEHUIO C HEHACIICICTBEHHOM (OpMOii), a Takxke 0oJiee arpeCCUBHBIM
TeueHueM (Havaso 3a0oJsieBaHus A0 55 JeT, BRICOKUI 0ai1 mo mkasne [ TucoHa 1 mOBBIIIEHHBIN
pucK 6uoxumuueckoro peunausa). [Ipu nanuuuu Bapuanta p.Gly84Glu (p.G84E) B rene
HOXB13 puck pa3Butus paka npocrarsl coctaBiser ot 33%.

Cunopom Xaysna-eanca (THII03/TIOIONIBEHHBIN KEPATO3 C pAKOM IHUIIIEBOA) — 3TO PEAKOE
3a00JIeBaHNE, KOTOPOE TPOSIBIIICTCS 3HAYUTEIBHBIM YTOIIIEHHEM KOXKH JIAJIOHEH U TTOIOIB
(runepkeparo3om). JlanHoe 3a00I€BaHUE CBA3AHO C BBICOKMM PUCKOM BO3HUKHOBEHHS paKa
nunieBoa (95% mnanueHToB 3a00JICI0T pakoM MHILEBOAA K 65 rojgam).

CunOpoM cemelinoil KOXHCHOU meleanZuIKmasuu U npeopacnonoHceHHoOCmu K paKy
POMO2IOMKYU XaPAKTEPU3YETCS PA3BUTHEM KOXKHBIX TEJICAHTHIKTA3UM B MJIaJIEHYECKOM
BO3pAacTe U COMPOBOXKAAKOTCS 04AroBOM ajlonenreld Ha MOPAKEHHBIX YYaCTKAX KOXKHU U
HE3HAYUTEIbHBIMU aHOMAJIUSIMU 3YOOB U HOTTEH. Y MAallMEHTOB MOBHIIICH PUCK PA3BUTHUS paKa
POTOTTIOTKH, a TaKkKe COOOMIANIOCh O APYTUX 3JI0KaYeCTBEHHBIX HOBOOOPA30BaHUSX.



