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KPUBPUOOPMHO-MOPYNIAPHbI PAK LLUTOBUAHOW KEJIE3bl
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MocKoBCKMI 06NnacTHOM Hay4YHO-UCCNeoBaTENbCKNIA KNMHMYECKUA MHCTUTYT um. M.O. Bnagumnpckoro, MockBa, Poccus

Hapspgy ¢ kKnaccnyeckum nanuanisapHbIM pakoMm LMTOBUAHON Xenesbl CYLeCTBYIOT ero pefikue rmctosiormnyeckrne BapuaH-
Tbl C XapaKTEPHbIMU KIMHUYECKUMU OCOOEHHOCTAMM, O KOTOPbIX NMPaKTUKYyoLWMe Bpaun MHPOPMMpPOBaHbl HeJOCTaTOUHO.
MNpepctaBnaem HabnogeHne 25-neTHel NaUUeHTKM, KOTOPOM Ha OCHOBaHWK YNbTPa3BYKOBOrO UCCNEA0BaHUA U TOHKOW-
roNbHOWM acnmpaunoHHo 6roncuy 6bi NOCTaBNeH KNMHUYECKUI AnarHo3: NanuniapHbIA pak WMTOBUAHON xenesbl. Mpo-
BefieHa TMpeonasKToMuA. MNpm rmcToNnorMyeckom 1 UMMYHOTMCTOXMMUYECKOM (3KCnpeccus unTokepatHa-19, CD56, Tupe-
ornobynuHa, B-KateHnHa) nccnefoBaHuy 6bina BepudnumpoBaHa KpMbpUPopMHO-MopynApHaa KapuMHOMa. DTOT BapuaHT
NanuAPHOro paka B NOAABAAIOWEM YMcie CllyyaeB accoUMmMpoBaH ¢ GamunbHbIM aeHOMATO3HbIM MONMO30M TONCTON
KULWKN — 3aboneBaHrem, 06ycnoBieHHbIM MyTaLmen reHa-cynpeccopa APC, KOTOpOe XapaKTepm3yeTca Hannumem MHoXe-
CTBEHHbIX aleHOMAaTO3HbIX MOMMMOB B TONICTON KulKe co 100% pUCKOM ManurH1M3aumm 1 pa3BuTUA paka TONCTON KULIKW.
MauneHTKe 6bina BbINOIHEHA KOMOHOCKOMNMA 1 0O6HapyeHbl Nonunbl pa3Mepom oT 1 Mm Ao 3,5 cM BO BCex OTAeNax ToNCTomn
KULLKA N B NPAMON KuliKe. MonekynapHO-reHeTUYeCKNn aHanu3 KpoBm nokasan Hannume mytaumm B reHe APC p.5S1104X.
MNpoBepeHa npodrnakTyeckasa KONoMpPoKTaIKTOMUA. [pu rmcTonornyeckom nccneqoBaHnm BepuduumpoBaHbl TyoynsapHble
1 TyOynAapHO-BOPCUHYaTbIe aieHOMbI C YMEepPeHHOW ancnnasuen snutenua. B TeueHne 6 net HabnogeHNa 3a NaLMeHTKOMN
OTMEYaeTCA CTPYKTypHas 1 BMoxmMmnyeckas peMnccma paka WUTOBUAHOW enesbl.

KJTIOYEBBIE CJIOBA: kpubpuopmMHO-MOpYnsapHbIl pak; cemeliHbili adeHoMamo3Hubil nonunos; APC 2eH; KnuHuYeckud cyyad.

CRIBRIFORM-MORULAR THYROID CARCINOMA

© Timur A. Britvin*, Olga A. Nechaeva, Mikhail E. Beloshitsky, Tatyana S. Tamazyan, Ekaterina V. Bondarenko, Larisa E. Gurevich,
Dmitry Yu. Semenov
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Along with classic papillary thyroid cancer, there are rare histological variants with special clinical features, and often physi-
cians are not well informed about them. We present a clinical case of 25 years-old female, who was diagnosed with papillary
thyroid cancer based on neck ultrasound and fine needle aspiration biopsy followed by thyroidectomy. The histological and
immunohistochemical investigation (expression of cytokeratin-19, CD 56, thyroglobulin, 3-catenin) were performed and
cribriform-morular carcinoma was identified. It's believed that this type of papillary thyroid cancer in the majority of cases is
associated with familial adenomatous polyposis of the colon. This disease with an autosomal dominant type of inheritance
is caused by the mutation of the APC suppressor gene and characterized by the presence of multiple adenomatous pol-
yps in the colon with a 100% risk of malignancy and colon cancer. The patient underwent an additional examination with
colonoscopy which revealed polyps in all parts of the colon ranging in size from T mm to 3.5 cm. We identified mutation in
gene APC — p.51104X and performed a preventive coloproctectomy. The histological examination verified tubular and tu-
bulovillous adenomas with moderate epithelial dysplasia. During 6 years of follow-up of patient, structural and biochemical
remission of thyroid cancer was observed.

KEYWORDS: cribriform-morular carcinoma; familial adenomatous polyposis; APC gene; clinical case.

AKTYAJIbHOCTb

KpubpundopmHo-mopynsapHbein  pak (KMP) saBnsetca
penKkMM rmcTosiorMyecknm BapuaHTOM MAanUANAPHOW Kap-
LMHOMbI LWMTOBUAHOW »ene3bl (LK), coctaBnas He 6onee
0,2-0,5% Bcex cnyyaes [1-3]. OgHako 3Ta onyxonb MmeeT
KINUHUYECKNE OCOBEHHOCTM, HEe3HaHME KOTOPbIX MOXET
MMETb KaTacTpoduryeckme nocsieacTsra o nauneHTa.

KMP moXeT BO3HMKaTb CNOpagnyeckn, HO B NOAABNALO-
LEeM ymcre Cnyyaes ero pasBuTMe acCoLnmMpPoBaHO C CeMel-
HbIM ageHomaTo3HbiM rnonuno3om (CAIN) TONCTON KULLKW
(TK) [3, 4]. CAIT — 3aboneBaHue C ayTOCOMHO-JOMUHAHTHbIM
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TMMNOM HacnenoBaHuA, BCTpeyvatoweecs ¢ yactoronm 1:10 000,
B OCHOBE KOTOPOrO NEXWUT repMrHanbHasa MyTauna B reHe
APC, noKannu3oBaHHOM Ha AMHHOM rMJjleye 5 XpoMOCOMbI.
3aboneBaHune xapaktepusyeTcs GOPMUPOBAHMEM MHOXe-
cTBeHHbIX (0T 100 4O HECKONbKUX TbICAY) aleHOMATO3HbIX
nonMnoB BO BCcex oTaenax TK n B NpAMON KULKe, a ero no-
TeHUManbHaa ONacHOCTb 3aK/o4yaeTca B TOM, UTo K 40-net-
HeMmy Bo3pacTy abconoTHO y BCex nauueHToB 6e3 cooTBeT-
CTBYIOLLErO NNeYeHnA Pa3BMBaETCA Pak TONCTOM KALWKN [5, 6].

Hapaay c TK npu CAIT moryT nopakaTbCsa 1 apyrue op-
raHbl C PasBUTMEM Pa3INYHBbIX MATONOTrMYECKMX npouec-
coB. B HacToALlee Bpems MHOroobpasue nposasneHnin CAI
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[OCTaTOYHO XOPOLLUO U3YYEHO U BKIIOYAET NONNMbI XKenyaka
1 ABEHAALATUNEPCTHON KMLLKM, OCTEOMbI, AeCMOVAHBIV ui-
6pomaTos, renatobacToMy, ONMyXOosu FOfIOBHOFO MO3ra, Haj-
MOYEUHVKOB, ANYHUKOB, KOXKU 1 MAFKNX TKaHel. Nogpo6bHoe
N3NoXeHne BHeKuLeYyHbIx npoasneHuii CAl npeactasneHo
B NIuTepatypHom o63ope Dinarvand P. n coasr. [7]. Y3noBble
obpa3zoBaHua LXK, no nutepaTypHbIM faHHbIM, BCTPEYAIOT-
ca'y 80% 6onbHbix CAIM, a pona KMP LXK B cTpykType BHe-
KMLIeYHbIX NpoABneHnn gocturaeT 12% [8, 9].

Kak npasuno, KMP LXK BbiaBnAeTCA Npu AMHaMUYECKOM
obcnenoBaHUM GOMbHBIX C YXe MOATBEPXKAEHHbIM FeHe-
TUYeCKUMK TecTamm amarHosom CAIl, o6bluHO B BO3pacTe
0o 30 net [1, 6]. BmecTe ¢ Tem, xoTa 1 foBonbHO peako, CATl
MOXeT MaHNbEeCTNPOBaTb BHEKULIEYHBIMU MPOABAEHUAMU,
B TOM yuncnie n KMP WK, uto nnnoctpupyeTt npeacraBnex-
HOe KNHNYecKoe HabnogeHve.

OMUCAHUE CNYYAA

MauynenTtka X., 25 net. I3 aHamMHe3a M3BECTHO, 4TO
3a 4 mec go o6paweHua 8 MOHUKUN B meguuMHCKOM
LeHTpe No MecCTy XWUTeNbCTBa, B pamMKax nperpasugap-
HOW NOArOTOBKU, ObINIO BLIMONIHEHO YNbTPA3BYKOBOE KC-
cnepoBaHue (Y3U) WX v BbliABNEHbl MHOXECTBEHHbIE
y3noBble 0bpa3oBaHUs B 00enx [onsax, Hanbonbluee
pasmepom 22x13 mm B npaBon gone. HapyweHuin GyHK-
umm WK He oTmeueHo: TMpeoTponHbi ropmoH (TTlN) —
1,2 MKME/mn (Hopma: 0,27-4,20), cBOOGOAHBIN TUPOKCUH
(T,c8.) — 15,4 nmonb/n (Hopma: 10,8-22,0). MaumneHTKa
6bina HanpaeneHa B MOHUKW ana nposegeHus ToHKou-
rofibHOM acnvpaunoHHon 6uoncun. Mpu UTONOrMYECKOM
uccnepoBaHuny 6uonTata y3na npasoui gonu LXK Bepudu-
LUMpPOBaH NanuAnApHbIA pak. [lononHUTENbHO NPOBeEHO:
Y3 O6plowHOM MNOonoCcTM — ouvyaroBbix 06pa3oBaHMiA
B MeyeHW He OOHapyXeHO; peHTreHorpadua rpygHon
KNeTKM — fieroyHble nons 6e3 oyaroBbix U UHGUABTPATUB-
HbIX TEHEW, NIeroYHbIN PUCYHOK HE U3MEHEH, KOPHU Ner-
KMX CTPYKTYPHbI, HE paclUMpPEHbI, cepiue B NonepeyHmnkKe
He yBeNIMYeHo, aopTa He paclipeHa, gmadpparma o6bIYHO
pacrnonoXeHa, CUHycbl cBobopHble. Ha ocHoBaHum pe-
3y/bTaToOB 06CNef0BaHUSA NaLMeHTKe Obli NOCTaBEH Ana-
rHo3: MNanunnapHbIi pak wutoBngHom xenesbl, CT2NOMO,
N PEKOMEHAOBAHO XNPYPrmyeckoe fieyeHume.

LWuTosunXen TIs0.3 Mio8
L1256

e B
COKP.JMUH

Pe3ynbratbl pusmKanbHoro, nabopatopHoro

N NHCTPYMeEHTAaJIbHOro nccniefoBaHna

Mpu nocTynneHnn obLiee COCTOAHUE MALMEHTKU Obino
yOOBNEeTBOPUTENbHbIM (CTaTyc no wkane ECOG — 0). Mpeab-
ABMANA Kanobbl HAa Hanuume onyxoneBoro obpa3oBaHMs
Ha Wee. HacneacTBeHHbI aHaMHe3 B OTHOLIeHUN 3abone-
BaHuI LXK oTsirowweH He 6bi1. B npasoii gone WX nanbnu-
poBancA MOTHbIN ONYXOJEBbIN Y3€es OKOMO 2 CM, OKPYron
$OpMbl, C AOBONIBHO YETKMMU FPaHnLaM1, CMELLAeMbIl Npw
rNoTaHUK 1 Nanbnaunn. Jleeaa fons »xenesbl n numdartnye-
CKKe y3J1bl Ha Lee He NanbnupoBanuch.

MNMokasaTeNnn KANMHUYECKOrO aHanmu3a KpoBu, obuiero
aHasM3a MoUK, BMOXUMUNYECKOTO NCCNIeAOBaHMA CbIBOPOTKM
KpOBM, Koarynorpammbl B npefenax pedepeHcHbIX 3Have-
HUN.

C yTouHsawowen uenbio nposegeHo Y3U UPK n num-
dbaTryeckux y3fioB LWeu: Xefie3a PacrofiokeHa TUMUYHO,
C POBHbIMW M YETKMMU KOHTypaMu, B pa3mepax He yBenu-
yeHa — npasasa gona pasmepamun 40x25x15 mm, nesas
pona — 40x15x15 mm, nepelleek — A0 3 MM. DXOreHHOCTb
06eunx fonen cpefHsas, CTPYKTypa N3MeHeHa 3a cyeT aud-
dy3HO PaCMONOXKEHHBIX FMMO3XOreHHbIX 30H 6e3 UeTKux
KOHTYPOB, 10 4 MM; B HUXKHEM MON0Ce NpaBow Jonu onpe-
LenseTca rmrodxXoreHHoe y3noBoe 06pa3oBaHMe, HEOOHO-
poOHOE MO CTPYKTYPE, C HEYETKUMU KOHTYpaMmu, pasmepa-
Mn 22x15%x13 MM, B pekrMme LBETHOro AOMmniaepoBCKOro
KapTUPOBaHMNA PErMCTPUPYETCA NHTPAHOAYNAPHbIA KPOBO-
TOK (TR-5). Ha wee c 06enx cTOpOH BAOMb COCYANCTO-HEPB-
HOrO MyyYKa BM3YyaNnM3npYTCA HEM3MEHEHHblE numdaTuye-
CKMe y3nbl, pasmepamn o 12X3 MM, C POBHbIMW N YETKUMMU
KOHTypamu, C coxpaHeHHoW anddepeHUnpOoBKOM Ha CIION.
N3meHeHHbIX 1 yBENNYEHHbIX NTMMbATAYECKUX Y3TT0B HE Bbl-
ABNEHO. B 30HaX TMNWUYHOM NPOEKUMN OKONOLYNTOBUAHbIX
Kenes [OOoMNoNHUTENbHbIX 00pa3oBaHUI He onpepenseTcs
(pnc. 1).

JleyeHne

15.01.2014 npoBefeHa TupeougdKTOoMUA. 10 AaHHbIM
MOPONOrMYecKoro UCCiegoBaHUs, MakpoCKONMYeckn —
B MPaBOW JOJe: B H/XXHEM MOJIOCE Y3e/ HEMPaBubHou Gop-
Mbl, 6enecoBaTo-ceporo LBeTa, pasmepamu 1,7x1,2x1,5 cm,
C HeYyeTKUMM rpaHuuammn C npusexalleln TKaHbio; aHano-
rMyHble ABa y3na pasmepom 0,2 cm 1 0,3 M B LeHTpasbHbIX

LuToBruaXen TIS0.2 MIO0.8

PVICyHOK 1. yﬂpra3ByKOBO€ |/|306pa>KeH|/|e npaBon oonn Ll.lVITOBI/I,qHOVI XeJne3bl B B-pe)KI/IME Ccncnonb3oBaHMeEM LIBETHOIO A0NMNI€POBCKOIo KapTMpOBaHNA:
A— npoAoNbHOE CKaHNPOBaHWE; b— nonepeyHoe CKaHnpoBaHue.
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PucyHok 2. KpnbpridopmHO-MOpynapHbIi BapraHT NanuiiapHOro paka WUTOBUAHOW Xefe3bl, OKpacka reMaTOKCUAVHOM 1 903MHOM: A — MHOXeCTBEHHble

y31bl (yB. X40); b — Kpnbpo3Hble (ablpyatble), TpabekynsapHble, CONMAHBIE, MUKPODONIMKYNAPHbIE CTPYKTYpbI onyxonu (yB. x125); B — mopyna (ykasaHa

CTpesnikon), OKpYXeHHaa KpUOPO3HbIMU 1 CONMMAHbIMK CTPYKTYpamu onyxonu (yB. x250); [ — yyacTKu NanunnAapHOro CTPOEHUA B OMyXOSIeBOM Yy3Jie
(yB. x250). MukpodoTo 13 nuuHoro apxusa KasaHuesoi W.A. n bongapenko E.B.

oTAenax 1 B BEpXHEM MONIOCe; B IEBOW iOJ€E: B LIeHTPalbHbIX
oTaenax ysen 6enecoBaTto-ceporo LBeTa, 0,3 cM, C YeTKMU
rpaHuLamuy ¢ npunexallel TKkaHbto. lmctonornyeckn B obe-
Ux gonsx BeprudurLnpoBaHbl OMyXoneBble y3Jibl, B Npeaenax
KOTOPbIX OTMEYancs MHOrOy3f0BOM TUMN POCTa OTAENbHbIMA
ouyaramu, Hanuuve, Hapagy C nanunaspHeiMu (cdopmupo-
BaHHbIMU 1 3a4aTOYHbIMU), KPUOPO3HbIX (AbIpYaTbiX), MOPY-
NAPHbIX, TPAOEKYNAPHBIX, CONUAHBIX U MUKPOPONINKYSP-
HbIX CTPYKTYP (puc. 2).

Mpy UMMYHOTMCTOXMMMYECKOM UCCNIeAOBaHNM B TKaHW
ONyXONieBbIX Y3/IOB BbIAABIEHA 3KCNpeccua UuTokepaTu-
Ha-19 n CD56, aHoMarnbHasA 3Kcnpeccua B-KaTeHnHa B Agpax
W LUTOMMa3mMe OMyXOMeBbIX KIETOK; TMPeOrnobynmnH 3Kc-
NpeccrMpoBanca TONbKO MeCTaMM B COXPAHEHHbIX yYacTKax
BHEOMYXOEBOWN MNapeHXUMbI LUTOBUAHOM Xenesbl (puc. 3).

o COBOKYNHOCTM MMCTONOMMYECKOTO CTPOEHMA Y UMMY-
HodeHoTMNa BepndULMPOBaH MynbTMdOKabHbIN Kpubpu-
GOPMHO-MOPYNAPHBIA BapuaHT nanwiapHoro paka LK,
6e3 MHBa3uUM Kancysbl OpraHa 1 BaCKyNsapHOW MHBA3NW.

Takum 06pas3om, 3aKNUUTENbHbIA KIVMHUYECKUA Oua-
rHO3 3BYyYan Tak: KpnbpudpopmMHO-MOpPYnsapHbIf pak WnUTo-
BuAHo xene3bl, pT1b(m)NOMO, | ctagus.

MNaymeHTKe Ha3HayeHa CynpeccuBHaA ropMOHanbHas Te-
panva NeBOTUPOKCUHOM HaTpuUA B CYTOYHOW fo3e 125 mkr

M PEeKOMEHJOBAHO AOMOMHNUTENIbHOe 06CcnefoBaHue C Le-
nbto gnarHoctnku CAI TK, OT KOTOpPOro oHa BO3aeprkanach.

B Hauane 2015 r. ctana oTmeyaTb nepuogmnyecKkre 3ano-
pbl M IPUMEChb KPOBU 1 CZIN3K B Kasle, YTO MNOC/YKIMNO NOBO-
[IOM K NMPOBEAEHMIO paHEE PEKOMEHLOBAHHOIO 06cnenoBa-
HUA: MONEKYNAPHO-TEHETUYECKUI aHaNU3 KPOBM — B reHe
APC obHapyxeHa myTauma p.S1104X; no gaHHbIM $prbpoKo-
NoHocKkonun — npocBeT TK BO BCex OTaenax He U3MEHEH,
CKMaAKM Bblpa)KeHbl, TOHYC KWLIKW COXPaHeH, Cn3ncTas
0060/104YKa PO30Bas, COCYAUCTBIN PUCYHOK YETKUI, BO BCEX
otgenax TK nmeloTca po3oBble NAOCKMe Moumbl pa3mepa-
M1 1-3 MM, 0 5-7 Ha raycTpy, B BOCXOAALLEN KULIKE PO-
30BbI NONAUN pa3Mepom 1,5 CM Ha Cy>KeHHOM OCHOBaHUW,
TakXe BO Bcex otaenax TK nmeroTca po3oBble NOAumbl pas-
mMepamn 6-7 MM Ha LUMPOKOM OCHOBaHMW, 0o 2-3 Ha oTgen,
B CUrMOBUAHOW KMLLKE NOANM KPACHOrO LiBeTa OKOJSO 3,5 CM,
Ha CY>KeHHOM OCHOBaHUU, B NPAMOWN KULLKe onpegensaeTca
15 nonunoB Ha WMPOKOM OCHOBaHMK, PO30OBOrO LBETa, pas-
MepOM 5-6 MM, AUCTANIbHbIN U3 HUX PacnofioXeH Ha 1,5 cm
OT BHYTPEHHEero Kpas aHasIbHOro KaHana.

Takrm 06pa3om, NoslyYeHHble pe3ynbTaTbl MOATBEPAUIN
npegnonaraembin guarHos CAI TK.

B nione 2015 r. npoBeaeHa KONOMNPOKTaKTOMMA ¢ dop-
MUPOBAHMEM TOHKOKULIEYHOro J-obpasHoro pesepsyapa
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PucyHok 3. MIMmyHodpeHOTUN KprOpndOpPMHO-MOPYIAPHOro BapuiaHTa ManuIAapHOro paka LWTOBMAHOW Xenesbl: A — OTCYTCTBME 3KCnpeccum

TUpeornobynmnHa B KneTKax OMyXoNin U Hanmume SKCMPeccn B TKaHU HEeW3MEeHEHHOW LUMTOBWAHOW Kenesbl, OKpY»alolleil OrnyxoneBble CTPYKTYpbl

(yB. x125); B — MHTeHCMBHaA UMTONNa3MaThYeCcKas aKcnpeccnsa uuTokepatuHa-19 (ys. x250); B — agepHo-uutonnasmMaTuyeckasn skcnpeccus B-kaTteHmHa

B KneTKax onyxonu (yB. x250); [ — HepaBHOMepHas, oyaroas MembpaHHO-LuToMNNasmaTnyeckan skcnpeccna CD56 B nannanApHbIX CTPYKTypax onyxonm
(yB. x250). MukpodoTo 13 nuuHoro apxusa KasaHuesoi W.A. n bongaperko E.B.

N UneopeKTanbHOro aHacTomo3a, uneoctomusd. MNpu rncro-
NOrMYeCcKoM UccrefoBaHUy BepndnLMpoBaHbl TyGynsapHble
1 TyOynApHO-BOPCHHYaATbIe afeHOMbI CO Claboii 1 ymepeH-
HOW aucnnasunen anutenua. Bropbim aTanom npoBefeHo 3a-
KpbITUE NIe0CTOMbI.

Ucxop n pe3ynbrathl nocneayiowiero HaénogeHus

MauneHTKa Haxogwnacb Mof AVHAMUYECKM Habnio-
feHunem. B 2016 r. y Hee 6binn BblBNEHbI ABa OMYyXONeBbIX
06pa30oBaHNA MATKMX TKaHeln nepenHen OPIOWHON CTEHKMY,
NPOBeAEHO UX KcceyeHne. MMCToNormyeckn onyxosesble
y3J1bl NPeACTaBNeHbl Pa3PaCcTaHUAMU COeQUHUTENTIbHON TKa-
HU, 6€3 MUTO30B 1 HEKPO30B, C MHPUIbTPALMEN MbILLIEYHbBIX
BOJIOKOH U »KMPOBOW KNeTyaTKK. 3aKnioveHne: 4eCMOVNAHbIN
¢dubpomaTos.

B 2017 r. no gaHHbiIm MPT 6plolWiHON NonocT B Npo-
€KUM KOPHA OGPbIKENKM TOHKOW KWILKK Obln OOGHapy»eH
y4yacCTOK YMIOTHeHUs 6e3 YeTKMX KOHTYpOB pasmMepamu
4%2,5 cM, UMELLNI YMEPEHHO rMNepuUHTEHCUBHbIN MP-cur-
Hajl Ha W3OTPOMHbIX cepuax ANPPY3MOHHO-B3BELLEHHbIX
nsobpakeHnii (ABW). LONONHUTENbHO BbLIMOJIHEHA KOM-
nbloTepHasi ToMorpadusi GPIOLWHON NONOCTH: Ha GoHe and-
¢by3HOro ynnoTHeHWsA KNeTyaTKyi KOPHA HpbKenNKn TOHKON
KUWKK onpepensaeTca 6onee NNOTHBINA Y4acToK 6e3 yeTKux

KOHTYpOB, pa3mepamu 3,7x1,9 cM, He HaKanIMBalLWUN KOH-
TPaCTHbIN npenapat. [JaHHble MCCNefoBaHNA PaCLiEHEHDI
Kak abaoMuHanbHas gecmongHas ¢prnbpoma.

Mpu ocmoTpe B AHBape 2020 r. obuiee cOCTOAHME YL0B-
neTsopuTesibHoe. Mo opraHam 1 cuctemam 6e3 BUAUMON Na-
TONIOTNN.

Mo paHHbIM aHanu3oB Kposu: TTT p — 0,4235 MKME/mn
(Hopma 0,35-4,94), T,cB. — 13,82 nmonb/n (Hopma 9,00-19,05),
TpeornobynuH — MeHee 0,20 Hr/mn (Hopma 1,60-59,0),
aHTUTena K TmpeornobynuHy — 0,88 ME/mn (Hopma 0,00-4,00),
|PakoBO-3MOPUOHANbHBIN aHTUreH (PDA) — 1,63 Hr/mn (Hopma
AnA HekypAwwmx 0-3,8).

Y3W wewn: B npoekumnn yganeHHbix Jonen 1 nepellerka
LK ocTaTouHOV MapeHXMMbl U OOMOSIHUTENbHBIX 06pa-
30BaHWU He BbIAABIEHO. YBENUYEHHbIX MnapaTpaxeasibHbIX
1 N3MEHEHHbIX NMUMQOY3/I0B He 0OHAPYXXEHO, BAOJIb COCY-
LMCTO-HEPBHBIX MYYKOB LIeu C 06enx CTOPOH onpeaensoTcs
eflVHUYHble NMMPOY3Jbl C COXpaHeHHON auddepeHLUpoB-
KO Ha criou.

MPT 6ploLHON NONOCTU: KapTNHa AecMougHon ¢puobpo-
Mbl KOPHS GPbIKEVKM TOHKOW KUMKW, 6€3 AVHAMUKU pOCTa
no cpaBHeHuto ¢ MPT o1 2017,2018, 2019 1.

Ha ocHoBaHMM JaHHbIX 06CnefoBaHUs KOHCTaTUMPOBA-
Ha OGuoxvmMnyeckas U CTPYKTypHasa pemuccua KMP LK.
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KNUHUYECKIMI CNYYAW

Ab6pomyHanbHaa gecMmoupaHas GMbpoma C yyeTom OTCYyT-
CTBUA OWHAMUKM He TpebyeT XMPYPrnyeckoro neyeHus.
MauneHTKe MPOBOAUTCA 3aMeCTUTENIbHAs TOPMOHaNbHas
Tepanua NeBOTUPOKCMHOM HAaTPUA B CYTOUHOWN J03e 75 MKT.
MpoponxaeTca HabnogeHne.

OBCYXXAEHUE

KMP aBnaetca pegkum rMCTONOrMYECKUM BapuaHTOM
nanunnapHoro paka LK. CornacHo AaHHbIM OZHOrO 13 Hau-
6onee penpeseHTaTUBHbIX NCCNIeAOBAHWI NOCTeOHNX JeT,
BKtovatowero 17 062 HabnogeHWa NanuiispHOM Kap-
umHombl 3a nepwuopg 1979-2016 rr., gona KMP coctaBuna
0,18% [4]. B Hallen KNNHWKe 3TO eAMHCTBEHHOe Habnwoge-
Hue KMP cpean 1244 605bHbIX NANUAASPHON KapLUHOMOWM
LLI>K 3a nocnegHume 10 net.

MpumepHo 90% cnyyaes KMP LM accouuunpoBaHbl
c CAN TK [3]. B npeacTaBneHHom HabnoaeHun KMP BbisiB-
NeH y MONIOfOM NauueHTKN Kak nepsoe npossneHue CATl.
Ecnu monogoii Bo3pacT (18-35 nert) ABNAETCA XapaKTePHbIM
ana ston natonorum LXK npu CATl, o uem cBUOETENLCTBYIOT
nuTepatypHble faHHble [1, 2, 8], To maHndecTauma CAl BHe-
KMLLIEYHbIMM MPOABNEHVAMN CYMTAETCA OOBOSIbHO pPefKomn
cuTyauuein. B nutepatype umerotca egnHNYHbIE OMMCaHKA
HabniogeHUn, B KOTOPbLIX NepPBbIM KINHUYECKUM MpOosBIe-
Huem CAM 6bin KMP LK [10, 11].

Cnopagnueckune cnyyan KMP LXK noBonbHO peaku, nos-
ToMy Bepurdukaumsa KMP, ocobeHHO npu oTCyTCTBUN CEMEN-
HOro aHamHe3a, TpebyeT reHeTUYEeCKOro KOHCYNbTMPOBaA-
HUA 11 KOJIOHOCKOMMU, YTO 1 ObIIO NPOBEAEHO MaLUeHTKE.
CnegyeT ckasaTb, YTO MOJIEKYNAPHO-TEHETUYECKNE TeCTbl
uMmeloT 60JbLIOe 3HAUYEHME He TONIbKO AfiA NMOATBEPXKAEeHUA
amarHo3a CAlN TK. ObHapy»keHne KOHKPeTHOW MyTaumm no-
3BOJISIET BbICTPOUTDL CBA3b «reHOTUM-GEeHOTUM», MoNyYas Ta-
KUM 06pa3oM npefcTaBiieHNe O BO3MOXHbIX BHEKULLIEYHbIX
nposasneHusax CAlN ana apyrux 6onbHbIx [12, 13]. B Hawem
HabniogeHun obHapyxeHa MyTauma p.S1104X, ¢ KoTopoun
Kak MUHUMYM acCOLMMPOBaHbl TakMe BHEKULLEYHble Npo-
asneHna CAI, kak KMP X n pecmoungHbin drnbpomatos.
BrnonHe BO3MOXHO, UTO TaKoW ¢GeHOTUN He ABNAETCA OKOH-
yaTenibHbIM U OyzeT GopPMMPOBATLCA fanee B TEYEHUE KU3-
HU NaUWeHTKN.

OfHVM U3 AUCKYCCUOHHBIX BOMPOCOB AnarHocTuku KMP
ABNAETCA BO3MOXXHOCTb OOMNEPaLMOHHOM LIUTONOrMYeCKon
BepndvrKkaumm. B npegctaBneHHoM HabnogeHUn B pesynb-
TaTe LMTOJNIOMMYECKOro nccrefoBaHns 6uonTata yna LXK
6bl1a O6HapYKeHa NaNUANsAPHasa KapLuuHoMa. 3TOT GaKT Co-
rnacyeTca C gaHHbIMX psAfja aBTOPOB, KOTOPble MPOAEMOH-
CTPUPOBasM BbICOKYIO UyBCTBUTENIbHOCTb, HO CPaBHUTENIbHO
HU3KYI0 CneyndUYHOCTb LIMTONIOMMYECKOro MCCiiefoBaHus
B oTHoweHun KMP [14]. ns nosbiweHnsa 3pPeKTUBHOCTA
npegonepaumnoHHon puarHoctmkm KMP y 6onbHbix CAIN
npegnaraetca  MCNofib3oBaTb  MMMYHOLIUTOXUMUYECKNI
meTopd. Tak, Hirokawa M. n coasT. [11] coobwmnn, 4to Um-
MYHOLIMTOXMMMYECKOE UCCNIefoBaHMe C MCMOJSb30BaHMEM
aHTUTen K f-KaTeHnHy 1 6UOTVHY NO3BONWMO YeTKO andde-
peHuupoBaTtb KMP 1 Knaccnueckui nanunnsapHbii pak WM
B OT/IMYME OT LNTOJSIOrMYECKOro NCCNefoBaHNA C OKpaLUnBa-
Huem mMa3koB no ManaHukonay.

Bonpoc o6bema onepauun npu KMP 3aBucut oT paga
dakTopoB (cemelHbI aHamHe3 CATll, Hanuuve 1 TN MyTa-
ummn B reHe APC, conutapHbli y3en unu mynstudokanbHoe
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nopaxeHue LK), npy 3Tom BbIGOP OCYLECTBNACTCA MEX-
ay remu- n Tupeoungaktommen. NokasaHua K nposBedeHunto
LeHTpasibHOM 1 GOKOBOW LWEHON NuM$oaNCCceKUn ycTa-
HaBNMBAKOTCA MHAUBMAYANbHO, B 3aBUCUMOCTU OT Hannuus
U YPOBHA MeTacTatuyeckmx numdoysnos. Ecnm pak WK
BbIABNAETCA Yy 60MbHOrO ¢ fokasaHHbiM CAI nnbo npm Ha-
NNYNN CEMENHOro aHaMHe3a, TO PeKOMeHAyeTCcA TUpeo-
WOSKTOMUA, Jaxe B Ciydasnx, korga npu Y3U obHapyxeH
conuTapHbIn onyxonesbin y3en. MNpu cnopagnyeckom KMP
BO3MOKHO OrpaHMuUTb OMnepaumio BbIMONHEHUEM FeMUTK-
peonasKToOMUMN.

Y Hawen nauuneHTKn B TeyeHue 6 neT nocne Tupeowu-
LOKTOMMM OTMEeYaeTca CTPYKTYpHasa 1 bruoxmmmyeckas pe-
MUccKA 3aboneBaHUs, YTO COOTBETCTBYET NPEeACTABNEHNAM
o 6naronpuaTHom nporHose KMP LXK, KoTopbii cywecTBeH-
HO He OT/IMYAeTCA OT KaCcCMYeCKOro ManuaispHOro paka
[2, 4, 12]. Cnyyam arpeccrMBHOIO KMHUYECKOro TeyeHus
KMP ¢ pa3Bntriem metacTa3oB B NErKNX 1 B FOJIOBHOM MO3re
1 paHHen cMePTU GOJIBHBIX MOCJIE XUPYPrYECKOrO JlieueHns
e[IHNYHbI [4].

3AKNIOYEHUE

[laHHOe KnnHMYecKoe HabnaeHre NNIOCTPUPYET pea-
Kyto natonoruto — KMP LK. M3BecTHbl cnopaguyeckue
cnyyan 3Toro 3aboneBaHusA, HO, KakK MpPaBwWio, OMyXosb
accoummpoBaHa ¢ CAIl TK, KoTopbii pa3BuBaeTca Bcied-
cTBYE MyTaumu B reHe APC. KMP LXK moxeT 6bITb nepBbim
KnuHnyeckum npossneHuem CATll, nosTomy cnyyau BbifiB-
NeHus 3Tor onyxonu TpebyloT NPOBEAEHMUSA KOMOHOCKOMNNN
N MOneKynApHo-reHeTmyeckoro tectnpoBaHua. C gpyron
CTOPOHBI, HabnaeHVe 3a NaureHTamu ¢ BeprudrLnpoBaH-
HbiM CAI gomkHO BKNtoyaTb exkerogHoe Y3 LK. Joone-
pPauviOHHaa uuTonornyeckasa gmarHoctmka KMP Bo3mox-
Ha, HO MpeACTaBNAEeT 3HAaUYUTENbHbIE TPYAHOCTM U CBA3aHa
C UCMONb30BaHNEM UMMYHOLMTOXUMUYECKOro metoaa. MNpwu
KMP cnegyeT pekomeHfoOBaTb TUPEOUAIKTOMMIO, MOCKOSb-
Ky 3aboneBaHue B ModaBfsloWeM unucie HabnogeHun
XapakTepmsyeTca MynbTUdOKanbHbIM OMyXoneBbIM MOpa-
XeHuem UK. NoctoBepHbiMU MOpdonornyeckumm Kpure-
puamu KMP WK AaBnaioTca mynbTULEHTPUYECKNA TN poCTa
OTAENbHLIMW ManeHbKMMU oYaramu, Hanuuue, Hapagy C na-
NUANAPHBIMY, KPUOPO3HBIX (AblpYaTbiX) CTPYKTYP 1 MOPYI,
aHOMasibHas 3Kcnpeccus -KaTeHMHa He TOJIbKO Ha MeMbpa-
HaX, HO 1 B AAPaX U LMTOMIa3Me OMyXOsieBbIX KNETOK.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHuk punaHcmpoBaHus. Noarotoska nybnmkauyum ocylecTsrne-
Ha Ha IMYHble CPeAICTBA aBTOPCKOrO KOJIIEKTMBA.

Cornacue naumeHTa. MNauymeHT JO6POBO/BHO NoANMcan UHPOPMUPO-
BaHHOE corflacue Ha nybnmKaLuio nepcoHanbHON MegULMHCKON MHpopMa-
Lmu B 06e3n1myeHHon opme B >KypHane «DHAOKPUHHAA XMPYPrus».

YyacTue aBTOpOB. Bce aBTOPbI NPUHMMaNM HeMocpeaCcTBEHHOE yya-
CTUe B IeYEHNM NaLMeHTa, BHEC/IN CYLLLECTBEHHDI BKNaf B MOATOTOBKY CTa-
TbU, NPOUNY 1 0fo6punU GrHanbHY BEPCUIO A0 NYOANKALUN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapUPYIOT OTCYTCTBUE ABHbIX
1 NOTeHLMasIbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C NMy6nvKaLumen Ha-
cToALWEeN cTaTbl.

BnaropapHocTu. ABTOpbI Bbipa)<aloT 6rarofapHOCTb CrieuyanucTam
HL kononpokTonorumn um. A.H. Pbikrx, TPUHMMABLUKX y4acTUe B leYeHnn
NauneHTKN.
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