Ne 3, 2014

© KOJIJIEKTHB ABTOPOB, 2014
Y]K 616-006.04+616.5-003.84+616.53-006.55]-036.1

Kannunyeckoe nadmwoaenue cunapoma Mrwoup-Toppe
Monouxog B.A., Kynyesuu JK.C., Jubuposa C. /., Moroukosa IO.B., Kazanyesa K.B.

OTtaeneHre JEpMaTOBEHEPOJIOTHH M JIEPMATOOHKOIOTHH (pyKOBOIUTENb — Tpod. B.A. Mo-
noukoB) I'Y MOHUKU nm. M.®. Bramumupckoro, Mocksa

IIpuseden cayuaii cunopoma Mioup—Toppe y 6016H020 60 1em, neperecuie2o paree a0eHOKAPYUHOMY NpPsi-
MOU KUWKY U RARUNIAPHBIL pak 1oxanku noyku. Cunopom exniouan pozosyio kepamoaxanmomy (KA), aoe-
HOMY CATbHbIX dicenie3, adeHoKapyunomy moacmoul kuwxu. KA 6vina usieuena memooom oKoI00nyxoneeo2o
66edenus peagepona (unmepghepona-a2b no 1,5 man ME uepe3 Oenv, Ha Kypc 9 unvexkyuii). Paxk kuweunuka,
OUACHOCTUPOBAHHBIIL HA PAHHEM CPOKe, ObLT YCNewno usieden xupypeuiecku. B meuenue nociedyiowux
2 nem Habn0OeHUs Y 60IbHO20 OBl BbISABNEH PAK JHCelyOKd, ON KOMOPO2O OH MaKice Dbl YCNeWHO UsleueH
xupypeuuecxu. Iloduepkusaemces cpagnumenvho oiazonpusmuoe meyenue (6e3 Memacmazos) GUCyepaib-
Ho2o paka npu cunopome Mioup—Toppe u sadicnocmy eviagnenus y 6oavuwix ¢ KA onyxoneii canvuvix ocenes.

KnroueBbeie cnmoBa: cundpom Mwup—Toppe;, pocosas KepamoakaHmomd; aOeHOMA CANbHbIX Jicelle3;

adeHoKapyuHoMa Moacmoul KUWKY, peagpepon.

CLINICAL OBSERVATION OF MUIR-TORRAIS’S SYNDROME
Molochkov V.A., Kuntsevich Zh.S., Dibirova S.D., Molochkova Yu.V., Kazantseva K.V.

Department of Dermato-Venereology and Dermato-Oncology, M.F.Vladimirsky Research and Clinical In-
stitute, 129110, Moscow, Russia

Muir-Torrais’ syndrome in a 60-year-old patient with a history of rectal adenocarcinoma and papillary
cancer of the renal pelvis is described. The syndrome included corneal keratoacanthoma, sebaceous gland
adenoma, and rectal adenocarcinoma. Keratoacanthoma was cured by peritumor injections of reaferon
(interferon-a2b, 1.5 - 10° U every other day, 9 injections per course). Rectal cancer, diagnosed at the early
stage, was effectively treated by surgery. During the subsequent 2 years the patient developed gastric cancer,
which was also treated surgically with good results. The favorable course (without metastases) of visceral
cancer in Muir—Torrais’s syndrome and the importance of detecting tumors of the sebaceous glands in pa-
tients with keratoacanthoma are emphasized.

Key words: Muir—Torraiss syndrome; corneal keratoacanthoma,; adenoma of sebaceous glands; rectal

adenocarcinoma, reaferon.

Cunapom Mroup—Toppe (CMT) mpeacrasiusier co-
00li acCOIMAIMI0 MHOXKECTBEHHBIX OITyXOJIEH CaTbHBIX
xkene3 u keparoakanToM (KA) ¢ MHOKECTBEHHBIM BHC-
[[EpAIbHBIM PAaKOM HH3KOW CTETIeHH 3JI0KaueCTBEHHO-
ctu [1-4]. D10 penxoe 3aboneBanne, MEPBHIN Cirydait
KoToporo 0L penctasien D. Torre, B TOM ke Toxny 3a-
OoseBanue Obu10 omucaHo E.Muir. OCHOBHBIMH KOX-
HBIMHU TIPOSBJICHUSAMU CHUHAPOMA ABJISAIOTCA OITYyXOJN
CaJbHBIX Kelie3 (aJeHOMa, SMUTEINOMA, KapIHHOMA)
u KA [3-5]. AneHoMa calbHBIX JKeJie3 BBITVISAIUT Kak
TayJsa *eJIToro 1pera fruaMmerpoM 1o 1 cM u npu CMT
MOKET OBITh MHOYKECTBEHHOH; JMUTEIMOMA CaThbHBIX
xKene3 (cebormoMa) HAlIOMUHAET THITHYHYIO 0a3aino-
My, MHOTJIa UMeeT Oojee JKENTYI0 OKPacKy W MOMKET
OBITH MOKPBITA POTOBBIMH MaccaMu, YTO TaKke Tpeody-
et oy oT KA; kapiimHoMa cajbHBIX JKeJle3 Xapak-
Tepusyercsi 0e300JIe3HEHHBIM TIJIOTHBIM JIEPMaJIbHBIM
y3JI0M PO30BOTO WM JKEITO-KPACHOTO IIBETA, Yalle
pacronaraeTcsi Ha JUIlE, BOJIOCHCTON YacTH TOJIOBBI U
BEKaX M 4epe3 HEKOTOPOe BPeMs M3BS3BIIETCS C 00-
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pazoBaHuEM KpaTepooOpa3HOH s3BbI C INIOTHBIMU Kpa-
SIMU, UHOTJa KpOBOTOYAIIei [6].

Bue CMT aneHOMBI, SMUTENIMOMBI U PaK CalbHBIX
JKeJe3 BCTPEYAIOTCS PEIIKO, TOTIA KaK TUIIePILIa3us Callb-
HBIX KeJie3 — JIOBOJIbHO YacTo [2]. B 1enom ke KoKHbIe
cumntomMsl CMT, mpemmecTByIONe BHUCIEPATEHOMY
paKy WM BO3HUKAIOIINE OMHOBPEMEHHO C HIM, BCTpEda-
foTcs ipuMepHo B 41% ciygaes [7]. [Ipu aToM aneHOMBI
HaOmonatorest y 68%, snurenuoMsl — y 27%, pak cajib-
HbIX xene3 —y 30%, KA —y 20% 6onsabix CMT [1, 6].

KA — 310 noOpokavyecTBeHHas SMUTEIMATbHAS OITy-
XOITb KOYKH, TIPOSIBIISIONIASCS PO30BBIM Y3JIOM KYIOJIO-
obOpasHoil GopMbI THaMeTpoM -2 ¢M ¢ IIEHTpaIbHOI
"MceBmosi3BOi", 3amoTHEHHOW POTOBBIMH MAacCaMH,
JIETKO y/lajsieMbIMU 0€3 MPU3HAKOB KPOBOTCUCHUS, U T1€-
pudepruecKoil BaaMKoOOpa3HOH 30HOW TUIOTHOW KOH-
CUCTEHIIUHU CO CIIAYKCHHBIM KOXKHBIM pelibe()OM U Telie-
anrmdKTazusMu. O0brdHO KA BO3HMKAET y JIMII cCTapiie
60 Jetr, XapakTepu3yercs CTPEMUTEIBHBIM POCTOM H
CroHTaHHOM MHBomoIMe, Ho npu CMT BcTpewaercs
B OoJyiee MOJIOZOM BO3pacTe, MEPCUCTHPYET, IPUMEPHO
y 50% OONBHBIX BO3HHMKAET IOCJE Pa3BUTHA 3J0Kade-
CTBEHHOT'O HOBOOOpPa30BaHUsI BHYTPEHHUX OPTaHOB U y
59% OOJIBHBIX TUATHOCTHUPYETCS JI0 BBISBICHUS OIYXO-
JIeH callbHBIX Xkenes [3].
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POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONESHEN

Puc. 1. bonbsuoi#t II. Cunapom
Mioup-Toppe. PoroBasi keparoakan-
TOMa B BHJE KyMOJI000pa3HOro y3na
C OPTOKEPATO3HBIMU MaccaMu B BUJIE
KOKHOTO pora.

B nenom xonnyecTBO KOXKHBIX omyxonedt npu CMT
MOJKET CYIIECTBEHHO BapbUpOBaTh M PE3KO BO3pacTa-
€T NPU UMMYHOCYTIPECCHH: Yy PELIUIHEHTOB OPraHHOTO
TpaHciuanTara u 6onpHBIX CITM/{om [3].

B 0630pe P.Cohen [7], mocBsieHHOM aHAIU3Y OITy-
OTMKOBAaHHBIX K TOMY BpeMmeHH ciydaeB CMT (147
ciy4aeB ¢ 292 370Ka4eCTBEHHBIMH HOBOOOpa30BaHU-
SIMH), BO3pAacT IMalMeHTOB BapbupoBan oT 31 roma mo
89 net (B cpemnem 54 roma), COOTHOIICHHUE MY>KUWH
1 keHIMH coctarisuio 2:1. Haubonee vacroit (53%)
OHKOIIATOJIOTHEH SIBJSUICS KOJOPEKTAIbHBIH pak, M
(B omnnume oT oOuIel momysnsaunuu) npumMepHo y 58%
OOJIBHBIX OH pacroiarajics B Cele3eHOYHOM YITIy WMIIN
MIPOKCUMAaJIbHEE €ro, 4TO TpeOOBajo Ui BbISBICHUS
€ro MOJTHOW KOJOHOCKOTHH. BTOphiM MO wacToTe (OKO-
10 25%) npu CMT OblT pak MOYETIOJNIOBBIX OPraHOB
(pak Biaranuia, SMYHUKOB, YHAOMETPHS U T.1.). Pexe
npu CMT BBISIBISIIHCH 3710Ka4€CTBEHHBIE OITYyXOIH MO-
JIOYHOH KeJIe3bl, CHCTEMBbI KPOBH, TOJOBBI H ILIEH, JIET-
KHX, XKeJyaKa, HOIKEITyJOYHOH KeJle3bl U )KeTUEBbIBO-
JSIIUX [yTeH, MPUYeM IOYTH Yy TOJOBUHBI OOJIBHBIX
Obul0 OoJiee OAHOTO INEPBUYHOIO 3JI0KAYECTBEHHOTO
HOBOOOpa3zoBanus [7]. BaxxHo emie pa3 oTMETUTH, UTO,
HECMOTpPsSI Ha MHO>KE€CTBEHHBIE OYaru BUCIEPATBHOTO
paka, anst MHOTUX O0nbHBIX CMT ObITH XapakTepHBI
OTCYTCTBHE MPU3HAKOB METACTAa3UPOBAHUS U JJINTEIb-
HBIW TIEpUOJ] BEKUBAHUS MOCIE YIAJICHUS TEPBUYHON
omyxounu [1].

Kak 6wm10 mokazano, CMT xapakrepusyercs ayTo-
COMHO-/IOMHHAHTHBIM THIIOM HAcJEJOBaHWUS U CBSI3aH
¢ MyTanusMu B reHax cuctemsl permaparmu JJHK (cu-
crema MMR). HauGonee yacto oOHapyKHBalOT MyTa-
uuu reHoB AMSH?2 (xpomocoma 2pl6), ANLHI(3p21),
hPMSI w hPMS2 (2g31 u 7gll), npuBonsmue K He-
CTaOMJIBHOCTH MHUKPOCATEJUTUTHBIX — ITOCJIEA0BATEIb-
HOCTEH, YTO MOXET CIOCOOCTBOBATH BO3HHKHOBEHHUIO
OMyXOJeil KOKM U BHYTpEeHHUX opraHoB [4]. IlosTomy
ckpuauHT Ha CMT 3a pyOexoM OCYIIECTBISIOT IMyTeM
MMMYHOTHCTOXHMHYECKOTO FHCCIIEIOBAHUS OMOMNTATOB
KA un omyxoseii canpbIX xene3 Ha MSH- u MLH1-
okpammuBanue [4]. Kpome TOro, BaKHO MpPOBEACHHE
CKPUHUHTA, HANpPaBICHHOTO Ha WICHTU(HUKALHUIO ce-

Puc. 2. Tor xe 00abHOIMK MHOXECTBEH-
HBIE aJICHOMBI CaJIbHBIX JKeJIe3 B 00JIACTH IEKH
B BHJIC JKEJITO-PO30BbIX y3€JIKOB C IIEPOXOBATOM
MOBEPXHOCTHIO.

Puc. 3. Tot e 060ubHOI. AneHokapuuHOMa
TOJICTOM KUIIKK. ['ucTonornyeckas kapruna. Okpa-
CcKa reMaTOKCUJIMHOM U 303uHOM. YB. 200.

MEH, Y WIEHOB KOTOPBIX MMEETCs IOBBIIICHHBIA PHCK
MHOKECTBEHHOI'O IIEPBUYHOIO BUCLEPAIBHOIO paKa.
BecbMma nonesen u ckpuHuHr Ha CMT GONBHBIX MOJH-
M030M IHUILEBApUTEIBHOTO TPAKTA, a TAKKe 00cIe10Ba-
Hue 00bHBIX KA Ha omyXxoim canbHBIX KeJes.

IIpuBonuM ximHWYeckoe HaOmomenne CMT, mua-
THOCTHKA KOTOPOTO CITIOCOOCTBOBAajia paHHEMY BBISBIIE-
HUIO aCCOLIMMPOBAHHOTIO C HUM NEPBUYHO-MHOXKECTBEH-
HOTO BUCLIEPAJIBHOTO PaKa.

Bonsuoi II., 51 rox, xurear MOCKOBCKOI 001acTH,
cTpoutens. boneH okoio 3 Mec, Korzia Ha KOKe Thljla TIPaBOH
KHCTH TTOSIBHJICST Y3€JIOK pa3MepoM ¢ OyJIaBOUHYIO TOJIOBKY,
KOTOPBIH cTaJl OBICTPO PacTH U B TEUEHUE 2 MEC JOCTUT MaK-
CHUMaJbHBIX pa3mepoB. [1o aTomy noBoay obparuiics K aep-
MaTOJIOTy 0 MECTY JKUTEJIBCTBA U C MPENNOI0KHUTEIbHBIM
JIarHo30M 0a3aJIloMbI ObLT HAIIPaBJICH B OTACICHUE IepMa-
TOBEHEPOJIOTHH U JiepmaTroonkomornn MOHUKU.

Oxozo 20 et Ha3a epeHec OTepalyio Mo MOBOAY aje-
HOKapLUHOMBI npsAMoi kuiiku. Okono 3 neT Hazaj 3ame-
THWJI TIOABJICHUE Y3€JIKOB I[BETA 3I0POBOH KOXH JTHAMETPOM
1-2 MM Ha Jauie B 001acTH HW)KHUX BeK M IeK. [0 Hazan
nepeHec He(PIKTOMHIO IO MOBOLY NAMWILISIPHOTO paKa Jio-
XaHKH TTOYKH.

Obvexmusno. Ha TbuTe IpaBOil KMCTH PACIIONOKEH y3el
KynoJji000pa3Hoi (hOpMbI MIIOTHOIIACTUYECKOM KOHCUCTEH-
MU TUaMETPOM 2,5 CM C LIEHTpaJIbHOU IMCEeBIOSI3BOH, MO-
KpBITOM TJIOTHOW POroBOW KOPKOW B BHJE pOra BbICOTOM
1,5 cM, o nepudepun BaIHKOOOpa3Has 30HA, KOXKa Hall
HEH pacTsAHyTa, CEpO-PO30BOTO IIBETA C TEICAHTUIKTAZUIMHU
(puc. 1). B obnactu BepxHei 9acTh MEK JUCCEMUHUPOBAH-
HO PacIoI0KEHHBIE JKEJITO-PO30BbIE Y3EIIKH C LIEPOXOBATON
MTOBEPXHOCTBIO IUAMETPOM 3—6 MM, YETKO OTTpaHUYEHHbIE
OT OKpY’Karolei koxu (puc. 2).

Ha ocHoBaHuM NaHHBIX aHaMHe3a (MIEPEHECEHHBIH pak
BHYTPEHHHUX OPraHoOB) M KIMHUYecKoil kapTuHsl (KA, MHO-
JKECTBCHHAsI aJIcHOMa CaJIbHBIX jkeie3) OONbHOMY ITOCTaB-
JIeH NpeaBapUTelIbHbIA IuarHo3 cunapoma Mroup—Toppe.
B cBa3u ¢ 3THM OBLIO 3alIaHUPOBAHO OOCIIEOBAHUE JUIS
HCKJTIOUEHUS] OHKOJIOTHYECKOH MaToJIOTHH BHYTPEHHUX Op-
TaHOB.

JlaGopatopHbIe JaHHBIC: OOMIMK aHAIU3 KPOBU M MOYH
0e3 narosoruii, ananussl kposu Ha RW, BUY u HBsAg ot1-
punarensbHble. buoxuMudeckuil aHaau3 KpoBH: OMInpyOuH

10



Ne 3, 2014

HenpsiMoit 10 MKMOJIB/JI, XoJeCTepuH 5,6 MOoib/, o0uuit
Oenok 74 t/m, Tumosnosas npoda 1,2 EJI, mioko3a kpoBu
5,8 mmonb/n, AJIT 14 EJl/n, ACT 18 EJI/n, menounas ¢oc-
(haraza 45 E/I/n, xonunacrepaza 12 083 EJI/n. Pesynbrars
KOJIOHOCKOITMH: B CPEJHEN TPETH HUCXOSILETO OT/IeNa TOJI-
CTOM KHIIKM BBIsABIEHa yMepeHHoAu(pdepeHupoBaHHas
ajieHoKapiuHoma (puc. 3).

Takum 00pa3oM, MbI TIONTBEPAMIIM TUATHO3 CHHIPOMA
Mioup—Toppe, mnposiBuBLierocss poroBoil KA, anenomoii
CaJIbHBIX JKelle3, aJleHOKApPLIUHOMO TOJICTOM KHILIKH, KOTO-
past B JanpHelineM Obuia yganeHa B MOCKOBCKOM o0act-
HOM OHKOJIOTHYECKOM HCIIaHCepe.

B npouecce nuHamMuveckoro HaOMOneHHs dyepes3 2 roja
OBUI BBISIBIICH paK JKEIyIIKa.

Jleuenne KA mpoBouii OKOIIO0YArOBBIMH HHBEKIIUSMH
peadepona (uarepdepona-a2b) o 1,5 mia ME uepe3s nens,
Ha Kypc 9 MHBEKIMH, 4TO IpUBEJIO Yepe3 | Mec K MOIHOMY
KITMHAYECKOMY Perpeccy HoBOOOpa3oBaHHMS.

BonbHOI HaxoquTCs MOA TUHAMUYECKUM HaOIIOICHUEM
y JIepMarojiora U OHKOJIOTA 0 MECTY JKUTelbcTBa. Uepes 2
rojla OT Hadaja ero MpoBeleHHs ObUT aKTHBHO BBISBICH H
YCIIEIIHO U3JIe4eH XUPYPrUUeCKH paK JKelyuKa.

JlaHHBIH ciTy4ali yKa3bIBaeT Ha BAXKHOCTH BBISIBICHUS
y 0onbHBIX KA omyXosel calbHbIX Kele3 U MOITBePK-
JTaeT CPaBHHUTEIHLHO ONaronpusTHoe TeueHue (0e3 MeTa-
CTa30B) BUCIepabHOTO paka mpu CMT.
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