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IIpencraien 0030p JuTepaTypbl, NOCBAMIEHHbIH Kiaccudukamun, MopgoJorni, THCTOTeHe3y U KINHUIECKOMY Te4eHHI0
II9Kowm. [IDKombl — penkas rpynmna Me3eHXHMAJIbHBIX OIyXO0Jieii, KOTOPble MOCTPOEHBI U3 MEePUBACKYISIPHBIX JMUTEIHO-
WIHBIX KJIETOK C /IBOIHOI — MbIIIeYHOi 1 MesaHomuTapuoi — auddepennuposkoii. K rpynme IIDKowm oTHocsTcs pa3nbie
10 JIOKAIN3AI1H U KINHAYECKOMY T€U4EHHIO OIMyX0JIH MOY€EK, MeYeHH, JETKNX, MATKH, MATKUX TKAHel KOHEYHOCTEil 1 KOKH.
Ionasasomas yacts [IDKom — noo6pokayecTBennsie omyxosu. /Iuarno3 [IDKomsl Bo3MokKeH TOIbKO mocJie MOpdoioru-
YeCKOr0 MCCJIeIOBAHNS OHONTATA OMYXO0JIH C MPIMEHEHHEM CIIENUATIbHBIX METO/I0B HCCJIEIOBAHUS — HMMYHOMOP(OJIOTUY 1
3JeKTpoHHoi Mukpockonnu. Knaccudukanus [I1DKom nocut Tonorpaduueckuii xapakrep. [ucrorenes [IDKom u kpurepun
3JI0KA9eCTBEHHOCTH 3THX OIyX0JIeil 0cTalTcs HesicHbIMH. Q0CYyKIAI0TCA KIMHAKO-Mopdoaormueckne ocodeHnocT [IIDKom

PAa3HOI JIOKAJIU3ALUH.

Onpenenenue

CornacHo omnpeneneHuio skcrnepToB BO3, [TDKo-
MBIl — BTO Me€3€HXMMaJIbHbIe OMYXOJU, MOCTPOCH-
HBIE U3 MEePUBACKYJISIPHBIX STUTEIMOUIHBIX KJIECTOK
(Perivascular Epitheliod Cell, PEC), xoTopble nMeioT
0CcOObIe YJIBTPACTPYKTYPHbIE U UMMYHOMOP(OJIOTH-
yeckue npusHaku [9]. [IDKoma — coOupaTelbHBINI
TePMUH, KOTOPBIM 0003HAYalOT CEMENCTBO OMYXOJIEH,
BKJIIOUalollee B ce0s1 Takue pasHble B KIMHUYECKOM
OTHOIIIEHUU OMYXOJIM, KaK aHTMOMUOJIUIIOMY TTOUYEK
U TIeYeHU, CBETIOKJIIETOUHYIO («CaXapHYIO») OITYXOJIb
JIETKOTO, JUM(paHTUOJIeHOMUOMATO3 JIETKUX, CBETJIO-
KJIETOUHbIE MUOMEaHOIIUTapHbIE OTMYXOJU MaTKH,
TIOJIKEJTYIOYHOM XKEJIE3bl, MITKUX TKAHE KOHEYHOCTEN
1 Koxu 1 Jip. [T9KoMbI — cpaBHUTETLHO HOBOE ceMeiic-
TBO omyxoJieit. DkcrepTsl BO3 Beimenuau [19KomMbr B
CaMOCTOSITEIbHYIO HO30JI0TUUECKYIO IpyTIy B «[UcTO-
JIOTMYECKON Kiaccu(UKaLMU OIyXoJei MSTKUX TKa-
Heit» Tosibko B 2002 1. [9]. [TDKoMmbI 1impoKo npeacTas-
JIEHbI B TKaHSIX YeJIOBEKa: 3a UCKJIIOUEHUEM TOJIOBHOTO U
CITMHHOTO MO3ra 1 X 000JI0YEeK HET HU OJTHOTO OpraHa,
B KOTOPOM He pa3BuBajuch Ob1 [ITDKoMBbI.

Uctopus otkpbiTus [IDKom u ux mecto
B FTMCTOJIOTMYECKO KiaaccupUKanuu onyxoJiei

DNUTEIMOUIHbBIE KIETKU B CTEHKaX COCyI0B — IIPO-
o6pa3 NEPUBACKYJIAPHLIX SIMUTCINONIHBIX KJICTOK B
COBPEMECHHOM ITOHUMAHUU — ObLIN BIICPBLIC OINMMCAaHbI

Adpec 0as kKoppecnondenyuuy
bauszniokos O.I1.
E-mail: Blisnukov@mail.ru

aBcTpuiickuM natonorom Karl Apitz B8 1943 1. [2].
B aprepuonax aHrMMUOJUIIOMBI TTOYKH OH OOHapy-
KWJT CKOTIEHMS STTUTETNOMIHBIX KJIETOK CO CBETIION
LIMTOIIa3MOM M OBaJIbHBIMU stapamu (puc. 1). Kiretku
He UMeIu MOP(MOIOTHYECKOTO CXOACTBA C TJIaIKOMBbI-
IIeYHBIMU KJIETKAMU CTEHKHU COCYIa U He OBbIITN SHI0-
TeJnaabHBIMU KileTKaMu. CUnTast, YTO OTKPHIJ HOBBINA
KJlacc Me3eHXUMasIbHbIX KJeTok, K. Apitz 0003Haum1 nx
KaK «aTUITHYHbIE MUOOJIacThI» cocynoB. [1o3nHee cTaro
TOHSTHO, YTO «aTUITMYHbIE MUOOIACThI» — OITyXOJIEBBIE

Puc. 1. Dnuremonanbie KIETKH CO CBETION HUTOIIA3MOI B MbI-
HIEYHOIT 000JI0YKe APTEPHO.Ibl. AHTHOMHOIMIOMA NOYKK. OKpacka
reMaTOKCHJIMHOM ¥ 903MHOM. YBemyenue x400
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CapKoMBbI MITKUX TKaHei

KJIETKHW, XapaKTepHbIe JJISI COCYTOB aHTMOMUOJUIIOM
noyek. OnucaHue «aTUIMUYHBIX MUOOJIACTOB» COCYI0B
J1aJio TOJTYOK 1St (hOPMUPOBAHUSI COBPEMEHHOM KOH-
LIETIIIMU OTyXOJIeW M3 MePUBACKYJISIPHBIX MUTEINO-
WUIHBIX KJIETOK.

CyuiecTBoBaHME 0cOoOOTo ceMelcTBa onmyxoJsei
U3 MEePUBACKYISIPHBIX SMUTETUOUIHBIX KJIETOK ObLIO
MpenoKeHO MaToJOroM M3 KJIMHUKW YHUBEpCUTETA
r. Bepona (Mranus) Franco Bonetti [3]. OH nepBbIii
0o0paTu BHUMaHUE Ha TO, YTO TaKWe pa3HbIe, C TOUKHU
3peHUsI KITMHUKU, Ho30J10rnyeckue (hopmbl, Kak aHTMO-
MMOJIMTIOMA TOYKHU M CBETJOKJIETOUHAs («caxapHasi»)
OITyXOJIb JIETKOTO, UMEIOT HECOMHEHHOE MOP(OIOTH-
yeckoe cXoJacTBO. OHU COCTOSAT M3 DMUTEITUOUITHBIX
KJIETOK CO CBETJIOM LIUTOILIa3MO 1 MOHOMOP(HBIMU
KPYIJIBIMU s1IpaMy ¢ HU3KOM MUTOTUYECKOI aKTUBHOC-
ThIO. B IMTOIIIa3Me KJIETOK TUX OITyXO0JIeii OOHapyKeHa
9KCIIPECCHsI aHTUTEHOB KaK MbIILIEUHOH (aKTUHBI), TaK
u MenaHouutapHoit (HMB-45) nuddepennupoBku.
Knerku, coueraroniue B cebe CBONCTBA MbIIIIEUHbBIX KJle-
TOK M MEJIAaHOLIMTOB, MOJYYMIM Ha3BaHUE MEPUBACKY-
JISPHBIX AMUTETUOUIHBIX KJeTOK. [To Ha3BaHUIO KJIETOK
ObBLI0 0003HAUYEHO ceMeicTBO omyxoiein — [IDKoMbl.
M3 nepuBacKyJaSIpHBIX 3MUTEIUOUIHBIX KJIETOK, 1O
MmHeHMio F. Bonetti, mocTpoeHbI BCe OITyX0JIn CeMelc-
t8a [1DKoM, BHE 3aBUCMMOCTH OT MX JTOKAJIM3aIUN 1
MoTeHIMaa 3J10Ka4YeCTBEHHOCTHU. BriepBble TepMUH
J19Koma» ucronb3opan G. Zamboni B 1996 1. it 0603-
HauyeHUs JOOPOKAUECTBEHHOM OIMyXOJIM MOIKETYI0YHON
JKeJie3bl, IOCTPOEHHOM M3 3MUTETMOUAHBIX KJIETOK CO
CBETJIOM IIMTOILIa3MOM, B KOTOPBIX ObUIa OOHapyXkeHa
KO3KCITPECCHSI MAPKEPOB MbILLIEYHON U MeJIaHOLIUTap-
Hoit nuddepeHpoBku [28]. C TexX Top UCITOIb30BaHUE
tepmuHa «I[19KoMa» 1151 3TOro cemeiicTBa OmyxoJjei
MPOYHO BOIILJIO B TPAKTUKY MaTOJIOTOB.

KoHuenuus ornyxoJieil 3 nepuBacKyJIsipHbIX 31U~
TEJIMOUIHBIX KJIETOK BIIEpBbIe Oblia ONMyOJMKOBaHa
B xkypHaje American Journal of Surgical Pathology
B 1994 r. [4] u BbI3BaJIa MHOTO CIIOPOB, KOTOpbIE HE
MpeKpalalTcs U ceroaHs. [TaBHOE — COMHEHUIO O/~
Bepraercs CyIlleCTBOBAaHME CaMUX MEePUBACKYISPHBIX
SMUTEIMOUIHBIX KJIeTOK. JleJlo B TOM, 4TO, HECMOTpSI
Ha MMeIolIMecs] B pacrnopsiKeHUU Mop(osoroB MHO-
TOYMCJIEHHBIE CIelMaIbHble METOMIbl MCCIIeNOBaAHUS,
MepUBACKYJISIPHbIE SMUTEINOUIHbIE KJIETKU TaK U He
OBLIM OOHAPYXXEHBI B HEOITYXOJIEBBIX (HOPMAaIbHBIX)
tKaHsx. ITo atoit mpuunne mecto I1DKowm B «Iuctomo-
TMYeCcKOl KilacCu(UKaIK OIMyX0JIei MITKIX TKaHe»
(JImon, 2002) He ornpeAeeHO — OHU OTHECEHBI B TPYITITY
OITyXoJieil ¢ HesicHO# auddepeHIrpoBKoi (tumors of
uncertain differentiation) [9].

IMomo6nHo ITDKoMam, 111 MHOTUX ME3eHXMMAJTbHBIX
OITyXOJIel ¢ AIUTEeNINOUaHON nrudGepeHIMPOBKON He
OOHAapYXeHbI KJIETKU, KOTOpPbIE SIBJISIOTCS MX aHaI0-
raMy Wiu TMCTOTeHETUYECKUMU MPeIlleCTBEHHUKaMU
B HEOIyXoJeBbIX TKaHsx. K ynciy takux omyxosei
OTHOCSITCSI YaCTO BCTpeyarolecs: CHFHOBUaJIbHasI cap-

KOMa, SIUTEINOUIHAS U CBETIOKJIETOYHASI CAaPKOMBI,
aJIbBEOJIIPHAsI capKoMa MSITKUX TKaHei. Tot ¢axr, uto
TUCTOJIOTUYECKUI aHAJIOT KJIETOK OITYXOJIM B HOpMaJlb-
HBIX TKAHSIX He 00HApyKeH, — He TTOBOJ, IS OTPULIa-
HUs CYIIECTBOBaHUS ceMeiicTBa oryxojieii. OH JIUIIb
03HAYAEeT, YTO MBI HE TOHMMAaeM I'MCTOTeHe3a OITyXoJeit
aToro cemeiicTpa. Kak cieayer Ha3bIBaTh KJIETKY, KOTO-
past SIBJISIETCS CTPYKTYPHOM eIUHULIEH MU POAOHAYATb-
HULIEH OITyXOJIEH 3TOr0 CeMeICTBA — MEPUBACKYJISIPHOM
SIUTETMONIHOM KJIETKOM WM KaK-TO MHaUe, — BOIIPOC
JIJ1s1 OOCYKIEHMSI.

Knaccudukanusa

CeroniHs1 He CyllIecTBYeT MOP(hOJIOrnUecKoi (ruc-
ToreHeTuuyeckoi) kiaccupukamuu [18Kowm, koTopas
yUUThIBaJIa Obl KJIETOUHBIN COCTaB WM MOTEHLIMAI
3JI0KaueCTBEHHOCTHU 3TUX onyxoseit. Kitaccudukanus
IID5Kom HOCUT TOTTOrpadmuecKuii XapakTep U OCHO-
BaHa MCKJIIOUMTEJIbHO Ha JIOKAJIM3allUMH1 y3J1a OTyXOJIu
(tab6:a. 1). HerpynHo BuaeTs, uto TepMuHOM «I 1D Koma»
0003HaYaloT OMYyXO0J1, KOTOPbIE UMEIOT pa3HYIO JIOKa-
JIN3A1MIO U pa3HbI MOTeHLIMAN 37I0KaueCTBEHHOCTH.

Tunuunvimu I1OKomamu (PEComas, not otherwise
specified) 0603HaYalOT OMYXOJU U3 BMUTETMOUTHBIX
KJIETOK CO CBETJIOW LIMTOIJIa3MOM, JIOKAIMU3YIOIIuecs
B CTEHKaX MOYETIOJIOBBEIX OpTraHOB, Xeje3aX, KoxXe,
MSTKUX TKaHAX U KocTsax [9]. Tunununbie [TDKombr —
penkue ornyxonu; K 2009 r. B aHMI0S1I3bIYHOM JIUTEpa-
Type MpuBeIeHO MOP(OIOTUUYECKOe OTTUCAHNE OKOJIO
80 ciyyaeB TunmmuHbIX [19KoMm. I[IDKowmbr novek, ne-
YeHu N Ae2KuX N3BECTHHI JaBHO, BCTpEYalOTCs 3HAUM-

Taomuna 1. Knaccudukanus omyxoJieii u3 nepuBacKyJIsipHbIX
anuTenouaHbIX KieTok (ITDKom)

ITouku
Aneuomuoaunoma, eapuanmeol:
KJ1accuyeckast
SMUTEIMOUTHAS
KHCTO3HAas
OHKOLIMUTapHast
BHYTPUKITyOOUKOBast
MMKpOramapTomMa
Jlumgpaneuomuomamos noueurvix yauiex
ITeuenn
InumenuouorHas aHeUOMUOAUNOMA
Ceemaoknemounas MUoMeAaHOYUMapHas onyxons
KpYeaoll U cepnosuoHoll C8s30K ne4eHu
Jlerkue
Ceem.noxnemounas («caxapHas») onyxonw
Jlumehaneuoneitomuomamos neekux
Marka, Biarajmiie, MO4Y€eBOii ITy3bIpb, MOIKETyT0YHAS
U MpejicTaTebHas XKeJie3bl, MArKie TKAHU U KOXKA KOHEYHOC-
Teil, KJIeTYATKA OOJIBIIOT0 CAIBHIKA W MAJIOTO Ta3a,
OpbDKeiKa TOHKOI KUIIKH
119 Koma, munuunbeiii eapuanm cmpoenus, 006poKavecm-
6eHHas
11D Koma, munuynboiii 6apuanm cmpoenus, 310Ka4ecmeeH-
HasA UAU ¢ HeonpeoeneHHbIM NOMEHYUAN0M 310KAHeCmEeH-
Hocmu
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IO Komsbr: OITYXOJIM U3 NEPUBACKYJIAPHBIX SIUTEINOUIHBIX KIIETOK

TeJbHO Yallle ¥ B TUCTOJOTMYECKON KiacCU(UKAIINT
OITyXOJIel pacCMaTpMBAIOTCSI KaK CaMOCTOSITEJIbHBIE
HO30JIOTHYEeCKIE (POPMBI, TIPOIIIE TOBOPST, UMEIOT «CO0C-
TBEHHBIE MMECHA».

K rakomy paznmenenuio I19Kom nmerorcs omnpene-
JIEHHBIC MCTOPUYECKIE TIPEAITOCHUTKA. AHTUOMUOIH -
roMa 1ouku ormucada J. Grawitz cto jer Hazag, B 1909 r.
(uutata 1o [7]). CerogHs OIMMCaHO CBBIIIE THICSYN
AHTMOMMOJIMIIOM TI0UeK. B ImMMpPOKOM cMEBIcTe Bce
TO, 4TO MBI 3HaeM o Ouojorun [I19Kowm, usydyeHo Ha
AHTUOMHUOJIUIIOME TTOYKH, KOTOPAas SIBIISICTCS YHUBEP-
CaJlbHOM MOJEJNbIO IJISI OMYXOJIel 3TOro CeMelncCTBa.
To xe caMmoe MOKHO CKa3aTh O YacTO BCTPEUYAIOIIMXCS
CBETJIOKJIETOUHOM («CaxapHOI») OMYyXOJU JIETKOTO
(onmcanue caemano A. Liebow B 1963 1.), snurenno-
WIHON aHTUOMUOJIUTIOME TIeYeHHU (OIMMCaHue CAeaHO
K. Ishak B 1976 1.) u tTuMmanTHONICIOMIOMATO3€E JTIETKUX
(ommucanwue caenado B. Dawson B 1968 1n).

Mopdonorus

I[TDKoMmbI TOCTpOEHBI 13 KJIETOK ABYX TUIIOB — 3II1-
TEJMOUJIHBIX U BepeTeHooOpa3HbIX (puc. 2). CooTHO-
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Puc. 2. Dnmrenmonanbie u BepeTeHoo0pa3Hbie KiaeTkun I1DKombl
MaTKu. OKpacka reMaTOKCHJIMHOM M 303MHOM. YBejmueHue x400

IIeHWE BMUTEIMOUTHBIX U BEPETEHOOOPA3HBIX KJIETOK
B coctaBe [1DKom moxkeT ObITh pa3HbIM. CyIIeCTBYIOT
kpaitHue BapuaHTbl [IDKoMm, mocTpoeHHbIE UCKITIO-
YUTEJbHO U3 AMUTEIUOUIHBIX WJIU BEpETEHOOOPa3HbIX
KJIETOK; Yallle BCTpeYyaloTCsl BApUaHThl, MTpeACTaBIeH-
HbI€ UX COYETAHUEM.

OMUTETMOUIHbIE KJIETKU UMEIOT TTOJIUTOHATbHYIO
(hopmy, cBeTITYI0 WK CI1a00 03MHOMUIBHYIO IIUTOILIA3-
My, KPYTJIOE SIIPO € IEKOHAEHCUPOBAHHBIM XPOMATUHOM
U gapbeiikoM (puc. 2). OHM GOpPMUPYIOT COJIUIHBIE
IUTACTHl WK OCTpOBKU («zellballen»), pasmesieHHBIE
npocioiikamu (prUOpPO3HOI TKaHU WU, pexe — Ilese-

BUIHBIMM KalWJIIpaMu. B 1uroruiasMe smmuTenno-
WIHBIX KJIETOK MMEIOTCS pacIIMpeHHBIE IIUCTEPHBI
TPaHyJISIPHOTO 3HIOILIa3MaTUYECKOTO PETHKYIyMa,
JIN30COMBI, TTMHOLMTO3HBIC ITy3bIPbKU 1 B OOJIBIIIOM
KOJIMYECTBE — TPaHYJBl TIIMKOTeHA. DIUTSINONIHBIC
kietky [1D KoM umeroT ynbTpacTpyKTypHbIE IPU3HAKK
MenaHoIUTapHOK AU hepeHLIMPOBKU: B LIMTOILIa3Me
STUX KJIETOK 00OHAPYKEeHBI IIPeMeIaHOCOMEI (pHcC. 3).

Puc. 3. Ilpemenanocompl B KieTkax I1DKombl MaTKu.
VYeeauuenue x16 000

TTpemesiaHOCOMBI — 9TO SJUTMIITUYECKUE OPTAHEIIbI,
OKpYXEHHbIE OTHOCIONHO MeMOpaHOI1 1 coepKalire
KOpOTKHE (DUTAMEHTbl TUPO3UHA3bl U TPAHYISPHBINA
maTpukc. [TpeMeaHOCOMBI OTpaXkaloT paHHUE CTaAuN
auddepeHurpoBku MeaaHocoM (craguu I u I mena-
HOCOM) U B OTJIMYME OT 3PEJIbIX METAHOCOM HE UMEIOT
rpaHyJl MeJaHuHA.

BeperenoobpaszHbie kineTku [1DKom nmeroT 303uHo-
(buabHYIO LIMTOIIA3MY M OBaJIbHbIE s1pa C A€KOHIEHCH-
pOBaHHBIM XpoMaTUHOM (puc. 2). Kitetku popMupyoT
MNpsiMble MYYKU, pa3ieeHHble TOHKUMU MPOCIOMKaMu
(pubpo3HOI TKAaHU, WX My(GTOOOpPa3HbIE CKOILICHUS
BOKpYT cocynoB. BepereHooOpa3Hbie KieTku [1DKom
UMEIOT YJIbTPACTPYKTYpHbIE MPU3HAKU MbILIEYHOM
InddepeHIMPOBKY: B LUTOIIa3Me 3TUX KJIETOK 00-
HapyxXeHbl (hUJaMEeHThl aKTUHA, IJIOTHbIE Tejblia U
(parmeHTHl 0a3aabHON MEeMOpaHbI Ha MOBEPXHOCTU
KJ1eTOK (puc. 4). Tak ke KakK B SIIUTEINOUIHBIX KJIETKaX,
B BEpETEHOOOPa3HbIX KJIETKAX aHTMOMUOJUIIOM MOYeK
oOHapyxKeHbI npeMeiaaHocoMbl. B coctaBe [1OKoMm
UMEIOTCSI HEMHOTOUMCIEHHbIE KIETKU MPOMEXYTOU-
HOTO THUMa, YJABTPACTPYKTYpa KOTOPbIX HE MO3BOJISIET
YBEPEHHO OTHECTU UX HU K BMUTEJIUOUIHBIM, HU K
BEPETEHOOOPa3HBIM KJIETKAM.

HNmmynomopdosorus

JaHHBIe MMYHOMOP(OJIOTTIECKIX MCCIeIOBaHIT
COTJIACYIOTCS C JAHHBIMU YIBTPACTPYKTYPHOTO aHATI3a,
KOTOPBIE TOBOPST O TOM, UTO KaK STTUTETMOMIHBIC KITeT-

CapKOMBI KOCTei, MIATKUX TKaHEel 1 OImyxoJm Koxku No 2—2010

41



CapKOMBI MSITKMX TKaHei

Puc. 4. ITyuku MUKPoGHUIAMEHTOB AKTHHA M ILIOTHBIE TeJbIA B
kiaetkax I[IDKombl maTku. Yeeanyenue x10 000

KM, TaK M BepeTeHOOOpa3HbIe KJIETKU OIMyXoJielt ceMeli-
crBa PECoMm uMeroT npu3Haku ABOMHOM — MBIILIEUHOM
U MeJIaHOLUUTApHOI — Aud(epeHIIUPOBKH.

MpimeuHast nuddepeHunpoBka Kietok [TBKom
OblIa OOHapyKeHa C ITOMOIIbI0 MOHOKJIOHAJIbHBIX
aHTUTEJ K MUKpOoGUIaMEHTaM, yIaCTBYIOILIIMM B COKpa-
LIEHWU KJeTOK, — o, y-akTuHaMm (HHF-35), a-aktuny
raakux MUOIIMTOB (1A4) 1 6eKaM HaAMOJIEKYISIPHBIX
KoMIuieKkcoB — gecMuHy (D33) u kannonuny (CALP).
MenanouurapHas nuddepeHpoBKa Kiretok [19Kom
ObL1a MPOJEMOHCTPHUPOBaAHA ¢ MOMOIIBIO MOHOKJIO-
HaJIbHBIX aHTUTE K aHTUreHaM MejaHocoM — gpl00
(HMB-45 u HMB-50), A103 (Melan-A), antureHam
TJ1a3MaTU4IeCcKoil MeMOpaHbI KiieToK mesaHoMm NKI/C3
(CD63), 6ekaM 3HAOTUIA3MAaTHYECKOTO PETHKYJyMa
(TuposuHaza, ME491) u TpaHCKpUTILIMOHHOMY (DaKTOpy
(MiTF), mpu 3TOM MpOUCXOAUT OKpallliBaHUE LIUTOII-
JIa3Mbl KJIETOK OMyXoJiu (puc. 5).

Puc. 5. Okcnpeccus HMB-45 (gp100) B anuTe TMOMIHBIX KJI€TKAX
D Komb matku. [Tepokcunasa. Yeennuenne x400

HeBo3moxxHO onrcaTth C10BaMU BCe MHOT0o0pasue
BapUaHTOB SKCIIPECCUN aHTUTEHOB MBIIIEUHON U Me-
JlaHouMTapHou nudepeHInpoBKH B KieTkax [ID KoM,
MMOJTYYEHHBIX Pa3HBIMU UCCIIeAOBaTeIIMA. Pe3ynbraThl
SKCIIPECCUU MBIIIEUHBIX ¥ MEJIAHOLIMTAPHBIX MAaPKEPOB

B kieTkax [19Kom maTku oTpaxkeHsl B Tada. 2 [27].

Ta6mumna 2. DKcnpeccusi aHTUTEHOB MBIIEYHOIA
U MeJIaHonuTapHoii 1uddepennnposku B KieTkax IIDKom

Matku [27]
KonuruecTBo OKpallleHHbIX KJIETOK
AHTHUTEH [T9Kom
OnureanonaHbie | BepereHooOpas-
ket (%) Hble kieTku (%)
HMB-45 100 100
Melan-A 100 50
0.-aKTUH 50 100
TECMUH 0 75

HenpononxureibHoe BpeMs MEJaHOLUTAPHYIO
nuddepeHIupoBKY KiaeTok IIDKowm monsepraiu
comHenmto. Cuntanu, uyto B kierkax PECom nmMmeer-
csl epeKpecTHOe (JT0KHOMO3UTUBHOE) CBI3bIBAHME
MOHOKJIOHaJIbHBbIX aHTUTeN HMB-45 u Melan-A c
HEKUMU He-MeJaHOCOMHBIMM aHTUreHaMu. OJHaKO
0o0HapyXeHHE C MOMOIIbI0O METOAOB MOJEKYJISIPHOM
reHeTuku TpackpuntoB MPHK 6enkoB gp100 (aHTUreH
a1t HMB-45), A103 (anturen miist Melan-A) u MiTF-A
B KJIETKaX aHTMOMUOJMUIOMBI MOYKM OKOHYATEJIbHO
JI0KAa3aJ10 UCTUHHBIN XapaKTep MeJTaHOLMTapHOI 1~
¢epenLmpoBku kiaeTok [IDKowm [14].

B 3akiiouenue pasnena, MocBsIeHHOTO UMMYHO-
Mopdoiioruu IT9KowMm, cienyer oTMeTUTh OaHaJIbHBIM,
HO BaxKHBIH (paKT: KJIETKU 3THUX OITyX0JIe UMEIOT ME3EH-
XUMaJIbHOE IPOUCXOXKIEHUE — U B BEPETEHOOOPa3HBIX,
U B anuTeaMouaHbIX KieTkax [TDKom oOHapyxeHa
9KCIpeccusi BUMEHTHHA. B oTyinume oT anuTemaibHbIX
oryxosieit u MmejaaHoM B KiieTkax ITD KoM He oOHapyxe-
Ha 3Kcmpeccus HuToKepaTuHoB U 6enka S100.

Ticrorenes

B HacTosIIee BpeMs HET eTMHOTO MHEHMST O TUCTO-
reHese [I9Kom — oKkoHYATEIbHO YCTAHOBJIEHO TOJIBKO
TO, YTO 3TO OIYXOJIU ME3EHXMMAJTbHOTO TTPOMCXOKIE-
Hus. [J1aBHOM TpyIHOCTBIO B ONpeieIEHUU TMCTOTeHEe -
3a [I9Kowm siBiseTcs To, UTO HEe OOHAPYKEHbI KJIETKH,
KOTOPHIE SIBJISIIOTCS aHAJIOTaMU TIEPUBACKYISIPHBIX STTH -
TETMOMIHBIX KJIETOK 1, COOTBETCTBEHHO, TIPEIIIIECTBEH-
Hukamu [I9Kowm B HeonmyxoseBbIx TKaHsIX. Kpome Toro,
CUTyallMIO 3alyThiBaeT ABOIHAs augdepeHInpoOBKa
kieTok [TDKoM — MblllieyHas U MeaaHOLUTapHas.

MenanoimrapHas inbdeperiponka Kietok [T Kom
HOCHUT He3aBepIIeHHBI XapakTep: (GOpMUPOBaAHUS
3peJibix MejlaHocoM B KileTkax [T9Kowm He mpoucxo-
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IUT — ux quddepeHIMpoBKa OCTaHABIMBAETCS Ha CTa-
Iuu ipeMesiaHocoM. 1o aToit mpuurHe B LUTOIIa3Me
kieTok [IDKowm He mporcxoauT npoayKuuyu U HaKOII-
JIEHUS MeJIaHWHA — MUTMEHTA 3PeJIbIX MEJTaHOLIMTOB.

Cy1iecTByeT eIlie HECKOJIBKO «CMEIITaHHBIX» OTTYX0-
JIeil, B KOTOpbIX MeJlaHoLUTapHas auddepeHIIupoBKa
SBJSIETCS OJHUM M3 IBYX HallpaBJIeHUU pa3BUTHUS
OITyXOJIEBBIX KJIeTOK. K UX 4ucay OTHOCSTCS MeJaHO-
TUYECKasi MporoHoMa (MejJlaHOTUYeCKasi HEUPOIKTO-
JiepMajibHasl OMyXOJib MJIaIeHIIeB), MeJlaHOTUYecKast
IIBAHHOMA, CBETJIOKJIETOUHAS cCapKoMa, MeJaHOTUYeC-
Kas MeaysutobjlacToMa M MMrMeHTHasl Heiipobiiactoma.
ITpumeuatesibHO, YTO BCE ITU OITyXOJIU UMEIOT HEHPOIK-
TomepMalibHOE mpoucxoxaeHue. [1ogo0Ho 1M, BO3MOXK-
HBIM MCTOYHMKOM pa3Butus [I9Kowm cuurator Henud-
(hepeHLIMPOBaHHbIE KJIETKU HEPBHOTO IpedeliKa.

Heiipoanurenuit HEpBHOIO rpedeIiKa MOJIMIIOTeH-
T€H, CIIOCO0EH K AUBEepPTreHTHOU AuddepeHInpoBKe
U UMEET, TaKUM 00pa3oM, CBOMCTBA 3MOPUOHAIBbHBIX
CTBOJIOBBIX KJIETOK. B OHTOreHese KJIeTKM HEpBHOTO
rpebelnka malT Havyajo HelipoOyiacTaM M3 KOTOPBIX
I depeHUUPYIOTCs MU U HEMPOHBI BeTeTaTUBHOM
HEPBHOM CHCTEeMbI, CUMITaTOOIacTaM MO3TOBOTO CJIOSI
HaJIOYeYHUKOB, MeJIaHOOacTaM KOXU, IITBAHHOBCKUM
KJIeTKaM nepudepruyecknux HepBOB, HEMPOITUTETUIO
MMayTUHHOU 000JIOUKM MO3ra U «KpaHUAIbHOM 3KTOME-
3eHXMME», 3 KOTOPOI YaCTUYHO (POPMUPYIOTCS MITKHUE
TKaHU U CKeJIET rojloBbl. BO3MOXHO, UTO oryxoJieBast
TpaHchOopMalusl MOJUMOTEHTHBIX KJIETOK HEPBHOTO
rpedeiika npuBoauT K popmupoBanuio I1DKowm, kiet-
KW KOTOPBIX UMEIOT CMEILLIAHHYIO — MBILIEYHYIO U Me-
JIAHOLIUTapHYI0 — AU depeHIIUPOBKY.

JApyruM KaHIUJATOM Ha POJib KIETKU — MPeaIecT-
BeHHMKa [TD KoM SBSIIOTCS I1aIKOMBbIIIIEYHbIE KJIETKU
cocynoB. [unoresa o MbIILIEYHOM TMPOUCXOXKICHUU
kieTok [T9KoMm npencraBiser co00ii He UTO MHOE, KaK
peHeccaHc Bo33peHuil K. Apitz Ha rucToreHe3 3TUX
oryxoJei [2].

B 1911 . J. Grawitz nepBbIM 0OHapy>X1JI BBICOKYIO
4YacTOTYy BO3HUKHOBEHUS aHTMOMUOJUIIOM TOYEK y
0OJIbHBIX TyOEPO3HBIM CKJIepO30M (LmTaTa 1o [7]).
OOmKpHBIE SMUIAEMUOIOTMYECKUE UCCTeN0BAHUS
MOCEAYIOIIMX JIET TOKAa3aJ1, YTO TPUMEPHO MOJIOBUHA
aHrnomMuounom rnovyexk u [IDKom apyrux opraHoB Bo3-
HUKaeT B OpraHu3Me uyesioBeKa Clopaauiecku, BTopast
IOJIOBMHA — Y OOJIBHBIX TyOepO3HBIM CKJIepo3oM [12].

TyGepo3HbIii cKIepo3 — peaKo BCTpedaroleecs
BpOXJIEHHOE 3a00JIeBaHNE C QyTOCOMHO-TOMUHAHTHbBIM
TUIIOM HacJieAOBaHUs, MEPBble CUMIITOMbBI KOTOPOIO
MIPOSIBJISIIOTCS B Bo3pacTe 10 3 yieT. Ty0epo3HEbIii CKile-
po3 mnpeacTaBiasgeT cob0i CMOXHBINA KIMHUYECKU
KOMIIJIEKC, KOTOPbII BKJIIOYAET B C€0S1 CHHXPOHHOE
MopaxeHue HEPBHOU CUCTEMbI, KOXU U pa3BUTHUE Y
0OJIbHBIX OMyXO0Jiel, TAKMX KaK aHTMOMUOJUIIOMa
nouek, BHerroueuHble [IDKoMbl, TMmranTokiaeTouHas
acTpOLIMTOMA, pabIoMUOMa cepala, TuMbaHruoaeino-
MMOMATO3 U MOYEYHOKJIETOUHBIN paK.

TyGepo3HbIit CKIIep03 BO3HUKAET B PE3yIbTaTe My-
TallMy B OAHOM M3 ABYX reHoB — Tscl (9q34) wnm Tsc2
(16p13.3). MyTtanuu B 3TUX reHax 0OHapy>KEHbI BO BCEX
HacnencTBeHHBIX [1DKomax 1 B yacTH criopagmyecKux
I[TOKom. ITpoayKThl 3TUX TeHOB — OeJIKM raMapTuH
(Tscl) u Tyoepun (Tsc2) — y4yacTBYIOT B peryjsiuu
InpdepeHUUPOBKU U Npoiaudepaluy riaagKoMbl-
IIEYHBIX KJIETOK B COCY/Iax B OHTOTeHE3e, a TakKKe TIPU
nepecTpoiike COCyIOB B MOCTHATAJIbLHOM IEPUOJE.
bruto mokazaHo, yro myrauuu B reHax Tscl m Tsc2
MPUBOIST K MCKaXKEHUIO HOpMaIbHOI JuddepeHLIu-
POBKM TJIAAKOMBIIIEYHBIX KJIETOK B CTEHKAX COCY/I0B 1
BO3HUMKHOBEHMIO U3 HUX oIyXxoJieit cemeiicTBa [IDKom
[15]. TakuM oOpa3oM, HAXOAUT ITOATBEPXKIACHUE TUIIO-
Te3a o rpoucxoxaeHur I19KoM 13 MbIIIeYHBIX KIETOK
cTeHKH cocyna. CiabocTh «MbIIIEYHOW» KOHIIETIIIT
COCTOMUT B TOM, YTO OHA HE OOBSICHSIET, KaKUM o0Opa-
30M B kjeTkax [1DKowm mosBisiercs: MeaaHOLMTapHasI
auddepeHIpoOBKa.

KpuTepnu 1MarHocTHKH

Onyxonu cemerictBa [1DKowm He umerot cnietudu-
YEeCKMX KJIMHUYECKUX TpU3HaAKoB. Mopdosornyec-
KO€ MCCJIeIoOBaHUEe TKAHU OITYXOJIM, MOJYYEHHOM C
TTOMOIIIBIO UTOJILHOW MM MHUIM3MOHHON OMOIICHUH,
SIBJISIETCSI 00s13aTEIbHBIM 3TallOM KJIMHUYECKOTOo 00-
clieJoBaHUsI 0OJBHOTO.

Kpurepuu mopdomornueckoit nuarnoctuku [I1DKom
c(hOpMYTUPOBAHBI, COMIACHO PEKOMEHAALIUAM IKC-
neproB BO3, Ha oCHOBe JaHHBIX CBETOONTUYECKOTO,
UMMYHOMOP(HOJIOTUYECKOTO U YJIBTPACTPYKTYPHOTO
uccienoBaHus 3tux omnyxogei [9]. 1) TIDKomsl noc-
TPOEHBI U3 3MUTEIUOUIHBIX U BEPETEHOOOPA3HBIX
KJIETOK CO CBETJIOM WJIM 303MHOMMIbHOM LINTOILIa3MOM
1 MOHOMOPGHBIMU KPYTJBIMU SIAPAMU ¢ HU3KOH MU-
TOTUYECKOI aKTUBHOCTHI0. 2) Kietku [T9Kom numeror
ME3E€HXMMaJIbHOE IMPOUCXOXIEHUE; B HUX JOJIXKHA OBITh
oOHapyxXeHa 3KcIipeccusi BUMeHTHHa. 3) B kierkax
II9KoMm ¢ momo1ibio UMMYyHOMOP(HOJOrnIeCKOro aHa-
JIM3a T0JIKHA ObITh OOHAPYXXeHa IKCITpecCcust aHTUTEHOB
MeJaHOUUTapHOU IUddepeHIMpOBKU, MO KpaHel
Mmepe, ¢ nomolnpio anTutensa HMB-45. B kietkax
[TDKoMm Takke mojiKHa OBITH 0OHApY>KeHa SKCIIPECCUST
AHTUTEHOB MBIIIEUHO T hEePeHIIMPOBKY (AKTUHOB),
no KpaiiHeil mepe, ¢ moMmouibio aHtutena HHF-35.
4) ITpeMe1aHOCOMBI U ITy4YKH (pMIaMEHTOB aKTHHA MO-
ryT OBITH 0OHApY>KeHbI B KiieTKax [I9Kom nipu uccneno-
BaHUU B BJIEKTPOHHOM MUKPOCKOTIE, UYTO IKBUBAJIEHTHO
JAHHBIM UMMYHOMOP(]OJIOrMYECKOro aHalIu3a.

IMoTenuua 310Ka4eCTBEHHOCTH

OmnpeneneHnue KpUTEpUeB 3JI0KAYeCTBEHHOCTH
IIDKowMm ocrtaeTcst TpynHoi 3amaydeit. Jlejao B ToM,
yto TUNUYHbIe [TDKOMBI cpaBHUTENBbHO peaKue
onyxonu. Ilo 3Toil MpUYMHE B OOHOU padoTe TPy.I-
HO IPOBECTU KIIMHUKO-MOP(OIOrUUecKnii aHaims
CKOJIbBKO-HUOYIb O0JBIIOro yucjia HabaogeHUN
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I19Kom omHo#l nokanu3anuu U cHOpMyIUPOBaATh
KPUTEPUU 3JI0KAYeCTBEHHOCTH. B aHTIOA3BIUHOM
JIUTEpaType OMyOJMKOBAHO TOJBKO OMHO KPYITHOE
HCClIeIOBaHNE KITMHUKO-MOP(MOIOTUYECKIX CBOMCTB
I15Kowm [10]. IIpoune cooOiieHUsT OrpaHNINBAIOTCS
onucaHuem aubo kasyucrudeckux ciaydaeB [1D9Kowm,
a100 HeOOJIbIIUM YUCIIOM Habmonenuii. Padora
A. Folpe [10], KoTopas siBjisieTCsI HauOosiee IUTUPYEeMOit
CEeTOMIHS, BKITIOYAeT KITMHUKO-MOP(OIOTMYeCKUii aHa-
113 26 codbcTBeHHBIX caydaeB [1DKom MaTku, Biaramm-
11a, MATKUX TKaHei 1 KOXXM KOHEUHOCTEH, KIIeTYaTK!
0OJIBIIOrO CaJIbHUKA, MAJIOTO Ta3a U OpbIKEMKY TOHKOMN
KMIIKU. B 4mciio HaGaomeHNit He BOILIM CiIydyau
AHTMOMMOJIMTIIOM TTOYEK, CBETIIOKJIETOUHOI («caxap-
HO1» ) OTTYXOJI1 JIETKMX 1 TUM(paHTHOJIeioMIOMAaTO3a
JIETKUX — WM TTOCBSIIIEHBI OTAEIbHBIE NCCIeIOBAHMS.

Bru10 BRIIETEHO HECKOJIBKO MaKPOCKOITMYECKUX U
TUCTOJOTMYECKUX TPU3HAKOB, KOTOPHIE, TT0 MHEHUIO
MOpPGOJIOroB, MOTJMU Obl OBITh KPUTEPUSIMU 3JI0KA-
yectBeHHOCTU [IDKom. K yncny aTuxX npusHakoB
OTHOCSITCS:

— pa3mep y3ia onyxoju (bojee 5 cm);

— TTOTMMOPGU3M nep, HATIHe KIIETOK C CETMEHTH -
POBAaHHBIMU («YPOIJIMBBIMU» ) STAPAMU M MHOTOSIIEPHBIX
KJIETOK;

— KOJMYECTBO MUTO30B B s1Ipax KJIeToK (bosee 2 B
10 mossax 3penus, x400);

— aTUTIMYHBIC QUTYPHI MUTO30B B SIpaX KIETOK;

— oyYyar™ KoaryJIsIimMOHHOTO HeKpo3a B TKaHU OITy-
XOJIH;

— WHBA3Us KPOBEHOCHBIX M TUM(ATUUECKUX COCY-
TTOB KJIETKaMU OITyXOJIH;

— MHOWIBTPATUBHBIN XapaKTep pocTa OIMyXOJIH;

— MYJBTUIICHTPUIECKHI TUTT POCTA OTTYXOJIH;

— JIOKaJIM3aIs y3/1a OIyXOJIM B CTEHKE MaTKH WA
B KJIETYATKE MaJIOTo Ta3a.

KinnHuko-mopdostornyeckuii aHaam3 1mokKasai, 4To
TOJIBKO YacCTh M3 ATUX ITPU3HAKOB UMEET CTATUCTUICCKHU
3HAYMMYIO CBSI3b ¢ KIIMHUYeCKUMU ncxomamMu [TDKom
[10]. Mcrmob30oBaHME MMEHHO «KE€CTKUX» (3HAUMMBIX )
npu3HakoB 1mo3Boauiao A. Folpe paznenuts [IDKowmer,
COTJIaCHO WX MOTEHITMAY 3JT0Ka4eCTBEHHOCTH, Ha TPU
HepaBHBIE TPYIIITBI — J00poKadecTBeHHbIE (76%), 3710-
KavyecTBeHHBIE (21%) 1 C MPOMEXKYTOIHBIM (HeoTpeae-
JIEHHBIM ) TTOTEHLINAJIOM 3j10KadecTBeHHOCTH (3% ) (Tabt.
3). Kpurepuu 3noxkadectBeHHOoCcTH [1DKoMm, mpen-
noxeHHbIe A. Folpe, SIBISIOTCS Ty4YIIMMU Ha CErOJI-
HSITHWI TeHb ¥ TTPUHSTHI OOJTBIIEH YaCThIO TTaTOJIOTOB
[9]. KpoMe Toro, cumTaoT, YTO OHU SABISIIOTCS YHU-
BepcanbHbIMU W11 [IDKoM MOYenooBBIX OPraHoOB,
KeJe3, MATKAX TKaHeH 1 KOXM.

3nokayectBeHHbIe [I9DKo0MBI MMEIOT Hebmaronpu-
SITHOE KJIMHUYECKOE TeUeHUE — OBICTPBIM MHMUIb-
TPaTUBHBIN POCT, COMIPOBOXIAIOIIUNCA CUHIPOMAMU
CHaBJICHUsI OPTaHOB, U OTHAJICHHBIE METACTa3bl, OTIpe-
JIeJIAIole CMepTh 00JIbHBIX. B 3TOM OTHOIIEHUY OHU
CXOIIHBI ¢ HU3KOAMMhepeHIMPOBAHHBIMHU CApKOMAaMMU.

Taomuna 3. Mopdosornyeckne KpuTepiu MOTEeHIUAIA
3j10kavecTBeHHoCcTH oM [10]

JlobpokauecTBeH- | 3710KaueCTBEHHbIS

Hble [IDKombr B Kombl
Pasmep y3na
OIyXOJIU Menee 5 cm bosnee 5 cm
Murto3sl, 50 noneit
3peHust, x400 Menee 1 Bonee 2
IMonumopdusm
sep, MHOTOSIZIep-
HbIE KJIETKU He oGHapyxeH OG6HapyxeH
Hexkpo3s He obHapyxeH OG6HapyxkeH
WuBasus
onyxosblo cocynoB | He oOHapyxeHa OOHapyxeHa

HecMoTpst Ha Kaxy11ytocs SCHOCTb MOP(MOJOTMUYeCKUX
KputepueB 3nokadectBeHHOCTH [IDKowm, mpeackas3ats
KJIMHUYECKOE TEUEHNE U UCXO0J KOHKPETHOM OMyXOJIun
CJI0KHO. B HEKOTOPBIX ClTyyasiX peLiMIMBBI U METACTa3bl
35oKauecTBeHHBIX [TD KoM nosipistoTcst criyctst S—7 jiet
IOCJIe MCCeUYEeHMsI IIEPBUYHOTO y3i1a omyxoju [10].

Knmunnko-mopdoaoruyeckue ocodennoctu IIDKom
Pa3Hoi JIoOKAIM3aUKn

ITouku

AHTHMOMHOJIMTIOMA — caMasl 9acTasi OITyXOJIb CeMeiic-
tBa II9KcoM, cocrapisionas, 1o pa3HbIM OLIEHKaM,
0,7—2% Bcex omyxoJeii mouek. [lepBoe onucaHue
aHTMOMUOJIUIOMBI MouYKH caenaHo J. Grawitz B 1909 .
(uurarta mmo [7]). B HacTosee BpeMs npoBeaecH
KIMHUKO-MOP(hOTOTHIECKUI aHaIn3 0oJiee THICTIN
ciaydaeB 3Toil omyxoau [17]. BonbHBI MyX4YMHBI 1
JKEHILMHBI B Bo3pacTe oT 6 10 89 jieT (CpeaHuii BO3pacT
41 rom); mpeobaamaioT keHIIUHEI (75% Ha0moneHuit).
V Tpetu 00JBHBIX OOHAPYXKEH TYOSpPO3HbII CKIIEPO3.
AHTMOMMOJIUTIOMA TIpeICcTaBieHa OTHUM WJIN He-
CKOJIBKMMM y3J1aMU B MIapeHXWMe TTOYKH, pa3MepaMu
o1 0,2 1o 15 cM; B TpeTu cilyyaeB OIyXOJb BpacTacT B
napaHepajibHyI0 KJIeT4yaTKy. BoiaeneHbl HeCKOIbKO
TUCTOJIOTMICCKNX BapHMAHTOB CTPOCHUS aHTHOMUO-
JIMTIOMBI TIOYKU: 1) TUMUUYHBIN, 2) SNUTEIUOUIHBINA,
3) KUCTO3HBI, 4) MUKpOTaMapToMa, 5) BHYTPUKITYyOOU -
KOBasi aHTMOMUOJIUTIOMAa. AHTUOMHUOJIMITOMA TTOYKH
TTOCTPOEHA M3 BepeTeHOOOPa3HbIX 1 — B MEHBIIIEH cTere-
HU — 3TTUTSTMONAHBIX KIIETOK C MOHOMOP(MHBIMH sITpa-
MM C HU3KOM MUTOTUYECKOI aKTUBHOCThIO. B KileTkax
OITyXOJIM OOHAapy>XeHa KO3KCIIPECCUS MBIIIICYHBIX 1
MeJTaHOIMTAPHBIX MapKepoB. C TOUKM 3peHUST KITMHUKI
0Cc000T0 BHUMaHMS 3aCITy>KMUBAeT SMTUTEINOMITHAS aH-
TMOMUOJIMTIOMA ITOYKU, KOTOpast B OTJIMYUE OT MPOYUX
MOpGhOTOTUYECKUX BapUAHTOB SBJSIETCS 3J0Kadec-
TBEHHOI OTYXOJbI0 ¢ MH(MWIETPATUBHBEIM POCTOM U
MeTacTtazamu B 35—50% cirydaes [6].
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Jlerkue

ITDKoMmblI J1erkoro mpeacTaBieHbl ABYMSI CAMOCTO-
SATEJbHBIMU HO30J0TMYeCKUMU (hOpMaMU — CBETJIO-
KJIETOYHOI («caXapHO#») OIlyXOJIbl0 U JIMM(aHTHUO-
JICHOMMOMATO30M.

ITepBoe onucaHue CBETIOKIETOUHOM («CaxapHOi»)
OITYyXOJIM JIETKUX npuBeneHo A. Liebow B 1963 1. [16].
D10 10OpOKaYeCTBEHHAsI OITyXOJIb TaPEHXUMbI JIETKOTO,
BCTpeYaroIasics ¢ OJMHAKOBOM 4YaCTOTOU y MY>KUYUH
U KEeHIIUH B Bo3pacte ot 8 mo 73 jer [18]. Tybepos-
HBII CKJIepo3 OO0HapyKeH MeHee ueM y 2% OOJIbHEIX.
CBeTJI0KJIeTOYHAas OMyXO0Jb JIETKOTO TpeJcTaBieHa
Y3JI0M COJIUAHOTO CTpOoeHusl nuameTpomM oT 0,5 mo
6,5 cM, KOTOPBII YeTKO OTTPaHUYEH OT OKpPYXKalollei
napeHxuMbl. OIyXoJib MOCTPpOeHa U3 AMUTETUOUTHBIX
KJIETOK CO CBETJIOW LIUTOIIa3MOU 1 MOHOMOP(MHBIMU
KPYIJIBIMU SIIPAMMU.

JlumdaHrnonaeiomuoMaros — pa3pacTaHue B JIETKUX
MHOKECTBEHHBIX MeJIKUX (auameTp 0,2—2 cM) omyxo-
JIEBBIX Y3JIOB, KOTOPbI€ TTOCTPOEHBI U3 BEpeTeHO00pa3-
HBIX KJIETOK C IBOMHOMW — MBILLIEYHOM 1 MeJIaHOLIMTap-
Holl — muddepeHIpoBKOi [25]. BolbHBI KEHITNHBI
PeTNpOAYKTUBHOTO Bo3pacTa (cpegHuii Bo3pacTt 42 ro-
na). Tybepo3HbIil cKiaepo3 obHapyxkeH y 26—39%
00abHbBIX. JIMMbaHTHOJIeHOMUOMATO3 — MEIJIEHHO
rporpeccupyloliiee 3a00J1eBaHUE JETKUX, TPUBOISIIEE
K CMepTH OOJIbHBIX B TeUEHME HECKOJbKUX JeT. Jud-
(bepeHLIMANIBHBIM IMATrHO3 MPOBOAST C MeTacTazaMu
JIEMOMUOCAPKOMBI B JIETKHUE.

Ileuenn

M3BecTHBI ABE CAMOCTOSTEIbHBIE HO30JIOTUUYECKHUE
¢dopmbl [TDKoM rieyeHun — anuTeaMonaHas aHrMoM1o-
JINTIOMA TIeYEHU U TaK HasblBaeMasi CBETJIOKJIETOUHas
MHOMEJIAHOLIMTAPHAS OITYX0JIb CEPIIOBUAHONM U KPYTJIOM
CBSI30K MEYEHU.

DNUTEIMOUAHAS] AaHTUOMMOJIMITIOMA TeYeHU BIep-
Bble onmcana K. Ishak B 1976 . [13]. K 2009 r. npuBe-
JIeHO MucaHue 82 SMUTETMOUIHBIX aHTHOMUOJIUIIOM U
5 tunnuyHeix [19Kom neyenu, Hanbosaee KpymHas
pabora W. Tsui BkmovaeT B ce0s1 30 HaOIOOECHMI 3TOM
OIyX0JIH [ 26]. DriTemonaHas aHTMOMUOJIAITOMA — 100-
pOKavecTBEHHasl OIyX0Jib [IeUeHH, Iopakaroliast MyxX-
YH M XEHIIMH B Bo3pacTe oT 29 no 73 jer; npeod-
JafgaroT KeHIMWHH (68 % wHabmonenmit). TyOepo3HbIi
ckJepo3 ooHapyxkeH y 10% 60JbHBIX. AHTHOMUOJIUIIO-
Ma MeyeHu NpecTaBieHa Y3JI0M COJTUAHOTO CTPOSHUS
JuramMeTpom ot 3 10 18 ¢M, ¢ orpaHUYeHHBIM UH(UIb-
TPaTMBHBIM XapaKTEPOM POCTA U MPEUMYIIIECTBEHHBIM
TopaxxeHueM TIpaBoiil qoiu redeHn (60% ciaydaen).
OrnyxoJb MOCTpoeHa 13 SMUTSIUOUTHBIX U TJIEOMOP-
(bHBIX AMUTEINONIHBIX KiIeToK. JIuddepeHunaabHbIA
JIMarHO3 MPOBOMAST C renaToUe/UTIOISIPHBIM PAKOM U
AHTMOCAPKOMOI MEYEHU.

CBeTJIOKJIETOUHas MUOMeJIaHOLIMTapHasl OMyXoJib
CEepPIIOBUJHON M KPYIJION CBSI30K MEYEHU — peaKas

moopokavyectBeHHas [19Koma. Haubonee kpymHoe
HUCCceq0BaHUe BKIIIOYaeT 7 HaOMoaeHU oryxoiu [8].
BoabHbI et 1 B3pocible B Bo3pacTe oT 3 1o 21 roga
(cpenHuii Bo3pacT 6oJbHBIX 11 JeT), mpeobiagamT
XeHIIUHB (85% nabmoneHunit). CBeTIOKJIETOYHAS
MMOMeJIaHOLIMTApHAasl OITyX0JIb CEPITIOBUIHON 1 KPYTJI0i
CBSI30K [M€YEHM TTPe/ICTaBIEHA Y3JIOM COJIMAHOIO CTPOe-
HUs, nrameTpoM oT 5 10 20 cM. O1yXoJib JIoOKaJIu30BaHa
Ha CBSI3KaX IMeYeHU, BpacTaeT B Auadparmy 1 00JIbIION
CAIbHUK. Y OIHOTO M3 CeMU OOJBbHBIX OOHAPYKEHBI
MeTacTasbl OINyXoJau B jJerkue. Bce omyxonu umenu
CMelllaHHOe (IMUTEJIMOUTHOE U BEPETEHOKIIETOUHOE)
crpoeHue. lubdepeHmanbHbIi 1MarHo3 MPOBOAST CO
CBETJIOKJIETOYHOM CApKOMOM CyXO>KMIbHBIX BJIarajnill
U allOHEBPO30B, IEMOMUOCAPKOMO U SITUTETUOUTHONA
AHTHUOMUOJIUIIOMOI TTIeYeHMU.

[TpuBeneHo onvcaHue OJHOTO cllydasi 1oOpoKaye-
crBeHHOI [1DKoMBI BHEIIEYeHOUHBIX JKEJTUHBIX IIPO-
TOKOB [22].

Marka

I1epBoe onucanue ITDKomMbl MmaTKku criejiaHo Pea B
1996 1. [21]. Pe3ynbraThl KITMHUKO-MOPMOIOTHIECKO-
ro aHaym3a [1DKom MaTtku mpencraBieHB B paboTax
R. Vang [27], E. Silva [23] u A. Folpe [10]. boabHbI
>KEHLLIMHBI B Bo3pacTe oT 19 no 75 siet (cpenHuii Bo3pact
49 ner). Y 15% GoapHbix ¢ [IDKomamMu MaTku oOHa-
PYXeH TyOepo3HbIii ckiiepo3. JlIokanu3zaius y3Jia ormyxo-
JIM — MMOMETPUIA TeJla MaTKU; IIeliKa MaTKU ITopaXkeHa
B 10% cnyuaes. [I1DKoma npencraBieHa y3I0M COJTUAI-
HOTO cTpoeHus, pa3mepamu ot 1 1o 30 cm. XapakTep
OrpaHM4YeHHOro MHMUIBTpaTuBHOrO pocta [IDKoMbl
B MMOMETPUHN HAIlOMUHAET BhICOKOAU (M depeHInpo-
BaHHYIO 9HJIOMETPUAILHYIO CTPOMAJIbHYIO CapKOMY.
Oxkono 80% DKoM mMaTkm — moOpoKadeCTBEHHBIE
omyxonu. s 3mokadectBeHHBIX [1DKoMm Matku TH-
MUYHBI PELIMAUBBI B MaJIOM Ta3y U MeTacTasbl B JieT-
Kue B cpoke HabmoneHus oT 3 mec g0 5 et [10]. Bce
ITDKoMbl MaTK1 UMETM CMELIaHHOE (MUTEIMOUIHOE U
BepeTeHOKJIeTOUHOoe) cTpoeHue. nddepeHunanibHbIi
auarHo3 [I9Kombl MaTKu IPOBOAST C SMUTEIMONITHOMN
JIEHOMUOMOW, STUTEJIUOUIHOM JIEHOMUOCAPKOMOW U
SHIAOMETPUAJIbHOM CTpoMaJibHOM capkomoii. Jdudde-
peHLManbHbIi nuarHo3 [19KoMbl u anute nonaHon
JIefOMIOCapKOMBI MAaTKH! TPYICH, B PSI/Ie CIydaeB — He-
Bo3moxkeH [23]. ITomooHo I19KowMme, anurennonaHas
JielloMMocapkoMa TMoCcTpoeHa U3 KJIETOK CO CBETJIOM
M 203MHO(MUIBHON LIUTOIJIA3MOM U KPYIJILIMU SIapa-
MM C HU3KON MUTOTHIECKON aKTMBHOCTHIO. B gacTu
KJIETOK 3TUTEJTUOUTHOM JIEHOMUOCAPKOMBI BO3MOXHA
abeppaHTHAas dKCIpeccus MapKepa MeJIaHOIIMTapHO
nuddepernposku HMB-45. Tucronornyeckas B3au-
MocBs3b [1DKoM 1 anuTemmonaHbIX IeHOMUOCAPKOM
MaTKu He sicHa. HekoTophble ucciienoBaTein CUuTaloT,
YTO 5TO OTHA 1 Ta K€ OITyXOJIb — SITUTETNOMTHAS JIeH0-
Muocapkoma [23].
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K. Gyure npuBeneHo onucanue 2 caydaeB IMMbaH-
ruoJieitomromaro3a Matku [11]. boibHbIE — >KEHIIIMHBI
PenpOIyKTUBHOI'O BO3pAcTa C TYOEPO3HBIM CKIIEPO30M;
IMTOMUMO MaTKU MOPaKEHBHI JIETKHUE U JUMpaTUIeCKue
y3JIbl MAJIOTO Ta3a.

IIpoune ITDKombl penpoayKTUBHBIX OPraHOB Y KEHIHH

[IpuBeaeHO onucaHue ciiyyaeB 100pOKaueCTBEHHBIX
M5 Kowm Bnaranumia [10], ByabBbI [24] 1 ssuuHuKa [1].

IMomxenynounas xejne3a

[IpuBeneHo onrcanue 2 100pOKAYECTBEHHBIX DITUTE-
mmoungHbix [1DKom momkenynouHoii xee3sl [28].

MoueBoii my3bIpb 1 NPeJCTATE/IbHAS XKeje3a

[TpuBeneHo omnucaHue 2 10OPOKaAUYECTBEHHBIX
ITDKoMm MoueBoro 1my3bipst y My>kurH [19] u onHoii 3710-
kavyectBeHHOM [1DKoMmbl mpencrarensHol Xese3sb [20].

Msrkue TKAHU KOHEYHOCTEMH 1 KOXKa

B pabore A. Folpe nmpuBeneHo onucaHue 8 ciy-
yaeB nmoopokadectBeHHbIX [I1DKoMm MIrkmx TtkaHei
KOHEUHOCTEH U 111er U 7 clydaeB J00OPOKaYeCTBEHHbBIX
[T9Kom koxu [10]. Omyxou ¢ oAMHAKOBOI 4acTOTOM
BCTPEYAIMCh Y MYy>KUMH Y KEHIIMH B Bo3pacTe oT 42 10
80 1eT, cpeau KOTOpBIX He 00HapyKeHbI 00JIbHBIE TyOe-
PO3HBIM CcKJIepo30oM. OmyXou NpeaCTaBlIeHbI y3IaMu
couaHoro crpoeHust auametpom ot 0,2 1o 6 cM. Bee
[IDKoMbl MATKHX TKaHEH U KOXU UMEIU CMEeIlIaHHOe
(POUTENMONIHOE U BEPETEHOKJIETOUHOE) CTPOCHUE.
JvddepeHinaabHblil AUarH03 MPOBOAWIIN C MEJIaHO-
MOW KOXH, CBETJIOKJIETOUHOI CAPKOMO CYXOXKUIbHbBIX
BJIarajinill U arioHEBPO30B, pabIOUIHOI OITyXOJIbIO U
JICHOMMOCAPKOMOM.

BpbiKeiika TOHKOI KUIIKH, KJIeTYaTKa 00J1b1IIOT0
cajbHUKA 1 MaJjioro Ta3a (abdominopelvic sarcoma)

ITpuseaeHo onucanue okoo 20 ciydgaeB [TDKom
B KJIeTYaTKe OOJBIIOTO CaJlbHMKa, MajJoro Taza U 3a-
OpPIOIIMHHOIO MPOCTpaHCTBa [5]. BoJbHBI XKEHILIMHBI B
Bo3pacTe oT 15 mo 42 net (cpenHuit Bo3pacT 32 roga).
TyOepo3HbIii cKIepo3 o0HapyxXeH Y 25% OOJbHBIX.
JlobpokauecTBeHHbIE U 3/10KauecTBeHHbIe [TDKoMbI
9TOM JIOKAJIU3alluu BCTPEYAIMCh C paBHOM 4aCcTOTOMA.
Bce IIDKombl nmenu cMeniaHHOE (MUTETNOMIHOE 1
BepeTeHOKJIeTOUHOe) cTpoeHue. AuddepeHumnaabHbIiA
MWarHO3 TIPOBOAMIN CO CTPOMAIBHOM (TaCTpOMHTEC-
TUHAJbHOM OITyXO0JbI0), JIEHOMHUOCAPKOMOI W JIUIIO-
CapKOMOI.
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PexomeHnnoBaHa K nyosiukauuu S1.B. BuiiHeBckoit

PECOMAS: NEOPLASMS WITH PERIVASCULAR EPITHELIOID
CELL DIFFERENTIATION

Bliznyukov O.P.

N.N. Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences, Moscow,
Russian Federation

Key words: PEComa, classification, histopathology, histogenesis, clinical features

PEComas, occasionally associated with tuberous sclerosis complex, are defined by the presence of perivascular epithelioid
cells that coexpress muscle and melanocytic markers. The family of tumors includes angiomyolipoma, clear cell sugar tumor
of the lung, limphangioleiomyomatosis and very rare tumors in the other locations, which natural history and prognostic
features undefined. The majority of PEComas are benign. Clear criteria for malignancy in PEComas have not be elaborated,
owning to their rarity. Histogenesis of PEComas is unknown.
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