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PE3IOME

FaMapTOMHble NoMMbl — OOPOKAYECTBEH-
Hble 3NUTeNnanbHble 06PA30BAHMS, KOTO-
pble NpenMyLLEeCTBEHHO 0OPA3YIOTCS B XKe-
NYOOYHO-KMLWIEYHOM TpaKTe. B HacTosAwee
BpeMs OMUCAHO W N3YYEHO MHOXECTBO CUH-
[POMOB, KOTOopble 06beamHAeT 06pa3oBa-
HWe ramapToM. CaM TEPMUH «raMApPTOMA»
OnunCbIBAET HOBOOBPA30BAHUSA, hOPMUPY-
fOLLIMECs 30 CHET HAPYLUEHWUS KOJTMYECTBEH-
HOrO COOTHOLUEHWSI TKOHEBbBIX 3/IEMEHTOB
N UX FTMNepnaasmm.

KnuHnyeckast KOPTUHA 60NBLUMHCTBA MNOMN-
MOB »KeNyA0YHO-KULIEYHOrO TPOKTA OYeHb
MOX0>d, B TO BPEMSA KAK KAXKAbIA CUHAPOM
raMAapTOMATO3HOMO MOJIMMO3d UMEET CBOMU
K/TMHUYEeCKNe 0COBEHHOCTU N YHUKASIbHbIE
nposiBnenus. JaHHaa rpynna 3a6oneBa-
HWIM MHOrOOBPA3HA, HO HOMBOIee BAXKHbIM
acrneKToM 3Toi NpobieMbl ABASETCSA TO, UTO
60MbLIMHCTBO OMUCAHHBLIX B 4OHHOM 0630-
pe nuTepaTypbl 3060/1€BAHNUIA ACCOLUNPO-
BQHbI C OHKOJIOrMYECKNUMM 30601EBAHNSMMN.
B nopaBnatoweM 60nbWLMHCTBE CyvyaeB
nepBbIMWM C TAMAPTOMHbBIMW MOAMMNAMM
B KT BcTpeualTca Bpayuu 3HAOCKOMU-

cTbl. CoBpeMeHHble TeXHOTOrMn No3BoNs-
0T BbINMO/THWUTb MAJIOMHBA3MBHOE yaaneHne
He TO/IbKO B BEPXHWX OTAENAX U TONCTOM
KULIKe, HO B TOHKOW. OQHAKO 3HA0CKOMM-
YecKas KOPTUHA PA3HbBIX CUHOPOMOB MPAK-
TUYECKN He oTnyvaeTcs. TakMM obpasom
CBOEBpEMEHHOE BbifiBIeHWe, AnddepeH-
LMaNbHOSA OMArHOCTUKA, MPABUIBHAS MO-
CTOHOBKO AMArHO34 WM BbIGOP ONTUMASb-
HOW TAOKTUKM OMHAMUYECKOro HabnoaeHns
M 04EKBATHOMO /IeYeHNs — BOXKHAS 304040,
KoTopas TpebyeT MynbTUANCLUUNIMHAPHO-
ro nogxopna.

B pnoHHOM paboTe npeacTtaBieHa XapaK-
TEPUCTUKA PedKUX CUHOPOMOB raMapTo-
MATO3HOrO NMOJIMMO3d, d UMEHHO CUHAPOMO
IoBeHMNbHOro nonuno3a, lNenTua-Erepca,
HOCNeACTBEHHOIrO CMELLAHHOMO MOMMO3a,
KayneHa, BanHaiaHa-Painu-PyBanbka-
6bl, 0 TAKXXe NpPUOBpPEeTEHHOro CUMHAPOMA
IOBEHW/TbHOMO MONNNo3ad — KpoHxute-KaHa-
na. lNpeacTaBneHa KpaTKas MCTOPUYECKAS
CMpPABKaA, OMUCAHbI KIMHUYECKWe nposiBe-
HWA, 3TUONOrUs, NATOreHes3, MUKPOCKOMM-
YecKune oT/IYNS M 0COBEHHOCTW.

KntoueBble crioBa: CMHOPOM raMapToOMATO3HOI O NMNoJIMNO3d, NMNoJINMO3, raAMAPTOMHbIE MOSINMbl

Bce COABTOpPbI — yTBEPXAEHME OKOHYATE/IbHOIrO BAPUMAHTA CTATbW, OTBETCTBEHHOCTb

30 L,EeNNOCTHOCTb BCEX YACTEN CTATbM.

NHdopMaLnst 0 KOHDAMKTE UHTEPECOB: KOH(MINKT HTEPECOB OTCYTCTBYET.
MHdopmaLs 0 CrioHcopeTBe: AaHHast paboTa He GUHaHCpPOBanach.

[insa untuposanus: Jloxmatos M. M., Kopones I A., JlyaraHosa B. C., Tynbinexko A. B., Ongakosckuii B. .,
ByakuHa T. H. MHoroo6paswe CMHAPOMOB ramMapToOMaTo3HOro NONNN03a Y AeTelt 1 B3POC/bIX B NPaKTUKe Bpaya
aHAockonucTa. KnuHndeckas sHaockonus. 2024;66(4):23-30. doi: 10.31146/2415-7813-endo-66-4-23-30
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SUMMARY

Hamartoma polyps are benign epithelial
formations that primarily form in the gastro-
intestinal tract. Currently, many syndromes
that are united by the formation of ham-
artomas have been described and stud-
ied. The term «hamartoman» itself describes
neoplasms formed due to a violation of the
quantitative ratio of tissue elements and
their hyperplasia.

The clinical presentation of most gastroin-
testinal polyps is very similar, while each
hamartomatous polyposis syndrome has its
own clinical features and unique presenta-
tions. This group of diseases is diverse; the
most important aspect of this problem is
that most of the diseases described in this
literature review are associated with cancer.
In the vast majority of cases, endoscopists
are the first to see hamartomatous polyps
in the gastrointestinal tract. Modern tech-

nologies make it possible to perform mini-
mally invasive removal not only in the upper
sections and large intestine, but also in the
small intestine. However, the endoscopic
picture of different syndromes is practically
the same.Thus, timely detection, differential
diagnosis, correct diagnosis and selection of
optimal tactics for dynamic observation and
adequate treatment is an important task
that requires a multidisciplinary approach.

This paper presents the characteristics of
rare syndromes of hamartomatous polyp-
osis, namely juvenile polyposis syndrome,
Peutz-Jeghers, hereditary mixed polypo-
sis, Cowden, Bannayan-Riley-Ruvalcaba,
as well as acquired juvenile polyposis syn-
drome — Cronchite-Canada. A brief historical
background is presented, clinical manifes-
tations, etiology, pathogenesis, microscopic
differences and features are described.

Key words: hamartomatous polyposis syndrome, polyposis, hamartomatous polyps.
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BBEOEHUE

CUHOPOMBbI TAOMAPTOMATO3HOrO MOSINMO3d
(CrM) — rpynna 3a6051eBAHU, OCHOBHbBIM MPOSB-
IEHNEM KOTOPbIX SIBAIAeTCS 0Opa30BAHME raMap-
TOMHBbIX MOJIUMOB B XeyA0YHO-KNLLIEYHOM TPAKTE
(MKKT). lfaMapToMbl — COBOKYMHOE MOHATUE, OMK-
cbiBatoLlee A06pOKAYECTBEHHbIE AMUTENNASIbHbIE
06pA30BAHMSA, POPMUPYIOLLMECS 30 CHET HApPYLLE-
HUS KOJIMYECTBEHHOIO COOTHOLLEHUS TKAHEBbIX
3/1IEMEHTOB U UX rMnepnnasum. Bnepsble TepMUH
«ramapToma» BBen Eugen Albrecht B 1904 ropy.
B rpynny CIT] BxogaT HacnegyeMble No ayTo-
COMHO-AOMUWHAHTHOMY MPU3HAKY CUHOPOMBbI:
MenTua-Erepca (CIE), toBeHMNbHOrO noannosa
(CHOIT), HacneacTBEHHORO CMELLAHHOMO MOSIMMO3d
(CHMIM), ramapTomHo onyxonun PTEN (cuHapom
KayneHa (CK) n BaHHanaHa-Painn-PyBanbka-
6bl (CBPP)), a TakKe npnobpeTeHHOro cMHapoMad
Kporxute-Kanapa (CKK) [1].

CoBpeMeHHas 3HO0CKOMMUA MO3BOJISET BbIMOS-
HSATb BbICOKO3(P(hEKTUBHYIO AUATHOCTUKY HA NPO-
TAXKEHUW BCEro >KeNyao4YHO-KMNLEYHOro TPAKTQ.
Bnarogaps coBpeMeHHbIM TEXHOIOMMSAM BO3MOXK-
HO BbIMO/IHUTb MASIOMHBA3MBHOE, BHYTPUMNPO-
CBeTHOe yaasieHne 06pa30BAHNI NPAKTUYECKN
Bo Bcex oTaenax XKT. OQHOKO 3HO0CKOMNMYecKas
KAPTUHA BO/bLLIMHCTBA FAMAPTOMHbIX MOMNMO30B
OYEeHb MOX0XA M TOYHO YCTAHOBUTb AMANHO3 30-
TPYAHWUTENEBHO.

B naHHoOM 0630pe byaeT NpencTaBieHd Kan-
HMUYECKas XAPAKTEPUCTMKA CUHOPOMOB ramMap-
TOMATO3HOrO MO/IMMNO3d, d TAKXKE X MOPgOOorn-
YecKMe XaPAKTEPUCTUKM, OHKOJTOTMYECKNE PUCKU
N reHeTnYeckme ocobeHHocTU. Llenb oaHHom pa-
60Tbl — MPeACTABUTb 0COBEHHOCTN CUHOPOMOB -
MOPTOMOTO3HOrO MOMIMMO3d, KOTOpble MO3BONS-
0T NPOBeCcTU AN hepeHLNANbHYO ANATHOCTUKY
N YCTAHOBWTb MPABWUIbHbBIA ONAFHO3.

CUMHAPOM
IOBEHWUJIbHOIO MOJIUIMO3A

Bnepsble B 1939 rogy Diamond onuncan knu-
HUYeckoe HabnoaeHWe pebeHKa ¢ nponabupy-
IOWMM OHAMbHbBIA KAHAM MNOSIUMOM U XPOHKWYe-
ckmM 3anopoM [2]. Mozxke B 1948 rony Ravitch
onucan cnyvyadn, Korna y rpynHoro pebeHka
HO BCKPbITUM ObI/IN BbiSIBIEHbl MHOXXECTBEH-
Hble MONUMbl HO MpoTs>KeHue Bcero KT [3].
B 1957 rony Horrilleno et al. yctaHoBunu, yto
B oNy6/IMKOBOHHbBIX paHee paboTax B MOAUMAX
Obl/IN 30MOMIHEHHbIE CMU3bI0 KMCTO3HO-PACLLN-
pPeHHble »Kenesbl, U BBEIN TEPMUH — FrAMApPTO-
MATO3HbIW nonunos [4]. B 1964 rogy Horrilleno
Obl1 BBEAEH TEPMUH — CUHAPOM OBEHUBHOMO
nonuno3sa [5].

MuKpocKonmMyeckas KApTUHA FTAMAPTOMHbIX MO-
nunoB npu CHOIN xapaKTepur3yeTcs BblPO>KEHHOM
nponndgepaumen pacliMpeHHbIX KPUMT, 3aM0J-
HEHHbIX CNN3bIO U HelTpoduiamMmn. Makpockonm-
YeCKW OHU Bonee KpyrHble, OTEYHblE, 3P03UPO-
BOHHbIE, 9K30(PUTHbIE, MOIYT 6bITb HO HOXKKE UK
LUMPOKOM OCHOBAHMUM [6].

MopaBnatoLlee 60bLWMHCTBO NOANNOB POPMU-
pyeTcsi B TONCTOM KuLwKe (98%), B »KenyaKe OHU
HabnopatoTca B 14%, B 4BEHAALATUNEPCTHOWM
Kunwke B 2%, a B TOWEM 1 NOAB3A0LWHON KULLIKe
B 7% [7].

CTouT 06paTuUTb BHUMAHMKE, nonunbl npu CHOT
M CONMMTAPHbIE FOBEHWUITbHbIE MOUMbI UMEOT NAEH-
TUYHYIO MUKPOCKOMUYECKYIO KAPTUHY. L5 CUH-
LPOMO XAPUKTEPHO MHOXKeCTBEHHOEe 06pa30Bda-
HVe MOMMNOB B TONCTONW KuWwKe (0T 3-10 wTyK);
ntoboe KOMYECTBO IOBEHW/TbHbIX NOINMOB B TOJI-
CTOW KULLUKe MPW NOSIOXKUTE/IbBHOM CEMEWNHOM OHA-
MHEe3e; Ha/IM4YMe IBEHW/IbHbBIX MOJIMMOB BHE TOJ-
CTOW KULLKM [6].

B 1988 rony Howe et al. npoBenu reHetnye-
CKWIA aHON3 YiieHoB ogHol cembu ¢ CHOMM n ycTa-
HOBW/N CBSA3b C XpoMocoMoii 18g21, copep>ka-
Lel reHbl-cynpeccopbl onyxonn DCC n SMAD4/
DPC4.B 2001 rofy 6b1n1 NpoaHANN3NPOBAH reHe-
TUYECKUI MOTepMAn YeTblipex ceMelt 6e3 MyTaLmum
SMAD4 1 PTEN 1 o6Hapy>KeHa BO BCEX CyHasX
MyTOLUSI B FeHe peLenTopd KOCTHOro Mopdore-
HeTuyeckoro 6enka Tuna IA (BMPR1A), pacno-
No>keHHoro B xpoMmocome 10g23.2. [8-9]. Y Ho-
cuteneit Mmytaumm SMAD4 MoxkeT HabnoAATbHCA
KOMBUHNPOBAHHbIN CUHAPOM IOBEHMUIBHOIO MO-
IMN030 W HOC/1IeACTBEHHOW reMopparnyYecKom Te-
NEeaHrnoaKTasmmn [6].

CHOT'1 HacnepyeTcsa B 50%, naTonornsa pegkas
M BCTpeYvaeTcs npuMepHo y ogHoro Ha 150 000
yenoBek. Kak npaBmio, NaumMeHTbl NpeabsaBasoT
>KAMobbl HO »KeNnyaoYHO-KULLIeYHble KpoBOTeYe-
HWSA, dHEMWIO, ABAOMUHASbHbIN 60NEBOM CUHOPOM,
BbIMNAAEHME NOMNMOB N3 aHANbHOro KaHana [10].

C BO3pPACTOM MOBBILLAETCH PUCK PA3BUTUSA OH-
KOJTOrmyecKmnx 3ab6oneBaHMin. B HacTosLee BpeMs
OMMCOHA ACCOLMALMS C KOJTIOPEKTASIbHBIM PAKOM,
pakoMm »kenyaka (npu mytauum SMAD4) n noa-
>KenypoudHown »enesbl. MNauneHtam ¢ CHOM ¢ Boz-
pacta 12-15 neT pekoMeHO0BAHO NpoBefeHne
330¢haroracTponyofeHOCKOMMN U KOJTOHOCKOMMMK
Kaxkable 1-3 roga [11].

CUHAPOM MENTLA-EFEPCA

B 1986 rogy Hutchinson onucan knnHuye-
CKoe HabnofeHue: cecTpbl-6/IM3HeLbl, Y KOTO-
pbix B Bo3pacTe 9 fieT pa3BUIACh NUIMEHTALMS
nepuopanbHoOi 061acTn, rydé n cnuamncTbix 060-
noyek poToBoi o6nactn. OgHa 13 cecTep ymMepnd
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B Bo3pacTe 20 neT 13-3d TOHKO-TOHKOKULLEYHOM
nHBarnHaumm [12]. B 1921 rogy Peutz onuncan
10 4yneHOB OQHOW CEMbMU C MUIMEHTHbLIMU MATHA-
MU Ha ry6ax 1 cnm3ncToi o6onovKke poToBOWM Mo-
JI0CTU, O TAKXKE C MHOXXECTBEHHbIMUY MONMAMMU
B TOHKO KULLKe. Y OBYX YNEeHOB CeMbM BbIn Bbl-
SIBNEHbl MONMbl HOCOBOW MOMOCTH, O Y OAHOIO
B MoyeBOM ny3blipe [13]. B 1949 rony Jeghers npo-
QHANM3MPOBA/ HOKOM/IEHHbIE AAHHbIE U NpULLEN
K BbIBOAY, YTO AOHHOe 30605eBAHME MMeeT ABe
KITMHUYeCKMe 0COBEHHOCTU: MEIAHUHOBYO MUT-
MeHTALMIO B 0611acTu pTd, ryd 1 cnmancTbix o6o-
I0YeK, a TaKXKe NoNMMNo3 TOHKOW KuwKK [14]. Cam
TePMUH «cuHApoM [leiTca-Erepca» 6bin BBeAeH
B 1952 rony Andre Bruwer [6, 15].

MWKpPOCKOMNYECKM FAMAPTOMHbIE MOIMbI APW
CINE nMetoT 0CO6EHHOCTb — TMNEPnNA3nio Faf-
KOMBbILLEYHbIX BOJTOKOH COHCTBEHHOM MIACTUHKM
CNIM3NCTOM 060/104KM, KOTOPble BETBATCHA B pa3-
HbIX HaNpaBreHusx [6, 16]. OnpepenstoTcs pac-
LUMPEHHbIE >KeNe3bl, YaCTO 3aMNOJIHEHHbIE MYCTOM
cnusbio [17].

MopaBnstoulee 60/bLMHCTBO MNOAUNOB hop-
MWPYeTCs B TOHKOM KuLKe (96% cnyyaeB), B 27%
B nonepeyHo-o60004HOM, B 24% B npsiMoii [18].

CT1E penkoe 3060/1eBAHME, KOTOPOE OTHOCUTCS
B OPAHHbBIM MATOIOMMAM, BCTPEYAETCS C YACTO-
To 1:300 000 HoBOpOXKAEeHHbIX. [1pu yBennye-
HUW Pa3Mepa MoauMbl MOABEPrAOTCA MEXAHM-
YeCKOol TPaBMATU3ALMN N ABAAIOTCS MPUYMHOMN
XKeNYOOYHO-KULLEYHbIX KPpOBOTEYEHMN. aumneH-
Tbl MOABEP>KEHbI PUCKY PA3BUTUA MHBATMHALNIM
TOHKOW KULIKM W HenpoxoamnmocTu XKT, yto Tpe-
ByeT 3KCTPEHHbIX XMPYPrnuYeCKMX BMELLATENbCTB.
B 40% CHOI' MO)KeT cTaTb NPUYMHOW 3N0KAYe-
CTBEHHbIX HOBOOOpa30oBaHKii [18, 19].

Puck pa3suTtung paka rpyam y naumeHtos ¢ CIE
coctaBnsaeT 54%, anyHukoB — 21%, MaTKK — 9%,
>Xenyaka — 21%, nog»kenyfouHon xenesbl — 36%,
TOHKOM KMWKK — 13%, Toncror kKnwkm — 39-50%,
Andek — 9%. TakKe Nonunbl MOryT (hOPMUPOBATL-
CS B XKe/TYHOM My3blpe, 6POHXAX, HOCOBOW MosOo-
CTW, MOYEBOM My3blpe U B MOYeTOYHMKAX [20].

CuHppowm [MeriTua-Erepca HacnenyeTcsa no ay-
TOCOMHO-AOMWHOHTHOMY NMpu3HaKy. B 1998 roay
Hemminki et al. yctaHoBuAN, uTo renbl LKB1
n STK11 accoumnmpoBaHbl ¢ CIE B 80%. lNpo-
nexogut Mytaums reHa LKB1/STK11 Ha yvacTke
XpOoMocoMbl 19p33.3. 3TK MyTALMM MHOKTUBUPYIOT
CEPUH/TPEOHNHOBYIO KMHA3Y 1 NpeapacnonaraoT
K KaHLeporeHesy [21].

[ns Toro, 4to6bl U36EXKATb OC/TOXKHEH W, CBA-
30HHbIX ¢ pocToM nonunos npu CI1E, pekomeH-
ayeTcs ux ypnanerHue. Yawe Bcero npubera-
0T K 9HOOCKOMUYECKOMY yOaSIEHMIO MONMOB
(330chbaroracTponyoneHOCKONUS, KOTOHOCKO-
nusa, 6a110HHAA SHTEPOCKOMNMUS), HO B Cy4de,
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KOr4d BHYTPMMNPOCBETHOE yAAIEHWE HEBO3MOXK-
HO, MPOBOAAT XMPYPrUYECKYIO PE3EKL IO NN SH-
TepoTomuio [22].

HACNEACTBEHHbIA CUHOPOM
CMELUAHHOIO NMNOJINMO3A

B 1971 ropny Kaschula BnepBble onucan Ha-
6ntoaeHne LeBOYKM, KOTOPAS )KAMOBAACH HA AN-
apeto € NMPUMECHbI0 KPOBU U Cn3K. Y Hee 6binn
BbISIB/IEHbI MHOXXECTBEHHbIE MOJINMbl B TOHKOW
M TO/ICTOW KULKe. Bbiia BbIMO/HEHO TOTANbHAS
KonakTomusa. MNpu Mopdonornyeckom mccne-
LOBOHUW 6bINO BbIABAEHO, YTO MOUMbI MUKPO-
CKOMUYECKN MMEIOT KOK TaMOPTOMATO3HbIE, TAK
N dLeHOMATO3Hble YepThl. Toraa 6bi10 BNepBble
NPeAno0oXKeHO, YTO AAHHbIV C1y4Yai CBUAETENb-
CTBYET O paHee He M3y4YeHHOM cuHppome [23].
Mo paHHbiM Whitelaw et al. MUKpockonunyeckn
nosmnbl NPV CUMHAPOME CMELLIAHHOIO MONMOo3d
MOTYT MMeTb 04dru TPybUaTbIX, BOPCUHYATBIX
M 3y6UYaTbIX ALEHOM, O TAKXKe PPArMeHTbl, Xa-
PAKTEpPHble A5 IOBEHUbHbBIX MOUMOB. [24]. Yuu-
TbIBAS OMArY A4EHOMATO3HOM0 POCTA, MALMUEHTbI
C OOHHBbIM CUHAPOMOM UMEIOT BbICOKWNIM PUCK Pa3-
BUTUSI OHKOMOTrMYeCKMX 3a60/1eBAHMIA, BKIOYAS
KOJIOPEKTAIbHbIN PAK, 04EHOKAPLIMHOMY TOHKOWM
Kuwkm [25, 26, 27].

Cuntaetcs, uto CCI1 reHeTU4YeCcKn geTepMum-
HMPOBOH, OAHOKO TOYHO YCTOHOBWUTb MYTALMIO
M ee NOKyC NOKa He yaanock [26]. BepoaTHee Bce-
ro, 4OHHbIA CUMHAPOM ACCOLMMPOBAH C XPOMO-
COMHOW MyTaumen B okyce 10g23. Mo AAHHbIM
O’'Riordan et al. cMeLLIaHHbIA MNOINMO3 TAKXKE KAK
W CUHAPOM FOBEHW/IbHOIMO MOJINM03a CBSA3AH C My-
Taumeli BMPR1A. B To Bpems Kak Jaeger et al. co-
obLyatoT, 3a6o/1eBaHUeE BbI3BAHO MyTaumeit SCG5
B slokyce GREM1 [28].

MNpWY HOAWMYMKM NOKA3AHWI NALMEHTAM C HO-
cnefcTBeEHHbIM CMHOPOMOM CMELLOHHOMO MOou-
no3a TpebyeTcsa PAHHSA U YACTAS KOSTOHOCKOMNS
N Nepuoanyeckast MoMMNIKTOMUS, B C/TyYde Bbl-
PO>KEHHOI0 NPOLLeCCA MPOBOANTCH M/IAHOBAS TO-
TasbHASA KO3KTOMUSA [29].

CUHAPOM KAYAEHA

B 1960 roay Riley n Smith BnepBblie onucanu
MOTb W €ee YeTBepbIxX AeTen (M3 ceMun) ¢ MaKpoLie-
dhanuveir n ncepgonanuaieaemMoit. Y otua aetemn
OOHHbIE MPU3HOKK He NPOSIBUNINCE. ABTOPbI MPU-
LW K BbIBOAY, YTO OAHHbBIA CMHOPOM HacnenyeT-
€5 no aytocomHoMmy npu3Haky [30]. B 1962 roay
Lloyd 1 Dennis onvcanu ABAALATUIETHION >KeH-
WWHY C U3bA3BJIEHHbIM 0O6pPA30BAHMEM Npa-
BOW rpyau, Nerkom yMCTBEHHOW OTCTANOCTbIO,
ABUIFATENbHBIMW HAPYLUEHUAMW LEHTPASIbHOM
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HEepPBHOW CUCTEMBI, MUKPOTHATUEN M MHOXKECTBEH-
HbIMW NANMANOMAMM Ha rybax. MNocie onepaunm
6b1/10 YCTAHOBJIEHO, YTO yAdeHHOe 06pa30BaHME
npeacTaBnseT coboii ageHOKAPLMHOMY. ABTOPbI
HA3BA/IM OAHHbBIA CUHOPOM B YeCTb MALNEHTKMU
Periuen KaygeH [31].

Kak cuHppomsbl lMenTua-Erepca mn toBeHnnb-
HOro MosiMno3da, TaK 1 cuHapom KaypeHa Ha-
crepyeTcsa No dyTOCOMHO-AOMUHOHTHOMY TUMY.
AccouMMpOBAH C MyTALMEN B reHe-cynpecco-
pe onyxonn PTEN/MMAC1L/TEP1 xpoMocoMmbl
10923.3, MmyTaumsa BcTpeyaeTcs npumMepHo y 85%
naymeHToB [32].

CuHpopoM KaypeHa BCTpeyaeTcs C YacTOoTOM
1:200 000 yenoBek. CK TpyAHO pPACMO3HATb, M OH
OCTAETCH HeJOCTATOYHO ANAFHOCTUPOBAHHbBIM N3-
30 PA3HOOHBPA3HbBIX MPOSIB/IEHMIA, KOTOPbIE MOTYT
BO3HWKHYTb M30MPOBAHHO. CK 06bI4HO siBNseT-
ca 30601eBAHMEM MoJloAbIX NtOAe, MaHUGecTu-
PYIOLLMM HO BTOPOM-TPETbLEM AECATUNIETUMN XKU3-
HU [33, 34].

Monunbl Npy AHHOM CUHAPOME WUMET LWNn-
poKoe OCHOBAHWe, HeboNblLIMe MO paA3Mepy,
C MOBEPXHOCTHbLIM BOCMaAsieHMeM, pubposHasn
COBCTBEHHASA MIACTUHKA C Mponudepaumeit rnaa-
KOMBILLEYHbIX KNETOK U IMMMOUAHBIMU (DOSNKY-
namu [35].

Y TpeTn NauneHTOB UMEKTCA MOACN3NCTbIE
NMMNOMbI, KOTOPble 0OHAPY>KMBAIOT NpK NpoBefe-
HUW 3HOOCKOMUYECKUX MCCNefoBAHMA. [1aHHbIe
JIMNOMBbI OMUCAHbI TosbKo Mpu CK. YacTo Habnto-
AatoTCa L06pOKAYECTBEHHbIE OMYXONN — TPUXU-
IEMMOMBbI, AKPAJIbHbIE KEPATO3bl, KOXKHO-C/TN3U-
CTble HEBPOMBI 1 NANUZIOMbI NONOCTM pTd. [ns
OOHHOrO 3000/1eBAHUS XAPAKTEPHO MOPAXKEHME
LUMTOBUOHOM >Kene3bl: y310B0oi 306 M paK WUTO-
BWAHO »ene3bl. [1oBbILLIAETCA PUCK PAKA MOJIOY-
HOW >Kenesbl, 3HAOMETPUA 1 NOYKK [36].

Y peTe 4acTo BbIABAOTCSA MOPAXKEHUSA CNN3N-
CTbIX 060104€EK, SIMMOMbI, PUOBPOMbI U FEMAHINO-
Mbl. O4HAKO 60/1ee BAXKHbIM MPU3HAKOM ABNAETCS
nporpeccrpyoLLas MaKpoLLedams ¢ NErkon nnu
YMEPEHHOW 304eP>KKOM MCMXOMOTOPHOIO PA3BU-
T1a. Mo aaHHbIM MPT 1 KT 6b1/10 AOKA3AHO, YTO
MaKpouedanns SBASeTCs UCTUHHOM, a He BTOPUY-
HOM MO OTHOLLEHMIO K FrMapoLedanmm. MakpoLe-
dhanuns oNnUcaHa NoYTN Yy TPETU MNALNEHTOB C CUH-
apomMoM KaypeHa [37].

B cooTBeTcTBUM € pekoMmeHaaumamm National
Comprehensive Cancer Network (NCCN) peko-
MeHAYyeTCs MPOBOAMTb CKPUHMHT nauneHToB ¢ CK
HO HOSIM4YME PAKA MOJIOYHOW »Kenesbl, WNUTOBUA-
HOW »Kenesbl 1 NoYveK. Y »KeHLWnH, ctpaaatoLmx CK,
HeobXoAMMO MpoBOAUTb 00CNefoBAHME MOJIOY-
HoW >kene3bl (Mammorpaduio U MPT ¢ KOHTpacTu-
poBaHMEM) HaumMHas ¢ Bo3pacTa 30-35 net unm
3a 5-10 neT 4o COMOro paHHEro N3BECTHOrO CAy-

4aa PaKa MOMOYHOM XKenesbl B CEMbE EXKErofHO.
YnbTpa3BykoBoe nccnegoBanve (Y3U) wutosuma-
Ho »ene3bl y nauneHToB ¢ CK pekoMeHayeTcs
HAYMHATb NPOBOAUTL C BO3PACTA 7 NET eXKerogHo
AN NPOUNAKTUKM N PAHHEN ANATHOCTUMKM paKa
LWNTOBUAHOM »cene3bl. CKpuHUHrooe Y3M novek
cnepyeTt HaOYMHATL B Bo3pacTte 40 neT v noBTO-
pATb Kaxkable 1-2 roga. [na paHHen AMarHocTm-
KM KOTOPEKTASIBHOI0 paKa TpebyeTca NpoBoANTb
Ko/loHocKonuto 3a 5-10 neT [o caMoro paHHero
C/yyas paka B cembe [38].

CUHAPOM 5
BAHHAAHA-PAUJIU-PYBAJIKABDI

B 1971 roay Bannayan onucan TpexneTHio
LEeBOYKY C MaKpouedanmei 1 MHOXXeCTBEHHbI-
MW MOOKOXHbIMW 06PA30BAHUAMU — JINMOMAMMU,
reMOHIMOMAMK M ramMapToMamu. MNogobHble KNK-
HUYecKuMe NpmuMepbl 661K onucaHbl Riley 1 Smith
[39]. B 1980 roay Ruvalcaba n Mayer onucanm
[BYX MNALMEHTOB C MOKpoLedannen, yMCTBEHHON
OTCTANIOCTbIO, MUIMEHTHBIMW NATHAMM B 0610CTU
MOSIOBbIX OPraHOB, FAMAPTOMHbLIMU, KOBEHW/TbHbI-
MU NOSIUNAMU B >KeNYyAOYHO-KULLIEYHOM TPAKTE.
B HacToswee BpeMs HeT OAHHbIX, YTO 3TOT CUH-
LPOM COCCOLMMPOBAH C OHKOMOMMYeCKMMU 3060-
nesaHusamun [40].

TakuM obpasoM, cuHapoM baHHaaHa-Paii-
nu-PyBanbKkabbl — peikoe BpoxKaeHHoe 3abone-
BAHMeE, NePBUYHbIE KTMHUYECKME 0COBEHHOCTU
KOTOPOTo BKIOYAIOT MAKPOLLeanunio, raMapToM-
Hble MONUMbl KNLIEYHUKA, IMMOMbI N MUFMEHTUPO-
BOHHbIE NATHA. [pyrne nposBneHus — 3a4ep-
KO pasBUTUSA, COCYOQUCTble AHOMANNK, 60MbLUON
BEC NPV PO>KAEHWNM, MOBbILLEHHASA PACTS>KMMOCTb
CyCTOBOB, PACCTPONCTBA AYTUCTUYECKOrO CreK-
Tpa [41].

Mo3nHee OblI0 YCTAHOB/EHO, YTO CUHLAPOM
BaHHaaHa-Painmn-PyBankabbl HacnepyeTcs
Mo AyTOCOMHO-AOMWHAHTHOMY TUMY U CBA3AH
¢ MyTaumelt B reHe PTEN — reHe romonora ¢oc-
oTasbl U TeH3nHA. CuHapoM KayneHa, BaHHas-
Ha-Palinu-PyBankabbl, 6onesHb Jlepmutta-LoK-
N0 WU PACCTPONUCTBA AYTUCTUYECKOro CNEKTpa,
CBA3OHHbIE C MaKpouedannein, obbeanHEHbI
B cuHapoM PTEN — ramapTomMHoOl onyxonu [42].
NMomumo cnHapomos KayneHa v baHHasHa-Pai-
nn-PyBankabbl MyTaumm PTEN 6binun BbiSBNeHbI
y 20% nauuneHToB ¢ cMHApomoM [poTed un npo-
TelonofobHbIM cMHApPOMOM. PacnpocTpaHeH-
HOCTb cnHppoma PTEN-raMapToMHOM onyxonu
B MOMyNALMN TOYHO He n3BecTHa [43].

lNocKoNbKy NaumeHTbl ¢ cMHApoMoM Kaypae-
Ha 1 PHTS nMetoT BbICOKMI PUCK PA3BUTUS PAKQ,
HeobxoAMM COOTBETCTBYIOLLMIA MOHUTOPUHI 418
CBOEBPEMEHHOIO BbigBNeHUA [44].
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CUHAPOM KPOHXUTA-KAHALA

B 1955 roay Cronkhite 1 Canada onucanu opyx
NALUMEHTOB C 06LWMMM XKanobaMu: anapes, pBoTd
1N 60/1b B XKMBOTE B TEYEHME HECKOJTIbKNX MECSILIEB.
He3aponro 0o nosiBieHWsa CUMMNTOMOB MNALMEHTDI
OTMETW/IN BbiNAAeHWe Bo/OC HAO 6poBAX, B NoA-
MbILLIEYHbIX BMAOMHAX W MOAB/IEHNE MUTMEHTHbIX
NATEH HA NTULLE W PYKAX, TOKXKE OHMXoTpodus. Mpun
06CcnefoBAHUN Y NALNEHTOB ObIIN BbISIBNIEHbI He-
MHOIrOYMC/IEHHbIE KPYMHbIE MOUMbI B XKeyaKe
M OBEHAJLATUMNEPCHON KULLKE, KOTOpble Npea-
CTABSIIN CO60I IOBEHUIIbHBIE MOMNMbI C OYdArd-
MW ageHoMaTo3Horo pocta [45]. MNosgHee 6bino
YCTOHOB/IEHO, YTO AOHHbLIA CMHOPOM XAPOKTE-
pu3yeTcs anoneuueit, oUcTpoduen Horten, rm-
nepnurMeHTauMen NMua 1 BeK, 06pa30BAHNEM
FOMOPTOMHbIX, IOBEHUbHbBIX MOJSIUMOB B »KENY-
OOYHO-KMLLEYHOM TPAKTE, YACTO CAM3UCTANA 060-
JIOYKQ XKeNyAKad M ABEHOALATUNEPCTHOM KMULLKK
rMNepTPOgPUPOBAHA, YTO, B CBOIO Oo4Yepenb, Npu-
BOOMT K Masibabcopbumm n notepe 6enka. s
NALMEHTOB C AOHHBIM CMHOPOMOM XAPOKTEPHbI
aHeMus, guapes, nNoTeps Becd, OTEKU, MIMOKANM-
emMusa 1 TeTaHus [46].

Y HeKoTopbIX MAUVEHTOB HOBMOAAETCS TUnep-
MUIMEHTALMSA HA CMIMHE, ThIJIbHOM CTOPOHE KNUCTEM
N cTon, oHMXoaucTpodus. TaKKe ONUCbIBAIOTCS
NAUMEHTbI C FTMNePnUrMeHTaunet Ha CIN3NCTbIX:
A3blke M rybax. Y MHOrMxX nauMeHToB Habnwna-
eTca runoansbyMuHemms (<30r/n) co CHMXKeHreM
CbIBOpOTOYHOro 6enka [47].

Monunbl npn CKK pacnonaratTcs B »enyakKe
(B aHTpaNbHOM OTAENE U TEeNe >KenynKa), ABeHa-
LOTUMEPCTHOM U TONCTOMN KULLKe. B HeKoTopbIX
NCCefOoBAHMAX COOOLLAETCS O TOM, YTO B TOHKOA
KMLLKe TOXe MOIyT JIOKO/IM30BATLCHA MOMAMMbI, MO-
>KeT BO3HWKATb YAJIMHEHWNE, TMAPATALMOHHbIE 13-
MEeHeHNsA 1 aTpodmst BOPCUHOK [48].

MUKpOCKONMYeCKM NOAUMbl MUMeT BOCMAN-
Te/IbHYI0 MH(PUABTPALUIO U TUMNEPNIA3UI0 CO-
CynoB, oTMe4ddeTcsa 60/bllOe KOMYECTBO 30-
3nHOUnI0B. HEeKOTOpble ABTOPbLI CUMTAIOT, UTO
oTnunTb nonmn npm CKK oT afeHoMbl MOXKHO Mpu
OLLEHKE SIMOK, KOTOpble MOSAB/SIOTCS B Pe3yfbTa-
Te PACLUMPEHUS NEPUKPUNTAIBHOIO MPOCTPAH-
ctBa. [Mpun ageHoMe AMKK Bonee rnybokue. MNo-
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NMMbl UMEIOT BbICOKYO CTEMEHb 3/TOKAYECTBEHHOM
TpaHchopmaumm — bonee 15% [49].

B Mupe 3apeructpupoBaHo okono 500 cnyva-
eB CKK, atnonormusa HenssecTHA. JAHHbIX, CBU-
LETENbCTBYIOLMX O TOM, YTO CMHAPOM FreHeTuYe-
CKU 0,eTEPMUHMPOBAH, HeT. CUHAPOM BCTpeYaeTcs
KpaliHe pefKo U HOCUT CNopaguYecKmnini XapaK-
Tep. CKK pacLeHnBaeTca KOK HeHOCNeACTBEHHbIM
CUHOPOM FOBEHW/IBHOIO MOIMMO3d B COYETAHUMN
C 3KTOAEepPMasibHbIMK aHoManusamu [50].

3AKJTIOMEHUE

CVMHApPOMbBI FOMAPTOMATO3HOrO MOSIUMO3d —
reTeporeHHas rpynna npemMyLLecTBEHHOro Ha-
CNeACTBEHHbIX 3000/1eBAHMUI C pA3HOOOPA3HbLIMU
KNVHUYECKNMU MposBAeHusSMN. Ha cerogHaLWwHNM
OEeHb HET €QMHOIr0 MHEHUA O TAKTUKE BeOeHUs
W NevyeHnsa NaumMeHToB AAHHOM rpynnbl. B nntepa-
Type He onyb6/IMKOBAHbI AAHHbIE PAHOOMU3NPO-
BAHHbIX MCCNEeA0BAHMI O AMATHOCTUKE U METOOAX
Tepanuu. Nopgasnstoliee 60/bLIMHCTBO PEKOMEH-
OAUMA ABASIOTCH MHEHMEM 3KCMEePTOB, OCHOBAH-
HbIM HO SMMNVPUYECKOM OMbITE.

Kaxkgblh OMMCAHHBIA HOMW CUHOPOM XOPAKTe-
pu3yeTcst 06pA30BAHMEM FAMAPTOMHbIX MOSINMOB.
MX yncneHHOCTb B pa3Hbix otaenax »KKT Bapbu-
pyeTcs. BeccnopHo, o6pasoBanusa XKKT TpebytoT
YOOANEHUSA, TA MU MHASA TOKANU3ALUMA NO3BONAET
BbIOpPATb PA3HOO6PA3HbIE METOAbI: SHA0CKOMNYE-
CKMe — KOJTIOHOCKOMMS, 330¢haroracTponyoeHo-
cKonus, 6aNTIOHHAA SHTEPOCKOMNUSA, O TAKXKE XU-
pypruyeckue — nanapocKonmyeckme, oTKpbITble
nnu poboTmMyeckme BMeLaTeNbCTBA.

Haunbonee BarkHoM npobnemoii sBnsieTcsa 1o,
Y70 60/IbLIMHCTBO CUHAPOMOB FAMAPTOMATO3HOIO
MonMMo3a MMEKT CXOAHY0 KNMHMKY. OQHAKO npw
HAUYMM 3HOHWUIA O AAHHbLIX NATONOMMAX U NpuU
MYNbTUANCUUNANHAPHOM NOAX0AE, ANATHOCTUKA
MO>KeT 6bITb MeHee 3aTPYAHUTE NbHA.

CTOUT NOMHUTb, YTO HOMbLUNHCTBO MATONOMNA,
COMPOBOXXAAOLMXCH 06pAU30BAHMEM MOMIMMOB
B »Ke/lyJOYHO-KULLEYHOM TPAKTe accouMnMpoBa-
Hbl C OHKOJIOrM4yecknmm 3abosieBaHnamm. CBoes-
PEMEHHAS OUATHOCTUKA, KOHTPO/1b U AEKBATHbLIN
06beM MNPOBOAMMOrO fle4YeHUst CNoCOHCTBYET CHM-
YKEHMIO YACTOTbI PAKA Y MNALMEHTOB C NOAMMO3AMM.
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