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B cootseTcTBUM € NOCIEAHEN TUCTOIOTMYECKON KIACCUPUKALAEN OITyXOMIEN Tela
marku BO3 or 2003 roa [5] K recraioHHOM (00yCIOBIEHHON 6EPEMEHHOCTBIO) TPO-
(hobmactnueckort 6onesnu (TB) oTHOCATCA Cneayonye HOBOOOPA30BAHUS:

TpodobnacTtuueckue onyxonu

XOpHOKapIUHOMA 9100/3
Tpodobnactideckas omyxXosb MIAEeHTAPHON MIOMAKK 9104/1
ONUTENTUOUHAS TPOPOOIACTUYECKAS OIYXOJb 9105/3
Morapnas 6epeMeHHOCTb
[1y3bIpHBII 3aHOC 9100/0
[Tonupiit 9100/0
YacTUuHbBIA 9103/0
MnBasuBHbIA 9100/1
Meracrarnyeckunt 9100/1

Heorryxonesbie TPO(oOIACTHIECKIE TTOPAKEHHS
V3J1b1 ¥ OJISITKY TTAIEHTAPHON MIOMA/IKHA
AHOPMATBHO YBENMYEHHAS TUTAIEHTAPHAS TUIOMTA/IKA

Moponoruyeckuii Koz ykaza B coorsercTsun ¢ MKB-O, 6uonoruyeckoe noseze-
HUE OIYXO/H 3aKOAMPOBAHO CIEAYIOMUM 00pa3oM: 0 — J0OPOKAUECTBEHHBIE OIYXO-
T, 3 — 3/I0KAYECTBEHHDIE OIYXOJH, U, 1 — IOrPAaHUYHBIE.

Ompepenenue. T - reTeporeHHas IpyIna OnyxoJel, 0OYCIOBIEHHBIX GEPEMEH-
HOCTBIO, PA3BUBAIOINXCA 13 TPO(OOIACTA ¥ BRIIOUAIOMIUX B CE0A ITy3bIPHBII 3aHOC U
TPO(POOIACTUIECKHE OITYXOJIH.

Tenernxka. [1pu arpeccuBHOM TeueHnH TH MOKET OIPEAENAThCA CBEPXIKCIIPECCHA
6enka P53, B CBA3M C 4EM OHA YA€ BBLAB/LAETCA IPU IOMTHOM IY3BIPHOM 31HOCE U
XOPUOKAPLMHOME, OFHAKO MyTanuu P53 peaxu. I1pu 3THX COCTOAHUAX MOXKET UIMETh
MECTO CBEPXIKCIPeCcHs reHa p21, Ho Koppenanuu Mexay p21 u P53 BbIABUTD HE Y-
70Cb. KpoMe 3TOr0 yKa3aHHbIE /1Bd COCTOSHUA MOTYT AdBATb CBEPXIKCIIPECCHUIO HEKO-
TOPBIX (DAKTOPOB pOCT4, BKIovaomux ¢-Myc, EGFR, c-erb-2, Rb, mdm?2 b bcl-2 mo
CPABHEHUIO C TAKOBOY B HOPMAIbHOH IUIALIEHTE WU YACTUYHOM 3aHOCE.

TpodobaacTHIECcKHE OIyXOMIH - OITyXOJIH, BOSHUKAIOIIIE U3 TPOPOOIACTA, BKIIO-
4aI0T B C€0S1 XOPUOKAPLIMHOMY, TPO(OOIACTUYECKYIO OITYXOJIb HA MECTE IUIALIEHTHL U
SIMUTENTUOUIHYIO TPO(POOIACTUYECKYIO OIyXOJb.

Xopuokapyunoma 6€PEMEHHBIX - 3TO 3I0KAYECTBEHHAA OIYXOJIb, IOCTPOCHHAA U3
KPYIHBIX I1ACTOB OU(A3HOI0 TPOPOOIACTA € BBIPAKEHHOIN aTUIIMEN 6E3 BOPCHH XO-
puona (puc. 1-2).

D12 OMyXOJb MOKET OCIOKHUTD TEYCHHUE My3BIPHOTO 3aHOCA (50 % CTy4aeB), abop-
Ta (25 %), HOPMATBHOU GEPEMEHHOCTH (22,5 %) WM SKTOMUYECKON GEPEMEHHOCTH
(2,5 %). B peaKux CIy4asx BHYTPUILIALEHTAPHAS XOPHOKAPLIUHOMA JUATHOCTUPYETCA
HEME/IEHHO 110CTIe OEPEMEHHOCTH IIPHU [ATOIOTOAHATOMUYECKOM UCCIIEJOBAHNH 1A~
LIECHTBL

[1ox MUKPOCKOIIOM XOPHOKAPLUHOMA COCTOUT U3 CMECH CUHIUTUOTPO(DOOIACTA U
1UTOTPO(OOIACTA B BUJIE CKOIUIEHUI WM EUHIYHBIX KIETOK, PACTIONOKEHHBIX CPEU
TIOTEN HEKPO34 U KPOBOUMUAHUY (PUC. 3-5). XOPUOKAPLMHOMA HE UMEET CTPOMBI WX
COCYI0B; COOTBETCTBEHHO AMArHOCTHYECKU 3HAUUMBIE CTPYKTYPBI PACIIONAra0TCs 0
nepupepun y9aCTKOB Kposousauanui [1-3]. Knerxku tpogobaacra BecbMa IMMYHO-
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PEAKTHBHBI K LIUTOKEPATUHAM, 4 CHHIIUTHOTPODOOIACT XO-
POLIO OKPALIMBAETCS € XOPUOHUYECKAM TOHAZJOTPOIIMHOM, HO
1200 PEAKTUBEH C IUIALIEHTAPHDBIM JIAKTOTEHOM.
Tpogpodracmumeckas onyxons nAaUeHMapHoLL naouao-
KU IBIACTCA MOHO(A3HOM U NOCTPOEHA U3 TUTOTPOO6 -
CTa 6€3 3HAUMMOIO IPUCYTCTBUA CUHLUTHOTPO(OOIACTA.
OnyxoJ1€eBble KIETKU CPEAHNUX U KPYIIHBIX Pa3MEPOB COAEP-
4T OJJHO WJIN HECKOJIBKO AZIEP C BBIPAKEHHOM aTUIIHEH, OT-
YET/IMBBIMU AJPBIKAMHY, 303UHODIILHON WX CBETION LH-
TOILIA3MOH, PEAKUMY MUTO3AMH U MHOT/IA - BHYTPUALEPHbI-
MU BKIIOYEHUAMH. B OTIMYME OT XOPUOKAPLIMHOMBI MEKY
TPYIIIAMU OIYXOJIEBBIX KIETOK MOKET OIPEAEATHCS BOTOK-
HUCTaA PUOPO3HAL TKAHb. OMYXOJEBbIC KICTKU UHBA3UPY-
0T MUOMETpHHl (puc. 6). JuddepeHnnanbHblil AHArHo3
BKJIIOYACT B CEOA TUIATICHTAPHBIE Y3/IbI U OJIANIKH, STUTEINO-
UJIHYIO EHOMUOCAPKOMY, SIMUTETHOUAHYIO TPO(HOOIACTH-
YECKYIO OIYXOJIb ¥ HU3KOAU((EPEHIIUPOBAHHBINA PaK [4].
JIMarHOCTHKE TIOMOTAET BBIPAKEHHAS SKCIPECCHUSA LIUTOKE-

Puc. 2. XopuokapumHoma. TecHasi cBsi3b onyxonu (cnpasa) ¢
3HaomeTpuem (cnesa). Jlyna.
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PATHHOB, XOPUOHUIECKOTO TOHAZJOTPOINHA 1 YEIOBEYECKO-
I'0 JIakTOreHa. TpopobmacTUIECKUe OIyX0IM Ha MECTE I11a-
LIEHTBI PEKY, ¥ UX OUOJIIOTMYECKOE TIOBEAECHUE U3YUYEHO
HEJI0CTATOYHO. [7IaBHbII HEONATONPHUATHBIN IIPOrHOCTHYEC-
KW (DAKTOP — JUIMTENBHBIN IEPUOJ TTOCIIE TIPE/bIAYIIEN Oe-

Puc. 3. XopuokapumHoma. Onyxonesble CTPYKTYpbl (BHU3Y)
“nnaealoT"” B KPoBU N HNGBPUHOMAHBIX Maccax. CBepxy
3HA0- U MUOMeTpui. Jlyna.

Puc. 4. XoprnokapuuHoma. lHBa3ns onyxonesBbIX KNeTok
B MuomeTpun. x 100.

Puc. 5. XopuokapumHoma. N'mcronornyeckoe ctpoeHue.
x 200.
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PEMEHHOCTHU. BOJIBIIMHCTBO CMEPTEN BO3HUKAET, EC/IA BPE-
M TIOC/IE TIOCHE/IHEN OEPEMEHHOCTH MPEBBIIIACT 4 TO/A.
Kpome 3T0ro BHICOKHMIT MUTOTUYECKUI MHCKC TAKKE ABJIA-
€TCsl HEOMATOLPUATHBIM (PAKTOPOM.

INUmemouoHas mpogpooracmuUMecKas onyxoub, IoCT-
POEHHAs U3 MOHOMOP(HOI NONY/IALMU TPO(POOIACTHYEC-
KUX KJIETOK, OTANYACTCA OT TPOPOOIACTUIECKOI ONMyXOIH
IUTALEHTAPHON IUIOMI/IKU TEM, YTO IIPU HEIl OIyXOJIEBbIE
KJIETKY MEHBIIE, MEHEE ITOTUMOP(HBI X UMEIOT OYArOBbII, 4

nnowaakn. Mueasna mmometpums. x 100.

A.E. Mauxo, A.O. Yepemnwvix

He U y3HDIT NHOUIBTPATUBHBIA POCT. [T0CKOIBKY OHU
HEPEZIKO AMATHOCTUPYIOTCA B EKE, OHM MOTYT OBITh IIEPe-
IYTAHbI C ©I3MEHEHHBIMH KIETKAMY INIOCKOKIETOYHOTO PAKA.
Kietku 31011 011yX 011 (POKAIBHO UMMYHOPEAKTUBHBI K I11A-
LEHTAPHOMN IEI0YHON (POCHOTA3E U MIALICHTAPHOMY JIAK-
TOT€HY, OHAKO OTUETIUBO U AU Y3HO PEAKTHUBHDI K E-Kaj1-
XEPUHY U PELETITOPY MUAEPMATLHOTO (hakTopa pocta. I1po-
THO3 TIPU JMUTENMOUAHON TPO(HOOIACTIECKON OIyXOIH
CXOJIEH C TAKOBBIM IPU TPO(POOIACTHIECKON ONYXOJIH LA~

Puc. 7. My3bipHbI 3aHOC (U3 J. Rosai, 2004).

NOMHbLIA NY3bIPHbIA 3aHOC

>
’ = MITEPHHEKOR
/—'—""—'- OHK
ABa cnepMartoiloija
(XX or XY)
ANyeknaTka
N

MITEPMHCKOR

OHK
X cnepmartolomg,

AlyexkneTxa

HenosHbIN NY3bIPHbIA 3aHOC

1w 2
cnepmaroloiaa

>
- 48XY

AlyekneTka

JuroTta

aybnuposaHue JHK

cnepmarolonjga

TONbKO OTLIOBCKIE
XpOMOCOMBI

OTL{OBCKIE i MaTepHHCKIe
XPOMOCOMBI (TRHMNONAHBIA Habop)

Jnrota

69XXY
or
B9XXX

OTLIOBCKHE I MATepPHHCKIe
XPOMOCOMB (TRHANOWAHBIN Habop)

Puc. 8. Cxema popmMunpoBaHUs HEMNOJTHOMO 1 NOJTHOrO NY3bIPHOIO 3aHOCA.
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LIEHTAPHON IUIOMA/IKY, IPYU STOM JuIb 20 % CIy4aeB pac-
LICHUBAIOTCA KAK 37I0KAYCCTBCHHEIC,

Iy3BIpHEIi 3aHOC (PUC. 7) NPEACTABIAET COOOI aHO-
MAJIBHYIO IUTALIEHTY C My3bIPKOBUAHO U3MEHEHHBIMU BOP-
CHHAMH 1 PA3HOH CTENEHBIO Npoardepalyu TpogodaacTa.

Tonmuiti 1y36ipHbIT 3GHOC TIOPAXKAET OONBIIUHCTBO BOP-

B i

Puc. 9. DopmupoBaHMe NonocTen B BOPCUHaX
npwv NoONHOM My3bIPHOM 3aHoCe

X Sl il - - - < Lo A o,
Puc. 11. HenonHbIv Ny3bipHbIN 3aHOC. [lBa BUAA BOPCUH.
x 100.
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CUH 1 OOBIYHO MMECET JUIUIOUJIHBIN KapuoTun (puc. 8).
OTe4Hble BOPCUHBI IIPU OJIHOM 3aHOCE XAPAKTEPU3YIOTCS
06pazosaHueM nonoctert (mycror) (puc. 9). [lo nepumer-
Py BOPCHH BU/IHA TIPOTUQEPALNA KIETOK TpoPobdaacTa ¢
BBIPLKEHHON atunuert (puc. 10). 3apojbIIEBbII MEMIOK, AM-
HUOH, IIyIIOBUHA ¥ TKAHY IVIOAA OTCYICTBYIOT. BhIpaxeH-
HOCTb aTUINU TPO(POOIACTA U €TI0 THIEPILIA3KSA HE KOpPe-

Puc. 12. Y3en nnaweHTapHom nnowagku. Jlyna.
(npenapart R. Baergen).

Puc. 13. AHopmanbHoO yBennyeHHas nnaveHTapHas
nnouiaaka. BuaHbl HensmeHeHHble BOopcuHbl. Jlyna.
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A.E. Mauxo, A.O. Yepemnwvix

Tabnuya 1

CPaBHMTeﬂbHaﬂ XapakTepuctuka nosiHOoro n 4HacTU4YHOro Nny3blpPHOro 3aHoca

Xapakrepuctmka

MonHbIN Ny3bIpHBIA 3aHOC

YaCTUYHBIN Ny3bIpHbIV 3aHOC

KapuoTun
OTek BOpcuH
Mponudepauusa Tpodobnacta

46XX (46XY)
Bce BopcuHbI

OuncbdysHas BeipaxeHHas

TpunnonaHbIv
HekoTopble BOPCUHbI
dokanbHasa HebonbLuasi

Atunus YacTo OTtcyTcTBYET
CbIBOpOTOYHbIN XY BbipaxkeHHOe noBbiLLeHe YMepeHHoe noBblleHne
XI'Y B TKaHM ++++ +

MMporHo3s 2% xopuokapunHoma Pefko xopvokapunHoma

JUPYIOT ¢ KIMHUYECKUM NOBEAEHUEM 3aHOCA [2, 3]. Ilo-
J00HAs KAPTHHA XAPAKTEPHA [/ BTOPOH IIONIOBUHBL TPU-
MECTpa, IPUMEPHO 1A 14 Hezenb 6epeMEHHOCTH. 3aHOC
fonee paHHEro BpeMeHH (8-12 HEEb) THCTONOTHYCCKH
HECKOJIBKO OT/INYEH; IIYCTOTHL B BOPCHHAX MOTYT OBITb MU-
HUMAJIBHBIMY, OJHAKO XOPOLIO BBIPAKEHBI THIEPLEIIIIO-
JIPHOCTb ¥ MUKCOUJIHAA 6430(pUIbHASA CTPOMA (CIIOCOO-
Has CUMYIMPOBATh MUKCOUAHYIO (pUOpoaseHomy). Omnpe-
JIENAI0TCS BOPCUHBL HEOOBIYHOM (POPMBI C 3y0UaTBIMU KOH-
TypaMU Y1 BBIPAKEHHAA ATUIUA TPOPOOIACTA.

Yacmuumnlil 1Y36ipHbIL 3aHOC TIPECTABICH JIBYMA Pas-
HOBHIHOCTAMU BOPCHUH: OJHA HOPMAJIbHBIX PA3MEPOB, IPY-
M€ OTEYHO U3MEHEHBI C OUarOBOM MPOMUpEPALEN KIETOK
Tpododnacta (puc. 11). [lopakeHue 0ObIYHO UMEET TPUTI-
JIOUJIHBI KAPUOTHIL

[¥CTOIOrMYECKU YACTUYHBIN 3aHOC XAPAKTEPUIYETCS CO-
YeTAHUEM YETHIPEX T1APAMETPOB:

1. JIpe MOMyIALMYA BOPCUH — OHU OTEYHBIE, APYTHE —
«HOPMAJIbHBIE,

2. MyHHMaJIbHAA TUIIEPIVIA3KA TPOPOOIacTa,

3. IIyCTOTBI B YBEIMYEHHBIX BOPCUHAX,

4. Bopcutsl ¢ 3y0UaThIMU KOHTYPAMH, YACTO COAEPAKALITE
BKTIOUEHNA TpohobIacTa.

KpoBeHocHbIE COCYZIbI CTPOMBI YACTO COAEPHKAT AAEPHBIE
SPUTPOLIUTHI IJI07A. MOTYT OBIT 37IEMEHTHI 3APOJBIIIEBOIO
MEIIKA, AMHUOHA, [IYIIOBUHBL 1 SMOPUOHAIbHBIE /(DETATLHBIE
TKAHHU.

JMuddepeHraIbHblil JUArHO3 YACTUYHOIO 31HOCA IIPO-
BOJUTCA C TIOMHBIM 31HOCOM (CM. Ta67. 1), TUAPOINYECKAM

JinTtepatypa

460pPTOM U HEKOTOPBIMH PEAKUMU CIIOPAATIECKUMH T€HE-
TUYECKUMU CUHAPOMAMH, TAKUMU KAK CUHAPOM Beckwith-
Weidemann, IareHTapHbIMUA COCYAUCTBIMU MAIL(OPMALIH-
MU, KOTOPBIE 0O03HAYAIOT KK ILIALIEHTAPHAS ME3EHXUANIb-
Hast IUCIUIA3HD.

B Tex cryuadx, Korjga ruCToNOrnYeCKas JUarHOCTHKA 3d-
TPyZHEHd, TIOMOYb MOXKET LIUTOTEHETUYECKUIT aHAIN3 WK
IPOTOYHAA LIUTOMETPHAL

H1easushbill 1)3oipHblil 3aHOC XapAKTEPU3YETCA HATMYN-
€M M3MEHEHHBIX BOPCUH B MUOMETPUU WU IIPOCBETE €r0
COCYZOB. BOMBIIMHCTBO MHBA3UBHBIX 3AHOCOB BO3HUKAET IIPH
TIOJIHOM 3dHOCE U UMEET XAPAKTEPHBIE /I HETO YepTHl [4].
OJHAKO OIUCAHBI ¥ PEAKUE CTyIar MHBA3UBHOIO 3aHOCA [IPU
€I0 YaCTUYHOM BapuanTe. JJ1arHo3 MOXeT ObITb IOCTABIEH
JIUIIb IPY TUCTEPIKTOMUU.

Memacmamuvecikuti ny3uipHuiil 3aH0C ONPEACIAETCA KAk
BHEMATOYHOE HATMYUE BOPCUH B KDOBEHOCHBIX COCY/IAX WK
TKAHSAX, YaIe BCETO BO BIATAJIUIIE WU JIETKUX [2-4].

Heonyxonesble TpogobnacTnyeckme
nopaxeHus

YanoL v Oa58uK1 naGUeHMapHol nAoWAOKY IPEACTABILI-
10T COO0H XOPOILIO OYEPUYEHHBIE OOPA3OBAHUSA C BBIPAKEH-
HOH I'MAIMHA3UPOBAHHON CTPOMOM, UH(PUIBTPUPOBAHHON
JETEHEPATUBHO U3MEHEHHBIMU KIETKAMU TPO(POOIACTA C He-
3HAYUTEJIBHON ATUIIMEN U PEKUMU MUTO3AMHU (pHUC. 12).

AHOPMATBHO YBeUMENHAS NAAUEHMADHAS WIOUAOKA Xa-
PAKTEPHU3YETCA HEOIYXONEBBIM YBETMYEHHEM HOPMAILHOTO TIPO-
11ECCA UMIVTAHTALAY C HATMYUEM HE3PENBIX BOPCUH (PHUC. 13).
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KOHTpauenuuu // bubmiorexa naronoroanaroma. — 2007. — Bri. 83. - 51c.
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