KanHunyecknm cnydam No38

CvHapom MenTua-Nerepca ¢ MyLMHO3HOM
SHAOLEPBUKA/IbHOMN aJeHOKAPLMHOMOW
KEeNYJOYHOro TUMNa M ONyX0J/1btO NMOJIOBOIO TAXKA C

KONbLLEBUAHBIMW TPYDOUYKaMMU.




BBeaeHune

MauuneHTKa 31 roga ob6paTrnach B KAMHUKY C *Kanobon Ha 06unbHbIE BAaranunillHblie BbiAe/IeHUA B
TeyeHMe nocnegHux 9 ner.

AHaMmHe3:

* MepeHecna YaCcTUYHYHO pe3eKLUUI0 TOHKOM KULLKKN U3-3a peunanBupylowen MHBarmHauum
KULWEeYHWUKa 7 neT Hasaa;

®* NMpun nNatosaoroaHatTommyeckom mnccaeagosaHnm BoliABaeHbl MHOXXeCTBEHHbIe a4€eHOMAaTO3Hble
NOANNblI TOHKOM KULWIKMWU,

* Ha KOHYMKax nanbues, ryb n ctynHen naumeHTa Habat04aN0Cb HECKO/IbKO
rMnepnMrmeHTUPOBaHHbIX NATEH;

* poAUTENU MNAUUEHTKU YMEPAN OT ApYyrnx 3aboneBaHnUn 1 paHee He npoxoamnm obcnenosaHuA
YKeNYA0YHO-KNLIEYHOTro TPaKTa;

°y 6paTa U NeMmaHHMKa nauneHTkn gnarHoCtnposa/in MHOXecCTtBeHHble NoJ/iunbl KUWEeYHUKa.



AHaMHeE3

Oyarv runepnUrMeHTaumMmn Ha NaJoHSX U NPaBoON cTone.



JHOOCKOMNMYECKOoe nccaeaoBaHme

e ObHapy*XeHO HECKONbKO
aAleHOMATO3HbIX NOANMNOB PAa3HOIo
pa3smepa, pa3bpocaHHbIX MO BCEMY
KeNya04YHO-KNLIEYHOMY TPAKTY.

* Cambl bonbwon nonnn nmen
ANAMETP OKONO 2 CM.

* bblno yoaneHo 15 nonunos, KoTopsle
OKa3anncb TybynAapHbIMMK
aeHOMaMM, B HEKOTOPbIX *Kese3ax
Hab/toaaNach Nerkaa uanM ymepeHHas
aucnnasua.

* TIpM FMCTONOIMYECKUM UCCAef0BaHNUM
NoAMnoB 6bin NOCTaBAEH AMarHO3
«Cunpgpom MeiteTua-Uerepcar.

Monnnbl TOHKOW KULIKW Y AaHHOM NALMNEHTKU



MicchenoBaHMA

* [Mpn ocMmOTpe OpraHoOB MasIoro Tasa BblABAEHbI MPO3PayHble CIN3UCTbIE BblAe/IEHUA U3
B/1AranuLla.

° nOBerHOCTb LLIEMKU MATKU ragkKkad, teepaad, ¢ MHOXeCTBEHHbIMUA HabOoTOBbIMM KMCTAMMU.

* Y3U opraHoB mManoro Tasa NoOKas3a/io, YTO WeiKa MaTKu bbina cherka yBeniMueHa, B NpaBom
npuUAaaTke UMeeTcAa KUCTo3Hoe obpasoBaHue (37 x 40 x 36 mm).

* Pe3ynbTaTbl UcCneso0BaHMM Ha BUPYC Nanuaaombl Yenoseka (BMY) otpunuatenbHblie. KUAKOCTHbIN
LIMTOIOTUYECKUI TECT B HOPME.

* YposHM CA125 n CA199 B CbIBOPOTKE HAaXo4MIUCL B Nnpeaenax Hopmbil.

* MarHuTHo-pe3oHaHcHaa Tomorpadua tasa (MPT) noKkasana, 4YTO WeiMKa MAaTKU yBe/IMYeHa ¢
MHOroOKamepHbIM KUCTO3HbIM NOpPa*KeHuem, NpaBblii ANUHUK KUCTO3HbIN. Ob6pa3oBaHuMe
OrpaHMYMBAETCA LUEMKON MATKM Be3 noparxkeHua napameTpusa, NPU3HAKN MeTacTaTUYEeCKOM
nmmdaaeHonaTMmM OTCYTCTBYIOT.



MicchenoBaHMA

Pe3ynbtatbl MPT: noKa3aHo yBenMYeHUe LWenKN MaTKu C
MHOECTBEHHbIMN KMCTO3HbIMKU NopaxKeHuamu. (A)
KOpOHabHasA NA0OCKOCTb. (B) carmTTanbHas NAOCKOCTb.
(C) nonepeyHas NAOCKOCTb.



ccnenoBaHma (MpoaoaxKeHume)

* bblna npoBeaeHa KoabNockonums n buoncusa
LEeMKM MaTKK, bblla NnoaATBEPHKAEHA
MYLMWUHO3HaA 3HAOUEPBUKA/IbHaA
aAeHOKapLUMHOMaA KeNyao4yHoro Tuna (cragus
1B2).

* [epen pagnKanbHbIM XMPYPrUYeCcKUM
BMeELLATe/IbCTBOM Obls1a npoBeaeHa
ANArHOCTMYECKan KOHU3ALUMA LWENKN MATKU ANS
NoATBEPXKAEHUA pa3mepa U rybuHbl ONyXosu.

* [lauMeHTKe BbINO/IHEHA NAaNapPOCKONUYecKas
paAuKaNbHaA rMCTEPIKTOMUA, ABYCTOPOHHASA
CaNbNUHroopopPaKTOMMA U ABYCTOPOHHAA Mpenapat yaaneHHoW MaTku
ANCCEeKLUA Ta30BbIX Y3/10B.




[ McTonornyeckoe nccneaoBaHume

* [lo pe3ynbTaTam LLIENKA MATKU NaLUEHTKU bblia MHOUABTPUpPOBaHa Ha > 2/3 rnybuHbl MMomeTpus,
3HAOMETPUN 6be3 ocobeHHOoCTeN.

* 06a AMYHUKA KUCTO3HblE N MHOTOKamepHble (NpnbnmsntenpHo 4 x 3 x 1,5 cm).

3HAouUepBUKabHaA afleHOKapUMHoMa *KenyaodHoro tmna (G-EAC) weiiku matkm (H&E, x 40, x 100); (C,D) Tnybokas ctpoma,
nHpunbTpmnpoBaHHaa G-EAC (H&E, x 40, x 100); (E, F) Onyxonesble KNEeTKM NOJIOBOro TAXKa PACNONOXKEHbI B KO/bLEBUAHbIX
TpybouKax B AnYHMKe (H&E, x 100).



MMMVHOFMCTOXMI\/\MMGCKOG nccneaoBaHMe

* [1na noaTBepKAeHUA AnarHosa bbia1o nposBeaeHo UMMyHormnctonornyeckoe (UINX) nccneposaHue.
Pe3ynbraTtbl noka3anu: HIK1083 (nonoxutenovHbin), P16 (otpuuatensHbin), Ki-67 (60%

NoNoXuTtenbHbix), p53 (anknt Tmn), ER (nonoxkutenbHbint), PR (oTpuuatenbHbin), MHIMOUH
(mMonoXXntenbHbIN), KaIbPETUHUH (MNONOKUTENIbHbBIN).

* [uctonornyeckn ob6a KMCTO3HO-pPaCLLUNPEHHbIX 06pa3oBaHMA ANYHUKOB OKa3zanmcb SCTAT (onyxonb
MNOJIOBOrO TAXKa C KO/IbLLEEBUAHBIMU TPYOOUKaMM).

* B Ta3oBbIx AMMbaATUUYECKNX Y31aX METACTa30B He 0OHapYKeHO.



MMMVHOFI/ICTOXI/II\/\I/I‘—IGCKOG ncenedoBaHMe

Pe3synbtatbl UIMX: (A) HIK1083 (nonoxkutenbHbinn); (B) P16 (otpuuatensHbiin); (C) Ki67 (60%
KNeToK nonoxkutenbHblie); (D) p53 (ankuii tmn).



MMMVHOFI/ICTOXI/II\/\I/I‘—IGCKOG ncenedoBaHMe

Pe3synbtatbl UIMX: (A) ER (nonoxutenbHbiif); (B) PR (oTpuuatensHbiin); (C) UHIMOUH
(mnonoxkutenvHbii); (D) KanbpeTUHUH (MONOKUTENbHbIN).



Tepanua

* [auyeHT NoAY4YNN KOMBUHUPOBAHHYIO
XMMUOTEPANUIO + NyYeBYHO TEPANUIO C
YeTbIPbMS Kypcamm NakanTakcena u
OKcanmnnaTuHa.

* B TeyeHune cneayouwmnx 5 net HabnogeHus y
nauneHTa He 6bIN10 BbIABNEHO NPU3HAKOB
peunamBa onyxosu.

* [MauneHT oTKasanca oT TecTa Ha MyTaLMIo
STK11/LKB1.

https://rktds.net/click?id=7203b43d-d851-4315-a11d-bee16934da908&hash=459dbe0cf39f05ea678a727cc4b005f3



ObcyKaeHue

CuHppom Meituya-Erepca (PJS), TakKe M3BECTHbIN KaK CEMENHbIN CIM3UCTO-KOXKHbIN
rMNepnUrMmeHTUPOBAHHbINA MONMMNO3 KeyA04YHO-KULLEYHOTo TpaKTa, npeacTtaBnsaeT cobomn peakoe
ayTOCOMHO-A0MMHAHTHOE 3ab01eBaHMe, XapaKTePU3YoLEeca MHOXECTBEHHbIMU
raMapTOMHbIMM NOAMNAMM B MOSOCTU PTa, HA KOXKE U CIM3UCTbIX 0601I0UKaAX, a TaKXKe
MHOXECTBEHHbIMW rAaMaPTOMHbIMW NOIMMAMMU B KeNYA04YHO-KULLIEYHOM TPaKTe.

Mpeanonaraemas 3abonesaemoctb Konebnetcs ot 1/50 000 go 1/250 000.

CornacHo npeapiaywmm coobwenmam, y 11-17% xeHuwuH c PJS nmeetca sHAoOUEPBUKA/IbHAA
afeHoKapumHoma KenyaoyHoro tmna (G-EAC) n onyxonm NnonoBOro KaHaTUKa € Ko/bLEeBUAHbIMMU
Tpyboukamu (SCTAT).

Onyxonb NON0OBOro TAXa € KonbueBbiMmu Tpyboukamm (SCTAT) npeactasnaeTt cobomn ocobblii
NAaTONOTMYECKNIM TUN CTPOMAJIbHOM OMYXO0/1M NOJIOBOIO TAXKA, HA KOTOPbIN NPUXOAUTCA NPUMEPHO
5% cTpomanbHbIX onyxonen nonosoro TaxKa. SCTAT npu PJS B ocHoBHOM A0b6poKayecTBeHHas u
NMeeT XOPOLLUUN NPOTrHo3.



ObcyKaeHue

* [aumeHTbl ¢ cuHapomom PJS nmetoT 60s1ee BbICOKUIA PUCK PA3BUTUA paKa Kenya04Ho-
KMLLEYHOro TPaKTa, MOJIOYHOM Kenesbl, NoAKeNya04HOM Keesbl, LUEMKU MaTKU U ANYHUKOB.

* OCHOBHbIMM npoAaBAeHNAMU PJS aBnA0OTCA MHOXECTBEHHbIE raMmapToMHbIE NMOAUMbI KeNya04HO-
KUWEYHOTO TPaKTa, YH4aCTKU runepnmurMmeHTaummn KOxXm 1 CIM3NCTbiX 060110qu, d TaKXe
Hecneu,mcl)mqecme KIMHUYECKNE NPOABZIEHNA, TaKUE KAaK KPpOBOTEHEHNE, KNLLUEYHAaA
HeENpPoxoamnmocCTb, NOBTOPHaAA MHBAalrlMHaumna N KMWLeYHaAaA HEMNPOXOAMMOCTb, BbI3BaHHAA
KenygovyHo-KnweyHbiMmn noanmnamm.

* CornacHo gmarHoctuyeckum Kputepumsam BO3, AnarHo3 MorKeT bbITb NOCTaB/eH NPU HaIMYUmn
noboro u3 cneayowmx npusHakos: (1) Tpu nnm 6onee NOANNOB Kenyao4YHO-KULIEYHOrO TPaKTa,
KOTOpble NPOUCXOAAT U3 MbILLIEYHOTO C/1051 C/IN3UCTON 060I0YKM U PACNPOCTPAHAKOTCA HA
NOACAU3UCTYIO 060/104KY; (2) NONOKUTENBHBIN CEMENHbIN aHaMHe3; (3) rmnepnurmeHTaumsa KoXu
N CNAU3UCTbIX 0600YeEK.



ObcyKaeHue

* B HacTosALEee Bpemsa He CyLeCcTBYEeT PEKOMEH4aLUMN, PEKOMEHAYIIOLWMX CTAHAAPTHYO CXemy
nedenmna G-EAC. Xmpyprmuyeckoe BMeLlaTenbCTBO A0NKHO ObITb OCHOBHbIM METOA0M JIe4eHUSA
nauneHToB c paHHen ctaanen G-EAC. NaumeHTam c 3anyLieHHoM ctagnen 3aboneBaHun B
OCHOBHOM NPOBOAAT O4HOBPEMEHHYIO XMMUOJTY4EBYIO TEPANUIO.

* B HacTOALWLEe BpemA He CywecTBYyeT paanKasbHOro metoga nevyeHuma PJS, B OCHOBHOM
YNOMMHAETCA CMMMTOMATUYECKOE N NOAAEPHKMNBALOLLEE NeYeHME, 3 MeTOAOM Bblibopa aBnseTcA
9HAO0CKOMUYECKana pe3eKkuma MHOXECTBEHHbIX MOINMMNOB Xe/yA04YHO-KMLWEYHOro TPpakKTa.

* NHdopmaumnmn o SCTAT mano, n OTCYTCTBYIOT YETKME PEKOMEHAALMNM NO NEYEHUIO; NO3TOMY
AQHHbIW TUM ONYXOAKM NevaT B COOTBETCTBUM C NJAAHOM IeYEHUA CTPOMAJIbHbIX ONYyX0eN
NON0OBOrO TAXa. XUpypruyeckoe BMmeLlaTeIbCTBO, BKAOYAA TOTA/IbHYHO TMCTEPIKTOMMUIO,
ABYCTOPOHHIOK agHEKCIKTOMUIO U OMEHTIKTOMMIO, ABNAETCA OCHOBHbIM MEeTO40M /ieyeHuA
NAUMEHTOB HA PaHHUX cTagmMax. [TOCKONbKY meTacTasbl B AMMPpaTUUECKME Y3/1bl ABNAIOTCA
ocHoBHbIM nyTem SCTAT, Ta3oBble M NapaaopTasibHbie AMMATUYECKUE Y3/bl CeayeT yaanaTb
OAHOBpPEeMeHHO
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	Клинический случай №38�Синдром Пейтца-Йегерса с муцинозной эндоцервикальной аденокарциномой желудочного типа и опухолью полового тяжа с кольцевидными трубочками.
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