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Peslome: HacnegcteeHusT andpyseH cromaiueH kapuuHom (HOCK) ce yctaHoBsiBa npu Ao
3% OT naumeHTUTe CbC CToMaLLeH kapuuHom. OTtroBopeH reH e CDH1, koiiTo kogu-
pa npoteuHa E-kagxepviH, U3NbrHABALL KMOYOBA PONS B aAXEPEHTHUTE BPBL3KU
MeXay enuTernHuTe KNeTku. XapaktepHa ocobeHOCT Ha cuHapoMa e hopM1paHeTo
Ha MHOXeCTBO TOKYCW OT KapLMHOM TWM ,MPBCTEH C KaMbK® MO MakKpOCKONCKA UH-
TaKTHa nurasuLla, Nopaayn KOeTo paHHaTa eHAOCKOMNCKa AMarHoCTMKa 3acera e He-
ycnelHa. [juarHocTuumMpaHeTo My ce U3BbpLUBa criopes CreumndmuyHn Kputepun Ha
International Gastric Cancer Linkage Consortium (IGCLC). HOCK ce acounvpa c
nobynapeH kapuvMHOM Ha MreyvHaTa xresa npu xxenHu. [oaxoabT Npu HoCcUTeNu Ha
myTaumm Ha CDH1 reHa e npodomnakTnyHa racTpekToMms 3a pegyumpaHe Ha pyucka
OT Bb3HUKBaHe Ha kapuuHOM. Mpy yCTaHOBEH KapLHOM Ce M3BbpLUBa CTaaupaHe.
MporHo3aTa B paHeH CTaguin € MHoro Aobpa, HO MOCToNepaTMBHO Ce pa3BmBaTt Ma-
nabcopbuusi, AbMMAWHT CUHOPOM, AeUUMTN Ha BUTAMUHU W MUKPOESIEMEHTH,
CTPUKTYPY U AP., KOUTO HanaraT CbOTBETHOTO feyeHue.
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Summary: Hereditary diffuse gastric cancer (HDGC) is diagnosed in up to 3% of patients
with gastric cancer. CDH1 is the responsible gene that codes E-cadherin, a key
factor responsible for the adherent junctions between epithelial cells. Formation
of multiple loci with “signet cell” carcinoma under macroscopically intact mucosa
represents the main characteristics of the syndrome; hence early endoscopic
diagnosis remains so far a challenge. International Gastric Cancer Linkage
Consortium (IGCLC) criteria are applied for accurate diagnosis of HDGC. The
latter is associated with lobular carcinoma of the mammary glands in female pa-
tients. The approach to CDH1 gene mutation carriers is prophylactic gastrec-
tomy for reduction of cancer risk. In the presence of cancer the next step is tu-
mor staging. Prognosis in early stage is very good, but malabsorption, dumping
syndrome, deficiency of vitamins and micronutrients, strictures, etc. are com-
mon postoperative complications which require appropriate treatment.
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BbBEOEHUE

Cnopef eTvonorusita CM CTOMALLHUSIT Kapuu-
Hom (CK) ce nogpasgens Ha cnopagnyeH (80-90%
oT cnyyauTte), damuneH (10-20%) n HacneacTseH,
KOWTO ce ycTaHoBsiBa npu easa 1-3% OT nauneHTu-
Te. B nutepatypata B NOHATMETO (hamMuneH cTo-
MaweH kapumHom (®CK) yecto ce BKMOYBAT KakTo
TUNWYHUTE HacrneacTBEeHU CUHAPOMM, Taka M cny-
Yau c HaTpyneaHe Ha poacTBeHuum cbe CK, Ho 6e3
[OKa3aHO reHeTMYHO MnpeapasnosioxeHne Kbm 6o-
necTTa, KOeTo € HenpaBuItHoO [8].

MUCTOPUYECKN BENEXKN

MbpBUTE NpOyYBaHWst 3a ponsTa Ha HacneacT-
BeHocTTa npu CK ca Ha Paulsen ot 1924 r. [16].
Mpe3 1938 r. ce ycraHoBsBa, Ye HanoneoH BoHa-
napT u damunusaTa My ca 3HaduMTenHo obpemeHe-
Hn cbe CK [25], a npe3 1958 r. Graham u Lilienfeld
ycTaHoBsABaT, 4e puckbT oT CK npu MOHO3UrOTHUTE
OnM3HaumM e 3Ha4YUTEeNHO MO-BUCOK B CpaBHEHME C
ounsurotHuTe [12]. Mpes 1964 r. Jones oTkpmBa ce-
MENCTBO OT MaopCKuM Mpou3xod C BMCOKa YecToTa
Ha CK [16]. Mpe3 2013 r. e gokasaHo, ye MNana MoaH
XXIIl, koNTO B MMHaNoToO e m3npateH Ha cnyxba B
Bwnrapus, e ¢ guardHoctyumpaH nHonepabuneH auv-
cTaneH Tymop Ha ctomaxa. Yecrotata Ha CK cpeg
poacTBeHNUMTE My € BUcoka — 6,4%, Kato Hau-
3acerHara e |V reHepaums c yectota 12,1% [8].

HannuneTo Ha HacneacTBeHocT 6e3 3acaraHe Ha
Opyrv opraHu npepgronara, Ye npu 4YacTt OT nvuara
cbe CK e Hanmue reHeTnyeH cuHgpom. Criopep kna-
cudmkaumaTa Ha Lauren CTOMAaLIHUAT ageHoKapLu-
HOM ce rnoapasfenst Ha MHTecTUHarneH u audyseH
T1n [27]. Mpes 1998 r. Guilford n cbTpyaHMUM 3a Mbp-
B/ MbT YCTAHOBSIBAT, Y€ YHacredeHu MyTauum Ha
CDH1 reHa, kogupawy E-cadherin, ca oTroBopHu 3a
HacrneacTBeHuss OudyseH CTOMalleH  KapuyHOM
(HOCK), unsto neHetpaHTHOCT € Hag 80% [8].

FEHETUKA

leHbT CDH1 e pasnonoxeH Bbpxy 16-ata
xpomosoma [19] n kogupa enuteneH KagxepuH —
Kanuuin-saBucuMa agxesnoHHa Mornekyna, CBbp3-
Balla KrneTka KbM KreTka 1 usnbrHasalla Krnovosa
ponsi B agxepeHTHUTEe Bpb3kn (adherent junctions)
Mexay enuTenHute kneTkun. E-kagxepuHbT yyactea
B KMNETbYHOTO passuTue, AudepeHumaumsTa u
noaabpPXaHeTo Ha TbKaHHWS nHTerpuTeT. HapyLie-
HVeTo BbB (yHKuMATa Ha E-kagxepuHa nopagm
comaTuyHa myTtaumsa Ha CDH1 reHa ce HabniogaBa
B XO[a Ha MHBa3nsTa U MeTacTa3npaHeTo Ha MHOro
cnopaguyHu KapLuMHOMU, HO KaTo paHHO cbbuTue e
AokasaHo camo npu audpysHua CK u nobynapHus
KapuMHOM Ha MreyvyHara xnesa [2].

CDH1 e TymopcynpecopeH reH, CbCTaBeH OT
nBa anena. O6MKHOBEHO ce yHacneasasa MyTauus
Ha eQuHWs anen, a 3a NbfHO HapyLleHne BbB (PyH-
KUMATa Ha reHa e Heobxoaynma MHaKTUBaUUMSA U Ha
apyrvsa anen. ToBa e T.Hap. Teopus Ha ,OBaTa yaa-
pa“ B TymoporeHesata [13]. Han-yecto uHakTuBa-
uusaTa ce AbIMKM Ha NPOMOTOPHOTO XMMEepMeTUnu-
paHe, MyTaumm wunu 3aryba Ha XeTepo3UroTHOCT
[20]. UHTepeceH e akTbT, Ye MexaHu3MUTe Ha
,BTOpYS yaap" B MbpBUYHUSA TYMOP Ce oTnunyasaT
OT Te3n B MeTactasute. B nbpBuYHMS Tymop ce
HabniogaBa MynTudpokanHo HaTpynBaHe Ha Ty-
MOPHM KNeTku ¢ nunceawa unu abHopmHa (Hama-
neHa) ekcnpecus Ha E-kagxepwuHa [29].

Hocera ca gokasaHu Hag 70 pasnuyHu MyTaumm
Ha CDH1 rena. Cpep cnyvau ¢ nHtectuHaneH CK
MyTauMM Ha CNOMeHaTWs FeH He ca yCTaHOBSABaHMW.
Oxkono 70% oOT TaAx npuumHsaBaT obpasyBaHe Ha
dparmeHTMpaH npoteuH, a 30% ca missense my-
Tauun [14]. NMbpBUAT TMN NPeAn3BMKBa HapyLleHue
B HOopmanHaTa ¢yHKuus Ha E-kagxepuHa, gokato
BTOPUSIT TUMN HE BUHarn Boau Ao 3aryba Ha cpyHkK-
ums, nopaam KoeTo ce noapasaens Ha naToreHHU u
HeyTpanHu BapuaHTtu [26].

[OXMBOTHUAT pUck 3a Bb3HUkBaHe Ha CK e Bu-
COK 1 3aBucK OT Bb3pactta. Ha 20 rog. puckbT e
noa 1%, Ha 30 r. ce yBenu4aBa go okono 4%, Ha
50 rog. puckbT e okono 21% 3a mbxeTe 1 46% 3a
XeHute [11]. Bb3 ocHOoBa Ha npoyyBaHus cpef
nbpeute 11 nageHtnduumpann dpammnum ¢ HOCK
KyMynaTUBHUAT PUCK 3a Bb3HMKBAHE Ha aBaHcuparn
CK npu pocturaHe Ha 80-roguiiHa Bb3pacT npwu
MbxeTe e 67% (95%, Cl 33-99%), a npu xeHute —
83% (95%, Cl 58-100%) [5].

PAHHA OWATHOCTUMKA HA HOCK

XapakTepHa ocobeHOCT Ha HocuTenuTe Ha na-
TOreHHn Mytauum Ha CDH1T reHa e HanuyneTo Ha
MHOXECTBO JIOKyCM OT KapLMHOM TuM ,MPBbCTEH C
KaMbK‘ Mo4 MakpOCKOMCKM WHTaKTHa nuraeBuua.
MocnegHute NpegmsBMkBaT MUHUMANHN NPOMEHN B
OTBOpPUTE Ha CTOMALUHWTE XINe3n, He NpemMuHaBaT
lamina muscularis mucosae, He AaBaT meTacTa3u B
NOKanHuTe NMMMQHN Bb3NK U Ce cpellaTt B rpaHny-
HaTa 30Ha Mexay aHTpyma u kopnyca. Npu cnopa-
anyHua CK TakbB TUN M3MEHEHUS1 He ca Habnwaa-
BaHu [5]. CnomeHaTtoTo TpsibBa ga ce nma npeasug,
BbB Bpb3Ka C ONUTUTE B OHELLIHO BpEME 3a eHOOC-
Koncku ckpuHuHr npu HOCK.

CbBpeMEHHNTE MPENOPbKN Ca €HOOCKOMCKUAT
CKPVHUWHI [a ce M3BbpLUBa C €HAOCKOM C BUCOKa
pesonioumMs U CbC CTaHZapTHa Osna cBeTnuHa.
MpoabmxkmuTenHocTTa Ha uacneaBaHeTo e noHe 30
MUHYTW C BHUMATENEH Oorned, ¢ U3BbpLUBaHE Ha
HSAKOIKO MHCYdbnMpaHusa u gecydnupaHnst 3a Ha-
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nuyMe Ha pUrMaHW yyacTbum u B3eMaHe Ha Guon-
cuun. JluraBuuata 6u cnegBano ga ce MNOAroTBU
ype3 OTMMBAHE Ha BCWYKM CEKpeTu NOCPeacTBOM
mykonutuum (N-acetylcisteine) n areHTn, npemax-
Bawwm nsHata (Hanp. simethicone). Jlnncata Ha
pobpo pasrbBaHe Haco4yBa KbM CYOMYKO3€H WH-
duntpaTnBeH npouec kaTo linitis plastica. Mopagn
TOBa MPOTOKOMbLT 3a CKPUMHUHI Npu BOnHM ¢ aoka-
3aHM MyTauum TpsibBa ga Bkto4yBa: Guoncum oT
aHTpyM 3a OTKpuBaHe Ha WHdekuma ¢ H. pylori,
OuoncupaHe Ha BCsika OTHWLLHA Ne3nsi U BCEKM Mo-
6enesHuKaB yyacTbk, MoHe 3 6uoncum OT BCeKU
aHaTOMU4YEH pervoH (Npenunopu4Ho, npexogHarta
30Ha, cTOMaleH kopnyc, dyHayc v kapausa) [11].
Cnopen Kembpuaxkusi npotokon ca Heobxogumu
MuHumym 30 6uoncum [11]. Jobpe e aa ce nsnons-
Ba CTaHdapTHa LMNKa C WuWn 3a 3axBallaHe Ha
lamina propria, kbaeTo ce HaTpynBaT ¢pokycu OT
KNeTku Tun ,NpbCTEH € Kambk” [28]. Mpu Hannune
Ha fnes3nn e yMeCcTHO U3BBbPLUBAHE Ha eHOoCcKomncka
MyKko3Ha pesekumsa (EMP) 3a nonyyaBaHe Ha poc-
TaTbyHO MaTepuan 3a XMCTonorM4yHa anarHosa v 3a
npeLeHka cTeneHTa Ha uHBasusTa. B Te3n cnyyau
EMP He GuBa ga ce Bb3npuema kato TepaneBTu-
YeH MeToA nopagu MynTudokanHocTTa Ha npoLe-
ca [28]. CxBawaHeTo KbM MOMEHTa €, Ye Ha €eH-
[OCKOMCKMS CKPUHWMHT HE MOXE [a ce pasyuTta no-
paau ronemus 6poli danimeo HeraTMBHU Broncum
[21]. Ton e nogxoasw, npy NauneHTn ¢ BUCOK one-
paTMBEH PWCK, KOMTO OTKa3BaT MoO-UHBA3WMBHW Me-
TOOW WU NpU  HOCWUTENW Ha MyTauum (Hanp.
missense), YMATO pons Bce oLle He e NoTBbpaeHa
[29].

AHanuaupaHu ca n gpyru MetTogm 3a paHHa au-
arHoctuka Ha HOCK kato xpomoeHgockonusta u
PET/CT. XpomoeHgockonusita MMa No-BUCOKa YyB-
CTBUTENHOCT B CPaBHEHWE CbC CTaHAapTHaTa 6ana
cBeTnvHa [22], HO pe3ynTatute He ca BanuaupaHu
[24]. OceeH TOBa ynoTpebata Ha ouBeTUTENUTE,
KOMTO ca M3Mor3BaHu B TOBa Mpoy4BaHe, € npeyc-
TaHOBEeHa nopaau npegnonaraeMa eMmOGpuoTOKCHY-
HOCT W KaHueporeHHocT [22]. Pesyntatute oT
PET/CT 4ecTo ca HeraTMBHU NOpaan HanmumeTo Ha
MYLIMH B HeonnactuyHuTe kneTkm [1], a eHgockonc-
KMAT yNTpasByK ce Oka3Ba HeedeKTMBEH 3a paHHO
oTkpmBaHe Ha HOCK [11].

OPYI CUHXPOHHU KAPLIUHOMU

KapuvHOMBT Ha MrevHaTta xrnesa e eaMHcTBe-
HUAT CUHXPOHEH KapLIMHOM, KOMTO Ce yCTaHOBsBa C
no-Bucoka yectota cpeg dpamunumn ¢ HOCK. Kymy-
NaTUBHUAT My AOXMBOTEH puck e mexay 39 n 52%.
XVUCTOMOrMYHMAT My BapuaHT e nobynapeH. 3a
cpaBHeHune — camo 10% OT cnopagu4HuTe criyyam ¢
KapuMHOM Ha MIieyHaTa >Jesa ca nobynapHu, go-

kato npu HOCK Ta3un yectota e 86% [17]. Psagko ca
YyCTaHOBSBaHU CUHXPOHHM konopekTaneH (KPK) u
npoctateH KapumHoM, kakto n KPK tun ,npbCTeH ¢
kambkK* [5].

OUArHOCTUKA N MPOCHNEAABAHE

He cblyecTByBa TOYHO AedmHMpaHa cxema Ha
nosegeHne npu HACK, HO kaTto nbpBa CTbMNKa e
Heobxoauma nogpobHa cdamunHa aHamHesa. Mpu
OTKpUBaHe Ha HAKONKO POACTBEHMUM, KOUTO ca ca-
MO OT CTpaHa WM Ha MankaTta, unum Ha bawara,
crnepBalwiata CTblNKa e onpefensHe xucronornsita
Ha KapuuMHoma — AUMY3EeH UINU UHTECTUHANEH Tun
no NaypeH [5]. Cnep ToBa TpsibBa aa ce ycTaHOBM
fanu cbamunHata aHamHe3a OTroBapsl Ha KpUTepu-
ute Ha International Gastric Cancer Linkage
Consortium (IGCLC) unun Ha mognduumpaHute Ta-
KMBa, YMATO LN e cenekTupaHe Ha nauueHTuTe,
NOAXOASALLM 38 FEHETUYHO M3creaBaHe 3a MyTauun
B CDH1 rena (1abn. 1).

Ta6nuua 1. Kputepuu Ha IGCLC 3a npoBexaaHe Ha reHe-
TU4HO nscnepBaHe Ha CDH1 reHa [6, 7]

1. MNoHe 2 cnyyas Ha andyseH CK B poacteenuum I/
CTeneH, NOHe eAVHUST AMarHoCTMLMpaH npeam
50-roguwiHa Bb3pact

. MoHe 2 cnyyas Ha CK, ot kouto noHe 1 andysen CK,
AvarHocTtuumpaH npeam 50 r.

. MoHe 3 cnyyas Ha audyseH CK'y poactesennum I/ll cteneH
6e3 3Ha4eHne oT Bb3pacTTa

. MoHe 3 cnyyasi Ha CK Ge3 3HayeHue OT Bb3pacTTa, oT
kouTo noHe 1 andyseH CK

. EAnHnyen cnyyan Ha andyseH CK, gnarHoctnumpaH
npean 45-roguiiHa Bb3pacT

4. EanHnyeH cnyyai Ha gudyseH CK, cbyeTtaH ¢ nobynapeH
KapLMHOM Ha MneYHa xnesa

. EanH poacteeHwvk ¢ audpyseH CK, apyr ¢ nobynapeH
KapLMHOM Ha MreyHa xnesa

. EavH poacteenuk ¢ andpyser CK, gpyr ¢ konopekraneH
KapLMHOM

[V

N

[

w

(3]

(o2}

Mpu nuua, otroBapswm Ha kputepun 1, 1A, 2
unu 2A, mytauumn Ha CDH1 reHa ce otkpusart B 30-
50% ot cnyvaute. Tbi kKaTo € TPYOHO XUCTOMOrnY-
HOTO NOTBBPXAEHME Ha TUNa KapuMHOM y OCTaHa-
nuTe poacTBEHUUM, ca NpeanoXeHn Moamduumpa-
HUTe KpuTepumn — 3, 4, 5 1 6, KouTo paswmpssart
UHAMKaUMMTE 3a NpoBeXAaHe Ha MyTauMOHEH aHa-
nu3 [6] (tabn. 1).

MaumenTtnte ¢ audyseH CK c ycrtaHoBeHa My-
Tauus B CDH1 reHa TpsbBa ga 6baat andepeHum-
paHn OT TakmBa C dpamuneH gudyseH cTtomalleH
kapunHom (®OCK), npm KoWTO He ca yCTaHOBEHU
MyTaumu, Tb KaTo NoAXoabT NpU TAX € pasnuyeH
[4]. HaTtpynBaT ce gaHHM ¥ 3a nHxubupaHe Ha E-
kagxepuHa oT myTtauum Ha CTNNAT reHa [18], kak-
TO N 3a ponsita Ha a-kaTeHuHa [15]. CbluecTByBa
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pPSAbK reHeTMYeH CMHOPOM, yHacnegsiBall ce aB-
TO30MHO-AOMMHAHTHO, MpU KOWUTO ce OTKpuBaT
MHOXeCTBeHMN CTOMallHN XunepnniacTHUYHU nonu-
nM n audyseH cToMalleH kapuuHoMm 6e3 myTtauum
Ha CDH1 reHa [23]. WHTecTuHanHmsT Tun CK mHoro

no-psiAKo ce yHacrnegssa M No-4ecto ce acouuupa
¢ H. pylori, aTpotums 1 uHTECTUHANHaA MeTannasms
[3]. Mpw Hero myTauun B CDHT reHa He ca ycTaHo-
BeHu [14]. O600WweHO noaxoabT MpY NauneHTuTe
cbe CK e npeactaBeH Ha dwur. 1.

Kiaunuyen noaxoa npu gamMujien pak TIpeodsanasa Jin He | Cnopen pamuianata anamuesa 3a Ca
* Moapobua pamuina anamuesa LS|  croMammmsT KapmuHOM F C Apyra I0KAIM3auusi A2 e MMAT
. HOTB"bp)KL[aBaHC, 9€ CIy4JauTe ca caMo cpen PO)lCTBeHHIII/[Te? npeaBua:

110 JIMHKS Ha Oalla WM Maika Cunzapom Ha Lynch, myrauun Ha

e Xucronorus
o ['eHETHYCH KOHCYIT IPEIH U CIIe]

reHETHYHUS TECT A\ 4

BRCA2, cungpom Ha Li-Fraumeni,
Jla Peutz-Jeghers n 10BeHMIHA TOINIIO3a

[ Judysen cromamen kapuuHom (JICK) J

A 4

OTroBapsi Jin aHaAMHe3aTa HA KPUTePUHTE 32 TeCcT

3a myrauuu Ha CDH1 rena?

1* > 2 cnyvast Ha JICK B poacteenunnu I/II crenen, moHe
eIMHUAT JUarHOCTHIMPaH npeau 50 . Bb3pact

1A > 2 ciyuas na CK, ot xouto nmone 1 JICK,
JMarHocTHIMpaH npeau 50 r.

2% >3 ciyuas Ha JICK y poncreenutm I/II crenen 6e3
3HAYEHHE BbH3PACTTa

2A >3 ciyyas Ha CK 6e3 3HaueHHe Bb3pacTTa, OT KOUTO
none 1 JICK

3 Enunnyen cioydaid Ha JICK, quarnoctunupan npeau 45 r.
4 EnunnyeH ciy4ait Ha JICK, chueran ¢ no0ymnapen
KapIMHOM Ha MJIEYHA XKJIe3a

5 Enun ponctsenuk ¢ JICK, apyr ¢ 100ys1apeH KapiiuHoM
Ha MJICYHa XKe3a

6 Enun poacrsenuk ¢ JICK, npyr ¢ KPK

*1 u 2 ca opueunannu kpumepuu na IGCLC, opyeume ca

Kakbs Tun e GIST: uscrezBane 3a BpOJCHH
KapUHHOMBT? myTauuu Ha KIT

N
[ HnTecTnHANeH cTomameH kapuunom (MCK)

J

A 4

OTroBaps 11 aHaMHe3aTa HA KPUTEPUHUTE
na IGCLC?

ITpou3xo0/1 OT pernoH ¢ BUCOKA 4eCTOTa
(SInonus, [MopTyraus)

>3 ciyuas ¢ UCK ¢ 1 poxncrBenuk I ct. mo
OTHOLIEHHE Ha apyrute 2%

U 3acernaru noxe 2 mocjaeA0BaTeIHA
MIOKOJICHHUSI

W nowne 1 poncteenuk anarHoctunmpan < 50 r.

ITIpou3xoa OT peruoH ¢ HUCKA YecToTa
(CAlll, Beauxoopuranusi, HoBa 3esanaus)
> 2 poacteenutu I/II ct. ¢ UCK, nore 1 <50 r.
Wnn

> 3 poxactBenuuu ¢ MCK BbB Besika Bb3pacT

n3CcleIBaHuU)

ChC CIICHAAIUCT

MoOupuyupanu
Ia He otrosaps
Kpurepun Kputepun He otrosaps Ha HUKaKBU
1,1a,2,2a 3106 Ha HHKAKBH KpUTEpUH
KpUTEpUH
A2 \4 \ 4
Tecr 3a Tect 3a MyTanuu Ha He ce nanara Koncyntupane
MyTalUHi Ha CDHI rena FEHETHYHO ChC CTICIHATICT
CDHI1 rena (B pamkuTe H3CIIe/IBaHE,
Ha HAy4HH KOHCYJITHpaHe

v
VYcraHoBsBa I ce MyTaIus?
Na He
Y Y
Hacneacteen damusieH nudys3eH
nmudy3eH croMaeH CTOMAIlIEH KapLIMHOM
kapruaoM (HJICK) (®CK)

\4

q)aMI/IJ'[eH HHTCCTUHAJICH
CTOMAIICH KapI_II/IHOM
(PUCK)

®ur. 1. Moaxoa npu naumeHTH ¢ hamuneH ctomalleH KapuuHom [5]
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FeHeTMyHaTa KOHCyNnTaumsi Ha ddamunum ¢
HOCK e mHorodakTopeH npouec. NaeHTudpmumpa-
HW ca 6 npobnema: 1) cnpaBsiHe C pucka OT KapLu-
HOM; 2) mpakTu4ecks npobnemmu (3acTpaxoBKU U
ap.); 3) npobnemun cbC cemencTBoTo; 4) npobnemmn
c pgeuata (ganu ca ¢ NoBULLEH PUCK UMK paHHa 3a-
rydba Ha poguTen); 5) XuBOT C kapuuHOM; 6) emo-
ummn (HanpexeHue, ctpax) [10]. PucksT 3a oTkpuBa-
He Ha HanpegHan HOCK npu geua € MHOro HUCHK —
okono 7%. 3aToBa ce npenopbyYBa MbPBUAT reHe-
TU4EeH TeCT Yy BCUYKM poacTBeHMUM Ha nuvua C
HOCK pa e He no-paHo oT 16-rogniHa Bb3pacT [4].

Moaxon v NEYEHUE HA MAUMEHTUTE ¢ HOCK

Bcekn nauneHTt ¢ HOCK nognexu Ha ctagupa-
He Ype3 KOMMITbpHa Tomorpadums 1 Npu Bb3MOX-
HOCT C eHAOCKoncka exorpadus. NMpu Hocutenn Ha
MyTaumm Ha CDH17 reHa nogxogbT e npodwunak-
TMYHa ractpektomus ¢ D2 gucekumsi 3a enNMMUHK-
paHe Ha pucka 3a pa3BuTue Ha kapuuHom. [Mopaau
HeobXoAMMOCTTa OT OTCTpaHsIBaHETO Ha usnara
CTOMallHa nuraBuua ce npegnoyvmTa TpaHceKuusi
Ha XxpaHonpoBoga 3-4 cm Hapg racTpoesodparearn-
HaTa Bpb3ka. B cnyyanTe, B KOUTO FeHETUYHUTE
n3cneaBaHns He ca yCTaHOBWMM MyTauuu, ce npe-
nopbyBa eHOO0CKOMCKO npocnegsasaHe [5].

CMbpTHOCTTa NpWM OMNEpaTMBHOTO JleYeHne B
OHewHo Bpeme e mexay 0% n 6%, Ho B nocTone-
paTuMBHUS Nepuogd ce Habnpasa 3aryba Ha Tenec-
Ho Terno ¢ noHe 10%, KOETO HapyllaBa pacTexa
Ha opraHuama npu nogpacteawuTte [5]. Passusat
ce Manabcopbuuvsa, gnapus Unu ,ObMMUHT CUHA-
pom“, TbHKOYpPEBEH OakTepuaneH CBpbXpacTex,
xunokanuuemusi [29], Hanara ce NpoMsiHa B Ha4YMHa
Ha XpaHeHe, KaKTo 1 AOXMBOTHA CyOCTUTYLUS C BUT
B4,, Xensaso n conveBa kucenvHa. Bb3moxHa e
nosiea Ha esocparearnHu cTpukTypwu. lNopaam ToBa e
YMECTHO NflaHMpaHe Ha onepaTuBHaTa WHTEPBEH-
uma crieq HabpLiBaHe Ha 20-ata roguHa [5].

MporHo3aTta npu cnyyan B ctagun T1a e npe-
xumBsaemocT Hag 90%. ObnrocpoyHarta NporHosa He
e ussecTHa. Npu grnarHoctTuumpaHe B HanpeaHana
(hasa xoabT € no-arpecuBeH 1 NporHo3arta e nowa
[21].

Mpu BCKYkM xeHn ¢ myTaumm B CDH1T renHa ce
npenopbYBa CKPUHWHI 3@ KapuuHOM Ha mrievHarta
Xnesa okono HaBbpliBaHe Ha 30 r. [29]. Xapak-
TepHuat 3a HOCK wnHBasuBeH nobynapeH kapum-
HOM He obpasyBa ohopmMeHa nesusi, Nopaan KoeTo
mMamorpadusTa nMa 4yBCTBUTENHOCT Mexay 34% u
92%. 3aToBa ce npenopbyBa MaHyanHo uacnenBa-
He Ha mrevHuTe xnesn n bunatepanHa MPT [28].
MpodunakTtnyHa MacTekTomMus ce npeLeHsiBa WH-
OuBMayanHo u ce npenopbyvBa MNpu 3HaYUTENHA
obpeMeHeHOCT C KapuuHoM. Heobxoguma e KOH-

cyntauusa C MaMoror 3a eBEeHTyarnHO fnevyeHue C
tamoxifen, opanHa KOHTpauenums UM XxopMOHO3a-
MecTutenHa tepanus [5].

Bbnpekn 4ye ca onucaHuM eguHWYHW Criyyau C
KPK Tun ,NpbCTeH ¢ kKaMbK* Mpu HOCUTENWN Ha My-
Taumm Ha CDH1 reHa, HAMa gocTaTb4yHO [JoKa3a-
Tenctea 3a nosuweH puck ot KPK npu tax. Mpu
¢damunHa obpemeHeHocT ¢ KPK ce nposexaa ko-
FNIOHOCKOMNCKO M3crnegBaHe C €HOOCKOMN C BUCOKa
pesontounst ¢ HavanHa Bb3pact 40 r. unm 10 r. no-
paHO OT HaW-paHHaTa Bb3pacT Ha AuarHocTuumpa-
He. N3cnegBaHeTo ce nosTaps Ha Bcekun 3-5 r. Mpu
nunca Ha damunHa obpemMeHeHOCT ce npunaraT
HaUMOHanHUTe npenopbku 3a CKpuHUHT npn KPK
[28, 29].

[aHHn 3a ponaTa Ha xuMmmnonpodgunakTukara no
oTHoweHne Ha HOCK nunceat. [lNogxogswm ca
obWwmnTe Mepku, npenopbYBaHM 3a CropaguyHUs
CK, kaTo Hanpumep HamarnsiBaHe npuemMa Ha corne-
HU 1 CbAbPXaLW KOHCEPBAHTU XpaHW, NpeycTaHo-
BsIBaHE Ha TIOTIOHOMYLLEHETO, N30ArBaHe Ha 3noy-
notpeba c ankoxon, neyeHne Ha nHdekuusaTa ¢ H.

pylori [5].

3AKMIOYEHUE

C ycraHoBsiBaHe Ha MyTauumute B CDH1T reHa
KaTo npuymnHa 3a Bb3HMkBaHe Ha HOCK ctaBa Bb3-
MOXHO obocobsiBaHeTo Ha Gomnectta B CaMoCTOs-
TeneH cMHapoM. HepocTtaTbk BCe olle e nuncara
Ha afekBaTeH EeHJOOCKOMCKU CKPUHWMHI 3a paHHO
OTKpUBa@HE Ha MWHMMAITHW €HOOCKOMCKU NMPOMEHW.
[o oTkpuBaHeTO My MpodunakTuyHaTa racTpekTo-
MUSI OCTaBa OCHOBHUAT MeTo 3a npeanasBaHe oT
nporpecus Ha bonectta. Heobxogum e myntuamc-
UUMNMMHapeH MOOXO4 MeXAy racTpOeHTEpOoIiosu,
€HOOCKOMWUCTK, TeHeTuUM, NaTonosn, XUpypsum w
OMEeTono3n.
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Mocmwbnun 3a ne4am Ha 11 Hoemepu 2015 2.

O®EPTU 3A PEKITAMHO YYACTUE B USOAHUATA HA LMB:

1. OTneyaTBaHe Ha MHOroLBeTHa peknamHa cTpaHuua:

e Ha kopuua — 720 nB.;
e B KHWXHOTO Tsno — 600 ne.

2. OTnevaTtBaHe Ha YepHO-6s1na peknama n/wnm TekcT 3a 1 ctpanuua — 150 ne..

3. Pa3snpocTtpaHeHne Ha rotoBa BrioXka cbe cnmcaHue — 1.20 nB./6pon.

lpu omneyameaHe Ha nogevye om eOHa peknama ce npassm omcmMbIKU Mo 00208apsiHe.

Mo xenaHue Ha peknamodameris MHO20U8emMHUMeE peknamu mMozam O0a 6v0am npudpyxeHu
om 6e3nnamHo omneyameaHe Ha 1 cmpaHuuya mexkcm cned cbenacysaHe Ha CbObpXXaHUemo My ¢

pedkorneeusima.

Bcekn peknamogarten nony4dyaBa KHMXKM OT CNNCaHNETO.




