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HOAYJASIPHBIN ®ACIIAUT

Onpenesienue

Honpynspusiii ¢dacuuutr — orpanuyeHHas (uOpo3Hash HeoIwiazus, KOTopas
OOBIYHO JIOKATU3YeTCs B MOAKOXKHOM XKUPOBOHl KieTdyatke. COCTOUT M3 KPYMHBIX,
HO OJHOO00Opa3HbIX (huOpobdIaCTHICCKUX/MUODUOPOOTACTHUCCKIX KIETOK H, KaK
NPaBUJIO, UMEET YYaCTKHU PBIXJIOTO CTPOCHHUS WM MaTTepH pOCTa MOI0OHBIHI
KyJbTYp€E TKaHH.

ICD-0 code 8828/0

CHUHOHMMBI

[IceBaocapkoMaToO3HbIN (PacIuuT.

INUAEeMHOT0THA

Honpynspuslii (pacuuuT — CpaBHUTENBHO YACTO BCTpeUarolieecss oOpa3oBaHUe
MATKHX TKaHed. OTMmedaeTcs BO BCEX BO3PACTHBIX IPYIIAX, HO Yalle B MOJIOJOM
BO3pacTe. BHyTpucoCcynHCTBIE M KpaHUAIbHbIA (DaCHUUTBl — PEAKUE OITyXOJIH.
BHyTpucocyaucTslii (paciMUT pa3BUBAETCA MPEUMYLIECTBEHHO Yy JHIl Mosoxe 30
JIeT; TOTrJa KaK KpaHuaibHbIU (hacuuuT — y aereil muaame 2 net. KpanuanbHbiil u
BHYTPUCOCYAUCTBIN (haCIUUTBl BCTPEYAIOTCS C OJUHAKOBOM YAcCTOTOM Kak y
MY>KCKOI'0, TaK M Y KEHCKOTO I0JIOB, OJJHAKO KpAaHUAJIbHBINA (PaCIUUT pa3BUBACTCS
yane y 1eTel MyKCKOTO I0Ja.

ITHOJIOT U

Hepeako mpuurHa BO3HUKHOBEHUSI OIYXOJM OCTAE€TCSl HEACHOM, OJHAKO B
HEKOTOPBIX CIy4yasx B aHaMHE3€ OTMe4aeTcs TpaBma. PopoBas TpaBMa MOXET
HOCITY>KUTh IPUYUHON Pa3BUTHUSI KPAaHUAJIBHOTO (acIUUTA.

Jlokamu3anus

Honynspusiii  dacuuutr dopmupyercs U3 MOBEPXHOCTHOM (Qaciuu o
pacnpocTpaHseTcsl B TUIIOIEPMY, B PEJIKUX CIIydasX BCTPEYAETCS BHYTPUMbILLIEYHAS
Jokanu3auuda. JlepmanbHOE pacrosioKEHUE OMyXOJId YPE3BbIYAHO  pEeIKo.
Haubonee wacto mopaxaroTcs BEpXHUE KOHEUHOCTH, TYJIOBHILE, TOJOBa MU IIes.
BryTpucocyaucTeiii (pacuMUT — NpPEeMMYLIECTBEHHO IMOJKOXHOEe oOpa3oBaHue. B
MPOLIECC BOBJIEKAIOTCS COCYABI MEJIKOTO0 M CpeAHero Kaiaulpa, Kak MpaBUiIO, —
BEHO3HOI0 THUIIA, HO MOTYT TMopaxarbcsi W aprepuu. KpaHuanbHbId (daciuut
pa3BuBaeTcs B 0OJacTH CBOJA dYeperna M MITKMX TKaHEeW CKalblla, U MOXKET
pacpoCTpaHAThCS 10 MO3TOBOM MOBEPXHOCTH CBOJIA B MO3TOBbIE 000JIOUYKH.

Kinnuveckue 0co0eHHOCTH

Jns "HomynsapHoro acuuura XapakTepeH ObICTpbld pocT (00bruHO 2-3
Mecsana). IlanmueHTaMu MOXXET OTMEYaThCsl MOBBIIICHHAs YYBCTBUTEIBHOCTH H
00J1€3HEHHOCTh B 00JacTH 00pa3zoBaHus. Pa3mepbl omyxonu yamie MeHee 2 cM, U

5



Mo4YTH Bcerna Meree 5 cm. [ BHyTpucOCYyauCTOTO (hacimuTa XapakTepeH Ooliee
MEJIEHHBI pPOCT, HO Ppa3Mepbl OMYyXOJM Takke OO0bluHO A0 2 cm. s
KpaHUAJIbHOTO (acuyuTa, Kak M Uil HOAYJISPHOTO, XapaKTepeH OBICTPBIA pOCT,
OJTHAKO OIyXOJIb MOXET JOCTUraTh OOJbIIMX pa3mepoB. IIpu mopaxkeHuu uepemna
PEHTTEHOJIOTUYECKH BBIABISAETCS JIMTUYECKUM JedEeKT CO CKIEPO3UPOBAHHBIMU
KpasiMi, B CBOIO OuU€pe/ib HOMYJAPHBINA (HaCIUUT MPU MOMOIIX MOJOOHBIX METOOB
VCCJIETIOBAHUI HE TUAarHOCTUPYETCS.

Maxkpockonuyeckasi KApTUHA

Poct HomymsipHOrO Qacuuura MOXKET OBbITh KaK HMH(UIBTPATUBHBIM, TaK U
OTTPaHUYCHHBIM, OJHAKO HAJIMYUE KalCyJbl HE OTMeyaeTcsa. TKaHb OINyXOJM Ha
paspe3e BappupyeT OT (UOPO3HONW 10 MHKCOMIHOHM; PEIKO MOTYT BCTPEUYaThCs
LEHTPAJIBHO PACHOJIOKEHHbIE KHCTO3HbIE U3MEHEHUS. BHyTprcoCyAHCThIN (haciuuT
XapaKTEPHU3yeTCsl y3J0BbIM WM IJIEKCHPOPMHBIM (OOIIMPHOE BHYTPUCOCYIUCTOE
NOpa)KE€HUE) XapakTepoM pocta. KpaHualbHbIA (QacuuuT MOpeAcTaBisieT coOoi
OTTPaHUYECHHOE OOpa30BaHUE AJIACTUYHON KOHCHCTEHIIMHM, B LEHTPAIbHOW YaCTH
KOTOPOI'0 MOT'YT BU3YaJIM3UPOBATHCS MUKCOUIHBIC YYaCTKU WIIH KUCTBHI.

I'mcronaroJiorus

HonynsapHselil (acuuuT COCTOUT U3 KPYHHBIX BEPETEHOBUIHBIX (prOpoOIacToB
/MuopuOpoOracToB 0€3 SACpHOM TUIEpXpOMUUM U IuieoMopduzma. Moryt
ONPEAENATHCS MHOTOYHMCIEHHBIE MUTOTHYECKUE (PUTYPBI, 0€3 HATU4Ms aTUIHUYHBIX
dopm. KIeTOYHOCTP MOXKET OBITh BBIPAXKEHHAs, HO XapaKTEPHbl YYACTKH
pPa3pO3HEHHOCTH, MUKCOUJHOCTH, Pa30PBAHHOCTH WJIM HANOMHUHAIOLIUE KYJIbTYPY
TkaHu. Knetounsle myuku umeror S- unu C- o0pa3Hyio Gopmy; BCTpEUaroTCs, TaK
Ha3bIBaE€Mble, «MyapoBbie» CTpyKTypbl. KoimareHa B OOJBIIMHCTBE CIIydacB
HEMHOT'O, OJHAaKO MOTYT BBISBJISTBCA OYaroBble €ro CKOIUIEHUS BIUIOTH JO
GopMUpOBaHUS  KEJIOUAOMOJOOHBIX  KOJUIAr€HOBBIX  NY4YKOB.  MecTtamu
OMPENENSIOTCA 3KCTpaBa3aTbl APUTPOLMUTOB, JUMQPOIUTHI W  MHOTOSJIEPHBIC
OCTEOKJIACTOMOI00HbIE TUTAHTCKHUE KJIeTKH. OmnyxoseBas TKaHb M0 0OJIbIIEH YyacTu
XOpOIIO OTIPAHMYEHA, OJHAKO MO NepuPeprur OTMEYAETCS OIYXOJIEBBIA POCT
MEXIYy JKHPOBBIMU KIIETKaMH, IIpd [OAKOXXHOW JIOKAJINW3alMU, W MEXKIY
MBIIIEYHBIMU KJIIETKAMU — MPU BHYTPUMBILIEYHOM JIOKAJIW3AaLMH. B HEKOTOpBIX
Clly4asiX OIyXOJIb COAEPKUT MHOTOYMCIIEHHBIE MEJKHE COCY/bl, HaIIOMUHAIOIINE
IPaHyJSIUOHHYIO TKaHb. BHYTpHCOCYIHCTBII W KpaHHaJdbHBIA  (acIUUT
TUCTOJIOTUYECKH MICHTUYHBI HOAYJSIPHOMY (DACIMUTY, OAHAKO IJIsI KPAaHUAIBHOTO
dacuunTa XapakTepHO BBICOKOE COJECpPKAHUE OCTEOKIACTOMOJOOHBIX TMT'AHTCKUX
KJIEeTOK. BHyTpucocynuctblii  (acuuuT MOXET OBbITh  MPEUMYIECTBEHHO
BHECOCYIHCTBIM C HE3HAYUTEIIbHBIM BHYTPHCOCYAMCTBIM KOMIIOHEHTOM, WJIH K€
HaIIPOTHUB MPEUMYILIECTBEHHO BHYTPUCOCYAUCTHIM. B HOAYISPHOM M KpaHUAIbHOM

dacuurTax BCTpedaeTcs KOCTHas MeTariazus (occudunupyronuiics Gaciumr).
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W XapakTep pocTa.

i pactuuT: HHOUIBTPATUBHEI

Puc. 1. HOﬂ}}MpHH

Puc. 2. HogynsapHslii paciiuuT: MUKCOUTHAS CTPOMA.
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Puc. 3. HonynspHsiii haciiuuT: 3KCTpaBa3aThl S3pUTPOIUTOB.
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OCTCOKJ’I&CTOHOI{O6HHX KIJICTOK.

NvmyHopenoTun
KneTkn omyXxoiau 3SKCHpPEeCCUPYIOT TJIAJKOMBIIICYHbIH akTuH (SMA) u
MbIleYHO-crienuduueckuii aktu (MSA), penko — necmud. OcTeoKIacTono100HbIe
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TUTAaHTCKUE KJIETKU W, MHOT/Ia, BEPETEHOBUIHbIE KJIETKH, cojiepxaT CD68. KepaTtun
n S100 HETaTUBHBI.

I'eneruka

Nnentudukarus cuare3a reHoB MYH9-USP6 kak moBTOpsIOIIErocs COOBITHS
B HOAYJSIPHOM (pacUMHUTE TMPOYHO YTBEPAWIA €ro paHee OCMapUBaEMbIil
KJIOHAJIbHBIA HeorulacTuueckuid xapaktep. MYH9 (22q13) xoaupyer TshHKENyro
IIEMb HEMBIIIEYHOTO MHO3WHA W YYacCTBYET B TOJJICPKAHUH KIETOYHOH (POpPMBEI,
NOJIBM)KHOCTH KIIETOK, aare3uu, nuddepenuupoBku u pocta. USP6 (17pl3) — ato
NeyOUKBUTUHUPYIOIIAs MpOTea3a, ydYacTBYIOIIAs B KJIETOYHOM IEpEMEIICHUH,
nerpajanuu  OeaKkoB, CUTHaJIbHOM cBsizM W BocnaieHuu. Cunres MYH9-USP6
BBI3bIBAET  TPAHCKPUIILMOHHYK  PETY/HIMUI0O  BCEM  MOCIEAOBATEIbHOCTH
koaupoBanusi USP6 ¢ momomnipio aktuBHOTO mpoMoyrepa MYHO9 B knaccuueckom
MPOMOYTEPHOM MeEXaHU3Me. SIBJSIETCA JM 3Ta TPAHCIOKALMS XapaKTepHOU ISt
MEHEE pPaCHpPOCTPAHCHHBIX BHYTPUCOCYAMCTOTO W KpaHUAIBHOTO (DacIMUTOB,
ocraercsi HesicHbIM. CHHTE3 CTpyKTypHO mOoAoO0HBIX USP6-reHOB BCTpedaeTcs B
aHEBPU3MAJIbHOM  KOCTHOM  KHCTE, KOTOpas HMMEET HEKOTOphle  0O0Iue
TUCTOJIOTUYECKHE OCOOCHHOCTH C HOAYJSpHBIM (hacumuToM. B kadectBe mpumepa
MIOCTOSIHHO ~ OTTPAaHUYEHHOTO M PErPECCUBHOIO TMOPAXKEHUS C  CHUHTE30M
MOBTOPAIOIIETOCs TeHa ObLI MPEAJIOKEH TEPMUH "TIEpeX0HAs HeoIIa3us'" .

daxkTophI NPOrHO3a

PeumauBel mocne paJukaaibHOTO UCCEeUeHUsl 00pa3zoBaHus peaku. OHU MOTYT
BCTPEYAThCS PU HETIOTHOW PE3EKIMU BO BPEMsI aKTUBHOM (Da3bl poCcTa OMyXOJIH.

MPOJIMPEPATUBHBIN ®ACIAUT
U TIPOJIN®EPATUBBIA MUO3UT

Onpenesienue

[IpomudepatuBublii  Qacuuut — Gopmupyrolas ONyXOJdb IMOAKOXKHAs
nponudepanus, XapaKTepu3yloUascss HaJU4heM KPYIHBIX TaHTJIMO30M0A00HbBIX
KJIETOK B JIOTIOJTHEHUE K KPYHHBIM (ubpodiacTruueckum / MuOPUOpoOI1acTUYECKUM
KJIETKaM, TMOJO0OHBIM TaKOBbIM B HomyssipHoM (acuuute. IlponudepaTuBHBIM
MHUO3UT — aHAJIOTUYHBIN MPOLIECC B MpeesiaX CKEJIETHBIX MBIIIII.

ICD-0 code 8828/0

INUAEMHOI0TUA

[TponudepaTuBHbil GacuuuT U OpoAUpEpPaTUBHBIM MUO3UT — rOpa3fgo MEHee
pacrnpocTpaHEHHbIE TMpOIECChl, YeM HOMyJsApHbIA ¢acuuut. Ilanuentsr —
NPEUMYIIECTBEHHO JIMLIA CPEITHEr0 M MOKUIIOr0 BO3pacTa, T.€. BO3pacTHAs IpyIa



cTapiie, 4yeM mpu HOLylsapHOM (acruute. OmUcaHbl pPeAKUE Clydad pPa3BUTHS
nposidepupyroiiero aciuura y aetei.

ITHOJIOTUS

Penko B anamHe3e Gpurypupyer TpaBMa.

Jlokaauszanus

Haubonee wuacrtas nokanu3anusi npoiudepaTuBHOTO (GaciuuuTa — BEpPXHUE
KOHEUYHOCTHU, OCOOCHHO MpPEAIUICUbs; PEKE — HMKHUE KOHEYHOCTH M TYJIOBHIIIE.
[TpomudepaTuBHBINT MHO3UT pa3BUBACTCA MPEUMYIIIECTBECHHO B 00JIACTH TYJIOBHIIIA,
IJIeYeBOro Tosica, pexxe — B obmactu Oexep. IlpomudepatuBHbiii dacuuut —
MOJIKOKHBIN TIpoliecc, TpoaudepaTUuBHBIA MUO3UT — BHYTPUMBIIICUHBIH.

Kinnuveckue 0co00eHHOCTH

Jns >THX OmyxoJied XapakTepeH OBICTPBIA POCT, UX PE3EKLUHs OOBIYHO
MPOU3BOJIUTCSI B TEUEHHE 2 MeECAlleB C MOMEHTa oOHapyxeHus. Pa3zMepsl
npoaudepaTUBHOrO (pacuuuTa Yailie BCEro MeHee 5 cM, OOBIYHO — MeHee 3 CM.
Pa3zMepsl mposivdepaTUBHOIO MHO3UTA HECKOJIBKO Oosbiie. IlanueHTsl MoryT
oTMeuYaTh OOJE3HEHHOCTh WJIM YYBCTBUTEIBLHOCTH B oOjacTu omyxosu (Oonee
XapaKTEepHO JJi MposinepaTuBHOrO PaciiuuTa).

Makpockonuyeckass KApTUHA

[IpomudepaTuBHBIE ~ (GacIUUT  MPEACTABICH  IUIOXO  OTIPAaHWYCHHBIM
MOJKOXHBIM 00pa3oBaHUEM, KOTOPOE MOXKET PaCHpOCTPAHATHCS TOPU3OHTAIBLHO
BJI0JIb (pacuuu. B penkux ciaydasx omyxoJib pa3BUBACTCS Y JIETeH U OOBIYHO JTyUIIle
ouepueHa. [IpommdepaTBHBIN MHO3HUT TAK)KE TUIOXO OTTPAHUYCH M 3aMEIAeT YacTh
BOBJICYEHHOW MBIIIEYHOU TKAHMU.

I'mcronmaroJsiorus

N B nponudepatuBHoM dacuuute, U B IpoaudepaTUBHOM MHUO3UTE, TOMUMO
budpodnactuueckux/  MHOPUOPOOTACTHYCCKMX  BEPETCHOBUAHBIX  KIIETOK
(MOIOOHBIX TAaKOBBIM B HOIYJISPHOM (haClUMUTE), OTMEYAETCS Haaudue OOJbIIUX
KJIETOK C OKPYTJIBIMH SPaMH, BUIUMBIMU SIIPBIIIKAMU B 0OMIIEHON amMbodUIbHOMI
uiu 0a30UIbHONW UUTOIIA3MOM. OTH KJIETKH MOJO0OHBI TaHTJIMO3HBIM. Kak
MpaBUJIO OHU OJHOSICPHBIE, OJIHAKO BCTPEYAIOTCS JBYX- WA TpEXsACpHBIC.
KonudecTBO AaHHBIX KJIETOK MOXET OBITh pa3IUYHBIM; paclpeiesieHne — OT
PaBHOMEPHOTO JI0 0YaroBOr0 KOMIAKTHOTO. MUTOTHYECKHE (DUTYPBI BBISBIISIOTCS U
B BEPETCHOBHJHBIX, M B TaHIJIMO30MOJOOHBIX KIETKaX, W MOTYT OBITh
MHOTOYHUCIICHHBIMU (HO HE aTUNUYHBIMU). CTpoMa HEpaBHOMEpHAsl, U3MEHSCTCS OT
MUKCOHWJIHOM 10 KOJUIAar€HOBOHM; TpaHUIBI 00pa30BaHUS HWHQPUIBTPATHUBHOTO
xapakrepa.
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Puc. 5. IlponudepatuBHsbiii pacuuuT: dacius yToamieHa, oTeuHas,
UHOUIBTPUPOBAHA TAHTIIMO30M0IOOHBIMU TUTAHTCKIUMH KJIETKAMHU.
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Puc. 6. IlponudepatuBHbIi GaciiuUT: TAHTINO30MO00HbBIE KJIETKA ¢ OOMIIEHON
aM(poOUITILHOM ITUTOIUIA3MOM, OOJBITUMHU BE3UKYIISIPHBIMU SJIPAMU C BUAUMBIMH

S APbIIIKaMH
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PI/IC 7. HponHQ)epaTHBHLIH MHUO3UT: MBIIICYHBIE BOJIOKHA PA3ECIICHBI KJICTOYHBIM
MHOUIBTPATOM, CO3/1aBasi KAPTUHY «IIIAXMATHON JOCKI»

B
.
» -

\7 -
%

-
-
.
b4 4

-~
-~ %
-

'1' A g e
7 ﬁVaf? N
jvf Tl aY P ool » o
Puc. 8. Hponnq)epaTI/IBHLm MUO3HT: THIAHTCKHE KJIETKH C OBHIBHOI LATOILIa3MOM,
OOJIBIIMMY BE3UKYJISIPHBIMU SIAPAMHU U BBIPAKCHHBIMU SIIPBIIITKAMHU.
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[IponudepatuBHbIil (HaCIUUT MOMKET PaCHpPOCTPAHATHCSA BIOJIb (PacIHH,
TOrIa Kak npoiaudepaTUBHBI MHUO3ZUT MPOCTUPACTCS MEXKIY MBIIICYHBIMU
BOJIOKHAMM W TPYIIIAMU MBIIIEYHBIX BOJIOKOH, CO3/1aBas CBONCTBEHHBIN €My
NMaTTepH  «IIaxMaTHoOW  jgocku». IlponmudepatuBHbli  dacuuuT y  jAeTei
XapakTepuzyeTcsi 0ojiee YETKMMU TpaHUIaMU, OOJIbIICH KIETOYHOCTHIO, OOMIINEM
TaHTJIMO30T0I00HBIX  KJIETOK, TOBBIIICHHBIM KOJMYECTBOM MHUTO30B. Moryt
BCTpEUaThCSl OYyaru HEKpo3a W OcTpas BocHaiautenbHas wuHuibTpanus. B
npoiudepaTUBHOM MHO3WUTE WHOTJA BBISIBJISETCS METAIUIACTHYECKas KOCTh,
co3/aBasi CXOJICTBO C OCCU(PUIIMPYIOIIUM MUO3UTOM.

HNmmyHodeHoTHI

NMMyHOTUCTOXUMHUYECKUH TPOPMIb MpoaudepaTUBHBIX (acluuTa U MHO3UTA
cxox ¢ HOAy sIpHBIM (hacumuToM: SMA 1 MSA MOo3UTHBHBI, JECMUH — HETaTUBCH.
["aHrnmo30mno100HbBIE KJIETKA B OCHOBHOM HE 3KCIPECCUPYIOT aKTHH.

YabTpacTpykrypa

YasTpacTpykTypHble 0coOeHHOCTH (uOpodiacToB U MuUOPUOPOOIACTOB
NMOoJ00HBI TAaKOBBIM B HOIYJSAPHOM dacuuute. [aHTIM030MmoA00HBIE KIETKH
XapaKTepU3yrTCsl OOWIBHOW PACHIUPEHHONW TpaHyJISIPHON HHAOIIA3MATHYECKON
CEThbIO U OTCYTCTBUEM HEHPOHAJIBHBIX OCOOCHHOCTEH.

I'eneruka

Tpucomust 2 xpoMocoMbl Oblsla OOHapyKeHa Kak €IMHCTBCHHAs aHOMAIUS B
OJIHOM cltydae npoiudepaTuBHbIX (paciuuTa U MUO3UTA. 3HAYECHUE ATUX (HAKTOB,
OJIHAKO, HE COBCEM SICHO, TaK KaK TPHUCOMHS 2 Takke OblUla JOKYMEHTAJIbHO
MOATBEPIKICHA In Vitro B CTaperomux JUM(OIUTAX Y MOKUIIBIX MAIIMEHTOB. Takum
o0pa3oM, HeNlb3s MOJHOCThIO MCKIIOYUTH BO3MOXKHOCTH TOTO, YTO TPUCOMUS 2 B
ITUX CIy4dasx npoiaudepaTuBHbIX (acluuTa U MHO3UTA MPEACTaBISET COOOM
MIPUOOPETCHHYIO BO3pPAaCT3aBUCUMYIO AHOMAJIHIO. Bropou ciay4dau
nposudepaTUBHOIO MUO3UTa 0€3 TPUCOMHH 2 MPOJIEMOHCTPUPOBAI TPAHCIOKAIUIO
1(6,14)(923;932).

daxkTopbI NPOrHO3a

JlaHHBIE OITYXOJIM HE METACTAa3UPYIOT U PEAKO PELUIUBUPYIOT.

OCCHOHUIIAPYIOIN MUO3UT U ®UEPO3HO-KOCTHAS
HCEBJOOITYXOJIb ITAJIBIIEB

Onpenesienue
Occudunupyromnuit MUO3UT U (HUOPO3HO-KOCTHAS TICEBIOOMYXOJb MAJBIIEB —
OTTPAaHUYCHHBIC  JIOKAJbHBIE  TIOPAXKEHHUS,  COCTOSINIME W3  PEAKTHBHOU

TUMNEPKICTOYHOM (UOPO3HONW M KOCTHOM TKaHEH. BBICTpBI pOCT B COUETAHUU C
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TUIEPKIETOYHOCTHIO M MUTOTHYECKOM AKTUBHOCTHIO BBI3BIBAIOT KIMHUYECKYIO
HAaCTOPOKEHHOCTh W MO3BOJSIIOT OTHECTH O3TH TOPAKEHUS K KIACCUYECKHM
MICEBJ0CAPKOMAM MSTKUX TKAHEH.

CHUHOHMMBI

[IceBno3n0KayeCTBEHHAS KOCTHast OMyXO0JIb MSITKUX TKaHEH;
occU(UUMPYIONIUK OTrpaHUYEHHBIH MHO3HUT;, TPaBMATHUECKUNA OCCUPUIMPYIOMINN
MHUO3HUT.

ONUAEeMHOI0TUSA

JlaHHBIE TIPOIIECCHI BCTPEYAIOTCS Yy MALMEHTOB C IIMPOKUM BO3PACTHBIM
JMAra3oHoOM — OT MJIAJICHIIEB 10 95 5eT; ogHako, B OCHOBHOM, Pa3BHBAIOTCS B
MOJIOJIOM Bo3pacTe (CpeiHMii BO3pacT NAIMEHTOB COCTaBisieT 32 Toja).
Occuduuupyromuii MUO3UT Yalle ONpeesaeTcsl y My>KUYrH (COOTHOIICHUE MY>KUHH
Y JKCHIIMH COCTaBIIACT 3:2), 0JHAKO (UOPO3HO-KOCTHAS IICEBIOOITYXO0Jb MaJbIICB
HaMpoOTUB TMpeodsialaeT y JKEHCKoro moja. llanueHtsl ¢ occupUIMPYIOMUM
MHUO3UTOM OOBIYHO (PU3UYECKU AKTUBHBI.

ITHOJIOTUS

B 60-75% cnydaeB B aHaMHe3€ OTMedaeTcs TpaBMa. [Ipu OTCyTCTBUM TpaBMbI
BO3MOYKHBIMH 3THOJIOTHUECKUMHU (PAaKTOpaMH MOTYT TOCTY>KUTh MOBTOPSIOIIUECS
MeEJIKME MEXaHWYECKUE TTOBPEKACHUS, UIIIEMHUSI WJIK BOCTIAJICHUE.

Jlokanmu3anus

Occuduuupyromuii MUO3UT Pa3BUBAETCS B 00J1aCTH KOHEYHOCTEH, TYJOBHUIIA,
rojioBbl U 1meu. Haubornee wyacras jokKaau3amusi — YYacTKH, MOJBEPKEHHbIE
TpaBMUPOBAHUIO (JIOKOTh, O€IPO, AroauIa, 1iedo). EcTh oTaenbHbIe cOOOMEHUs 0
MOP(OJIOTUYECKH TTOJIOOHBIX OCCUPUITUPYIOIIEMY MUO3UTY MOPAKEHUSIX B 00J1acTU
Opbpkeiiku. OmyXxoJbp 4Yaiie pa3BUBAETCS BHYTPH CKeJEeTHOM Mbimibl. [TomoOHbIe
OMYXOJIM, KOTOPbIE BO3HUKAIOT B IMOJKOXXHOW >KMPOBOM KIIETUATKE, CYXOMKUIUSIX
uiu (aciuu, U3BECTHBI KaK OCCU(MUUIUPYIOMNN MaHHUKYJIUT U OCCUDUITUPYIOIINI
bacuuuT, cooTBeTCTBEHHO. DUOPO3HO-KOCTHAS TICEBIOOMYXO0JIb MaIbIEB MOPAKAECT
MOJKOXHBIE TKAaHU MPOKCUMAJIbHBIX (DaJlaHT MaJIbIEB PYK U, peXke, MaableB HOT.

Kunnnyeckue 0co0eHHOCTH

Knunnueckne wu panuorpaduueckue OCOOEHHOCTH 3aBUCAT OT CTaJHH
pa3BuTHs 3aboneBanus. B pannedt cramum (1-2 Hemenu) B 30HE TMOpaKCHHS
OTMEUYaeTCAd  MPUNYXJIOCTh HW  OoNe3HEeHHOCTh. Ilpum  PuOpPO3HO-KOCTHOM
NICEBJIOONYXO0JM TaublieB B 00JacTH Tanblla ompeaensercs O0o0JIe3HEHHOE
YIUIOTHEHUE TKAHEW BEPETEHOBUIHON (POPMBI.

Peutren u KT npu occuduiupyromnieM MHO3UTE MOTYT BBISIBUTH TOJBKO
yBEJIIMYEHUE MATKUX TKaHEll B oObeMe U OTeK, B TO BpeMmsi kak MPT BbisiBisieT
reTepOreHHOCTh oOpa3oBanusa. CrycTs 2-6 Hedenb OT Hadajna 3a00JeBaHUS TI0

nepudepur Tporecca CTAaHOBATCS OYECBHUIHBIMU IUIOTHBIC KaJdblIM(PUKATBHI, B
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JTanbHENIIIEM OCCH(PUITUPYIOMNUECS U OTPAHUYUBAONINE OMYyXOJh B BUIE «IUYHOU
ckopaynbl». B (GuOpO3HO-KOCTHOM TICEBIOOMYXOIM TabIeB KalbIU(DUKATHI
pacrnonaratorcst 6osiee xaoTudHo. Co BpEeMEHEM OITyXOJId CTAaHOBSTCS TUIOTHOM
KOHCHUCTEHIIUU U XOPOIIIO OTTPAaHUYCHHBIMH.

Puc. 9. Occudurupyromuii MHO3HT: 10 TIepudepun 3peas KOCTh; B IICHTPE
¢bubpo3HasT TKaHb C OCTCOUTHBIMH JICTIO3UTAMH.

%) MY : : 78 3 . - e d
b AL L B INCRE Y o P o =, i A
Puc. 10. Occudunupyrouii MUO3HUT: OCTEOUIHbIE AETIO3UTHI OAHOO0PA3HBI; sIpa
YBeJ'II/I‘-IeHBI, HO HEC l'IJ'IeOMOp(l)HBI.

15



Maxkpockonnyeckass KapTHHA
Occupuuupyrommii MMO3UT IPEACTABIEH XOPOIIO OYEPUYEHHBIM OBOMIHBIM

oOpa3zoBanueM. lleHTpanpHass 4YacTh Ha pa3pe3e Msrkas Osectdmas ¢
reMopparusiMi, o nepudepu ONpPeesoTCS KPYIMHO3EPHUCTBIE cepo-Oenble
yrioTHeHus. Pa3Mepsl coctaBisioT oT 2 10 12 cMm, HO 4aie 5 ¢cM B HauOOJIbIIEM
n3MepeHnn. OuOpPO3HO-KOCTHAS TICEBI0OMYXO0JIb MANBIIEB MEHBIIE 10 pa3Mepam, C
MEHEee YCTKUMHU TPAHUIIAMH.

I'ucronaroJiorus

Occudunupyronmii ~ MUO3UT  TPENCTaBIEH  30HaMH  MposU@epanuu
¢budpodiactoB U (HOPMUPOBAHHUS KOCTH OCTEOOJACTHUECKUMH DJIEMEHTaMH,
KOTOpas MPOXOJIUT Yepe3 psifi CTaIui B TEUCHUE JITUTEIBHOTO BpeMeHu. Ha panHux
Tamax  pas3BUTUS  OCCUUUUPYIOIMIMK  MHO3UT  KJIETOYHBIM, HAlOMHHAET
HOTYJISIPHBIN dacruur, u XapaKTepU3yeTcs MHO>KECTBEHHBIMH
nposdepupyomumu GudpodiacTamu, pacrnoaraiuMUcs 0eCOpsI0YHO, U B
KOPOTKHUX TMeperuieTaromuxcs nydkax. dubpobnacTtsl coaepkar 303MHODUIBHYIO
[UTOTUIa3My, BE3UKYJSIPHOE WM 3EPHHUCTOE SAPO C sApbIKamMud. Moryt
BBISIBIIAITHCSI MHOYKECTBEHHBIE MUTO3bI, OJJHAKO aTUITUYHBbIE MUTOTHUYECKUE (UTYPHI
oTCyTCTBYIOT. CTpOMa OTE€YHasi WJIM MUKCOUIHAs, C OOMJIMEM COCYJOB; COJEPKUT
¢GbubpuH, TPYNIbl AKCTPABACKYJSPHBIX DJPUTPOLIUTOB, PACCESIHHBIE KIETKH
XPOHUYECKOTO  BOCTAJIICHUS, OCTEOKJIACTONMOJOOHBIE  THUTAHTCKHE  KIIETKH,
MOBPEKJICHHBIE WM aTpoUYHBIC MHOIUTHI. bosbmias 4acTh mepudeprudIecKux
Y9aCTKOB OCCHU(HUITUPYIONIETO MHUO3WUTA MPEACTABICHA KOCTHBIMH TPAOCKyJIaMH H
KOPTUKAJIbHOM KOCTHIO, KOTOpas BHayaje MPEACTaBICHa PETUKYI0DUOPO3HOU
KOCTHOM TKaHbIO, a B JaJIbHEUIIEM 3aMEIIAeTCS IUIAaCTUHYATOM KOCTBIO.
[lenTpanbHas KiaeTouHas 00JIaCTh, KOTOpas MOXET COXPaHSATHCA B TEUYCHHE
HECKOJBKHUX JIET, TOCTEIIEHHO CTAaHOBUTCA OECKJIETOYHOM KOJUIAreHOBOM, W
occuduimpyercsa. B HEKOTOpBIX cCiydasx Mporecc perpeccupyer. B wurore o
MPEACTaBIACT COOOM OBOMIHON (DOPMBI CKOIUIEHHE KOMIAKTHOTO WM T'y04aToro
KOCTHOTO BEIIECTBA, COJICPKAIIETO JKUPOBYIO MM KPOBETBOPHYIO TKAHb.
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Puc. 11. ®ubpo3HO-KOCTHAS TICEBIOOMYX0JIb MAIbIEB: KaNbIIU(MUITIPOBAHHBINA
OCTEOMJ] U BEPETECHOBU/IHBIE KJIETKHU B MpejeiaX MUKCOUTHON CTPOMBI.
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Puc. 13. ®ubpo3Ho-KOCTHAs NICEBAOOMYXO0Jb NaJIbLIEB: 3peiasi KOCTHAsl TKaHb

Puc. 14. ®ubpo3HO-KOCTHAS IICEBI0OYXO0JIb MAJIbIEB: OTCYTCTBUE 30HAIBHOCTH.
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NvmyHopenoTun

dubpobmacTel 1 MUOGUOPOOIACTHI IKCTpeccupyroT actin, SMA u desmin.

YasTpacTrpykrypa

BeperenoBuaHbie KJIETKH XapaKTepU3yIOTCS yIBTPACTPYKTYPHBIMU
ocobeHHOCTsIMU  (ubpobractoB ¥ MHOGUOPOOIACTOB,  BKIIOYAIOIIUMU
paCIIMPEHHYIO TPaHyJISAPHYIO SHIOIJIA3MAaTUYECKYI0 CETh, LUTOIIA3MaTHUYECKUE
¢unamMeHTel ¢  IJIOTHBIMH  TedbllamMu. Kietku, ¢GopMupyoomue KocCTb,
XapaKTepU3yloTCsl  OCOOCHHOCTSIMH  OcTeoOnacTudeckoil  AudepeHInpOBKH,
coJlepKaT PaCIHIMPEHHYIO TPaHYJISAPHYIO SHJOIMJIA3MATHUYECKYI0 CeTh M O00umine
MUTOXOHIPUM.

I'eneruka

MonekynsipHas TeHETUKa OCCUPUIMPYIONIET0 MUO3UTA U (PUOPO3HO-KOCTHOM
NICEBAOOMYXONU TMajblleB HEW3BEeCTHA. B HEKOTOpBIX Cllydasx OIyXoJied C
HAIMYUEM KIIACCUYECKUX DPATUOIOTUYECKUX U THUCTOJOTUYECKUX OCOOCHOCTEH,
XapaKkTepHBIX Ui occuuuupyromero Muo3uta, Obuia oOHapyxkeHa USP6
nepecTporka, OJHAKO OoJjiee JJIUTENbHOE KIMHUYECKOE TEUEHUE I03BOJISIET
IPEIOJIOKNTh, YTO JIAHHBIE OITyXOJIM MOTYT OBITh CKOpee KJIacCU(UIIMPOBaHbI KaK
aHeBpU3MaJIbHAsl KOCTHAsI KUCTa MATKUX TKaHEH.

daxkTophI NPOrHO3a

Occuduuupyronuii MUO3UT U (PUOPO3HO-KOCTHAS TICEBAOOIYXOJb MalbIEB B
Cllydasx paJuKaIbHOTO MCCEUEHUS MMEIOT XOPOIIMH TMPOTHO3, TOCKOJIBKY
pPEUUANBEI SIBJIIOTCS HUCKIIOYEHHEM, a TpaHchopmanusi B OCTEOCAPKOMY KpaiiHe
penka.

WIIEMWYECKHAN ®ACIITUUAT

Onpenesienue
Nmemnuecknii bacuuut — peaKTHUBHAas [ICEBIOCAPKOMATO3HAas
bubpobacTruueckas/muopudpodIacTuueckas npoaudeparus, WHOT 1A

acCOIMUPOBaHHAS C (PU3NICCKOU HETOIBHYKHOCTBIO.
CHHOHUMBI

ATunuyHas aexyouTtaabHas (mpojiexkHeBas) puoporiasusi.

nuaeMHOJIOT S

Nmemudeckuii  ¢GaciuuT pa3BUBACTCI IPEHMYIIECTBEHHO Y  IMOXHUIIBIX
MAIMEHTOB C HAUOOJBIITUM KOJIMYECTBOM CITy4aeB B MIPOMEKYTKE MEKY CEIbMON U
JIEBATOMN JCKaJaMU KU3HUA. Y MYKUYHUH BCTPEYACTCS YyTh Yallle, YeM Y )KCHIIHH.
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ITHOJIOTUSA

WNmemusi, BbI3BaHHAs TMOCTOSHHBIM JABICHHEM WM TpaBMa B 00JacTH,
MOJIBEP>KEHHON IMOCTOSIHHOMY JaBJICHUIO (HAIlpUMEpP, KOCTHBIE BBICTYIIbI), MOTYT
CIIOCOOCTBOBATH Pa3BUTHIO UIIEMUYECKOTO (acClMUTa Y HEKOTOPBIX MAIMEHTOB.

Jlokaauszanus

Nmemudecknii pacuuT OrpaHUYEH KOCTHBIMH BBICTYTIAMH, ITOBEPKCHHBIMH
JABJICHUIO (HaIpuMep, OOJIBIION BEpTEN MIIU TUICYCBOM CyCcTaB, 00JIACTh KPECTIIA),
TaK)k€ MOTYT OBITh BOBJICUEHBI B IPOIIECC TPyAHAs CTCHKA W ChuHA. M3MeHeHws,
KaK MPaBUJIo, JOKAIU3YIOTCS MIYOOKO MOJ KOXKEH, BO3MOXKHO MOPaXKEHUE TITyOOKUX
CJIOEB JIEPMbI, CYXOKWIUM U CKEJIETHBIX MBIIIII.

Kinnuveckue 0co00eHHOCTH

Nmemunyeckuii pacuuut npeacTtaBisieT co0oil 0e3001e3HeHHOe 00pa30BaHUe
pasmMepoM B cpeaHeMm okoio 4,7 cm. Otmeyaercss CBSI3b €ro pa3BUTHSA C
HETOJBWKHOCTHIO WJTU TIPOJICIKHSIMHU, HO HE TTOCTOSIHHO.

Makpockonnuyeckasi KAPTUHA

Nmemuyeckuii pactuuuT xapakrtepuszyercs kKak (QuOpo3HOe MOpakeHHue OT
0es10ro 10 KOPUYHEBATO->KEITOrO IBETa C LEHTPAJIbHBIM HEKPO30M WJIM, MHOT/A,
KHCTO3HBIM U3MEHECHHUEM.

I'mcronaroJiorus

['uctonormyeckn  umeMuueckuid  ¢pacuuuT  00JafaeT  OTIMYUTEIHHOU
OCOOCHHOCTBIO B BHUJE YETKO PA3IUYUMBIX 30H. lleHTpanbHas 4acTh MOpPaKeHUS
XapaKkTepu3yeTcs TUTIOEIUTIOJIS PHBIM y4aCTKOM bulOpuHOUHOM
JIeTeHepalui/HEKPO3a C MCEeBJIOKUCTO3HBIMUA U3MEHEHUSAMH WM UHPAPIIUPOBAHUEM
KUPOBOW TKaHW WM 0e3 Hux. BOKpyr meHTpadbHOW dYacTh OIyXOJH
BU3yaIM3UpyeTcs mpoiudepanuss CocyloB BMecte ¢ ¢uoOpobdractaMu M
Muopubpobiactamu (HamogpoO0ue rpaHyISIUMOHHON TKaHM), YaCTUYHO WMEIOIIUMHU
BUJI TaHTJIMO30MOJO00HBIX KJIETOK, KOTOPhIE XapaKTePHbI IJi1 MPOJU(EepUpyroIero
¢acuuura. Yacto orMmewaercs Hanmuuue (uOposa/pubporuannHo3a WK
MUKCOUJHBIX HW3MEHEHHH CTPOMBI, THAJIUHO3a CTEHOK COCYAOB, COCYJOB C
GbuOpuHOBEIMU  TpOoMOaMH, BOCIHAJUTEIBHOTO HMHQPWIBTPATA, IKCTPABA3aTOB
SPUTPOLIUTOB.

NmmyHopeHoTHI

JI7is KJIETOK OIMyXO0JId XapakTepHa skcrnpeccus SMA u desmin, uto ykasbiBaeT
Ha pubpobIacTHIECKy0/MUODUOPOOTACTHIECKYIO IPUPOTY ITOTO MOPAKECHHUS.
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Puc. 15. Nmemuuecku

T'panyJIAIUMOHHAA TKaHb

. 16. Nmemuyeckuii pacuuT: COCYyIUCTast ¥ BEPETCHOKICTOUHAS
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Puc. 17. Umemuyeckuii pacyuT: aTUIHNIHBIC KIETKH
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Puc. 18. Umemuyeckuii paciuuT: aTUIHMYHBIE BEPETCHOBUIHBIC KIICTKH,

FI/ICTI/IOI_II/ITOHOI[O6HBIC KJICTKH, OTACIIbHBIC l"aHl"JII/IOBOl'IOI[O6HBIC KIJIICTKH
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DaxkTophI NPOrHoO3a

JlanHble Mpouecchl MOTYT pELUIAMBUPOBaTH HE H3-3a OMOJOTMYECKOU
arpeccuy, a BBUJY TOIO, YTO HE YCTPAHSETCA 3TUOJIOTMUYECKUN (PAKTOp; OAHAKO
0oJbIlIasl YacTh MAMEHTOB BBI3JOPABIMBAET M10CJE PE3EKIIMU 00pa30BaHUs.

IJIACTODPUBPOMA

Onpenesienue

JloOpokayecTBeHHas, IIJI0XO0 OTTpaHUYCHHAS nponudepanus
amactouOpo3HON  TKAHM, XapaKTepHU3yromascs M30BITOYHBIM  KOJMYECTBOM
AHOMAJIbHBIX 3JIACTHYECKUX BOJIOKOH.

ICD - O code 8820/0

CHHOHUMBI

DnactoudpomMa CIUHBI.

INUAeMHOJIOT S

Onactopubpoma BCTpeyaeTCs B OCHOBHOM Y TIOKWJIBIX JIIOJEH, THK
3a00JIeBAEMOCTH TPHUXOAUTCS HA CEIbMYIO-BOCBMYIO JeKany Ku3HH. OmyxoJb
yaie pa3BUBaeTCs y JKEHIIUH. BBugy Toro, uro snactopubpoma paHee cuuTanach
pEIKON, €€ TOYHOE paCIpOCTpaHEHUE OCTaeTCsl Heu3BeCTHhIM. OmnyxoJsib Oblia
CIIy4alHO JuarHoctupoBaHa Bo Bpems nposenenus KT y 2% nanneHToB B Bo3pacTe
crapuie 60 net u'y 16% B Bo3zpacte crapuie 55 €T Ipu ayTOIICUH.

ITHOJIOTHSA

Otrnonorusi Heus3BeCcTHA. [IpHUUMHOW BO3HUKHOBEHHMS MOXKET TMOCIYXHUTh
MOBTOPSIOINIECECS TPABMUPOBAHKUE WIIM TPEHUE MEKIY HHMXKHEH 4YacThlO JIOMATKUA U
IrpyaHOM KJIeTKH. B OCHOBe maroreHe3a OIMYXOJW JIEKHUT 3SJIACTOTUYECKAs
JereHepanusi KoJulareHa WM aHOMAJIbHBIM dJacToThdeckuit  (uOpuHOreHes.
HanpoTtuB, mnoBTOpstomKecs XpPOMOCOMHBIE NEPECTPOWKM M HHAKTHBaUUA X-
CLEIUICHHOTO0 TE€HAa aHAPOreHHOr0 pelenTopa, KOTOpble OBbUIM OINUCaHbl B
HEKOTOPBIX CIydasx, IpeAnojaraT KIoHaabHy0 (uOpo3Hyro nponaudepanuto. Ha
CEMEMHYI0 MPEAPACTION0KEHHOCTh YKa3bIBAET TO, UYTO MPUMEPHO TPETH MALMEHTOB
Ha OKMHaBE UMEHN CEMEHBIN aHaMHEe3 3J1aCTOQUOPOMBI.

Jlokaausanus

DnacTopubpomMa Kak MPaBUIIO JIOKATU3YETCS MEXKy HUKHEH YaCThIO JIOMIATKH
U TpynHou kieTkod. K peakuM ciydasiM JOKalIM3aluu OTHOCSATCA HMHbBIE YYaCTKH
IPYJIHOHN KJIETKU, KOHEYHOCTH, KEITYJOYHO-KUIIIEYHBIN TPAKT U APYrue BHYTPCHHUE
opraibl. B OOJBIIMHCTBE CIIy4aeB OHA OJJHOCTOPOHHSS U COJMTApPHAs, HO OMUCAHBI
CJIy4au JBYXCTOPOHHETO U MHOXECTBEHHOTO MTOPaKEHUS.
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Kuannnyeckue ocobeHHOCTH

OnactopubpoMa  mpencTaBisger coOOM  MEIEHHO  pacTylllee  PEeaKo
O0oneznennoe o6OpazoBanue. [Ipu KT u MPT BuaHbl HEUeTKO oOIpesessemMbie
TETEPOTCHHbIE MATKOTKAHHBIE MAcCChl, CXOXHE IO KapTHUHE CO CKEJIETHOU
MYCKYJIAaTypOU C )KUPOBBIMH MIPOCIONKAMMU.

Makpockonnyeckass KaApTHHA

Dnactodubpoma nmpeacTaBieHa dJIaCTUYHON MJI0X0 OTTPAaHUYEHHOM cepoil uiu
OenmoBaTOM BOJIOKHUCTOM TKaHbIO C BapuHaOETbHBIMU TMPOCIONKAMHU SKEITOU
KUPOBOM TKaHU. J[MamMeTp mopakeHHs COCTaBISET OT 2 10 15 cMm.

I'mcronaroJiorus

[Iporiecc mpencraBiieH MPEUMYIIECTBEHHO (HUOPOKOJIATCHOBOM TKaHBIO,
KOTOpasi COJIEP’KUT OOJBIIIOE KOTMYECTBO YTONIIEHHBIX aHOMAJBHBIX AJIaCTUYECKUX
BOJIOKOH, pa3z0pocaHHble (HUOPOOTACTBI W TEPEMEHHOE KOJIHMYECTBO 3pEJIon
XKUPOBOW KJIETYATKU. YacTO OTMEYAEeTCsl MUKCOMAMU3AIUSA. DINaCTUYECKHE BOJIOKHA
IIUPOKKE, TPyOble, MHTEHCUBHO Y03WHOMUIBHBIC WA (PPAarMEHTUPOBAHBI B BHJIC
JMHENHO PACIONIOKEHHBIX TJI00YJ U JTUCKOB, CO3/IAIOIIMX KapTUHY «OYCHHOK Ha
IIHYPKE», KOTOPBIE XOPOIIO BHU3YAIU3HPYIOTCS C MOMOIIBIO JTOMOJIHUTEIBHOMN
OKpAacCKH Ha 3JIACTHH.

Puc. 19. Dnacropubpoma: my4yKy KOUIAreHOBBIX BOJIOKOH U YTOJIIICHHBIC
HEpaBHOMEPHBIE 03UHO(DMIBHBIE ATACTUYECKHE BOJIOKHA.
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S

: pparMeHTalMA 3TACTUYECKUX BOJIOKOH C CO3/IaHUEM
KapTUHBI «Oucepay.
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Puc. 22. Dnacropudbpoma: pparmeHTaius 31acTUIECKIX BOJIOKOH C CO3TaHHEM
KapTHHBI «Oucepay.

NvMyHorucroxumus

DnacTHYecKue BOJIOKHA B 37acTO(GHUOpOME SKCIPECCUPYIOT CIEUPUIHBIC
aHTUTENla K OJJIACTUHY WM €ro MPEAMISCTBEHHUKY — TpPOIO3JAcTHHY, a
BepeTeHoBUAHBIC KIeTKH — CD34, Ho SMA- u desmin-HeraTuBHBLI.

YabTpacTpykTypa

B oOmactu cTpombl BBISBISIOTCS YIJIMHEHHBIC WU IIAPOBHIHBIC MACCHI, B
ICHTPE TMPEJCTABICHHBIC OOJBIIUM  KOJHYECTBOM  IJICKTPOHHO-IPO3PAYHOTO
maTtepuana (3penas dJacThdeckas TKaHb), 1O mepudepud OKPYKEHHOTO
(GUOPHIUISIPHBIM ~ AJIEKTPOHHO-TUIOTHBIM ~ BEIIECTBOM  (HE3peNbIii  DJacThH).
BepeTeHoBHIHBIC KIIETKH XapaKTEPU3YIOTCS YIBTPACTPYKTYPHBIMU OCOOCHHOCTSMU
¢udpodaacToB (HO He MHOPUOpPoOIacTOB). B HEKOTOPBIX M3 HHX COACpXKATCS
IUIOTHBIC TpaHyJspHBIE Tenblla 0e3 MeMmOpaHbl, MOJ0OHBIE BHEKICTOYHOMY
anmactuny. [Ipenmnonaraercsi, 4To ATH KJIETKH €r0 U MPOAYIIUPYIOT.

I'eneTnka

OnactopubpoMa  XapaKTepu3yeTcs  XPOMOCOMHOW  HECTaOMIBHOCTHIO,
NPOSIBIISIONICHCST KaK B KIOHAJBHBIX, TaK M B HEKIOHAJBHBIX CTPYKTYPHBIX
n3MeHeHusx. OCOOCHHO 3aMeTHBI adeppaluu KOPOTKOTO Iuieda XPOMOCOMBI 1.
Uccnenosanuss CGH nokazanu nosropstomuiics poct Xq 12-22 u notepu 1p, 13q,
19p u 22q. Kpome Toro, ncuesnosernne CASR (3921), GSTP1 (11 q 13), BRCA2

26



(13q 12) u mosneane ARC (5g21) u PAH (12q23) 6p11t 0O6Hapyxernst MLPA B
IBYX ciydasx snactopudpombl. MyTtanuu rena ABCC6 BbIsSIBJIEHO HE OBLIO.

Cnyyan ¢ ceMeHBIM aHaMHE30M 3J1acTO(GUOPOMBI TOBOPSAT O T€HETHUECKOU
MPEAPACIIONIOKEHHOCTH.

dakTopbI NPOrHO3a

Dnactopubpoma — 3T0 JOOpPOKAYECTBEHHOE HOBOOOpPA30BaHHWE, KOTOPOE
W3JICUUBACTCA TMPOCTON 3KcuM3ued. MecTHble penuauBbl O4eHb penku. CiaydaeB
MaJIMTHU3AIMY 3apETUCTPUPOBAHO HE OBLIO.

PUBPO3HAA TAMAPTOMA MJIA/IEHIIEB

Onpenesienue

JloOpokaueCcTBEHHOE MJI0X0 OTIPAHUYEHHOE MOBEPXHOCTHOE MATKOTKAHHOE
oOpa3oBaHuE Yy J€T€il, MpPEJACTABICHHOEC OPraHOMJHBIM MATTEPHOM U3 TpeX
KOMITOHEHTOB. TEPECEKAIONIUXCA IMYyYKOB IJIOTHONW (PUOPOKOIIIAreHOBOM TKaHH,
c1ab0 TEKCTypUPOBAHHBIX 0a30(DUIBHBIX WM MHUKCOUJIHBIX 30H U3 MEJKHUX
OKPYTJIbIX PUMHUTUBHBIX ME3EHXUMAJIbHBIX KJIETOK U 3pEJION KUPOBOI TKAHH.

CHHOHMMBI

[ToaxoxxHast puOpomMaTo3HasE OIYXO0JIb MJIAJICHIEB.

InUAeMHOJIOT S

®ubpo3Has raMapToMa MJIQJICHIIEB — OYEHb peJiKasi OMyXOJb. BOJIBIIMHCTBO
cinydaeB (UOpPO3HONW ramMapTOMBl BBISIBISICTCS B IepBble aBa roaa ku3Hu, 20%
oOHapy>kuBaeTcs mpu poxkaeHuu. [locine mosoBoro co3peBaHus JaHHBIE OITYXOJHU
HE pa3BuBaroTCs. Yale OHM BCTPEYAIOTCA Y MYKCKOTo mnoja. EcTe oTnenbHble
coo01IeHus 0 3a00JIeBaHUU JACTEH CTapIIero Bo3pacra.

Jlokanmm3anus

dubpo3Has raMapToMa MIIQJICHIIEB Pa3BUBACTCS MPEUMYIIIECTBEHHO B 00JaCTH
MOAMBIIIICYHON BIAJWHBI, [Maxa, jieda, Oeapa, CIUHBI, MPEAIIedbs, TYJIOBHUIIA,
HApYXHBIX reHuTaIni. KpaitHe peIko mopaxaroTCs KUCTH, CTOIBI U T'OJIOBA.

Kunnnyeckue 0co0eHHOCTH

OpuHoOuHAas MEIJIEHHO WM ObIcTpopacTyiias 0e300Je3HeHHAs] OIMyXOJb C
JEPMAIBHOM U MOJKOXHOU JIOKanu3auuen. B koxe, KoTopast MOKPBIBAET OMYyXOJIb,
MOT'YT OOHAPY>KMBAThCSI SKKPUHHBIC U3MEHEHUS WK TUNepTpuxo3. Peakue ciydan
ObLTH CBSI3aHBI C TYOEPO3HBIM cKiiepo3oM i curapomom Williams.

JlaHHBIX 3a CEMEMHBIM aHaMHE3 WM acCOUMAlMI0 C APYrod BPOXKICHHOMN
MaTOJIOTUEN HET.
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Maxkpockonnyeckass KapTHHA

®ubpo3Has TramaproMa MIAJCHIEB MPEACTABISET COOOW MSTKOe, IJI0XO
OTTpaHUYECHHOE O00pa3oBaHUE, KOTOPOE UMEET OYyTrpUCTYIO TEKCTYpy, OCIylo WiIH
JKENTYI MOBEPXHOCTh Cpe3a, TPYAHO pazinyuMble Kpas. Yaie BCEro OImyxoiib B
JTUaMEeTpe TOCTUTACT 3-5 CM, XOTS cO00IIanoch 00 OUEHBb OOJIBIITNX pa3Mepax.

I'ucronaroJiorus

®ubpo3Hasi TramapToMa MIIAJCHIIEB HMEET XapaKTEPHbI OpPraHOUIHBIN
ApXUTEKTYPHBIN MATTEPH, COCTOSIINIA U3 TPEX KOMIIOHEHTOB: (PMOPO3HOM, KUPOBOI
M HE3PEIoM ME3CHXUMaIbHOW TKaHew. HWMx mnponopuum  pasznuydbel. B
KOJIJIar€HU3UPOBAHHYIO CTPOMY BKJTFOUEHBI YETKO OTIPEACIISIIOIINECS
NeperuieTalomecs: MyYkd 3pesiodl (GUOpO3HOM TKAaHU C Y3KUMHU MPSMBIMUA MM
BOJIHUCTBIMU sigpaMu. JKupoBasi TKaHb 3penasi U MOKET COCTAaBIISTh 3HAUUTEIbHYIO
YacTh MOPAKEHHUS, a MHOTAA BBISABIATHCS TOJBKO IO mepudepun o0pa3oBaHUS.
Hespemnas Me3eHxuMalnbHas TKaHb BBITIAIAT 0a30(UIbHOW WJIM MUKCOUIHOW M
COCTOUT W3 IIyYKOB WJIM IJIACTOB NPUMHUTUBHBIX BEPETEHOBH/IHBIX, 3B€3A4aThIX WU
OBOMJIHBIX KIJIETOK, KOTOPBIE MOTYT OKpPY’KaTb MEJKHE BEHbl. MHTOTHYECKHE
¢Gurypsl BcTpeuaroTcs peiko. B HEKOTOpBIX ciyyasx ITOMHHHPYOIIas 00JacTh ¢
OecCropsIOYHBIMU  CIIy4allHO ~ OpUEHTHUPOBaHHBIMU  (ubOpobOracTamMmu  Ha
KOJUIAr€HU3UPOBAHHOM BAaCKYJSPU3UPOBAHHOM (OHE HMMHUTHPYET COCYIUCTYIO,
MUKCOUJIHYI0 HWJIA (UOPOTrUCTUOLMTAPHYIO HEOIUIa3uio. MoryTt mpHuCyTCTBOBATbH
pelKue BOCHAIMTENbHbIE HMHQWIBTPATBl W3 TYYHBIX KJIETOK, JUM(OUUTOB H
703MHOPUIOB. JTa 00JACTh MOXET 3aHMMATh OOJBIIYI0 YacTh MOPAXKEHUS, U
XapakTepHble TpexQa3zHble OpraHOWJHbIE KOMIIOHEHThl OOBIYHO BHJHBI Ha
nepudepun.

B Hexotopsix ciydasx (y JAeTed cTapiiero BO3pacTa) BBIPAKEHHBIN CKIIEPO3
JieaeT OMmyXoJb MOXoxkel Ha Gudpo3 wim Herpopudpomy.

NMmyHOrHCTOXHUMMSA

dubpodracTuyeckue o01acTu IKcnpeccupyroT SMA, Toraa Kak IPUMUTUBHAS
ME3eHXHUMaJIbHAsl COCTABIISAIONIAsl OTPULATENbHA K 3TOMY MapKepy. 3pesasi KUpoBas
TkaHb 3KcrpeccupyeT S100. JlecMuH OOBIYHO HE XapaKTepeH, XOTsS WHOTIa OH
MOKET MPUCYTCTBOBATh B (hubpobiacTudyeckux odnactsax. CkiaepoTuyeckas 30Ha €
AHTMOAKTOUTHBIMU MTPOCTPAHCTBAMU JA€T MOJIOKUTENbHYIO peakuuio ¢ CD34.

YabsTpacTpykrypa

TpaOekynsipHblii ~ KOMIIOHEHT  MpeAcTaBieH  (uOpOOIACTUUECKUMH U
MUO(GUOPOOIACTHUECKUMU KIIETKAMHU, TOT/1a KAaK B MUKCOUAHBIX 30HAX BBISIBISIOTCA
NPUMUTUBHBIE  ME3EHXMMAaJIbHbIE  KJIETKM €O  ¢j1abo  BBIPAKEHHBIMU
IUTOIJIA3MAaTUYECKUMU OTPOCTKAMU M €IUHUYHBIMU IIUTOIJIA3MaTUYECKUMU
OpraHeJIaMu.
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Puc. 23. ®ubpo3Has ramapToMa MJIaICHIIEB: 3peiast )KUpoBas TKaHb, GUOpo3Has
TKaHb, MUOPHUOPOOTIACTHI U arrperatsl HeaupGepeHIIMPOBAHHBIX ME3EHXUMATbHBIX
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Puc. 25. (DI/I6pO3HaSI ramMmapToMa MJIQJACHIICB: IIPUMHUTHUBHBIC O4Yaru IpCcacCTaBJICHBL
MHKCOHI[HOﬁ CTpOMOﬁ, coz[epxcameﬁ MCIJIKHC KJICTKH C OKPYTIJIBIMH UJIN OBAJIbHBIMU

X _k.' 9 ; - : l.“k‘

Puc. 26. ®ubpo3Has ramapTomMa MJiaICHIIEB.

30



I'eneruka

B peakux cayyasx ObUIM OMNHMCAHbl I[UTOTEHETUYECKHE AHOMAJIHMH, HO
MOBTOPSIONIMXCS abeppalinii 00HapyKeHO He OBLIO0.

DakTOpPbI MPOrHO32

MectHas skciu3ust sBisgeTcs 3G(HEKTUBHBIM METOJOM JiedeHHs. Bo3MOKHBI
penku pernuauBsl (IpuMepHO 15% citydaeB), BEpOSITHO, M3-3a HEMOJHOTO YAaJICHUS,
KOTOPBIE JIeUaTcsl MPOBEACHUEM MTOBTOPHOM PE3EKIUU.

PUBPOMATO3 LHIEN

Onpenesienue

JloObpokadecTBeHHass "omyxoip" crnenuduueckoll JoKalu3aluu, KOTopas
BO3HHMKAET B JUCTAIBHOW YacCTH TPYAHMHHO-KITFOUMYHO-COCIICBUIHONW MBIIIIBI Y
mitaneHieB. ®udpoMarTo3 mmen NpeacTaBiIsieT coO00i BEPETEHOBUAHOE YTOJIIICHHE
MBIIIIIBI, €€ YKOPOYEHHE M KakK CIeACTBUE — (OpMUpPOBAHME IICHHO-JIUIICBOM
aCMMMETpPUH (KPUBOIIICH).

CHHOHHUMBI

BpoxneHnHasi MblllieuyHasi KpPUBOILIES, TPYJIUHHO-KIIOUWYHO-COCIIEBUIHAS
OMyXO0JIb MJIaJICHIIEB, IICEBAOOIYX0JIb MJIAJICHIICB.

InuaeMH0JI0Trusl

dubpomaTo3s 1en — peakuii nporecc. Berpewaercs npumepno B 0,4% ciayuyaes
CpeIu )KMBOPOXKJICHHBIX JETEH, Yallle y MaJbuuKOB. 3a00JI€BaHNE JUATHOCTHPYETCS
B OCHOBHOM Y MJIQJICHIIEB B Bo3pacTe A0 6 MecaieB. OTMeUaeTcsi COueTaHue MCeBI0
ONyXOJId C JPYTMMU HapyIICHUSIMU Pa3BUTHUS OINOPHO-IBUTATEIBLHOIO armapara
(BKJTFOYAss aHOMAJIMK PA3BUTHS TEPEAHMX KOHCUYHOCTCH W BPOXKIACHHBIC BBIBHXH
Ta300€IPEHHBIX CYCTABOB), KOTOpPbHIE CBSI3aHbl C HAPYLIEHUEM BHYTPUMATOYHOTO
TT0JIOJKEHUS IIJI0JIA.

ITHOJIOTHS

BepostHee Bcero, pubpomaTo3 men MpeACcTaBIsIeT COO0M peakIMio TKaHEH Ha
MOBPEXJEHNUE TPYJUHHO-KIIOYUYHO-COCIIEBUIHON  MBIIIIBI, [OJYYEHHOE B
MOCJICTHEM TPUMECTPE BHYTPUYTPOOHOTO PA3BUTHS I B MOMEHT POJIOB.

Jloxkanu3anus

dubpoMaTo3 MopakaeT HWKHIOIO TPETh TPYAUHHO-KIHOUUYHO-COCIIEBUIHON
MBIIIIIIBI.

Kiaunnyeckue 0COOEHHOCTH

[TopakeHue NposIBIAAETCS KIMHUYECKH KaK MATKOAIACTUYHOE BEPETECHOBHUIHOE

YTOJJIICHUEC, JIOKAJIHU3YIOHICCCSA B HHCT&HBHOﬁ JacTu TI'PYANHHO-KITOUYUYIHO-
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COCIICBUHOW MBIIIIEI. Pa3Mep yTOMIeHuss B IHUPUHY COCTABISET OOBIYHO HE
Oonee 2 cM, B 1uHy — 6osiee 5 cM. Y MIaJeHIIEB MOSBISAETCS aCUMMETPHS JIUIIA CO
CTOPOHBI TOPAXKEHHOM MBIIIIBI U3-3a2 €€ cokpaileHusa. [Ipu ynpTpazBykoBOM
UCCJICIOBAHUM  «OIyXOJbY» BU3YalM3UPYETCS Kak TKaHb C PaBHOMEPHOM
M303XOreHHON cTpykTypor. MPT Takke mMO3BOISET TOYHO JIOKAIM30BaTh U
OXapaKTepu30BaTh MPOIECC.

Maxkpockonuyeckasi KApTUHA

®ubpomMaro3 mpeAcTaBiIsieT cOO0N IIIOTHYIO TKaHb, YKEITOBATO-KOPHUYHEBOTO
[[BETA, CBSI3aHHYIO C MBIIIILIEH.

Hekpo3bl 1 KpOBOU3NHUSIHUS HE OTMEUYAIOTCSL.

I'mcronaroJiorus

Mukpockonudeckass KapTuHa (GuOpomaro3a IIe€d 3aBHCUT OT JAaBHOCTH
nporiecca. Eciu Ouorncusi cuutaercss HEOOX0AUMOM, TPEANOUYTUTEIIBHBIM METOJI0OM
WCCJICIOBAHUSI SIBISIETCS TOHKOWTOJbHAS aCIUpaIrMOHHAs IUTOJOTHs. KieTouHbIi
MyHKTAT TIPEJICTaBJIeH arperaTaMu OJHOOOPAa3HBIX MYXJBIX BEPETCHOBUIHBIX
KiaeTok (MoHOMOphHBIE (uOpodIacTHYCCKHE U MHODUOPOOIACTHUESCKHE KIIETKH)
CpeIy OCHOBHOI'O BEIIECTBA, KOTOPOE MOKET BapbHUpPOBaTh OT MHMKCOUJIHOTO [0
KOJUIareHOBOTO0. MOTyT BCTpedaThbCsi MHOTOSA/IEPHBIE CKEJIETHBIE MUOIIUTHI HA (hOHE
WHOWIGTPAIIUU MBIIIEYHOW TKaHWM W e€ pa3pylieHus. Takue acuupairoHHBIC
MaTepualibl COOTBETCTBYIOT KJIETOYHOU mpoiudepaTuBHON ¢aze mpouecca. [lpu
WCCIICIOBAaHUH OTEPAlMOHHOTO MaTepuana, MOJy4YeHHOTO TMPU TMPOBEICHUH
TEHOTOMHHM Yy TIAIIMCHTOB C BBIPAKEHHOW KPHUBOIIEEH, OOBIYHO BBISBIISCTCS
MaJIOKJIETOYHAsl KOJIareHOBasl TKaHb, HAIIOMUHAIOIIAs pyoer uiu Gudpomaros.

HNvmyHopeHoTHIT

OtmegaeTcsi dKCOpeccusi BUMEHTHHA M MBIIICUHBIX aKTHHOB. SlnepHoe
OKpallMBaHue J-KaTeHUHOM HE BBIPAXKEHO.

daxkTopbI NPOrHO3a

Jleuenue BKIIOYaeT B ceOsl MacCHBHOE pacTsbkeHne W ¢usnotepamnuto. [lpu
TAaKOM KOHCEPBAaTHMBHOM TIOJIXOAE Yy TOMABISAIONIETO YHCIa JeTel OTMedaeTcs
paccachlBaHHE MAacCChl C JOCTH)KEHHEM HOPMAJBHOTO TMOJIOXKEHUS JIMIA U IIeH, UX
nerkeHui. [lomHoe BeI3gopoBiieHne npoucxonut y 70% nereid. B menee, uem 10%
CJIy4aeB HEOOXOIUMO XHPYPTHYECKOE BMENIATeNbCTBO (TeHoToMusl). Jledopmarius
Oosee BbIpak€Ha B CllydasX AMArHOCTUKM U JeueHus ¢udOpomaros3a y nered B
BO3pacTe crapuie 1 rona.
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Puc. 36. ®ubpomaTo3 mieu: mIoTHas MajlokyieTouHas (GuoOpo3Has mpoiaudepanus.
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FOBEHWJIBHBIV TMAJTMHOBBIA ®UBEPOMATO3

Onpenesienue

FOBeHMIbHBIN THAIMHOBBIN (PrOpoMaTo3 — peaKoe ayTOCOMHO-PEIIECCUBHOE
3a00JieBaHUE, KOTOPOE OOBIYHO MPOSBISETCS B MIIaJICHUYECTBE. XapaKTepHU3yeTcs
HAKOIJIEHUEM BHEKJIETOYHOTO «TMAJIMHOBOI'O MAaTepUasay B KOXKe, MATKUX TKaHSIX U
KOCTSIX, YTO TMPHUBOAUT K (OPMHUPOBAHUIO OIyXOJIEBUIHBIX 0Opa30BaHU.
['manuHOBBIN MaTepuan cuHTe3upyercs (pudbpobdnactamu. [IposBreHus: 3aBUCAT OT
yycia, JoKajau3aluu U TeMmrnoB "pocrta" Macc. MHQpaHTUIBHBIA CHCTEMHBIN
TMaJIMHO3 — 3TO KJIMHUYECKH CXO0XKee 3a00JIeBaHre, KOTOPOE MPOSBIISETCS PaHbIIIE,
ABJIIETCS 00Jiee TSHKEJIBIM M OOBIYHO MPUBOAMT K JIETAIBHOMY MCXOAY B T€UEHHUE 2
aer. OOyCIIOBIEHO TIE€HETUYECKHMMH MYTalUUsIMH, CXOXMMHU C TEMH, YTO
HAOJIOAIOTCS MPU FOBEHUWJIBLHOM THAJIMHOBOM (puOpomaTo3e. Ecnu rOBEHUIIBHBIM
THAJIMHOBBIA (pUOpoMaTo3 M MH(GAHTUIBHBIM CUCTEMHBI THAIMHO3 W3HAYAJIBHO
paccMaTpUBAINCh KaK OTIEIbHBIE U OTJIIMYHBIE COCTOSIHUA, TO aJJIebHAs IPUpPOAA
3a00JIeCBaHU U  CYyIIECTBOBAHME MAIMEHTOB C COYETAaHUEM IPU3HAKOB,
XapaKTEPHBIX JUI1 KaXJOro paccTpocTBAa NPHUBENIM K KOHLENIMH, YTO
KJIACCUYECKHE  pPACCTPOMCTBA  JIydllle paccMaTpuBaTh Kak JBa  IOJIFOCA
NAaTOr€HETUYECKOTO CIIEKTpA.

CHHOHUMBI

®uOPO3HBII MOJUTIOCK; ME3EHXMMaJIbHAs JUCIUIA3UL.

INUAEMHOI0TUA

FOBeHuIbHBIN THaTUHOBBIN PHOpOMATO3 — UpE3BBIYANHO peKoe 3a00IeBaHuE.
bonesns pasBuBaetcs y miaacHIeB. [1on 3HaueHns He uMeeT; y 3a00JIEBIINX JIETCH
4acTO POJIUTENH SBISIOTCA POJICTBEHHUKAMU.

ITHOJIOTHA

DTHOJIOTUSI  IOBEHWJIBHOTO  THAMHOBOTO  (uOpomaTo3a  HEU3BECTHA.
FOBeHuIbHBINM THANUMHOBBIA (UOPOMATO3 M MH(GAHTUIBHBIM CUCTEMHBIA THAIMHO3
BbI3BaHbl HHAKTUBHpYIOIIMMU MyTauusaMu B reHe ANTXR2 6enka 2 kanuuisipHOTo
Mop(doreHesa, pacrojiO)KEHHOM Ha JJIMHHOM IUlede XpoMocoMbl 4. DTOT TeH
KOJUPYET TpaHCMEMOpaHHBIM OeloK, KOTOpbIH (PYHKIIMOHUPYET Harmoaooue
perenropa TOKCMHA CHOMPCKON $3BBI M CBS3BIBACT JaMUHMH W KoyutareH IV
BHEKJIETOYHOr0 Marpukca. HacnmenoBaHue SBISIETCS ayTOCOMHO-PELECCUBHBIM.
Mytauus v TucyHKIUS 3TOr0 reHa MOKET IPUBECTH K AUCPETYJISALMA TOMEOCTa3a
MaTpuipl 0a3aabHOM MeMOpaHbl, YTO NPUBOJUT K HAKOIUIEHUIO THAJIMHOBOIO
Marepuaia B TMOPAXEHHBIX YYacTKaX TKaHe. DBHOXMMUYECKHM TIHaJIuHOBBIC
OTJIOKEHUS MPHU IOBEHWIHHOM THAJIMHOBOM (UOpOMATO3e COJAEpKaT 3HAUUTEIHHO
MEHBIIIE THAJTYPOHOBOM KUCIOTHI M YBEJIIMYEHHOE KOJMYECTBO JepMaTaHa cyibdara

U XOHJPOUTHHA Cylbdara.
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Jlokamu3anus

OnyxoyneBUAHbIE OTIIOKEHUS THATMHOBOTO MaTepuajia OTMEUYAIOTCS B KOXKE
(0COOCHHO B O0JIACTH JIMIIA M IIIEH B BUC TAIyJI, Y3€JIKOB), IeCHE («TMHTMBAJIbHAS
THIIEPILIA3Us»), OKOJIOCYCTaBHBIX MATKMX TKaHSIX (KOHTPAKTYpbl CYCTaBOB) W
KOCTSX (0COOCHHO Yepera, JUIMHHBIX KOCTEeH U (aiaHr).

Kinnuyeckue 0co0eHHOCTH

VY ManueHTOB OTMEYaIOTCA KOXHBIE Mamyibl C BOBJICUCHHEM JIMIAa U IIEH, B
YaCTHOCTH — BOKpyr ymied. IlepuananbHble KOXXKHBIE Tamyidbl HAIOMHHAIOT
OCTPOKOHEYHbIE KOHIUIIOMBI. OKOJIOCYCTaBHBIE JACTMO3UTHI TMATMHOBOTO MaTepHralia
MPUBOJST K KOHTPAKTYpE CYCTaBOB, OCOOCHHO KOJICHHBIX M JIOKTEBBIX. MOTYT OBITh
reHEepaTM30BAHHBIA OCTEOINOPO3 U JUCKPETHBIC JIMTUYECKHE MOPAKEHHUS KOCTEH.
Yame Bcero HaOMIOJAeTCs TOCTENEHHOE YBEIMYEHHE KOJIMYECTBA M Pa3MEpOB
MOBEPXHOCTHBIX M TIIYOOKHX Y3JIOB, UYTO BeAET K aedopManuu U TUCHYHKIUH.
NH}aHTUIBHBIA CUCTEMHBIN TMAJIMHO3 NPHUBOJIUT K 0OPa30BAHMIO OTJIOKEHUN Kak
BHCIICPAJIbHBIX, TaK M B COMAaTUYECKUX MSTKHX TKaHAX. [Ipu BoBICUCHHH
KEITYJOUHO-KUIIIEYHOTO TpakTa 3a00JIeBaHUE BbBI3BIBACT TSDKEIYIO JUAPEI0 |
pelUIUBUPYIOIINE HHPEKIIUH.

3a0oJieBaHKE MOKET MPOJOJIKATHCSA U B OoJiee cTapileM BO3pacTe.

Makpockonuyeckast KApTHHA

VY371B1 COMUAHBIE OJJHOPOIHBIE, OEJIOTO MIJIM BOCKOBOTO BH/IA.

I'ucronaroJiorus

VY37B1 3aMeNIaroT HOpMajibHbIE TKaHH, B KOTOPBIX OHM OOHapykuBatoTcsi. OHU
MPEICTABIICHBI KPYMTHBIMU (PrOPOOIACTUYECKUMH KIIETKAMH, ACCOIIMUPOBAHHBIMU C
BHEKJICTOYHBIM OJIHOPOJHBIM HEDUOPWIISIPHBIM H03UHOPUIBHBIM (TIPU OKpAaCKe
IeMaTOKCHJIMHOM M 303WHOM) THAJMHOBBIM MaTPUKCOM. Y 0ojiee MOJIOBIX
MalMeHTOB W B pPaHHUX CTaausix Y3ibl Oojee kierounbie. DuOpoOIacTs
XapaKTepU3yIOTCS HAJIWYHEM CBETJION IHTOIUIa3Mbl W MOTYT (opMHpOBaThH
HEYETKHe TMyYKd. SlaepHas atumuss W HEKpo3 OTcyTcTBYIOT. Co BpeMeHeM
o0pa30BaHUs CTAHOBSITCS MEHEE KJIETOYHbIMU, M (UOpOONACTBI  BBITIISAAAT
CHABJICHHBIMU  BHEKJIETOUHBIM  MaTepuanioM. PAS-okpacka MOJIOKHUTENbHA,
PE3UCTEHTHA K JIhacTase.

NmmyHopeHoTHI

dubpobacTHIecKue KISTKH 3KCIPECCHPYIOT Vimentin, ofHako sKcmpeccus
muscle actins, S100 ve oTmewaeTcs.
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Puc. 37. FOBeHMIBHBIN THATMHOBBIA (OPOMATO3: MPAKTUIECKU OCCKICTOUHAS
30Ha, NMPeACTaBICHHAS Y03MHOMUIHHBIM THATHHOBBIM MaTCPHUAIIOM.

TUIICPXPOMHBIMHU AJApaMH.




YabTpacTpykrypa

Knerkun omyxomu — ¢uOpobiacTbl ¢ MHOTOYUCIECHHBIMU  BE3UKYJIAMH,
KHCTO3HO-PACIIUPEHHBIMU U OTpaHMYEHHbIMM MeMOpaHoil. OHH cojepkar
3€pHUCTBI M BOJIOKHUCTBI MaTepHall, MOJOOHBIA BHEKIETOYHOMY OCHOBHOMY
BEIIECTBY. MOXET OTMEYaThCid CBSI3b MEXKAY BE3UKYJaMH U BHEKJIETOYHBIM
BEILECTBOM.

I'enernka

Ornucana B MMyHKTE «3TUOJIOTHS.

DakTOpPbI MPOrHO32

XUpYyprudeckoe JEYEHUE 3aBUCUT OT JOKalu3auuu. Yacto oTMeyaroTcs
peunauBel. [I[pOrHO3 3aBUCHUT OT KOJIMYECTBA, PA3MEPOB M JIOKAIW3ALUU Y3JI0B, a
TaK K€ CTENEHU HApyIIeHUS (PYHKIIUH.

EcTp cooOlieHre O COYETaHHHM IUIOCKOKJIETOYHOTO paka IOJIOCTH pTa H
IOBEHUJILHOTO THAJIMHOBOTO (hubOpomaTo3sa.

PUBPOMATO3 C TEJIBIAMMU-BK/IIOYEHUAMHN

Onpenesnenue

JloOpokayecTBEeHHAas, MPEUMYIIECTBEHHO MUO(UOpOOIacTHUECKasi OIyXOJb B
o0JacTM TmajblEB MIIAJEHUEB, WHOrAA MYJbTULEHTPUYECKAsA, CKJIOHHAs K
JOKaNbHOMY peuuauBrUpoBaHuio. HazBanrne o0yclOBIEHO HAIMYUEM XapaKTEPHBIX
BHYTPHIIUTOIJIA3MATHYCCKUX TIApaHYKJICAPHBIX BKJIIOYEHUH, BBISIBISICMBIMA B
HEKOTOPBIX KJIETKaX MOPaKeHHUS.

CHHOHUMBI

Nudantunpaas nurutanbHas ¢udpoma / ¢GubpoMaros; penuauBUpYrOIIas
JTUTHTANIbHAS PUOpPO3HAs OMyXO0JIb JIETEH.

INUAeMHOJIOT S

Knaccuueckuit (merckuii qurutaibHbii) noartun coctariser 0,1% omyxosneit
MATKHX TKaHe u 2% nerckux QuoOpodsactryeckux omyxoisieid. Kak mpaBuiio
BBISIBJISIETCS B TEYEHHUE MEPBOrO ro/ia KU3HU, IpHU 3T0oM 0Koj0 30% ciyyaeB — mpu
pPOXACHUHU. DTa OMyXOJb BCTPEYAETCS C OJAMHAKOBOM YacTOTOM y OOOMX MOJIOB.
Penkue (Heknaccuueckue) MpPUMEpPhl BCTPEYAIOTCS Y  B3POCIBIX W/HMIUM B
AKCTPAAUTUTAIILHBIX JIOKATH3AIUAX.

ITHOJIOTHSA

He cymectByer oOuienpuHsaTOW 3THOJNOTHM. B peakux ciydasx pa3BUTHE
OIyXOJIM HaOJII0JAN0Ch TOCE MEPEHECEHHON TpaBMbl WJIM TMONAaJaHUs TOKCHMHOB
BHYTpb. [ HCTOT€HETHYECKas] CBSA3b JUTUTAIBHBIX (GUOpOM ¢ X-CIEMJICHHBIM
CUHAPOMOM JIUTUTOKYTAHHOW UCIIJIA3UH HE ONpeIelieHa.
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Jlokaauszanus

Kak mnpaBuiio, mnopakeHue JOKaIU3yeTcss B 00JIaCTH JOpCaIbHOM WM
JI0pcoTaTepaabHON MOBEPXHOCTEH MAIBICB PYK M HOT (JIMCTaJIbHAS WIIA CPEIHSIS UX
yacTH). B HEKOTOPBIX clydasx MOTYT CMHXPOHHO WJIM aCMHXPOHHO MOpa)aThCs
HECKOJIbKO TajiblleB. bousbllie Mmanablbl pyK M HOT MOPaXaroTCs Ype3BbIYANHO
penxo. HebGonbiioe yuciao ciiydyaeB BHENAIBIEBOM JIOKAM3AIMK BKIIOYAET MSTKUE
TKaHW PyK, HOT ¥ TPYAHOU KIICTKH.

Kinunnyeckue 0CO0EHHOCTH

Knaccuueckuit BapUaHT MPEICTABIISCT coboit 0eCCUMITOMHBIH,
KyI0JIO0OOpa3HbIA WM MOJUIOUIHBINA KOXKHBIA y3€J, 0OBIYHO HE MPEBBIIIAIONINI 2
cM B nuametrpe. CHHXpPOHHbBIE W/MJIM METaXPOHHBIE OMYXOJIM MHOTJA 3aTparuBaroT
pa3HbIe MaJIbIIbl, HO OJTHOBPEMEHHOE MOPAKECHHUE MAJIbIIEB PYK U HOT HAOJI0/1aeTCs
penxo. Heknaccuueckue MOBpEXICHUS MPEICTABISIOT COOOM COJMUTApHBIE MAacCChl
WJIU y3J1Bl.

[TaniieHTHI OOBIYHO MEPBOrO TOJA XKU3HH, pazHOro mnoja. MHorma mporecc
pa3BuBaeTcsa B OoJiee cTapiieM BO3pacTe, WM BHE MablieB. B OTAENbHBIX Clydasix
MOXET OBITh JECTPYKIMS KOCTU. BHenanblieBble NOpa)K€HUs MPeCTaBICHBI
HecrnenupruueckuMu MATKOTKaHHBIMU 00pa30BaAHUSIMU.

Makpockonnuyeckasi KAPTUHA

Onyxoipb BBITJISIAUT KaK TBEPABIA WA 3JIACTUYHBINA, MJI0XO OTTPAHWYECHHBIN
BBHIOYXAlOUIMHA WM TOJUNOWAHBIN aepMaiibHbIM  y3en. [loBepXHOCTH cpesa
BOJIOKHHCTas!, OT O€JI0TO JI0 CEpOro IBeTa.

I'mcronaroJiorus

Onyxoyib COCTOMT W3 BEPETCHOBHUIHBIX KJIETOK CO CJIeTKa 303MHO(PMIHHOU
[IUTOTUIa3MOM W BBITSIHYTBIM  siIpOM  0€3  Crenu(PUUecKuX IUTOJIOTHUYECKUX
npu3HakoB. KineTku GopMUPYIOT TeperuieTaronirecs: KOPOTKUE MyYKH ¢ 3aBUTKaMH,
«MYapoBbI€» CTPYKTYphI B BapuaOeIbHO KOJIIareHOBOU nepme. MuoduopodaacTs
pacTyT MEPHEHIUKYJISIPHO SMHUACPMUCY U OKPYXKAIOT MPUIATKU Koxku. MHornma B
MpoIIECC BOBJIEKAIOTCs OoJiee rinyOokue Tkanu. Karmcymna oTcyTcTByeT. B HEKOTOPBIX
KJIETKaX OTMEYAETCS HAJIMYUE OKPYIJIOro OJIeIHO-PO30BOTO MapaHyKIEapHOTO
BKJIFOUEHHUS pa3MepoM oT 1,5 1o 24 MKkM B nuameTpe, KOTOPOE YacTO BAABIMBAETCS
B p0. BKIIIOUEHNS OKpAIIMBAIOTCS TPUXPOMOM (KpacHbie), pocdhoBobdhpaMoBbIM
KHACJIBIM T'€MAaTOKCHIMHOM  (TeMHO-(HOJCTOBbIE), IMEHTaXPOMOBOH  OKPACKOii
(Movat) (po3oBsie); PAS — oTpunatenbHbl.

SnepHas aTUIAS © MUTOTHYECKAsE aKTHBHOCTH OTCYTCTBYIOT.

38



- a 3, i - ~ , o
Puc. 40. cI)I/I6pOMaTO3 C BKIIIOYCHUAMHU: BEPCTCHOBUIHBIC KIICTKHU C OJHOPOAHBIMU
BC3UKYJIIPHBIMHU SAApaMU U MECJIIKUMU SAAPBINIKAMHA
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Puc. 42. CDI/I6p0MaT03 C BKIIIOUCHUSIMHU: MHOTI'OYHCICHHBIC BKIIFOUYCHM.
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NvmyHopenoTun

B kiaccuueckux ciiydasx oTMeuaeTcs 3Kcrpeccus muscle actins (wacto mo
nepudepun onpenenaseTcs marrepH "TpamBaiHbIX myTei'), calponin, desmin. B
HEKOTOPBIX HEOIUIA3UsAX BBIABISICTCS SICPHOE OKpamuBaHue ¢ [-catenin, myosin,
caldesmon. Hexitaccuueckue omyxosu 3Kkcrpeccupyrot actin, omqaako desmin ymmnib
04aroBo. BKIIIOYCHHS JIEMOHCTPUPYIOT MOJIOKUTEIbHYIO peakiuio ¢ actin mocie
npeBapUTEIIbLHON 00pabOTKK THAPOKCHUIOM Kalius U HHOTAa ¢ caldesmon.

YabTpacTpykrypa
BepeTeHOBUHBIE KIETKM HUMEIOT YIbTPACTPYKTYpy, XapaKTEpHYIO s
Muo(puOpoOIacTOB. BeisBnsieTcss  XOpomio  BBIpaKE€HHasi — IpaHyJsipHas

AHOIIa3MAaTHUECKasi CeThb U BHYTPUIMTOIIa3MAaTHUYECKUE arperatsbl (GUIaMEeHTOB,
KOTOPbIE CKOHLIEHTPUPOBAHBI MOJ KIETOYHOM MEMOpaHOW M 04aroBo (hOPMHUPYIOT
IUIOTHBIE TENbLA. DTH BKJIOYEHUS MUMEIOT MO nepudepun cinabo arperupoBaHHBIC
MUKPOQPUIAMEHTHI, KOTOPbIE MPOAOJIKAIOTCS B MUO(PUIAMEHTHBIC arperarhl.

daxkTophI NPOrHO3a

YacToTa peuuauBOB JJIsl KJIIACCHYECKOTO MOJTUIIA cocTaBisieT oT 61% mo 75%.
HenaBHue wccnenoBaHusi TMOKa3bIBAIOT, YTO TMOJHOE (IIMPOKOE) KCCEUCHUE
MPUBOJUT K 3HAYUTEIbHOMY CHUKEHHIO PEUUINBOB. I3BECTHO, UTO OMyXOJIU MOTYT
CIOHTAaHHO  perpeccupoBatb. Cpeau  HEKIAaCCMYECKMX  HOBOOOpAa30BAHMIA
PELMAUBUPYIOT TpUMEPHO 25%. MeTacTa3pl HE OTMEYAOTCS.

OUBPOMA CYXOKMNJIBHOI'O BJIAT'AJIMIIIA

Onpenenenue

dubpoma CYXOXHUJIBHOTO BIIarajuina — T00pPOKaYECTBEHHOE
¢bubpobiacTrueckoe  y3JI0BO€  HOBOOOpa3oBaHHE, OOBIYHO  CBSI3AHHOE  C
CYXOXKHIHeM (000JIOUKO).

ICD - O code 8813/0

CHHOHUMBI

TenocuHoBHuabHas pudpoMa.

INUAEeMHOJI0TUSA

dubpoma CyXOXKWIHHOTO BJArajviia BCTPEYAETCS PEAKO, OOBIYHO Y
nanueHToB B Bo3pacte ot 20 mo 50 ner.

Bo3spact nanueHToB B OOJIBIIMHCTBE ciydaeB B paiione 40 jer, HO OIyXOjb
MOXET pa3BUBaThcs B J000M Bo3pacte. [lpubnuszutensHo B 60% cioydaeB
3a00/IeBalOT  MYXKYWHBI.  [IpeMMyIIeCTBEHHO  moOpakaeTcsl IpaBas  pykKa.
MHuoxecTBeHHbIE 00pa30BaHUS pEIKU. 3HAUYEHHWE CEMEHHOTO WM PAcOBOTO
(haKTOpOB HEM3BECTHEI.
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Jlokaauszanus

Onyxonb Kak NPaBWIO BO3HUKAET B 00JIACTU PYK B3POCIBIX MYXKYHH,
MPEUMYIIECTBEHHO CYyXOXWIHKM manblieB. Yamie B mporecc BOBIEYEHBI OOJIBIIOH,
yKa3aTelbHbIH U CpeAHUI Thaiblbl KucTed. BmecTe ¢ mopaxeHUsMH JIAJJOHH U
3amsIcThsl OHU  cocTaBisitoT  80% ciywyaeB. Pexe mopaxaroTcs mepenHss
MOBEPXHOCTh KOJieHa W mnojaomBa. K peakum ciydasm JOKalIM3aluyd OTHOCATCS
IJIEYO, JIOKOTh, AJbIbI HOT, BACOYHO-YEIKOCTHOM CYCTaB, TYJIOBUILE U IIIEs.

Kiannuyeckue 0co00eHHOCTH

Onyxonb TpeacTaBiser coOON IUIOTHBIA, HEOONBIIMX pa3MepoB (OOBIUHO
MeHee 3 cM), MeJJICHHO pacTylui, 0e300Je3HEHHBIN y3e.

[Ipy BOBIEYEHMH B TIPOLIECC HEpPBA MOXKET HaOMIOAAThCS KHUCTEBOM
TYHHETIBHBI ~ CHUHAPOM, OOJb, HapyIICHHE YYBCTBUTEIHHOCTH TMalblla M
uzbsizBieHue. [Ipu MPT BeisiBisieTCsl reTeporeHHoE A0JbuaToe 00pa3oBaHue.

ITHOJIOT U

CKJIOHHOCTh K MOpPaXEHUIO0 NalblEeB NpPaBOd PYKH, U OOHAPYKEHHE B
HEKOTOPBIX CJIydasX Yy4YacTKOB, HOJOOHBIX (HacUuuTy, JaeT BO3MOKHOCTb
mpeanojaratb peakTUBHbIM Xapaktep mporecca. Y 10% mammeHTOB B aHaMHe3e
durypupoBana TpaBmMa. B oJHOM ciydae ObUIM  BBISBJICHBI  KJIOHAJIbHBIC
XPOMOCOMHBIC HApYIICHHUS.

Maxkpockonuyeckasi KaApTUHA

®ubpomMa CyXOXWJIBHOTO BJIArajvila WMEET OYEPUYCHHBIH, JOOYISPHBIN
¢bubpo3HBIA  BUJ, HANOMHMHAIOMIMKA TEHOCHHOBHAJIBHYIO THTAaHTOKJIETOUYHYIO
OIyXO0JIb JIOKAJU30BAaHHOIO THIIA, 3@ UCKIIOYEHUEM OTCYTCTBHs MUurMeHrauuu. OHa
0o0blyHO MeHee 3 cM B nuamerpe. [loBepxHOCTh pa3pe3a TOMOre€HHas COJIMIHAs
OseqHas.

I'mcronaroJiorus

®ubpomMa CyXOXWJIBHOTO BJArajuila MPEeACTaBIsIET COOOH  XOpPOILIO
OTTPaHUYEHHOE, J0JbYaTOE HOBOOOpPA30BAHHME, COCTOSIIEE M3 BEPETEHOBUIHBIX
budpobiacTuueckux/MUOPUOPOOTACTUYECKUX  KIETOK  0e3  crneruduuecKux
npuU3HaKoB Ha (oHe KoyiareHa. ATUNUH OOblMHO HeT. KilerouHOCTh HM3Kas, HO
MOXXET OBITh BapuaOENbHOW U OOBIYHO BBINIE IO KpasM OIyXOJu, WHOT/A
HAallOMUHAsT  HOAYJSIpHBIA  aciuuT. IMeTcs  XapaKTepHbIE  BBITSIHYTHIC
HIeJICBUHBIE TOHKOCTEHHBIE COCYIbl WM Inenu. MHorma MOryT BBISBISITHCS
JIETCHEepaTUBHBIE W3MEHEHHS B BHUAEC MHKCOMAaro3a, (OPMUPOBAHHUS KHUCT,
rMaJIMHO3a; XOHAPOUIHAS WM KOCTHAsl MeTaruiasus; mieoMopdHble NpudyjIuBbIie
KIIETKU.
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Puc. 44. ®ubpoma CyX0KUIHHOTO BIIaraiuiina: GuoOpo0IIacThl, MEICBUIHbIC
COCY/IBI.




Puc. 45. ®ubpoma CyxX0KHIBHOTO BIArajlHIla: COCY/Ibl, BHICTIAHHbIC
YIUIOUIEHHBIMH 3HIOTEIHMAIBHBIMU KIIETKAMH.

Puc. 46. ®ubpoma CyX0XKUIBHOTO Biaraiuina: MuopuOpooacTsl.
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NvmyHopenoTun

Kinetku ¢puOpoMbl CyX0KHIBHOTO Biarajiviia 4acto 3Kkcnpeccupyror SMA, no
KpalHEN MEPE 0YaroBo.

YasTpacTrpykrypa

Wnentudunuponans! GpudpodracTsl 1 MHOGUOPOOIACTHL.

I'enernka

B onHoMm ciyyae ObUTHM OMUCAaHBI XPOMOCOMHBIC KJIOHAIbHBIE HAPYIICHUS
t(2;11)(931-32;912). MneHTHYHBIC HApYIICHUS BBIABIIIOTCS B ACCMOILIACTHYCCKOM
dbudpobdiactome.

DakTOpPbI MPOrHO32

dudbpoma CyXOXKUJIHHOTO BIArajidilia ABJISETCS JOOPOKAYECTBEHHOM, HO
MOKET PeUAUBUPOBATH NPUMEPHO B 20% ciydyaeB Npu HEPAAUKAIIBHOM UCCEYEHUN
onmyxonu. [lpu nokamuzanuu B 00JacTH pyK peuuauBbl Habmopatotrcs B 24%
ciaydyaeB. M3-3a ONM30CTH CYXOXHWJIBHBIX CTPYKTYp pE€3€KUUS MOXET ObITh
3aTpy/IHEHA.

JAECMOIIVIACTUYECKASA ®UBPOBJIACTOMA

Onpenesienue

JloOpokayecTBEHHass MAaJIOKJIETOYHAs] MATKOTKaHHAs OIyXoJdb C OOWJIMEM
KOJUTareHOBOTO HWJIM MHKCOKOJIJIar€HOBOT'O MAaTpHKCa, clIaboi BacKyJsipU3aIiueH,
paccessHHBIMU ~ HecTeM(PUYECKOTO0 BUJA 3BE3AYAaTbIMU M BEPETCHOBUIHBIMHU
bubdpoOIaCTHUCCKUMH KICTKAMHU.

ICD - O code 8810/0

CHHOHUMBI

KonnarenoBas gpudbpoma.

INUAeMHOJIOT S

Hecmornactuueckas puopobdIacToMa — OTHOCUTENIBHO peiKkas onmyxoib. Yarne
BCTPEYACTCS Y MYKUYUH (MY>KYMHBIKCHIIMHBI=2:1) U OOBIYHO JTUATHOCTUPYETCS B
naron-cenpmoit nekanax skm3Hu (70% ciydaeB). Pegko BcTpewaercs y aeTed u
MOJIPOCTKOB.

Jlokaauszanus

HaunbGomee pacnpocTpaHEHHBIMH MECTaMH TOPAKCHUS SIBIISIIOTCS BEPXHUE
KOHCYHOCTH, TIJICYH, HIYKHUE KOHCYHOCTH, CITUHA, TIPEATLICYbS, KUCTH U CTOTIBI.

Kinunnuyeckue 0CO0EHHOCTH

Onyxoyb 00BIYHO TIPEACTABISIET COO0M OECCUMITOMHOE, MEIJICHHO PACTYIIEe
MOJIKO’KHOE 00pa30BaHKE, YaCTO C BOBJIUCHUEM (aCIIUU U CKIIETHBIX MBIIIIII.

HOBGI[CHI/IG I[06pOI(a‘-I€CTBeHHOG, peOuauBbEI HC OTMCYAIUCH.
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Maxkpockonnyeckass KapTHHA

OOBIYHO OIMyXO0JIb MMEET HEOONBIINE pa3Mepbl, B HAMOONBIIEM H3MEPCHHH
coctaBiateT 1 — 4 cMm, HO MoxeT ObITh Oonee 10 cMm, m gaxke Ooimee 20 cwm.
Jlecmorutactuueckast ¢GuOpoOiacToMa TpeaCcTaBlIeHa XOPOIIO OTIPaHUYCHHBIM
OBAJIBHBIM, BEPETCHOOOPA3HBIM WM AWCKOUIHBIM OOpPa30BaHUEM, KOTOPOE MOXKET
OBITH JTONHYATHIM WJIM «TUNA OYJBDKHOW MOCTOBOIY. OmyXoibh UMEeT IUIOTHYIO,
XPSIIIEOoA00HYI0 KOHCHCTCHIIMIO W Ha pa3pe3e TOMOTCHHBIN, KEMUYKHO-CEpPhIi
IIBET.

I'mcronaroJiorus

HecMoTpst Ha TO, uTO JecMmoruiactuyeckas (uOpoOIacToMa YacTo YEeTKO
OTTpaHUYeHa, OOJBIIMHCTBO  OMYyXOJIeH MHUKPOCKONMMYECKH TIPOHUKAIOT B
TIOJTKO’KHO-KHPOBYIO KieTdaTky (B 70% ciydaeB) W mnpuOim3utesibho B 25%
HAOJIOICHUM — B CKeJIETHBIE MBIIIIbI. ONUCaHbl PEAKUE CIIy4au BHYTPUMBIIICYHON
nokanuzanuu.  OOpa3oBaHMe  UMEET  OOWIBHBIM  KOJUIAar€HOBBIM  WJU
MHKCOKOJUIAT€HOBBIA MATPUKC C HU3KOM CTEMEHBIO BACKyJsipu3aluu. KnerouyHocTh
BapbUpPYET OT HUBKOW J0 YMEPEHHOW, M KIETKU, KaK MPaBUIO, PAaBHOMEPHO
pacripeiesieHbl BO BHEKJIETOYHOM BelecTBe. OMyXoJieBble KJIETKH MPEICTABICHbI
BEPETEHOBUAHBIMA M 3Be3q4aTbiMU (uOpoOmactamu U Muopudpobdiacramu,
MMEIOIIMMU  OJIHOPOJHBIE Heclenu(pUuyeckoro BHUAA sJpa C OTYETIUBBIMHU
MaJICHbKUMH SJIpIIIKaMi. MutoTudeckue Qurypsl peaku. B oTAenbHBIX Cllydasx
BCTpeYaroTcsl (POKYyChl BHYTPUCOCYIUCTOTO POCTA.

KpoBeHOCHBIE COCYIIBI pEAKHE, C TOHKHMMHU CTEHKaMH. MaJjoKJIE€TOYHOCTb,
OTCYTCTBHE ITy4YKOBOTO XapaKTepa pocTa, mpeodiaianue aMoppHOM KOJJIareHOBOU
CTPOMBI U PEAKUE COCYIbl MO3BOJSAIOT AuddepeHmpoBaTh 3TO 00pa3oBaHUE C
JIECMOUIHOM OIYXOJIBIO.

HNvmyHopeHoTHIT

OnyxoneBble KIETKHM MOTYT ObITh 04aroBo SMA-TIOJIOKUTENbHBIMU. Pexe
MOJKET TMPHCYTCTBOBATh HEOOJIBIIIOE KOJMYECTBO KJICTOK C 3Kcmpeccueit Keratin
(AE1/AE3). Heomacthuueckue KJISTKH OTpHIareabHbl Ha desmin, EMA, OGenok
S100 u CD34.

I'eneTuka

B 2 cnydasix BBISBIICHBI KJIOHAJIBHBIE XPOMOCOMHBIE HapylleHus. BoBnekaercs
11912. Unentuunsie 2;11 TpaHciokanuu HaOMOMATUCh B (PrOpOME CYyXOKUITHLHOTO
BJIAraJInIa.

dakTOpHI NPOrHO3a
[ToBeneHue omyxosu sSBIsETCA JOOPOKAYECTBEHHBIM, PEIIUIUBBI HE OTIMCAHBI.
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MaJIOKJICTOYHAas OIyXOJIb C

Puc. 47. lecmomnactuueckas ¢pudpobdiacroma

O0WINEM KOJUIAreHa.

BCPCTCHOBUAHLIC U 3BC3/THATHIC

Puc. 48. [lecmomnnactuueckas pudbpobdiacroma

MHUTOTHYCCKHC (1)I/II‘ypI>I OTCYTCTBYIOT

9

KIJICTKH
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MHNOPUBPOBJIACTOMA MAMMAPHOI'O TUITA

Omnpenenenue

JlobpokavecTBeHHAs Me3eHXUMaJIbHas OIyXOJIb, cocTosIas u3
BEPETCHOBUIHBIX KJIETOK C yepTaMu MHUO(DHOPOOIACTOB, 3aKIIIOUCHHBIX B CTPOMY,
COJZIepPKAIIyI0 TPyOble MyYKH THATMHU3UPOBAHHOTO KOJUIare€Ha, TYYHBIC KJICTKU H
BapuabeIbHOE KOJMYECTBO KUPOBOM TKaHU. OMyXOJb TUCTOJOTMYECKH UJACHTUYHA
MuopuOpoOIacTOME MOJOYHON 3KEJIE3bl U SIBISIETCS YacThIO CIIEKTpa MOpPaKEHU,
BKJIIOYAIOIIETO B ce0sl BEPETCHOKIECTOUHYIO JIUTIOMY U KJIETOUYHYIO aHTHO(UOpOMY.

ICD - O code 8825/0

NUaAEeMHOJI0T U

Bo3spacTHoil auana3oH nmarueHToB coctaBisieT 35 — 85 net (cpeaHuii Bo3pact —
56 net); HaOMIOACTCS C OMHAKOBOW YacCTOTOM Y 000WX TOJIOB.

ITHOJIOTHS

[Ipennonaraercsi, 4YTO pa3BUTHUE OIMYXOJM MOXKET OBITh CBS3aHO C
TOPMOHAJIBHBIM CTaTyCOM MAaIlMEHTAa, MOCKOJIbKY MOPaKEHUSI PACHPOCTPAHEHBI Y
MOKUJIBIX MY)KYHH dYaie B 0o0jacTv Ipyad (Hampumep, IMPH T'MHEKOMACTHH WM
aHTH-aHAPOTCHHOM TepamuM) W JKCHIIMH IIOCTMCHOIAy3albHOrO Iepruoaa. B
HEKOTOPBIX cCiy4asx (BKJIOYas OJIHOTO MYKUMHY) Oblla BBISBICHA OdYaroBas
AKCIPECCUSI ACTPOTCHOBBIX pelenTopoB. bosiee BbICOKAas dYacToTa OMYyXOJEH,
BO3HHUKAIOIINX BJIOJIb MpENoJIaraeMomn "MOJIOUYHOU h117030707 MOKET
CBUJICTEJILCTBOBATh O BO3MOKHOM CYIIECTBOBAHWU TOPMOHAIBLHO YYBCTBUTEIIHHOM
Me3eHXUMallbHOW TKaHu. OJHAKO peIKue cliydau JIOKaJIM3aluu B 00JacTH
JIUCTAIIBHBIX YaCTEH KOHEYHOCTEW MOTYT 3TO ONPOBEPraTh.

Jlokanmu3amus

[IpeumymiecTBeHHAs JIOKalu3alds — Tax/maxoBas o00J1acTh, a TaKxke
MapaTeCTUKYJISIpHA M BYJbBOBAaruHajabHass 30HBI. Takke MOryT TOpa)kaThbCs
MSATKUE TKaHHW MEepUAHATBHON M STOAUYHOMN oOJacTel, OpIOITHON CTEHKH, CIHHBI,
I U MOAKOJEHHON sIMKU. OMmyXoJib MOJKOXHAasi, HO OMUCAHBI CIy4au TIIyOOKOM
JIOKaM3aIuu B 001acTu OproiHoM cTeHku. [IpocnexuBaercsi CKIOHHOCTh Pa3BUTHS
ONyXOJIEW BIOJb TAK HA3bIBAEMOM «AHATOMUYECKOM MOJIOYHOW JIMHUW», KOTOpas
MPOCTUPAETCS OT MOAMBIIIICUHON BIIAJIUHBI 10 MEAUATBLHOTO Taxa.

Kinnuveckue 0co0eHHOCTH

Onyxonb TPOSBISIETCS B BUAE 0€300JI€3HEHHOTO 00pa3oBaHUsA, KOTOPOE
3a4acTyl0 JUArHOCTUPYETCS CIydailHO. B OTHENBbHBIX Clydasx MOXKET OTMEUYaThCs
00JIe3HEHHOCTh. Painonornueckne 0COOCHHOCTH HE SIBIISIFOTCS CTICITU(UUESCKUMU.

Makpockonuuyeckasi KAPTUHA

Pasmepsr onyxonu cocraBisitoT oT 0,8 mo 13 cm (B cpegHem — 5,5 cm).
OO6pa3oBaHNe TUIOTHOM KOHCHCTEHIIMH, XOPOIIO OTIPAaHMYCHO M IOJBIKHO. L[BeT
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TKaHW Y374 MOXXET OBITh pa3IUYHBIM (O€NbIM, XEITHIM, PO30BBIM, KEITOBATO-
KOPUYHEBBIM HJIM KOPHUYHEBBIM); TIOBEPXHOCTh Cpe3a — IIAJKOM, J0JbYATON HIIH
y3j0BaToi. B ojyHOM citydae HaOI0qanuCh Y4aCTKA MUKCOUIA3AITUH.

I'mcronaroJiorus

Onyxonb HE MMEET Kalcyibl, HO XOpOLIO OTIPaHUYEHA. Y3€ll COCTOHUT W3
BEPETEHOBUAHBIX  KJIETOK, KOTOPHIE  HAMOMHUHAIOT  MHOPUOpOOIACTHI |
XapakTepU3ylTCd  HAJMYUEM  OBAJIbHBIX WM  3a0CTPEHHBIX  siAep €
MEJIKOAUCTIEPCHBIM ~ XPOMAaTHHOM,  COJAEpXAIMX  HEOOJBIINE  SIIPBIIIKH,
703UHOPUIBHOU WM aMGOPUIBLHOM HUTOIUIA3Mbl U IIJIOXO OIpPEIETCIOMUMHUCS
UTOIUIa3MaTUYECKUMU TpaHUIlaMU. BepeTeHOBHUIHbIE KIETKH, KaK IpPaBHIIO,
0o0pa3yloT My4YKH pa3jIu4HbIX pPa3MepoB, OOBIYHO, JOBOJBHO UIMHHBIE. CTpoma
UMEET IIUPOKUE JIEHTHl IpyOOro TMaJuHU3UPOBAHHOTO KOJUIAreHa, paccesHHbIE
Ty4HbI€ KJIETKH. TKaHb OIyXOJHW MOXKET ObITh KaK KIETOYHOM, Tak U
MaJIOKJIETOYHOM, THATMHU3UPOBaHHON. OOBIYHO B B HEHMl OmpeAessieTcs >KUpoBas
TKaHb, KOJMYECTBO KOTOPOH MOKET BapbUpPOBATh OT PEAKUX aIUIOIUTOB 10
OOUJIBHBIX MX CKOIUIeHUH. Cilydau ¢ MOJHBIM OTCYTCTBHEM YXUPOBOW TKAHU PEJIKH.
OnucaHbl AMUTEIMOUIHBIE U3MEHEHHS KJIETOK OMyXoJid C (hOKaJIbHOM sJIepHOM
aTUINHUEH, YBEIMUYCHHBIMU SIpAMU M MHOTOSAJIEPHOCTHIO. Takue MopQosoruueckue
W3MEHEHHUSI XOpOIIO W3BECTHBI B MHOMUOPOOIACTOME MOJIOYHOM IKEJE3bl.
KpoBeHnocHeie cocyael B MHOPUOpoOIacToMe peAakue, MEJIKHE, 04YaroBO
THAJIMHU3UPOBAHBI, C MEPUBACKYIISIPHBIMU JTUM(OLMTAPHBIMU UH(UIBTPATAMH.

Hns xierouHodt aHruopuOpoMbl, KOTOpas CXOJHA C OTHUM TOPAXKEHUEM,
XapaKTEPEeH BhIPAKEHHBIN TMAJIMHO3 COCYIOB CPEIHET0 U KPYIMHOTO Kanmubpa, a asis
JIUTIOMATO3HOM T€MaHTMONEPULIUTOMBI — OombIIHe BETBSLIUECA
«TE€MaHTUOTICPUIIUTOMAIIOAO0HBIE) KPOBEHOCHBIE COCY/IBI. KonunuectBo
MuToTHdeckux Quryp cocrtaBiasier 0-6 B 10 monsx 3peHuss Ha OOJBIIOM
YBEIIMYEHHUH.

HNvmyHopeHoTHIT

Kak uw B wMuodgubpobiacrome MOJOYHOM IKene3bl, HUMMYHO(DEHOTHII
AKCTpamMaMMapHOi MUOGUOpoOIacTOMBI MpecTaBieH qudy3HON KOIKCIpeccueit
BepeTeHOBUAHBIMU KileTkamu desmin u CD34 (penxko CD34 orpunarenen). B 1/3
ciiydaeB oTMeueHa akcipeccus SMA.
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Puc. 49. MuodubpobiactoMa: nepervieTaronmecs My4yku BEpeTeHOBUIHBIX U
OBAJILHBIX KJIETOK C IIUPOKUMHU JICHTAMU THAJIHHU3UPOBAHHOTO KOJIJIareHa.

==

PO Tt ' |
Puc. 50. Muogpubpobdaactoma.

50



MJ,V‘ T~ ‘ !/.v

Puc. 51. MI/qu)H6po6JIaCT0Ma rpyau My)K‘I.I/IHBI II0X0a Ha connfapﬂyfo
(buOPO3HYIO OIYyXOJIb.

Puc. 52. MI/IO(bI/I6p06J1aCToma umonomqecxn T00pOKaYECTBEHHBIC
BEPETCHOBH/THBIC KJICTKH C MUHUMAJIBHOW MUTOTUYECKON aKTHBHOCTBIO.
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I'eneruka

B naByx cnydasx wmammapHOol MuopuOpoOiacToMe BBISIBIEHA YacTUYHAs
MoHOcoMHUs 13(, B OJHOM U3 HUX — YacTUYHAsE MOHOCOMUS 16(. DT 0COOEHHOCTH
XapaKTEpHbI ISl BEPETEHOKJIETOUHOW numnombl. MuTepdasubiii anamm3 FISH c
ucnonp3oBanueM  30HI0B  RB1  um  FOXOl aByx  skcTpaMaMMapHbBIX
MuopubpobracToM mokaszan motepo 13q14 mocienoBaTenbHOCTEH. AHATIOTHYHOE
uccnenoBanne FISH xierounoit anrnopuOpomsl Takxke MPOAEMOHCTPUPOBAIIO
noTtepto Ha ypoBHe 13ql4. [locnenusis ob6namaer oOmuMu MOPQOIOTHICSCKUMHU H
UMMYHO(PEHOTUITMYECKUMU  OCOOCHHOCTSMH C  (3KCTpa)MaMMapHbIM — THIIOM
MUO(GUOPOOIACTOMBI U BEPETEHOBUAHOKIETOYHONU JTUIIOMOM, YTO JOMOJHUTEIHHO
MOJIEP>KUBAET NATOTEHETUYECKYIO CBSI3b MEXKy STUMU MPOIIECCaMHU.

daxkTophI NPOrHO3a

Y Bcex omyxoneil A00pOKauEeCTBEHHOE TEUEHHUE, OJIHAKO HAOII0ICHUS
OrpaHU4YeHbl KOPOTKUM IEPUOJOM BPEMEHH.

KAJIBIHA®PUIINPYIOIIAACH AIIOHEBPOTHYECKASA ®PUBPOMA

Onpenesnenue

Kanpuudummpyromasics anoHeBpoTudeckas GuoOpoma — peakas onyxoib, Kak
IpaBuiO, JETCKOr0 H©  IMOAPOCTKOBOIO  BO3pacTa, € MPEUMYIIECTECHHOU
JOKanu3aluuMed Ha KHUCTIX WM CTomax, C TEHAEHUUMEH K MECTHOMY
pELUIMBUPOBAHUIO.

ICD-O code 8816/0

CHHOHUMBI

FOBenunpHas pubpoma arnoHeBposa, hpubpomMa aroHeBpo3a.

INUAEeMHOT0TUSA

Onyxonb  siBAsieTcsl  HeoObwaitHo  penkoil.  Kanbiudunupyromascs
anoHeBpoTuyeckas (uOpoMa BCTpedaeTcs B MIMPOKOM BO3PACTHOM Juarna3one ot 0
no 64 et (cpemHuid BoO3pacT cocTaBiseT 12 JeT), OJHAKO MOJABJISIONIEE
OOJBILIMHCTBO BBIABISIETCS B JIETCKOM M TOJPOCTKOBOM Bo3pacTe. OTmeuaercs
HeOoJIbII0e TpeolIailaHne MY>KCKOTo ToJa.

EcTb cooOmienust 0 MHOKECTBEHHBIX MOPAKEHUSX.

Jlokaausanus

TunuyHas JoKaIU3aus — JaJI0HU U MTOJOUIBBI, 3aMSCThs, MAJbLBI U JOJBLKKY.
Penko nmopaxkaroTcsi NpOKCUMAaJIbHBIE OTJIEbl KOHEYHOCTEH, TOJICHU U TYJIOBUIIE.

OnyxoJii pa3BUBAIOTCA B 30HE CYXOXKUIUH, (DacIiuii U allOHEBPO30B.
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Kiannnuyeckue oco0eHHOCTH

Kanpuupunupyromasicss  anoneBpotudeckas  ¢uOpoma  mpeacTaBiieHa
MEJIJIEHHO PAcTyLIEW COJUTApHOM, IUIOXO OTTPAHWYEHHOW, IJIOTHOM OITyXOJIBEO
HEOOJbIINX  pa3MepoB.  PeHTreHoJIorMueckoe  HMCCIEAOBAHHE  BBISBIISICT
MSATKOTKaHHOE 00pa30BaHME C KaJIbIIMHATAMH.

Puc. 53. Kanpnudumupyromascs aroHeBpoTrudeckas puopoMa: HepaBHOMEPHBIC
WHQUIHTPATUBHBIC TSKU GUOPOOIACTOB B TTOIKOXKHOU KUPOBOU KIIETIATKE

/)

Puc. 54. Kansuuduuupyromascs anoneBpoTuueckas pudpoma.
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Puc. 56. Kanpuudumupyromasics anmoHeBpoTHIecKas GpruopoMa: XOHIPOHIHAS

MeTaruia3us u 0a30puiIbHbIE KaTbIIM(pUKATHI.
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Maxkpockonnyeckass KapTHHA

Kanbrudunupyromasics anoHeBpoTHyeckas (GpuOpoma MpeacTaBisieT co0oit
IJIOTHOE cepo-0eroe oOpa3zoBaHue, pazMepaMu 1-3 ¢cM B HaUOOJIbIIEM U3MEPEHUU
(penko BCTpeyaroTcs ONMyXoJiM pa3MepoMm Ooisiee 3 cM), ¢ HHOUIBTPATUBHBIM
XapaKTepoOM pOCTa U 3€PHUCTOM MOBEPXHOCTHIO cpe3a. YacTo BBISABIAETCS CBA3B C
CYXOXXWJIMSIMHA U alIOHEBPO3aMHU.

I'ucronaroJiorus

Kanpimdunupytomas anoneBporuyeckas (uOpoma sBisercs AByX(ha3HOH
OIyXOJIbIO, W IJIi Hee XapaKTEepHbl YMEPEHHO KJIETOYHBIM, MHOUILTPATUBHBIMH,
budpomMaTo30moJ00HBIH KOMIOHEHT M y3Jbl OOBI3BECTBIICHHMS, OKPY)KEHHBIE Oojiee
OKPYTJIBIMU  J3MUTEIUOUIHBIMA (MECTaMU  XOHIPOUUTONOTOOHBIMU) KJIETKAMU,
4acTO PAaCIOJIOKCHHBIMH PAJAMAbHO K LEHTPY KaJdblU(PUKAIUN B JIMHEHHOM
nopsake. Kietku o00oMX KOMIIOHEHTOB, KaK NPaBHIO, OJHOPOAHBIE, O€3
3HAYUTENbHON IHMTOJOTHYECKON aTHIMHMH W HMMEIOT JIUIIb pPAcCesHHbIE HEJacThble
MUTOTHYECKUE (DUTYPHI.

Crtpoma, 0coO0EHHO B 30HaX KajJbIIMHO3a, BapbUPYeT OT I'MAJIMHU3UPOBAHHOMN
JI0 04aroBO XOHApOuAHOM. XpsiieBas AUGGEPEHIIMPOBKAa B ITUX YYaCTKax dyale
BCTpEUaeTcs y JeTeH cTapilero Bo3pacta u B3pociibiX. Onyxoiu, TMarHoCTUPyEMbIe
y JIeTell MJauiero BO3pacTa, MOTYT HE COMNPOBOXIAThCs Kainbludukamnueir. B
OTHCHIBAEMBIX MOPaXKCHHSIX 9acTo MPUCYTCTBYIOT THTaHTCKUE
OCTEOKJIACTOMOI00HBIE KIIETKH.

NmmyHopenoTHn

B OonbimHCTBE CitydaeB a3kcmnpeccupyercss SMA, desmin  HeraTuBeH
(pubpobnacTuuecukuit/muopudpodnactuuecknit  penorun). EMA, S100, CD99
MHOT/IAa JKCIPECCUPYIOTCS OIyXOJIEBBIMU KJIETKaMHM, HO sIepHasl AKCIpeccus
B-catenin otcyTcTBYyeT.

YabTpacTpykrypa

[Ipr >MEKTPOHHON MUKPOCKOIMU BBISBISIOTCA KIETKH C XapaKTepHBIMU
OCOOCHHOCTSIMU XOHJIPOIIUTOB, (hrOpP00OIACTOB U OTNIEIBbHBIX MUO(UOPOOIIACTOB.

dakTOpHI NPOrHO3a

NudunbrpaTuBHbII Xapaxkrep pocTa KaTbLIUPUITUPYIOTIICHCS
arOHEBPOTUYECKONW (UOPOMBI MPUBOJUT K BBICOKOW HYaCTOTE JIOKAJTBHBIX
penuanBoB, Aocturamomeid 50%, KOoTopble MOTYT BO3HHKHYTH CITYCTSI MHOTO JIET
II0CJIe IIEPBUYHON DKCUU3UU. PUCK MECTHOrO peuuanBa, BEPOSATHO, BBILIE Yy JIETEH
MITaJIIIIETO BO3pacTa. PenuauBhl, Kak TPaBUIO, HE SBISIOTCS JIECTPYKTHBHBIMHU.
Poct onmyxomnu 3aMeasisieTcsi ¢ BO3pacToM.

55



AHI'NHOMHUO®UBPOBJACTOMA

Omnpenenenue

JloOpokadyecTBEHHass  XOpOIIO  OTTpaHUYeHHas  MuopuOpobdIacTUIecKas
OIyXO0J1b, Pa3BUBAIOLIASICS B TA30BOMPOMEKHOCTHOM 00J1aCTH, 0OCOOCHHO B 00JIaCTH
BYJbBBI, M COCTOSIIAs W3 CTPOMAIbHBIX KIIETOK, XapaKTepHBIX [JIs1 JaHHOMN
AHATOMUYECKOU 30HBI.

ICD - O code 8826/0

NUaAEeMHOJI0TUS

AHruomuopubpobiiacroma — peaKas OIMyXojb, M0 YaCTOTE COIMOCTaBUMAs C
arpeCCUBHOM aHTMOMHUKCOMOM.

OO6pa3oBaHue pa3BUBACTCSA MPEUMYIIIECTBEHHO Y B3POCIbIX KEHIIUH B MEPHUOT
OT MEPBOM MEHCTpyaluu 10 MeHonay3bl. [IpubnusurensHo B 10% cityyaeB omyxoJib
BO3HUKAET B IE€pUOJ MOCTMEHOMay3bl. [IprMepoB MOSBICHHUS HEOIUIa3UU 10
MOJIOBOT'O CO3PEBAHMS HE OMUCAHO. B eIMHUMYHBIX CydasiX pa3BUBACTCS Y MY>KUHH.

Jlokaausanus

XapakTepHa TOJIKOXKHAs JIOKaJIHM3alus B Ta30BO-TIPOMEKHOCTHOW 00JacTH,
MPEUMYIIECTBEHHO B 0o0iactu ByJbBBL. [IpubnusutensHo B 10 — 15% cinydaes
OTPENEIIACTCS POCT B MATKUX TKAHSIX Blarajauiia. ¥ My>KYUH OIyXOJib Pa3BUBACTCS
B 00J1aCTH MOIIIOHKH WJIU NApaTECTUKYJISAPHBIX MATKUX TKaHEH.

Kinunnyeckue 0CO0EHHOCTH

BonapmMHCTBO  ciydyaeB  MPEACTaBISAIOT COOOM  MEUIEHHO  pacTyliee,
0e300JIe3HEHHOE, OTrpaHUYeHHOe oOpa3zoBaHue. Camblii pacHpoCTpaHEHHBIN
JIMarHo3 J10 MPOBEACHUSI XUPYPrUUECKOTO JICUEHHS — KUCTa bapTOIMHOBOM KeJe3bl.

Makpockonuyeckass KApTUHA

Onyxoib XOpOIIO OTTpaHWUYeHa, O3 KarcCysbl, MSTKOH KOHCUCTEHIIUU C
KOPUYHEBOM / pO30BOMl TOBEPXHOCTHIO cpe3a. Hekpos3bl He XapaKTepHBI.
BonbmnHCcTBO O0Opa3oBaHuid MeHee 5 CM B AuaMeTpe, HO €CTh OIyXoJiu Oosee
10 cm.

I'mcronaroJiorus

AHnruomuopubpobiactroma XOpoIIo OTTpaHWYeHa, C TOHKOW (QuOpPO3HOI
MICEB/IOKAIICYJION, C Pa3IMYHON CTENEHBbI0 KIETOYHOCTH B PA3HBIX Yy4yacTKax,
obumuem cocyaoB. Cocyapl MeENKHE, JKTa3WpOBaHHBIC, C TOHKUMH CTEHKAaMH,
pacIojio)KeHHbIE B OTEYHOM cTpoMe. BOKpyr cocyqoB CKOHIICHTPHPOBAHbI
OITYXOJIEBbIE KJIETKH OT OKPYIJION J10 BEPETEHOBHUIHON (POPMBI ¢ 303MHOPHIBHON
UTOIIIa3MOM. MUTO3bI pefiku. XapaKTepHbI IBYsIEPHbIE U MHOTOSI/IEPHBIC KIICTKHU.
B HekoTOpbIX clly4asix BBISBISCTCS IUIA3MAlMTOMIHAS W SIHUTEIHOUIHAS
IUTOMOP(DOJIOTHUS; PEAKO — JereHepaTuBHAs siAepHAs TUTIEpXpoMasus U atumnus. B

10% ciy4aeB mpuCYTCTBYeT BapuabenbHOE KOJIMYECTBO 3PENION KUPOBOW TKaHM.
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[Ipu pa3BuTHM OMyXOdM TOCJAE€ MEHOIMay3bl CTpoMa MeHee OTeyHa, OoJee
¢ubpo3Has; MOXKET OIpenesaThCsl THATUHO3 CTEHOK COCyIOB. B HEKOTOpBIX
CIIydasix oTMe4aeTcsi MOp(OIOrHIeCcKHid IEPEKPECT ¢ KICTOUYHOW aHTHO(DUOPOMOI,
PEIKO — C arpeCCUBHON aHTHOMUKCOMOW.

NmmyHorncroxumus

B GosbmuHCTBE citydaeB onpesensiercs dkcnpeccus desmin, ouarosas — SMA,
pan Muscle Actin. B onyxo:six mocTMeHamnay3aisHOTo Ieproia dKcipeccus desmin
CHIDKAeTCAd WM BOBce OTCYTCTBYeT. OmyxojeBble KJIETKH MO3UTHBHBI Ha
ACTPOTCHOBBIC M MPOTECTEPOHOBEIE perentopsl, nHoraa — CD34, HoO HeraTUBHBI Ha
S100, keratin u fast myosin.

YasTpacrpykrypa

[Ipy  >7I€KTPOHHOM  MHMKPOCKONHMHM  ONYXOJIEBbIE  KIETKHM  00JaJaroT
XapakTepHBIMU 0COOECHHOCTAMH PuOPOoOIaCTOB U MUOPUOPOOIACTOB.

57. AurnomuodudpobaacToma

57


http://upload.wikimedia.org/wikipedia/commons/d/dd/Angiomyofibroblastoma_humpath_1.jpg
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KJIETKA C MOHOMOP(HBIMH SApaMu 0€3 aTUIHH, PACTIONAraloIuecs
MPEUMYILIECTBEHHO BOKPYT COCY/JIOB.
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Puc. 60. Aurnomuodudbpodiacroma: MeIKUe OBaJbHbIC KIETKH.

I'eneruka

Anrnomuodpudpodiaacromsr He umeroT nepectpoiiku HMGA2 u HMGAL.

daxkTophI NPOrHO3a

Anruomuopubdbpobdacroma — 100poKavyeCTBEHHAS OMyXO0Jb, PEIUIUBUPYIOIIAs
KpaiiHe penko. B nmrepaType oOCyxkaaeTcs HaauuMe 3JI0Ka4eCTBEHHOI'O aHajiora
aHTHOMUO(DUOPOOTACTOMBI.

KIIETOYHASA AHTHOPUBPOMA

Onpenenenue

Knerounass anrmodgubpoma — g0OpoKadeCTBEHHAsT KJIETOYHAS XOPOIIO
BacKyJisipu3npoBaHHas ¢GuOpobracTrueckasi OmyXxoib, OOBIYHO pPa3BUBAIONIASCS B
MOBEPXHOCTHBIX MSATKHX TKAHSIX BYJBBBI y JKEHIIMH U B TMaXOBOMOIIOHOYHOM
obmactu 'y MyxuuH. Kierounas anruopubpomMa TEeCHO  CBsi3aHA C
BEPETCHOBUIHOKIIETOYHOM JIUTIOMOH, aHruomMuopuodpobdIacTOMOMn u
MUO(puOpoOIaACTOMOM MAMMApPHOTO THTIIA.

ICD — O code 9160/0

CHUHOHMMBI

AnrnomunopudpodIacToMa-noo0Has OImyXxoiab MyKUKH.
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ONUAEeMHOI0TUSA

Knerounass anrnopubpoMa — peakas OmyXxojib, HCCIEAOBAHO HEOOJIbIIOE
KOJIM4eCcTBO ciyyaeB. [Iuk 3a00jeBaeMOCTH MPUXOAUTCS Ha 5 JEKaay KU3HU Y
JKEHILMH U Ha 7 — y MyX4uH. BcTpeuaercs npuMepHO ¢ OJJMHAKOBOM 4acTOTOH y
00OMX TOJIOB.

ITHOJIOTHA

Otnonoruss HeusBecTHa. OJHAKO HMMYHOTHCTOXMMHUYECKAs SKCIPECCUS
IPOTENHOB JCTPOrCHOBBIX W NPOrECTEPOHOBBIX PELENTOPOB JAET OCHOBAHUS
MPEANO0JIOraTh, YTO 3TU TOPMOHBI UTPAIOT POJIb B TATOT€HE3E OIMTYXOJIH.

Jlokanu3zanus

Knaccuueckast sokanuzanusi KJI€TOYHOW aHruoguOpombl — ByJIbBa H
IaXOBOMOIIOHOYHAs 00acTh. OTHAKO OMMUCAHBI OIYXOJIH, HAECHTUYHbBIE KIETOYHOM
anrnoulOpome, c JIOKaau3alue B 3a0pPIOIIMHHOM HPOCTPAHCTBE, MPOMEXKHOCTH,
rpyau (MOJKOXHAs), KOJIEHE, BEPXHEM BEKE, CIIM3UCTON 000JI0UKE pTa.

Kinnuyeckue 0co00eHHOCTH

Omnyxonp, Kak mpaBuiio, Oez0one3HeHHa. Haubosiee 4acThIM JUArHo3oM [0
IIPOBEJICHMSI ONEPATHBHOIO BMEUIATENIbCTBA SABJIIETCS KUCTa bapToiamHOBOH
xKene3bl. Y My)XUMH OOpa3oBaHME MOXKET ObITh aCCOLIMMPOBAHO C TPbDKEH WM
TUAPOLEIE.

Maxkpockonuyeckasi KaApTUHA

Pa3zmep omyxonu Bapweupyetrcss oT 0,6 10 25 cM. Y xKeHIUH 00pa3zoBaHUE
OOBIYHO MEHbILE (B cpelHeM — 2,8 cM), 4eM y MyX4yuH (B cpeaHeM — 7,0 cm).
Onyxonb MOpeacTaBiI€HA OKPYIVIBIM, OBAJIbHBIM WJIM JOJIBYATBIM  XOPOLIO
OYEpUYECHHBIM Y3JI0M. KOHCHCTEHLHS OT MSATKOW JO 3JIaCTUYHOW; ITOBEPXHOCTh
paspesa coJmaHas, OT CEpO-pO30BOT0 10 XKEJITO-KOPUYHEBOIO IBETA. I'eMopparuu
WJIM OYaru HeKpo3a KpailHe pelKH.

I'mcronmarosiorus

OOpa3oBaHue, B OCHOBHOM, XOpOILIO OTTPAaHUYEHO, C HATUYUEM WU
OTCYTCTBUEM (PUOpPO3HOI TICEBAOKAICYIbl. bonee HHPUIbTPATUBHBIE OIMYXOJIU
BCTpEUAIOTCA pexke, HaOMoJaloTcs y MyxkudnH. KietouHocTs BapuabenbHa.
['maBHBIII KOMIOHEHT — MOHOMOpP(HBIE KOpPOTKHE BEPETEHOBHJIIHBIE KIETKU C
OB&JIbHBIMA WJIM BBITSHYTBIMH SIAPAMM, C HE3AMETHBIMM SIAPBIIIKAMH, CKYIHOU
ci1ab0 P03MHO(PMIBHON IHUTOIUIA3MOW C HEYETKUMH KOHTYpaMHU B OTE€YHOW WIIH
¢budpo3HOI cTpoMe, coAepKalllel KOPOTKHE JIEHTH TOHKUX KOJIJIAr€HOBBIX BOJIOKOH
YU MHOKECTBO MEJKUX M CPEAHEro KaiauOpa TOJCTOCTEHHBIX COCYIOB C KPYTJIbIM,
HEPaBHOMEPHO PACLIMPEHHBIM WM «BETBALIMMCS» MPOCBETOM. B cTeHkax cocyoB
BO3MOXKEH THUANWHOBBIM (ubpo3. BepeTeHOKIeTOUHBI KOMIIOHEHT HMEET
YMEPEHHYI0 WJIM BBICOKYIO KJIETOYHOCTb, MeCTaMH (QOPMHUPYET TMyUYKH H

«I1ajJiacaabi». B HCKOTOPBIX CJIydasaX MOT'YT BBIABIIATHCSA OYalrv S3MHUTCIIMOUIHOIO
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xapaktepa. B eIMHMYHBIX clydasx MOXKET OTMEUaThCsl LUTOJOTHYECKass aTUIIHSL.
MuToTHueckasi aKTUBHOCTh OOBIYHO HEBBICOKAsI, HO MHOT'/Ia MOKET JOXOAUTH 10 10
MUTO30B Ha 10 mosel 3peHuss npu OOJBIIOM YBEIMYECHHH. ATUIIUYHBIC
MUTOTHYECKHE (PUTYpPBI U HEKPO3bl OTCYTCTBYIOT. [IpuMepHO B MOJIOBHHE Cly4yaeB
OTIpe/IeTIsieTCs 3penas )KUPOBask TKaHb B BHUJIE MEJIKHX OCTPOBKOB HIIM OTAEIBHBIX
aJIUIMOIMTOB, KOTOpPHIE COCTaBISAIOT MeHee 5% OT OIyXOJeBOW TKaHH,
NPEUMYIIECTBEHHO MO mnepudepun mpouecca. CTpoMa B OCHOBHOM COCTOUT U3
TOHKUX KOJUIAT€HOBBIX BOJIOKOH. I[lepmoaudecku BCTpeYaroTCsi KOPOTKUE JICHTHI
IUIOTHBIX  903MHO(DUIIBHBIX  KOJIJJAar€HOBBIX  BOJIOKOH. YacTto ompenemnsitoTcs
BapuaOEbHBIA OTEK CTPOMBI, THAIMHO3, NEPUBACKYJISIpHBbIE JUM(OUTHBIE
WHOUIBTPAThl, TYYHbIE KJIETKH. MOryT OTMEYaThCsl JereHepaTuBHbIC N3MEHEHMUS
(MperMyIIECTBEHHO B ONYXOJSX Yy MY)KUMH), NPEICTaBICHHbIE HEOOIBIINM
YBEIIMYECHUEM W  TUNEPXPOMHUEH  siiep, BHYTPUCOCYIUCTBIMH  TpOMOaMmu,
BHECOCYIUCTHIMU PUTPOLIUTAMH, reMOCHICPUHOBBIMU JETIO3UTAMH,
KHCTOOOpa30BaHUEM (IICEBAOAHTMOMATO3HBIE CTPYKTYPHI).

Omnwucana peakasi capkomMaTo3Has TpaHcpopmalus o0pa3oBaHuUs, B OCHOBHOM B
ByJibBe. OTMEUEH PE3KUil Mepexo/l OT KIETOYHONH aHTMO(QUOPOMBI K JUCKPETHOMY
CapKOMAaTO3HOMY Y3J1y, COCTOSIILIEMY M3 MYJbTUBAKYyOJIMU3UPOBAHHBIX JIUIIOOIACTOB
WIH  TUIGOMOPPHBIX W THIEPXPOMHBIX  BEPETCHOBUIHBIX  KIETOK  C
MOP(}ONOTHYECKUMU TPU3HAKAMHU  TJICOMOP(PHON  JIMIIOCAPKOMBI, aTHUITHYHOM
JUNIOMATO3HOM OMYyXOJH WX MII€OMOP(GHON BEPETEHOBUAHOKIETOYHON CapKOMBI. B
JIPYTUX PEAKUX CIydasXx OOHApYKEHO HATMYHE aTHUIMHYHBIX KJIETOK, pa30pOCaHHBIX
B OOBIUHOM KIJIeTOUHOU aHruopubpome. Hekpo3sl wunm remopparuu He
HaOr01ar0TCs. MHUTO3BI B CApKOMATO3HBIX 30HaX COCTaBIIAIOT MeHee 3 Ha 10 moneit
3peHus], HO ObUT 3apEruCTPUPOBAH OJUH CIy4yaill C aTUITUYHBIMA MUTO3aMH.

HNvmyHopeHoTHIT

B 30-60% cnyuaeB BwisiBieHa skcmpeccuss CD34. B HekoTOpBIX OmyXousix
oTMevaeTcs nepeMenHas skcrnpeccuss SMA u desmin. S100 u Keratin HeratuBHBI.
OmnpenensieTcs TOJOXKUTENbHAS OKpacka Ha JCTPOTEHOBBIE M MPOTECTEPOHOBHIC
peuentopbl. OmyxojeBble KIETKM B CapKOMAaTO3HBIX 30HAaX  MPOSBISIOT
MyJIbTUQOKATBHYIO Wi Iuddy3Hyr0 3Kcrpeccuto plé, a B ydacTkax OOBIYHOM
KJIETOYHOW aHTHO(PHOPOMBI OHU OTPHUIIATEIIHHBI.
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Puc. 61. Kirerounas anrnouOpoma nmpeacTaTeIbHOMN KeIe3bl: BEPETCHOKICTOUHBIN
KOMITOHEHT Y THAIMHU3UPOBAHHBIE COCY/IBI.
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Puc. 62. Knerounas anrnoudpoma: TOJICTOCTEHHbIE THATMHU3UPOBAHHBIE
KPOBEHOCHBIE COCY/IbI, ACCOIMUPOBAHHBIC C TIJIOTHON KJIETOYHON CTPOMOIA.
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Puc. 63. Kiterounas anrnoubpoma npeacTaTeIbHON KEIe3bl.
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Puc. 64. Knerounas anrnopubpoma: MeJIK1e OMyX0JeBbI€ KIETKU C OJJHOPOIHBIMU

OKPYTJIBIMH U OBAJIbHBIMHU BC3UKYJIIPHBIMUA AJpaMU.
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I'eneTnka

B ogHOM IIUTOr€HETHYECKU UCCIIEOBAaHHOM cllydae Obula OOHapy eHa MmoTeps
xpomocom 13 w16, 4TO yKa3piBaeT HaA TEHETHUYECKYID CBSI3b C
BEPETEHOBUAHOKIETOYHOU JUIIOMOM U MHO(DUOPOOIACTOMOW MaMMapHOIO THIIA.
Orta cBA3b Takke mnonanepxkuBaercs wuHTepdasHeiM FISH, mnoka3zeiBarommm
ucuesHoBeHue 1okycoB RB1 u FOX01 na xpomocome 13q14.

@akTOpbI NPOrHO32

Kpaiine penko orMeqasicsi MECTHBIM PELUINB OIyX0Jid. PeruauBupoBanue nim
METacTa3upoOBaHUE OMYyXOJIeH C aTUIIMYHOW WIM capKaMaTO3HOM TpaHcopMaluen
HE BBISIBJICHBI.

®UBPOMA HIEMHOI'O BATBLJIOYHOI'O) TUIIA

Onpenesienue

dubpoma mICHHOrO (3aTBUIOYHOTO) THIIA — PEAKOE OITyXOJEIOoa00H0e
oOpa3oBaHue, IpeCcTaBIstoIee cO00I HaKOIMJIEHUE KOJuIareHa.

ICD — O code 8810/0

CHHOHUMBI

[letinas (3aTplIouHas1) puOpoMa, IMICHHBIH (3aTHUIOYHBIN) KOJUTAreHO3.

INUAEMHOI0TUA

®ubpoma MWEHHOr0 TUIA PAa3BUBAETCA MPEUMYIIECTBEHHO y MYKYMH 3 — 5
JIEKaJl KU3HH.

Jlokamuzanus

[Tpouecc pa3BuBaeTcs NPEUMYIIECTBEHHO B OOJACTH 3aJHEHl MOBEPXHOCTH
IIEM, HO MOKET JIOKAJIU30BaThCA U B JIPYTUX YYaCTKaX. BOJIBIIMHCTBO BHEIIEHHBIX
OITyXOJIe BO3HUKAET B BEPXHEH YacTH CIHUHBI, OJHAKO MOET BCTPEUYaThbCid U B
JIPYTUX YydYacTKax, TaKuX Kak o0yiacTh Jula, KOHEYHOCTH. I[lockonbKy ciydau
BHEIIEHHON (PUOpPOMBI MACHTHYHBI IIEHHON, TEPMUH «(pUOpOMa MIEHHOro THUIA»
OPUMEHSETCS ISl BCEX TMCTOJOTMYECKH MOJOOHBIX MOPAKEHUM, HE3aBUCHUMO OT
JIOKaJIU3alHu.

KinHuyeckue 0C00eHHOCTH

OTmeuaeTcsi B3aMMOCBSI3b Mexay (PUOpOMON IIEHHOTO THUIA U CaxapHbBIM
nuabetoM. Y 44% manueHToB C OMyXOJbI0 TakyKe ObLI JUAarHOCTUPOBAH CaXapHBIM
nuader. l['wcronormyecku ¢ubpoma u nuadeTuyeckas ckiepeaema (sSBISETCS
OITYXOJIEBUJIHBIM H3MEHEHHEM (UOPO3HBIX TKaHEH Yy NAIMEHTOB C CaxapHbIM
nuabeToM 2 TUMa) UICHTUYHBI. V31I00I€HHBIMU JIOKAMH3AIUSAMA KaK JUTsl PUOPOMBI
3aTBUIOYHOTO THIA, TaK M JUIs TUAO0ETUYECKOM CKIIepeleMbl, SBISAIOTCA KOXKa U

IIoJICKalmue MATKUEC TKaHU 3asze171 qaCTH IICH, BerHefI qaCTH CIIMHBI U ITJICY.
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Teuenne 0ObIYHO OECCUMITOMHOE.

Maxkpockonuyeckasi KApTUHA

Pa3mep omyxonu B HauOOJbIIEM W3MEPEHHH B CPEIHEM COCTaBIET 3 CM.
OOpa3zoBaHue MIOTHOM KOHCUCTEHIINH, Ha pa3pe3e — Oesioro 1Bera.

I'ucronaroJiorus

dubpoma MEHHOTO TUIA — HE MIICIOIICEe KarCyibl, MIOXO OTIPAaHUYEHHOE,
MaJIOKJIETOYHbIE HOBOOOpa30BaHHE, COCTOSIIEE M3 TOJCTHIX, OECHopsI0YHO
pacMOJIOXKEHHBIX, KOJJIAar€HOBBIX BOJIOKOH. B IEHTpalbHBIX OTAeNax OMyXOJu
KOJUIAr€HOBBIE MyYKHU MEPECeKaroTCs, CO3/1aBasi 10JIbKOBYIO apXUTEKTypy. ToJcThie
KOJUIareHOBbIE BOJIOKHA B (huOpoMe HIEHHOro THIa MOJOOHBI TaKOBBIM B TKAHU
HIelHOW (3aTbutouHOM) oOsacTh. OJHAKO B OMYXOJM OTMEYACTCS PaCIIUpEHUEC
KOJUJTAT€HOBOTO CJIOSl JEpPMBI C (opMUpOBaHHEM (YTISIPOB BOKPYT MPUAATKOB
KOXH, JedopMaIusi OJKOKHOTO CJIOSl C BOBJIICYCHHEM aTUIOLUTOB, U, BO MHOTHX
Cllydasix, pPaclpOCTPAaHEHHEM B CKEJETHbIE MBIIIBL. MeXIy KOJJIareHOBBIMH
BOJIOKHAMH HAOIIOJaeTCsl TOHKAs CETh 3JTACTHUECKUX BOJIOKOH.

Takum o6pazom, ¢ubpoma MIEHHOTO THUMA MPEJACTABISET COOO0M JIOKAIHLHOE
paspactaHve MaJOKJIETOYHOM KOJIJIar€HOBOM COCIMHUTENIbHON TKaHU, KOTOpas
IPUCYTCTBYET B HOPME B 3TOW 30HE. B HEKOTOPBIX OMyXOJISIX OTMEYAeTCsl CKyAHast
auMmdonuTapHas WHOUIbTpanusi. Bo MHOTMX cCiydasx BBISBISIETCS JOKaJTbHAs
nponudepalys HEPBHBIX MyYKOB, MOJA00HAs] TAKOBOW B TPaBMATUYECKOW HEBPOME.
B penkux HaOMIOAEHUSAX MOXET OBbITh NEpUHEBpaNbHbIA (PrOpPO3, MOAOOHBIM
HEeBpoMe MopToHa. OTH W3MEHEHHs, BEpPOATHO, — pE3yJbTaT TOBTOPHBIX
HE3HAUUTETbHBIX TPaBM, WJIM PEAKIIMU MEJTKUX HEPBOB Ha JIOKAIHHOE HAKOTICHUE
KoJutareHa. @ubpomMa MIEHHOTO THUIA TUCTOJOTUYECKH HEOTIUYMMa OT (PpUOPOMBI
["apanepa.

HNvmyHopeHoTHIT

Nmmynorucroxumudecku mopaxkenuss — CD34- u CD99-mosutuBHBI, U
HETaTUBHBI C aHTUTEJIaMU K actins u desmin.

daxkTopbI NPOrHO3a

®ubpoma 3aTbUIOUHOTO THUIIA YAaCTO PELUIUBUPYET, HO HE METACTa3upyerT.
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Puc. 66. ®ubpoma meiHOro THIa: MajJoOKJIETOYHBIA KOJJIareH KeJIOUI-110J00HOTO
BUJIA.
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OPUBPOMA I'APJHEPA

Omnpenenenue

dubpoma I'apnHepa — m00poKauecTBEHHOE OJSIIKOBHUIHOE MSTKOTKAaHHOE
oOpa3oBaHHE, COCTOSIIIEE W3  TOJCTBIX  OECIOPSAOYHO  PACIOJIO0KEHHBIX
KOJUTAr€HOBBIX IyYKOB C PACHOJOKCHHBIMA MEXAy HuUMHU Gudpodractamu,
aCCOIMMPOBAHHOE CEMEIHBIM aJI€HOMATO3HBIM MOJUIIO30M ["apAHEPOBCKOrO THUMA.

ICD - O code 8810/0

CvHOHMMBI

Msrkast pubpoma, peaaecCMOUIHOE TOPAKECHHE.

NuaAEeMHOJI0T U

dubpoma ['apaHepa dBISETCS PEIKUM MITKOTKAHHBIM — 00pa30oBaHUEM,
KOTOpPOE€ B OCHOBHOM pPa3BUBAETCSl y JETEH B MEPBOM ACCATUIICTUU >KU3HU, XOTS
BO3PDAaCTHOW  JMAIla30H MPOJOKAeTCs 10 4eTBepTodM  nekanbl. Yacrora
BCTPEUAEMOCTH MPUMEPHO OJMHAKOBAsI y OOOUX TOJIOB.

ITHOJTUA

bonee 80% ciyuaeB onmyxoJiei aCCOIMUPOBAHBI C CEMEMHBIM aJICHOMATO3HBIM
nonuno3oM / cuaapom [Mapanepa, myranueit APC wim ceMeiHBIMU JAECMOHUIAMHU.
dubpoma ['apaHepa sIBASECTCS UHAUKATOPOM ISl UACHTU(UKAIIUN TTEPEUNCICHHBIX
COCTOSIHUI.

Jlokaauszanus

B mporecc BOBIEKalOTCS MOBEPXHOCTHBIE W TIyOOKHE MSTKHME TKaHU B
00JIacTH TO3BOHOYHHKA, CIHUHBI, CTCHKH TPYJAHOM KJIETKH, TOJOBBI, IIIEH U
KOHEYHOCTEH. Y MaIlMeHTOB ¢ CEMEHHBIM aJICHOMATO3HBIM TIOJIUIIO30M IOJI00HBIE
MOPAXKEHMS OMUCAHBI KaK «JI€CMOMIHOE TIPEIIESCTBYIONICE TTOPAKEHUE.

Kiannuveckue 0co0eHHOCTH

OnyxoJib MI0X0 OTTpaHu4YEeHa, 00OBIYHO 0ECCUMITTOMHA.

Makpockonnueckasi KAPTUHA

Pa3mepsl oOpaszoBanus coctaBisitor or 1 g0 10 cM ¢ BoOBJeUCHHEM
MMOBEPXHOCTHBIX M TIyOOKMX MATKUX TKaHed. OmnyXojb TJIOXO OTrpaHUYCHHAs,
OJIIIIKOBUJIHAS, IUIOTHO-3JacThyHasg. IloBepxHocTh €€ cpeza oT Oenoro 1o
KOPUYHEBOTO I[BETA, C KEITHIMU YUYaCTKaMH, IPE/ICTABICHHBIMU KUPOBOI TKAHBIO.

I'mcromarosiorus

Onyxonb  mOpelacTaBisieT  cOOOM  MAJIOKJIETOYHYIO  MOHOMOP(HYIO
npoiudepaluo,  CoaepkKallyro  OeCHopsAI0oYHO  PACMOJIOKEHHbIE  TpyObie
KOJIJIar€HOBBIE BOJIOKHA C apTeQUIMAIBHBIMU IICISIMH  MEXKIYy HUMH, C
BEPCTCHOBUIHBIMU  KJIIETKAMHM  HECIeM(PUYECKOTO0 BHJAa MW PaCCeTHHBIMH
MacToIuTaMu. B Tmpoliecc BOBJEKAIOTCA KHUpPOBas TKaHb, HEPBbI M MBIIICYHBIC

BOJIOKHA.
68



NvmyHopenoTun

BeperenoBuanbie kiaeTku B ¢pudpomMe ['apiHepa sKCHpeccUpyroT BUMEHTHH U
CD34; orcyrctByer okcmpeccus SMA, MSA, desmin, >CTpPOreHOBBIX H
MPOTeCTEPOHOBBIX  perenTopoB. YacTto ompenensieTcs 04YaroBoe  SJIEPHOE
okparmmBanue [3-catenin.

I'enernka

bonee 90% cnydaeB cBsA3aHbl C CHHIPOMOM l'apaHepa, ceMelHbIM
aJICHOMaTO3HBIM MOJUMNO030M U / uinu myTtanueit APC.

DakTOpPbI MPOrHO32

VY 50% nanuentoB ¢ Gpudbpomoit ['apHepa CIOHTaHHO WIIK TOCTE ONepaluy B
TOM JKe JIOKalu3aluu  pa3BuBaeTcs  (HUOpoMaro3  JECMOUJHOTO  THIIA.
JuarnoctupoBanue ¢(uOpomsl I['apaHepa B JETCKOM BO3pacTe€ BaXKHO IS
BBISIBJICHUSI CHHApOMa [apaHepa, BBICOKOTO PHCKa Pa3BUTHUS KIJIACCHYECKOTO
¢ubpomaTosa AECMOUIHOTO THIMA U ISl KOHTPOJIS MallMeHTa W POJACTBEHHHKOB B
CBS3M C  BO3MOXKHOCTBHIO  aJ€HOMATO3HOTO  TMOJMIO3a  KHUIIeYHHWKa. B
NeAMATPUUECKON TPAaKTUKE TIPU BBIABICHUU OIyXOJieH, MOAOOHBIX (udpome
HIEMHOr0 THWIIA, MPEANOYTEHUE JOJDKHO OTAaBaThCsl JUarHo3dy «pudpoma
['apanepar.

KAJTBHUPUIINPYIOLIAACA ®PUBPO3HAS OIIYXOJIb

Onpenesienue

Kanprudumupyromasics (oOb13BecTBIIsIONIAsAC) GUOPO3HAS ONMYyXOJIb — PEIAKOE
T00pOKaYECTBEHHOE MopakeHue, XapaKTepU3yroIieecs MaJIOKJIETOYHOM
bubpobnacTuueckoit  mponudepaneii ¢ COMYTCTBYIOIIMM  XPOHUYECKUM
BOCTIAJICHUEM U BapraOeTbHBIM OOBI3BECTBICHUEM.

ICD - O code 8817/0

CHHOHUMBI

dubpozHas OITyXOJTb neTei C MICAaMMOMHBIMHU TEJbIIAMU,
Kanpuudumpyromascs Guopo3Has rnceBI0omyXoJlb.

INUAEeMHOT0TUSA

[TopaxkaroTcst MIATKHAE TKaHU JIFOAEN Pa3HOTO BO3pacTa, OJHAKO Yallle — JETEeU U
MOJIOJIBIX JUIL (CpeIHMI BO3pacT — 3 Toja); moJi 3HauyeHus He uMeeT. Omyxoyu ¢
BUCIIEPAIHLHOM JIOKATM3aIMel yarie HaOIr0Jal0TCsl Y B3POCIIbIX (CpeaHUI BO3pacT —
43 ropna).

ITHOJIOTHA
OmyxoJib pa3BUBaEeTCs MOCIE TPaBMbI, B accorpanuu ¢ Oose3npro Castleman,

OJHAKO IIaTOIr€HE3 HCU3BCCTCH. Hpez[nonaraeMa;I CBSI3b C BOCIHAJUTEILHOU
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mMuoduodpodIacTuueckot  onmyxoibto W 1gG4-CBA3aHHBIM  CKIICPO3UPYIOIIHM
3a0osieBaHMEM He ObLIa Joka3aHa, a okpammBanue ALK otpunarensHo. Onucansl
peaKue ceMerHbIe CITyqau.

Jlokanun3zanus

OnyOnuKOBaHBl TPHUMEPHl TOPAKEHUS TMOIKOXHBIX M TIYOOKHX MSTKUX
TKaHEW KOHEYHOCTEH, TYJIOBHIIA, IlIEU, MOIIOHKH, a TaKXKE BBISIBICHBI CIydau C
BHYTPHUIIOJIOCTHOM M BHUCIEPAIBHON JOKATU3AIUSIMUA, TAKUMH KaK >KEIyJO4HO-
KHILIEYHBIN TPAKT, OpbIKEIKA, CPETOCTEHUE, CAIIBHUK, OPIOIIMHA U IJIEBPA.

Kinnuveckue 0co00eHHOCTH

Onyne yacTo mpeacTaBisieT coOoil  0Oe30oie3HeHHOe o0pa3oBaHHE C
Jokanu3anued B 00JacTH KOHEYHOCTeW. BuciepanpHbli mporecc OOBIYHO
OOHapyXUBAETCsl CIIy4yailHO, HO MHOTJA MOXXET OTMEUaThCsl HapylleHHEe (PYyHKIHUU
MOPaXXEHHOTO OpraHa. Y HEKOTOPHIX MAIMEHTOB HAOIIOJIal0TCSI MHO>KECTBEHHBIE
MOpakeHUS.

PEeHTreHOMOTMYeCKUe HCCIIEIOBAHUSL BBISBIISIIOT XOPOIIO OTIPAaHUYCHHBIE
omyxonu. Ilpu mnomomm KT oOHapyxkuBaercs oObi3BecTBiIcHUE. [Ipu MPT
oOpazoBanue 1mojgo0HO  (uOpomaroly, ¢  HEOJHOPOJHBIMU  YYaCTKaAMHU,
HarlOMHUHAIOIMMH MBIIICUYHYIO WIH )KUPOBYIO TKAHH.

Makpockonnuyeckasi KAPTUHA

Omnyxoip XOpOIIo OTTpaHnuYeHa, HO Oe3 Karcynbl, pazmepamu ot 0,5 cM 10 25
CM. B HEKOTOpBIX clly4asix OTMEYAlOTCSl HEYETKHE Kpas ¢ HHPUIbTpaluen
OKpyXxaromux Tkanei. OOpazoBaHHe MIOTHOE, KOPUUYHEBATO-0€JI0€, TOMOT'€HHOE C
Pa3HOM CTENEHBIO 3€PHUCTOCTH.

I'mcronaroJiorus

Kaneuudumupyromascs ¢Gpudpo3Hasi omyXxoib — 3TO XOPOIIO OTIPaHUYEHHOE
oOpa3oBaHHE, C BOBJCYCHHEM MECTHBIX CTPYKTyp MO Tepudepuu, TaKUX Kak
JKUpPOBasi TKaHb, HEPBbI U cocynbl. OMyXoib XapaKTEpU3yeTCs MaJOKJIETOUYHOU
TMAJIMHU3UPOBAHHON  KOJUIAr€HOBOW ~ CTPOMOM,  HalWyuMeM  BapuabebHOro
XPOHMYECKOTO  BOCHAjeHUs MW  OObI3BecTBieHUsA. KieTtku cTpombl  6e3
cnenuuuecknx  OCOOCHHOCTEHM, BBITSAHYTbIE, C HEXHBIM  XPOMATHHOM,
HE3aMETHBIMU SJIPBIIIKAMU M CKYAHOU OiemHON 1uToruiazMoil. BocmamurenbHbIi
KOMITOHEHT COCTOWT M3 pa3OpOCaHHBIX JTUM(OIMTOB U TIA3MOIMTOB, BO3MOYKHO
oOpa3oBanue JUMQPOUIHBIX (DOUTUKYIOB ¢ TEPMUHATUBHBIME IieHTpamu. [1o Bceit
IJIONIAIM  TIOPAKEHUST  ONpENesstoTcss  aucTpoduueckue  KaablUPUKATBI U
MICaMMOMHBIE TeJbIIA.
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Puc. 72. Kanpuudunupyromascs ¢uOpo3Hast Omyxodb.
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NvmyHopenoTun

OnyxoneBbie KIETKU IeMOHCTpUpytoT 3kcnpeccutro CD34, u penko — SMA u
desmin.

DakTOpPbI MPOrHO32

MecTHble pellMANBEI BOSHUKAIOT Y HEKOTOPOW MOJArPYIIbl MAIUEHTOB, HHOT A
OIyXOJIb MOXKET PEUUANBUPOBATH HEOJHOKPATHO, OJHAKO METAaCTa3UpOBAHHUE HE
OMUCHIBACTCS.

JAJOHHBIH / MOJOIBEHHBIA ®PUEPOMATO3

Onpenesienue

JlagOHHBIN/TTIOAOIBEHHBIN ¢ubpomaros — ¢ubpobnacTuueckas
nponudepalis, pa3BUBAIOMIAACS B MATKHX TKaHAX JAJOHEH W TMOJOIIB, H
XapaKTEPHU3YIOMIasacss WHPUIBTPATUBHBIM pOoCcTOM. OIyXO0jdh WUMEET TCHACHIIMIO K
pEeLUIUBUPOBAHUIO, HO HE METACTa3UPYET.

ICD - O code 8813/1

CHUHOHMMBI

Jlaoounwviti pubpomamos: 6one3ub JrononTpeHa, KOHTpakTypa JronontpeHa.

Ilooowsennuiti pubpomamos: 001e3Hb Jlenaepxose.

INUAEeMHOJIOT S

JlaooHnuwiil hubpomamo3s pa3BUBACTCS Y B3POCIBIX, C MOBBIIMICHUEM YaCTOThI
3aboneBaeMocTH ¢ Bo3pactoM. Jluma monoxe 30 ner 3aboneBaroT peaxo. B 3 — 4
pa3za BO3HUKAET 4Yallle y MYK4uuH, pacripoctpaneH B CeBepHoit EBporme u B Tex
4yacTsX MHUpA, TJE OCEIM BBIXOMAIBI W3 JTHUX o0nacTeil. Y HEeBpOIeouIHOM
MOMYJISIIIMA  Pa3BUBAIOTCS KpaitHe peako. [lodoweenHvill guobpomamos TaKxKe
HanOoJIee PacIpOCTPAHEH CPEIN B3POCIBIX, OJJHAKO UMEET 3aMETHYIO YacTOTy U Y
JIETEeH, TTOIPOCTKOB. ITOT MPOIECC PA3BUBACTCS Yallle Y MY>KUHH, HO TTpeolagaHue
BBIpAKEHO MEHbIIE, 4eM B JlafoHHOM ¢ubpomartose. O6e dopmbl pudpomarosa
CBs3aHBl C JPYTUMHU IpoIleccaMu, BKJIIOYass pasHble QopMmbl (pubpomartosa,
caxapHblid quadetr u ankoroiausMm. Ot 5 1o 20% ciydaeB radourozo gubpomamosa
ACCOIIMMPOBAHbI C TOPAKEHUSMH TMOAOMBHL. Y 4% TalueHTOB BBISBIACTCS
dubpomamos nonosoco unena (6ones3nsp lleliporn).

ITHOJIOTHSA

[Tatorene3 mnonudakTOPHBINA, BKIIOYAKONIUA M TEHETUYECKUM KOMIIOHEHT,
IIOCKOJIBKY BO MHOTHX CJIy4dasiX OTMEYaeTcs CEMEWHBbIM aHaMHe3. BaxHyroo posb
urpaetr TpaBma. [loMrMMO TpaBMBbI, YyYUTHIBasi OJHOBPEMEHHOE CYIIIECTBOBAHHE C
MIOBEPXHOCTHBIM (hHOPOMATO30M SIUJICIICUM, JruadeTa W ajJKOroJIbHOW OO0JIe3HH

IICYCHHU, MOXHO I'OBOPHUTH O BA)KHOCTH 3THX CI)aKTOpOB.
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Jlokaauszanus

JlaooHnuwii ubpomamos pa3BUBACTCS Ha JIAQJOHHOW IMOBEPXHOCTH KHUCTH
(penko Ha JopcalibHOM) ¢ HEOOJNBIION CKIOHHOCTBIO K MpaBoil jagoHu. [loutu B
50% cnyuaeB mpoliecc ABYCTOPOHHUH. [lodoweennvlil hubpomamo3 BO3HUKAET B
00JIaCTH TIOJOIIBEHHOTO arOHEBPO3a, OOBIYHO B 30HAX, HE IOJABEPTAIOIIUXCS
naBieHuo. B chmywasx  3a0osieBaHus  JIeTe  Mpolecc — JIOKalU3yeTcs
MIPEUMYIIECTBEHHO B MIEPEAHE-MEIUATLHON YacTH MOANSATOYHON 001aCcTH.

Kiannuyeckue 0co00eHHOCTH

Hns  naodownoco gubpomamosa HavaabHONW MaHHbecTalMel  SBISETCS
MOSIBJICHUE H30JMPOBAHHOTO IUIOTHOTO Yy3Jla Ha JIaJIOHU, KOTOPBIM OOBIYHO
OecCUMNTOMHBIA, HO B KOHEYHOM MTOTe BEJET K (POPMUPOBAHUIO YIUIOTHEHUN B
BU/JIC TSHKEH MEXKTy MHOKECTBEHHBIMH Y3JIaMH M TIATbIIaMHU. DTO 9acTO MPUBOIUT K
CMOPIITUBAHUIO KOKH M CTHOATEIHPHBIM KOHTPAKTYypaM, MPEUMYIIIECTBEHHO 4-10 — 5-
ro mnanbleB. [lodowsennvlti ubpomamo3 TPEACTABICH IUIOTHBIM TOAKOXKHBIM
y3JIOM WJIA YIUIOTHEHHWEM, KOTOpPBIC CBSI3aHBI C KOKEW M 9acTo OOJC3HECHHBI TPH
JUTUTEIIbHOM CTOSTHUU WK X0/1b0e. KOHTpakTyphl nanblieB HOT Pa3BUBAIOTCS PEIKO.

Makpockonuyeckass KApTUHA

Ob6a mopaxkeHHUS  TPEACTABICHBl  MEIKHUMH  y3JaMd  WIA  ITUI0XO
OTTPAaHUYCHHBIMUA KOHTJIOMEPATaMH HECKOJIBKHUX Y3JIOB, CBI3aHHBIX C allOHEBPO30M
U TIOJKOXHOM >XMPOBOM KieT4aTKOM. [IoBepXHOCTh cpesa cepo-xenTas uiu Oenas,
I[BET 3aBUCHUT OT COJCPIKAaHUS KOJIIareHa.

I'mcronmaroJiorus

[IponmudepatuBhas (aza xapakrepusyercs npoiudeparueii BepeTeHOBHIHBIX
KJIETOK HE3pesoro BHJIa, HECKOJBKO pa3MYaroluxcs mo pasmepam u dopme, ¢
HOPMOXPOMHBIMU SJIpaMU U MEJIKUMU siAPBIKaMu. [10101IBEHHBIE OITyXOJIH YacToO
TUNEepKIeTOYHbIe. MUTOTHYECKAs! aKTUBHOCTD KaK MPaBUJIO HU3Kas, HO MOXKET OBITh
U 0YaroBO BBIPAKCHHOH, YTO HE TOBOPHT O 3JI0KAYECTBEHHOCTH (HAmpuMmep, O
dbudpocaprome). KiieTku accolimupoBaHbl ¢ YMEPEHHBIM KOJIUYECTBOM KOJJIareHa U
BBEITSHYTBIMH cocynaMu. «CTapbie» MOpaKeHUs 3HAYUTEIILHO MEHEE KJICTOUYHBIC, U
coJiepkaT OOJBINIOE KOJWYECTBO IUIOTHOTO KoJulareHa. B oTmenpHBIX ciydasx
MOJIONIBEHHOTO (hMOPOMATO3a BBISABIISIFOTCSI MHOTOSI/IEPHBIC TUTAHTCKUE KIIETKHU.
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Puc. 73. JlanonHusIit pubOpOMaTo3: MHOKECTBEHHBIE Y3JIbI MATOKJIETOYHON TKAHU
Cpeny THaTMHU3MPOBAHHOTO KOJIJIareHa.
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Puc. 74. Jlanonusrii pubpomMaTo3: OTHOCUTEIHHO TIIOTHAS Y03MHOMUIHHAS
COEIMHUTENbHAS TKaHb C OJJUHAKOBO OPUEHTUPOBAHHBIMH BOJIOKHAMHU.
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Puc. 75. JIagouHslil pruGpoMaTo3: OMyXoJib COCTOUT U3 BEPETEHOBUAHBIX KIIETOK C
YAJUHEHHBIMU BE3UKYJISIPHBIMU SApAMU, LIEHTPAJIbHBIMU sIpbIIIKaMu. J{7st
«MOJIOZBIX» MOPAXKEHUN XapaKTepHa MUTOTHYECKAsI aKTUBHOCTb.

. 76. JlanoHHsbIi puOpoMaTo3: «cTapoey» MnopakeHue — nosis
THATMHU3UPOBAHHOTO KOJIIareHa.
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Puc. 78. IlogoumBeHHbIN (PUOpOMATO3: MHOTOY3JI0BOE MOPAKEHUE C BOBIICYCHHEM
CYXOXHIBHBIX CTPYKTYp. [lomomBenHbIe omyxonu 0oiee KIeTOYHbIE, YeM UX
JaJIOHHbIE aHAJIOTH.
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NvmyHopenoTun

Kinerku BapuabenpHo 3Kcnpeccupyror MSA u SMA B 3aBUCHMOCTH OT CTaINH
u creneHu Muopuodpoodaactuyeckon nuddepeHupoBku. [Ipu oTCyTCTBUU MyTalluK
B 50% ciyyaeB MOXKET HaOJIFOIaThCS sICPHAs TIOJI0KHUTEIbHAS Peakius ¢ [3-catenin.

I'enernka

CraHmapTHBIA ~ KapUOTHIIMYECKWM  aHAJIM3  BBIIBISIET  KJIOHAJIBHBIC
XpoMOcOoMHBIEe abepparuu mpuMmepHo B 10% ciiydaeB mpu 1aJ0HON JIOKaTH3AIUH.
TUnUYHBl OPOCTHIE YWCIOBBIE 3aMEHbI, OCOOCHHO B XpOMOCOMax 7 WM 8.
B3aumnas tpancnokarmus t(2,7)(pl13;p13;13) Oblna BhIsIBIIGHA B OJHOM Cllydae
mIaHTapHoro gpudpomarosa.

DakTOpPbI MPOrHO32

OTmeuaeTcsi CKJIOHHOCTh K penuAuBHpOBaHUIO. Hawmmenbpmias dvactoTa
pa3BUTHUS PELUINBOB HAONIOMAETCS MPU MCTOIB30BAHUH JIepMO(DACIIHOIKTOMUU C
nepecagkoil Koxu. sl MOJOIIBEHHBIX OMYyXOJieH PUCK PELUUIUBOB TOBBHIIICH B
cllydae MHO>KECTBEHHBIX Y3JIOB, JBYXCTOPOHHETO MOPAXKECHHS, HATHYIHUS CEMEHHOTO
aHaMHe3a U Pa3BUTHS MOCICONEPAIIMOHHON HEBPOMBI.

PUBPOMATO3 JECMONJHOT' O TUITA

Onpenesienue

®ubpomMaTo3 JAECMOMJHOTO THUMA — SBIAETCS JIOKAIBHO arpeCCUBHBIM
(Mu0)pubpobIacTUUeCKUM HOBOOOpa3OBaHUEM, KaK MPaBUJIO, BO3HUKAIOIIUM B
rIIyOOKMX MSTKMX TKAHSIX W XapaKTEePHU3YIONIUMCS WHOUIBTPATUBHBIM POCTOM,
TEHJICHIIMEN K JIOKATHbHOMY PEIUANBY 0€3 METacTaTUYeCKOro MOTEHIHAA.

ICD - O codes 8821/1

CHHOHUMBI

ArpeccuBHbI  (pUOpPOMATO3; MBIIIEYHO-AIOHEBPOTUYECKU  (PrOpomaTo3;
JIECMOUJTHASI OTTYXOJIb.

INUAeMHOJIOT S

['myGokuii ¢pubpoMaro3 BCTpeyaeTcs peXe, YeM IMOBEPXHOCTHBIA BapuUpaHT
mpoiecca, cocraBisieT 2-4 ciydas Ha MWIJIMOH HaceJieHWsl €XerojaHo. B
e UaTpUIeCKOW TMPaKTUKE TIOJ 3HAYCHHUS HE HMEET, OMyXOJb JIOKAJTU3YyeTCs
MPEUMYIIECTBEHHO JKCTpaadAoMHHAIBHO. [larmenTsl mocTmyOepTaTHOTO BO3pacTa
u 10 40 ner B OOJBIIMHCTBE CIydaeB SBIAIOTCA KeHMHamu. [lpu sTom
MOpakaroTcsl MSTKUE TKAaHU OpIOIIHOW CTEHKW. Y JIMI[ CTapIlero Bo3pacTa
abO0OMUHATILHBIE U IKCMPAAOOOMUHATIbHbIE OTYXOJM BCTPEUAIOTCS C OJMHAKOBOM
4acTOTOW y 0OOUX TOJIOB.
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ITHOJIOTUSA

[laTorenes BKIIIOUaET reHETUUECKHUE, DHIOKPUHHBIE U Pu3nyeckue paktopsl. O
reHeTH4eckux (¢akTopax CBHUACTEIBCTBYET HallMYUME CEMEWHOro aHaMmHe3a U
pa3BUTHE 3TUX OIyXoJeil, ocoOeHHO (GuOpomMaro3a OpbLDKEMKH Yy TAlMEHTOB C
cuaapomom [apmaepa. OO0 3HAOKPUHHBIX (DAKTOpax TOBOPUT YACTOE PA3BUTHE
a0IOMUHATIFHBIX TOPAXEHUN BO BpeMsl WM TMOcje OepeMeHHocTH. TpaBma Takke
MOKET UTPaTh POJIb B HEOIIACTUIECKOM TCHE3E.

Jlokaauszanus

IxecmpaaboomunanvHulti  GUOpPOMAToO3  pa3BUBAETCS B Pa3’IMYHbIX
aHATOMHYECKUX O0JIACTSX, Yallle JIOKAJIU3YsICh B MSTKUX TKaHAX Iuleya, TPyAHOU
CTEHKHU, CIUHBI, Oeapa, TOJOBBl U IIeH. AOOOMUHAIbHbIE OIYXOJU TOPaAXKaAIOT
MBIIIIEYHO-AMIOHEBPOTHIECKHUE CTPYKTYPBI OPIOIIHON CTEHKH, OCOOCHHO TMPSAMYIO U
BHYTPEHHIOIO KOCYIO MBIIIIBI U UX dacuuu. Mumpaadboomunanvusiii GudpomaTos
BCTpEYaeTCs B 00JACTH Ta3a WM OPBDKEHKH KUIIICYHHKA.

Kinunnyeckue 0CO0EHHOCTH

IxempaaboomunanvHulti GruOpoMaTo3 MPeaICcTaBIeH TIyO0KO PaCoIOKEHHBIM
IUIOTHBIM ~ TIOXO  OTFPAHUYEHHBIM  0€300JIe3HEHHBIM  (MOXKET  OTMEUaThCs
HeOoJIbIIast 00JIE3HEHHOCTh) 00pa3oBaHEM. B HEKOTOPBIX CilydasiX MPOIECC MOXKET
OBITh MHOTOOYAaroBbIM. PeaKo OIMyXoju NMPHBOAAT K YMEHBIICHHIO MOABUKHOCTH
CYCTaBOB WJIM HEBPOJOTHYECKHM CHUMOTOMaM. Onyxoiu OprowHOU CMeHKU
Pa3BUBAIOTCS Y MOJIOABIX JKEHITUH B TEYCHHE MIEPBOTO T'0J1a TIOCE POOB. Ta308biil
¢bubpomaTo3 TMpeACTaBICH MEIJICHHO pacTyldM o0pa3oBaHUEM, KOTOPOE
IpoTeKaeT OECCUMNTOMHO U 4YacTO NPUHUMAETCS 3a OINyXOJb SMYHHUKA.
bpoioiceeunvie  onmyxonmu MOTYT OBITh CIOPAAMYECKUMHU WM Pa3BUBATHCH Y
MMAIMEHTOB C CHHAPOMOM ['apaHepa. BOJIBIIMHCTBO OIMyXOJIEW XapaKTEPU3yeTCs
OeCCUMNTOMHBIM  TEUEHHWEM, OJHAKO  WHOrJa  OTMEYaeTcs  yMepeHHas
OOJIE3HEHHOCTh B OpIOIIHOM MOJOCTH. PenKko MOKeT pa3BUBAThCA KEITYAOYHO-
KHIIIEYHOC KPOBOTCUCHHWE WM CHUMIITOMBI OCTPOTO JKHMBOTA, CBS3aHHBIE C
neppopannen KUIKy.

Makpockonnyeckass KApTUHA

Onyxonu MMEIOT IJIOTHYIO KOHCHCTeHIMI0. Ha paspese Tkanb Onectsimias,
OenecoBaras, TpyOOBOJIOKHHUCTasi, HarloMuHaeT pyoern. OOpa3oBaHus B 00JacTH
YKUBOTA MOTYT OBITH XOPOIIIO OTTPAaHUYCHHBI. BOIBIIMHCTBO OMyXO0JIeH pazmMepamu
oT 5,0 1o 10,0 cm.

I'mcromarosiorus

OOpa3oBaHusl TUIOXO OTTPAHMYCHBI, C  BOBJICYCHHEM  OKPYKAFOIINX
MATKOTKAHHBIX CTPYKTyp. s HuX xapakTtepHa mupoiudepaius MOHOMOPGHHBIX
BEPETEHOBUIHBIX KJIETOK B KOJUIAr€HOBOW CTPOME C BapuaOeIbHBIM KOJUYECTBOM

COCYJIOB, MHOTJIa C TIEPUBACKYJISIPHBIM OTeKOM. KiieTku 0e3 rumepxpomMasuul HIv
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aTUTIUW, C MEJIKAMH OJIETHO OKPAIMBAIOIIUMHUCS siApaMu U 1-3  sApBIIIKamMu,
OOBIYHO PACMOJIOKEHbI B JUIMHHBIX IIMPOKUX IMydykax. Kak u B MOBEpXHOCTHOM
dbudpomarosze, MUTOTHYECKAs AKTUBHOCTh BapuaOenbHas. MOXKET BBISABIATHCS
KEJIOMAMOJOOHBIN KOJIJIareH WM BBIPAXKEHHBIA THAMHO3. B HEKOTOPBIX OMyXOJsiX,
OCOOCHHO OpbloiceeyHblX W MA308blX, BCTpPEYaeTCs OOMUpPHAS MHUKCOWIHAS
TpaHnchopmarus CTpoMbl. M30mMpoBaHHBIE CIIy9aW acCOIIMHUPOBAHBI ¢ (PUOPOMOIt
lapanepa.

NmvmyHopenorun

Knetku skcnpeccupyror vimentin u HenocrosaHo — MSA u SMA. Kak
npaBuio, sxcipeccus desmin, h-caldesmon u S100 orcyrctByeT. [IpubnuzuTensHO
B 70-75% ciydaeB omyxoJicii oTMe4aeTcs MOJIOKHTEIbHAs dKcmpeccus P-catenin,

yale mpyu accolanuu ¢ CuHApoMoM ["apiHepa, yeM B CIopaguyecKuX ciiydasx.
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Puc. 81. ®ubpomMarto3 7eCMOUIHOTO TUIIA: BOBJICYCHUE CKEJICTHBIX MBIIIIII.
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Puc. 82. ®ubpomaTo3 1eCMOUIHOTO TUIA: TyYKHU BEPETEHOBUIHBIX OJIETHO
OKpAIIEHHBIX KJIETOK C BapUaOeIbHbIM KOJUIATEHOM

OpoMaTo3 JIECMOUIHOTO THIIA.
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. 84. ®ubpoMaTo3 AECMOHTHOTO TUIIA: BEPETEHOBUIHBIC KIIETKH C
BE3UKYJSIPHBIMU SIPAMH ¥ MEJIKUMU SAPBITITKAMH.

Puc

YabTpacTpykrypa
BonpmumHCTBO KJIETOK XapakTepu3yercs HamuureMm (GuOpoOIacTHIecKux

0COOEHHOCTEH, 0IHAKO TAKXKE BBIABIAIOTCS U MUOPHOPOOIACTHI.

I'enernka

Onyxonu, pa3BUBAIOIIMECS Y TMAlUEHTOB C CEMEHHBIM aJeHOMAaTO3HBIM
MOJIMIIO30M WJIM CUHIpOMOM ['apaHepa, XapakTepu3yroTCsd WHAKTUBALIMEH MYyTalui
APC rena. Jlo 85% cnopagndeckux HOBOOOpPa30BaHMWU HECYT MyTalllM B TEHax,
KOIUPYIOMUX B-KaTeHuH. MyTanuu TeHOB, koaupyro3ux [B-katennH u APC rena
OPUBOJAT K  BHYTPUBSIEPHOMY  HAKOIUICHHIO  [B-KaTCHHMHOBOTO  Oelka.
[TporaocTuyeckoe 3HaYEHUE ITUX MYTAIUil HESCHO.

JecMonnueid Ul puOpoMaTo3a MOXKET COAEPIKATh CyOIOIMyINISALUU KIETOK C
Tpucomueil xpomocom 8 wu, wiu 20. YucinoBble XpOMOCOMHBIE alOeppanuu
BBISIBIISIIOTCS B HEe Ooisiee yem 30% ¢GuOpoMaTo3HBIX KJIETOK. ManoBeposiTHO, YTO
OHM WrpalOT BaXHYIO pOJIb B Pa3BUTUM OMyXoiHu. HekoTopwle KIMHHUYECKHE
UCCIIEIOBAHMSI MTPEOJIAraloT CBsA3b MEXIY TPUCOMUEH M pa3BUTON OO0JIE3HBIO, HO
JAHHBIX O  TMPOTHOCTHYECKOM  3HAYEHWM Yy  TMAalHUeHTOB C  HEAABHO
JUarHOCTUPOBAHHBIM (UOPOMATO30M HET.
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DaxkTophI NPOrHoO3a

XapakTepeH BBICOKMI PUCK PELUMAMBUPOBAaHMs. B Hacrosuiee BpeMsl CBS3b C
PAAUKaIBbHOCTBIO XUPYPrUYECKOM PE3eKIUU BeChbMa INpOTHBOpeunBa. HekoTopeie
peLuauBBl MOTYT OBITH CBSI3aHbl C MHOIOOYaroBOCThIO Ipolecca. HecmoTps Ha
OTCYTCTBHE METACTATUYECKOTO MOTEHIMANa, HEKOTOPBIE JIECMOWIHBIE OITYyXOJIH
MOTYT IPHUBECTH K JETATBHOMY MCXOAY M3-3a JOKAJIbHOIO BO3JECHCTBUS, OCOOEHHO
IIPY JIOKAJIN3ALUK B 00JIACTH I'OJIOBBI U ILIEH.

JIMIIO®UBPOMATO3

Onpenesienue

JloOpokadecTBEHHAs IETCKask OMYyXO0Jb, COCTOSIIAS U3 3PEJION JKUPOBOU TKAHU
C HAJIMYHMEM BEPETEHOBUIHOKJIETOYHOTO ((pnOpOMaTo30mog00HOr0) KOMIIOHEHTA,
CKOHIICHTPUPOBAHHOTO B CENTaX U MEPUMHU3UATILHON 00JIacTH.

ICD - O codes 8851/1

CHUHOHMMBI

He necmouHplii TUIT MH(GAHTUIBLHOTO/FOBEHUIILHOTO (uOpoMaTo3a.

IMUAEeMHOJIOTUS

OueHp penkas I1eTCKas OIyxoJib. /[Be TpeTH MarMeHTOB — MY>KCKOTO T0JIA.

Jlokaau3zanusi

[TouyTn MOMOBMHA OMUCAHHBIX CIy4aeB HAOIIOAAINCH B 00JIACTH KOHEUHOCTEH.
Oxkoo 17% oOGpa3zoBaHuil JOKaIN30BAIMCH B 30HE T'OJIOBBI U €W WJIU TYJIOBHIIIA.

Kiannuuyeckue 0CO0EHHOCTH

Bo3pact nmanueHToB BapbUpPyeT OT HOBOpOXXAeHHOTro j0 14 ner. ITpumepHo
20% ciy4aeB SBISIOTCS BpOXAEHHbIMU. OnNyXoidb MOpPEACTaBICHA IUIOXO
OTTPAaHUYECHHBIM  MEMJIEHO  pacTyliuM  0e300JIe3HEHHBIM  O0pa30BaHUEM,
PaCIIOJIOTAOIIMMCS MOJKOXKHO WU B MSITKUX TKaHSIX KOHEYHOCTEH.

Makpockonnuyeckasi KAPTUHA

Pa3zmep omnyxonu, kak npaBuiio, coctapiseT 1,0-5,0 cM, HO HEKOTOpBIE U3 HUX
MOT'YT JOCTUTaTh OOJIBIINX pa3MepoB. Penko BcTpedaroTcs ciiydau ¢ BOBJICUECHHUEM
B IpoIleCC Bced KOHEUHOCTHU. [lopakeHus XapakTepu3yHOTCA MKEITOBATHIM WIH
OermecoBaThIM IIBETOM C BUIUMBIMH yYacTKaMU KUPOBOM TKaHu. [lpum
BHUMATEJIbHOM OCMOTpE OOHapyKUBatOTCs (prUOPO3HBIE CENTHI.

I'ncronmarojiorus

OnyXxoJib COCTOUT NMPEUMYIIECTBEHHO W3 3pEJIo >KUPOBOW TKaHU (HE MeHee
50% oOpazoBuusi). JKupoBble KJIETKU 3pelible, aTulius He BhISBIsieTcs. OMHAKoO, y
HOBOPOJKJICHHBIX, KUPOBBIE JOJbKM MOTYT HMETh HE3pPEJIbId BHJ C HAIMYHEM

MHUKCOHUJIHOI'O MAaTpHKCaA. B OIIYXOJIM TAKIKC HMCCTCA BepeTeHOBHI[HOKHeTOqHBIﬁ
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KOMIIOHCHT, KOTOPBIA 00pa3yeT NydYKH, CKOHIICHTPHPOBAHHBIE B CENTAIbHBIX
o0nacTsiX ¥ BIOJNb TEPUMHU3HAIBLHOM TIOBEPXHOCTH  CKEJIIETHOW  MBIIIIIBI.
OubpoOIACTUYECKUIA ITEMEHT UMEET Cladylo aTHIHUI0 U HEOOJIbIIOE KOJIMYECTBO
MHUTO30B. DTOT KOMIIOHEHT HE JEeMOHCTpHpYyeT Au(Qy3HBIH pOCT B BHIE IJIACTOB
KJIETOK, a TakkKe JACCTPYKTHBHBIA TATTEPH, KOTOPbIe HAOMIOMAIOTCS TIpH
dbubpomarosze mecmougHoro Tuma. HeOombimne CKOTUICHHS BaKyOIM3UPOBAHHBIX
KJIETOK MHOTJ]a 3aMETHBI Ha TpaHuIle MEXTy (HuOpoOIacTHIeCKMM KOMIIOHEHTOM U
3pesioi KUPOBOM TKaHU. B peakux cimydasx cpeau GuOpoOIacTHYECKOro JIEMEHTA
OITYXOJIH OBLITU ONMCAHBI KIETKU, COJCPIKAIINE MEJIaHHH.

HNvmyHopeHoTHIT

®ubpodnactel BapuabenbHo sKcnpeccupyor CD34 u SMA, ouaroso
no3utuBHB K BCL2, S100, MSA u penxo EMA, u MoryT ObiTh mo3utuBHE K CD99.
Desmin, Kkeratins u [-catenin HeraTwBHBL. KileTkw, cojepikaiiue ITUTMCHT,
IKCIIPECCUPYIOT MEJIAaHOIIMTAPHBIC MapKEPHI.
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Puc. 85. JlumodubpomaTo3s: 3pemnas >KkupoBasi TKaHb KaKk HEOThEeMJIeMask YacTh
MTOPAXKCHHS.
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Puc. 86. JIumodgubpomaTo3: BepeTCHOKICTOUYHBIN KOMIOHEHT CPEAH aTUTIOITUTOB.

dDakTOpbI NPOrHO3A

Bbicokuii pHUCK HEACCTPYKTHMBHOIO PELUMAUMBUPOBaHUSA. MeTacTaTUueCKUM
MOTEHI[MAJl OTCYTCTBYET. BpOXKIEHHBIN XapakTep Mpolecca, MYKCKOW TOJI,
MUTOTHYECKAsT aKTUBHOCTh (PUOPOOIACTUYECKOTO KOMIIOHEHTA M HEpaJuKalbHas
pe3eKIus SABISIOTCS (PakTOpaMu prucKa peruuBUPOBAHMUS.

I'NM'AHTOKJIETOYHASA ®UBPOBJIACTOMA

Onpenenenue

['uranToknerounass ¢ubpobmacToMa SBISIETCS JIOKAIHbHO arpecCUBHBIM
TUCTOJIOTUYECKUM BapHaHTOM BbIOyXxaromei aepmMatopuOpocapKoMbl, KOTOPBIM
HaOMOaeTCs y eTed M XapaKTepu3yeTcsl HATMYMEM MHOTOSACPHBIX THTaHTCKUX
KJIETOK U TICEBJIOBACKYJISIPHBIX TIPOCTPAHCTB.

ICD — O code 8834/1

IMUAEMHOJIOT U

Penxas omyxoisb, BCTpedaromiascsi MPEUMYIIECTBEHHO Yy JeTel (CpenHwuit
BO3pacT 6 JIeT), B OCHOBHOM MY>KCKOTO IoJia (OKOJIO ABYX TpeTel BCEeX CIy4aeB).
Kpaiine peiko onucaHbl Cliydyan y B3pOCIbIX.

85



Jlokaauszanus

BoNBIIMHCTBO HEOIUTa3Wil pa3BUBACTCS B TIOBEPXHOCTHBIX MSTKHX TKAaHIX
MaXOBOH M MOJIMBIIIEYHON 00s1acTeil (0COOCHHO B JIepMe U THUIIOIEPME), TYJIOBHIIIA.
Taxxe OBLIM ONMHMCAaHBI OIMYXOJH C JOKATU3alMeld B MSATKUX TKAaHSIX KOHCYHOCTEH,
TOJIOBBI U IIIEH.

Kinunnyeckue 0CO0EHHOCTH

['mrantoknerounas ¢uOpobOIacCTOMa XapaKTEPUIYETCS MEMJICHHBIM POCTOM,
0e30051e3eHeHHOCThI0. Yallle BhIOyXxaroiasi, HHOTJja MOJIUIIOUIHASL.

Makpockonuyeckast KAPTHHA

Heomnasus mpencraBisier co00il IMIOX0 OTTpaHWYEHHOE OOpa3oBaHHE C
WHQUIBTPATUBHBIM POCTOM. TKaHb MHUKCOWIIHAS CEPO-XKEITOro IBeTa. Pa3mepsl
koJneomtorest ot 1,0 ecm 1o 8,0 cm, B cpennem coctanisitoT 3,0-4,0 cMm.

I'ucronaroJiorus

['uranToknerounas ¢ubpobracToma — ITOJAKOXKHAs OIlyXOJIb,
UHOWIETPUPYIOMIAs TIIYOOKHE CIOU JIEPMBI U TMTOBEPXHOCTHBIC CKEJICTHBIC MBITIITHI
(penko). [loutn BO Bcex ciydasiX HEOIUIa3Hsl MPOHUKAET B MOJKOXKHYIO KUPOBYIO
KJIETYaTKy C WHBa3WeWd THUMA «IMUETUHBIX CcoT». I[IpumaTku KoM OCTaroTcs
coxpanHbl. OOpa3oBaHre UMEET BapuaOEIbHYI0 KJIETOYHOCTh, OJIHAKO B OIYXOJIH,
KaK IpaBuUIIo, npeo0IaaaroT MaJIOKJICTOYHBIC MUKCOHUTHBIC WIn
KOJUTareHN3UPOBAaHHbBIE yJaCcTKH. Heormasusi COCTOUT M3 U3BUTHIX BEPETCHOBHTHBIX
KJIETOK 0e3 chnernuanbHbix ocoOeHHocTed (bland) m paccesHHBIX THraHTCKHX
KJIETKOK. XapaKTepHbIE AJI TUTAHTOKJICTOYHOU (prOp0OIaCTOMBI TUTAHCKUE KIICTKH
UMEIOT B CBOEM COCTaBE HECKOJBKO SJep, KOTOPhIE MOTYT pacIoyiaraTbCs
[EHTPAIBHO B BUJIC «THUPJSHABDY WM KOJbIA, JHOO 1o mnepudepuu (MaTTepHbI
«TUPJISIIHBD) W «IBETOYHBIX» KIETOK). B HEKOTOpBIX CilydasX BCTpeyaroTcs
HEpETyJSIpHbIE  Pa3BETBIICHHBIC TICEBIOBACKYJISIPHBIE TMPOCTPAHCTBA. TakKue
MPOCTPAHCTBA BBICTIIAHBI TPEPBIBUCTO PACIIOJIOKEHHBIMU BEPETCHOBHUIHBIMU U
TUTAaHTCKUMH MHOTOSIJICPHBIMA KJICTKaMU (MICHTUYHBI KJIETKaM OKpYIKaroIen
OITyXOJIEBOM TKaHW). MUTOTHYECKAss aKTUBHOCTh HU3Kas, HEKPO3bI HE XapaKTEPHBHI.
B 15% ciy4aeB nepBUYHBIX OIMyXOJ€H WM UX PEIHUIUBOB OMHMCHIBACTCS HATHYUE
y4acTKOB TUIMYHOM BBIOyXarolien gepmaropudpocopkomsl. Penkue ciydan Moryt
CojiepKaTh MMTMEHTHBbIC KJICTKHM THIA omyxoyud Bednar, MuoumHbie BOJOKHA WM
bubpocapkoMaTO3HbIC YIACTKHU.
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Puc. 87. I'nrantoknerounas puOpobiracTtomMa: aHTHOIKTOUIBIE CTPYKTYPHI,
BBICTJIAHHBIE ATUITUYHBIMH TUIIEPXPOMHBIMH KJIETKAMHU.

NvmyHopenoTun

BepereHoBHIHbIE M TUraHTCKME KIETKU 3KcrnpeccupyoT CD34, npu stom
SMA, desmin u S100 He SKCIIPECCUPYIOTCS.

I'eneruka

['mrantoknerounas ¢uOpobdiacToma u BeIOyXaromias aepmaTodudpocapkoma
UMEIOT OOIIMe XPOMOCOMHBIC M MOJICKYJISIpHBIE 0COOCHHOCTH. B 00enx omyxoursix
OoTMEUaeTcs mepecTpoiika xpomocoMm 17, 22 u oOpa3oBaHHE XHUMEPHOTO TEHa,
KOTOpBIN coenuHsAeT TeH mpenpoTtenHa koiuiarena 1 tuma al (COL1A1;17g21) ¢
reHom f-nenouyku (akrtopa pocta TpombomuToB (PDGFB; 22ql3). Jlumb
HECKOJIBKO CITy4aeB TUTaHTOKJIETOYHON (pruOpobiacToMbl ObLIIN TPOAHAIU3UPOBAHBI
UTOreHeTUKaMHU. /[Ba W3 HUX XapaKTepU30BAIMCh HATMYUEM HecOaTaHCUPOBAaHHON
tpancnokaruu t(17;22)(q21.3;q 13), ananoruvyasie HAOIIOIATUCH U B BBIOYXArOIIEH
nepmatoubpocapkome. B aByX apyrux HaOMIOACHUSAX — cooOmaercs o
cOanancupoBaHHOW  TpaHciokauuu — t(17;22), koTopas B  BhIOyxaromieu
nepmaropudpocapkome He onrcana. Ha MoiexynsipHOM ypOBHE TMTaHTOKJIETOYHAS
¢ubpobracToMa  HeOTIMYMMA  OT  BbIOyxaromie  aepMaToPpuOpOCapKOMBI.
Jlokanuzanus nonomku B COL1A1 nepemenHa Mexay narueHTaMmu (0T 6 3K30HaA 110
49 sk30Ha), B TO BpeMs kak Touka nojioMku B PDGFB crabunbnHo pacnonoxena B 1
MHTpOHE. JlOKa3aHHOW CBA3M MEXAY KOHKPETHOW TOYKOM MOJIOMKH B MpeJeliax
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COL1Al wu pa3BuUTHEM THTAaHTOKJIETOYHON (PUOPOOIACTOMBI, BBIOYXArOIIEH
nepMaTo(huOpOCapKOMBI UM POJCTBEHHBIX € OIyXO0JIeH HeT.

DakTOpPbI MPOrHO32
[IpumepHO B TIOJIOBMHE CIIy4aeB OIyXOJib JIOKAIbHO penuauBupyer. O
HAJIMYUU METACTA30B HE COOOIIAIOCH.

BBIBYXAIOIIAA JEPMATO®UBPOCAPKOMA

Onpenesienue

BreiOyxaromas aepmarouOpocapkoMa — MOBEPXHOCTHAs, HU3KOTpEHHas,
JIOKaJIbHO  arpeccuBHasi (puOpoOiacTUyeckass HeEOoIUIa3us, CojepXKalas TI'eH
COL1A1-PDGFB. Bricokorpeiignas ¢guOpocapkomMaTo3Hasi MPOrPeccusi OMyXOJn
npossisiercs B 10-15% cioydaes.

ICD - O code

BriOyxatomas nepmatodudbpocapkoma 8832/1

dubpocapkomaTo3Has BeiOyxaromas aepmarodudpocapkoma 8832/3

[TurmenTupoBaHHas BeIOyXxatoias nepmaroduodpocapkoma 8833/1

NUAEeMHOJIOT S

Kak mnpaBunmo, BeiOyxatomas jgepmatodpuOpocapkoMa BCTpeYaeTcs Yy
MAIMeHTOB MOJIOJIOTO W CPEAHEr0 BO3pacTa, C HEOOJbIIMM TMpeobdiagaHnueM
MY’KCKOTO Tiosia. OTHAKO 3HAUYUTETFHOE KOJIMYECTBO CIIy4aeB HAOIIOaeTCs y IeTel
(BKJTIOUAsi BPOXKJICHHBIC) M Y MOXKWIBIX JroAei. OmyXoJib OTHOCHTCS K PEAKUM
HOBoOOpa3oBanus (meHee 1 ciywas Ha 100 000 yenoBexk B Toj), HO MPU ITOM
SBJIIETCSI OJTHOM U3 HanbOoJIee paclpOCTPAHEHHBIX CAPKOM KOXKHU.

ITHOJIOTHSA

BoapmMHCTBO W3 HUX BO3HUKAIOT cropaaudeckd. YacTto BwIOyXaromias
nepmaroduOpocapkoMa XapaKTEpPU3YyeTCs MYJbTHUIIEHTPUYHOCTBIO, Pa3BUTHEM Y
MAIMEHTOB PAHHETO BO3PACTa, CTPANAIOIMUX ACPHUIIUTOM aJICHO3WHIC3aAMHUHA3HI,
TSOKEJIBIM KOMOMHUPOBaHHBIM MMYyHOAehuiinToMm (ADA-SCID).

Jlokaausanus

Jlanubie HOBOOOpA30BaHMS PA3BUBAIOTCS TMPEUMYIIECTBEHHO B 0O0JacTH
TYJIOBHIIIA ¥ TPOKCHUMAJIBHBIX OTACIIOB KOHCYHOCTEH, PEKEe — B MATKHUX TKaHIX
TOJIOBBI U IIEH, PEJIKO — B 00IACTH TEHUTAITHH.

Kinnuveckue 0co0eHHOCTH

BriOyxatomas aepmaroduOpocapkoMa MpeACTaBIseT COOOM Y3JIO0BYIO WIH
MHOTOY3JIOBYIO  OIyXOJib KOXXH, 4YacTO XapaKTEePU3YIOIIYIOCS JTUTEIbHBIM

MeJICHHBIM pocToM. Ha panHux 3Tamax pa3BuTHs 0Opa30BaHUE UMEET BUJ OJISIITKA
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C HaIW4YUeM TrurepeMurd 1o nepudepun (KIMHAYECKA MOXKET HAlOMUHATh
ckaepogepmuto). Ilpu mnepexoge B (PuOpocapkOMaTO3HBIM BapUAHT MOXKET
HaOII0/1aThCs OBICTPBIN POCT y37Ia.

Makpockonuyeckasi KApTUHA

OmnyxoJp IpeaCcTaBIeHa ONAIIKON C HATMYMEM OJHOTO MJIM HECKOJIBKUX Y3JIOB.
[Ipy penuauBUPYIOMUX TOPAKEHUSAX YaCTO BCTPEUYAIOTCS MHOXKECTBCHHBIC
BbIOyxamue omyxond. OOpa3zoBaHue 0e3 YETKUX TpaHUl], WHPUIHTPATUBHOTO
XapakTepa, TUIOTHOW KOHcHCTeHIUHU. [loBepXHOCTH cpe3a cepo-0eroro mBera C
*eneoOpa3HbIMU yuacTkamu. HekpoTuueckne u3MeHeHus: HaOIIoAat0TCs PEIKO.

I'mcronaroJiorus

Tkanp BbIOYXawIiel aepmaTohuOpocakoMbl HHOWIBTPUPYET JACPMYy U
MOJIKOKHBIE MSTKHE TKaHW. OIMyXO0JeBbIe KJICTKH PACTyT BIOJIL (PUOPO3HBIX CEIT
MOJKOKHOW KJIETYATKH M OIUICTAIOT JKUPOBBIE JOJIBKH, YTO TMPUBOIAUT K
(GhOpMHUPOBAHUIO TIATTEPHA «ITYCITUHBIX COT». DMHUACPMHUC, KaK TIPABUIIO, HHTAKTCH,
MPUIATKH KOXKH OKPY)KAIOTCS HEOIIACTHYCCKUMHU KJICTKAMHU, HO HE Pa3pyIIaroTCs
uMu. BriOyxaromas nepmaropubOpocapkoMa COCTOUT U3  MOHOMOP(HBIX
BEPETEHOBUIAHBIX KJIETOK C KPYMHBIMH WM YIJUHEHHBIMU H3BUTHIMU SIIPAMH.
Kretku pacnonoxeHHbl IPEUMYIIECTBEHHO B «MyapOBOM» MaTTepHE (3aBUXPECHUN
10 THITY «CTIHI] B KoJiecey»). LluTonmornyeckas aTunuss MUHIMAaJIbHA, MUTOTHYECKAS
aKTUBHOCTh OOBIYHO HH3Kasg. KoimareHu3upoBaHHas CTpOMa COJCPKUT MEJIKHE
KPOBEHOCHBIE cocyabl. [loBepXHOCTHBIE OTHEIBl HOBOOOPA30BaHHS MOTYTh OBITH
MEHEe KJIETOYHBIMH, CJICIOBATEIbHO, BBI3BIBATh 3HAYHMTEIBHBIC TPYAHOCTH B
muddepeHnnanbHOi  TUArHOCTUKE TPU  CKYJHOM  IOBEPXHOCTHO  B3SITOM
ouoricuitHoM Matepuane. Peako omyxoyib MOXKET JIOKaJIM30BaThCS TOJKOXKHO C
uHUIbTpaIMed NTyOOKUX MSTKUX TKaHEH, a TakKe MMETh KPYIMHBIE COCYIbl WU
KJIETKU C 36pPHUCTOM LUTOIIA3MOM.
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Puc. 88. BBIYXH_Ia}I z[epMéT(I)6poc;§£<0Ma: <MyapiBLn71» pnc.

Tuemenmposannas svioyxaowas depmamodghudopocaproma (onyxoaws Bednar)
B Hekoropbix ciydasx BelOyxaromas JepMaTtopuOpocapkoMa COJEPKUT
pa3MyHOe KOJIMYECTBO MNUTMEHTHPOBAHHBIX JCHIPUTHBIX MEJIaHOLUTAPHBIX
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Muxcoudnas evloyxarowas depmamoghubpocapkoma

Penko BeiOyxatomiasi nepmatopuOpocapkoMa MOXKET 00J1aJlaTh BBIPAKEHHOMN
MUKCOUJHONH CTpOMOH C OoJjiee Y3JOBBIM XapaKTepoOM pOCTa, COAEPKaTh
MHOTOUHCJICHHBIE COCYIbl CO CJIETKa YTOJIICHHBIMH CTEHKaMh. Takas
TUCTOAPXUTEKTOHHKA MOYET HMHTHPOBATh IPYTHEe MHKCOWIHBIC ME3CHXHUMAaIIbHbIC
HOBOOOpPa30BaHUS.

Buibyxarowas oepmamogubpocaproma ¢ muoudHou ougghepenyuposroi

B nomonHeHMe K MHOWHTUMAIBHON mposdepanuy HAOII0aeTCS POCT
HEOITYXOJICBBIX BEPCTCHOBUIHBIX MHO0puOpoOIaCTOB B CTCHKaX
«3aMHTEPECOBAHHBIX» COCYJIOB, a TaKXe B BUJC IyYKOB W THE3][ KJICTOK CpEIH
TKaHU omyxonu. Yamie Takoe W3MEHEHHe BCTpedaeTcss B (huOpocapKoMaToO3HOM

BapHaHTe.

brswkosuonas evioyxarowas doepmamogubpocaproma

B peakux ciydasx oOmyxojdb HMEET IUIOCKHN OJISIIKOBUIHBIA  pOCT,
HAaIlOMHUHAIOIMWH  ToOpoKadecTBeHHYO0  OismkoBuaHyr0  CD34-mo3uTHBHYIO

nepMabHy0 Gudpomy.
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Dubpocapromamosnas evlbyxarowas oepmamopuopocaproma

dubpocapkomaTo3Hass BbeIOyxaromias jaepmaTopuOpocapkoma MpeacTaBiseT
c000if MopdoIorHuecKoe MPOrpecCUpOBaHNE ¢ HATMYKMEM ITyYKOBUIHOTO MaTTEpHA
U TpUOOPETEeHHEM METAacTaTUYeCKOro TmoTeHluana. PudpocapkoMaTo3HbIe
U3MEHEHHS TPOUCXOoIAT de novo WiM, peke, B MECTHBIX pelnuanBax. VI3sMeHeHHBIN
KOMITOHEHT YacCTO HMMEET Y3JIOBOM, JOCTAaTOYHO XOPOIIO OYEPUCHHBINH XapakTep
pocTa M COCTOMT U3 KJICTOYHBIX ITYYKOB BEPETEHOBUIHBIX KIIETOK (MATTEpH
«enmoukn»). Heommactudeckue  kimeTkn B (puOpocapkoMaTO3HBIX — 30HAX
XapaKTEePU3yIOTCS  TMOBBIMIEHHOW  ATUIMUYHOCTBIO U TpojudepaTUBHOM
aKTUBHOCTBHIO. IMeeTcsi HeCKOoIbKO MyOIMKaluii 0 0YaroBOM IEPEX0/ie OMYXOJIU B
11eoMOpPGHBIN CApKOMATO3HBIA BapUaHT.

-

Puc. 91. BmiOyxaromas  gepmatodubOpocapkomMa ¢ MHOUTHOM
nuddepeHIUpoOBKOM:  MUOMHTUMAJIbHas — mpojudepanuss  COCYI0B,  MYYKH
MUO(PUOPOOITACTHIECKUX KIETOK
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Puic. 93. dubpocaprkomMaTo3Has BEIOyXaroIas nepmaToq)I/I6pocapK0M: esxﬁ
nepexon ot Aepmarodubdpocapkomsl (G1) (cpaBa) B pudpocapromy (G3) (criesa).
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NvmyHopenoTun
Onyxonesble KiIeTku skcrpeccupyioT CD34 u moryt o6nanate abeppaHTHOM
cmaboit  skcmpeccuro  EMA.  Baxno — oT™MeTHTH,  YTO

bubpocapkOMaTO3HBIMU ~ HU3MEHEHUSMU TPUMEPHO B
93
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JEMOHCTpUPYIOT ToTepro akcnpeccunn CD34, omnako dacto HaOmOmaeTcs
noBellieHHas skcnpeccuss TPS53. OmyxosneBble KJIETKM B MHUOHMIHBIX Y3€JIKax WU
ny4yKax TOJIOKHUTENbHO okparmBatorcs SMA. Desmin, S100 u Kkeratins He
HKCIIPECCUPYIOTCSL.

I'enernka

BriOyxatomas nepmatoguOpocapkoMa IHUTOTEHETHYECKH XapaKTepU3yeTCs
HaJIMYUEM JIOTIOJHUTEIBHBIX KOJIBIIEBBIX XpoMocoM. [lociieinre 0ObIYHO coaepkaT
LEHTPOMEP XPOMOCOMBI 22 M COCTOSIT U3 HEYMOPSAJOUYCHHBIX MOCIEI0BATEIbHOCTEH
u3 17 u 22 xpomocom. Takke yacTo HAOIIOAIOTCS BTOPUYHBIE XPOMOCOMHBIE
abeppanuu, Takue Kak TpuUcoMust S5 u  Tpucomuss 8. B OOJIBIIMHCTBE
neauaTpuuecKuX ciaydaeB (pPeIKo y B3pOCIBIX) BMECTO KOJBIIEBBIX XPOMOCOM,
BCTpEUAIOTCS  HecOanmaHcupoBaHHble  TpaHciokaruu  t(17;22)(q21.3;q13.1).
COanancupoBaHHbie TpaHciokauu t(17;22) ObUTM ONMUCaHbl B TUTAHTOKIECTOYHOM
¢ubpobmactoMme, HO He B BbIOyxaromeil aepmaropudpocapkome. [loaTomy
OOJIBIIIMHCTBO KJIETOK OIYXOJIM UMEIOT HE TOJIBKO CTPYKTYPHYIO MEPECTPONKY, HO U
JOTIOJIHUTENbHBIE  TocienoBatenbHocT  17q21.3-17qter u  22q10-q31. Kak
KOJIbIIEBBIE, TaK U XpoMocoMbl der(22)t(17;22) conepx’aT XUMEPHBIN I'eH, KOTOPBIN
coenuusger reH npenporenHa ol tuna I xommarena (COL1A1;17921) ¢ B-uenbio
rena (PDGFB; 22q13) daktopa pocra TpoMOorutoB. Touka monomku B COLTAI
CWJIBHO BapualenbHAa: XMMEPHBIM T'€H COCTOMT MO KpailHel Mepe W3 MNepBbIX 6
73k30HOB 10 49 »sk30oHa reHa COL1Al u u3 mocienoBaTenbHOro (hparmMeHTa,
coxpansirouiero Bce, kpome 1 3x30Ha rena PDGFB. Ciusiane renoB COLTATAL-
PDGFB moxer ObiTh OOHapykeHO ¢ momolnbio MynbTuiuiekcHoro RT-PCR wnm
npeanoututenbiee FISH B BeiOyxaromieit gepmarodudpocapkomMe, a TakKe TaKuX
OMyXOJIsIX, KaK THUrantokierouHas ¢uopoomacroma. Koppensuun wmexmy
Pa3IMYHBIMU JIOKAJIU3alMsIMUA TOYKM TMoJoMku B mpenenax reHa COLIALl wu
Pa3IMYHBIMU KJIMHUYECKUMHM U TUCTOJIOTMYECKUMHU BapUaHTaMH OOpa30BaHUS U
COIYTCTBYIOITUX oOmyxoJyiel ycraHoBieHo He Owuto. I'ew COL1A1-PDGFB
KOOUPYET CHHTE3 OeiKa, KOTOpbId MOcie MNPOTEOJUTHUYECKOTO MPOLIECCUHTA
CTaHOBUTHCS HOpMaibHbIM JiuranaoM PDGFB. Ilockonbky OmyXxoJeBble KIETKH
coaepxkat peuentop PDGFB Ha CBOMX KJIETOYHBIX IMOBEPXHOCTSX, MPOUCXOIUT
ayTOKPUHHAS CTUMYJISIIIUST HEOTTACTUYECKUX KJIETOK, YTO CIIOCOOCTBYET Pa3BUTHIO
OIMYXO0JIEBOTO Mpoliecca. ITOT MOJEKYJISPHBIN IMyTh Ha€T OCHOBAHUE JJISI TAPTETHOM
Tepaliui  WHTUOMTOpPAaMU  THUPO3MHKUHA3bI,  CIIOCOOHBIMM  BJIMSATH  Ha
dbochopunupoBanne u aktuBanuio PDGFRB i HeomepupyembIx WM
METaCTaTUYECKUX CIIy4aeB BbIOyxarouieil 1epMatopudpocapKkoMbl.

dakTOpHI NPOrHO3a

BriGyxatomas nepmarodudpocapkoma XapaKkTepus3yeTcs JIOKaJIbHO

arpecCMBHBIM POCTOM M BBICOKOHM YaCTOTOM MOBTOPHBIX MECTHBIX PEIHIUBOB (€Cin
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He ObLIO MPOBEJICHO MIMPOKOE ucceueHue). Yactora peunauBoB Bapbupyet ot 20 10
50% u TecHO cBA3aHa ¢ 00bEMOM IPOBEICHHOM orepanuu (OMyXoib J0JKHA ObITh
yaaineHa BMecte ¢ npuiexamumu 2,0-3,0 cM 310poBbIxX TKaHel). [IpumedarensHo,
4YTO KJIaccuueckas BblOyxatomiasi aepmaroduOpocapkoMa IMOYTH HHUKOTAa He
MeTacTa3upyeT. MeracTta3bl OOBIYHO BO3HHUKAIOT TOJBKO IIOCJIE€ HECKOJIBKUX
JIOKaJIbHBIX pPEUUIUBOB. dubpocapkomaTto3Has BBIOYXaromas
nepmaTtoubpocapkoMa pPENHUIUBHPYET MPUMEPHO C TOW K€ YaCTOTOH, YTO H
oOblyHasi  BbIOyxaromiass  jaepMaTtopuOpocapkoma, OTHaJEHHBIE  METacTa3bl
oOHapy>keHbl B 13% Bcex npoaHaIM3UPOBAHHBIX CIIyYaeB.

IKCTPAILVIEBPAJIBHAS COJIUTAPHAS ®UBPO3HASA OITYXOJIb

Onpenesienue

Me3enxumanpHasg — onyxoib  (UOpoOJIaCTUYECKOro  TUNA,  UMEIoIas
BBIPDAKEHHBI ~ T'€MaHTHONEPUIIMTOMANOAOOHBI  Pa3BETBIEHHBI  COCYAUCTBIN
pucyHok. Panee 607IbIIMHCTBO CITydyaeB HOCUIIU Ha3BaHUE «E€MAHTHONEPULIUTOMAY.

ICD - O code

ConutapHas ¢ubposznas onyxosb 8815/1

3okayecTBeHHas coiuTapHas Gpudpo3Has omyxoJib 8815/3

CHHOHUMBI

['emanruonepunuroMa (ycrapeBllee); TUTaHTOKJIETOYHas aHruoduoOpoma;
KUPOOOpa3yroIIuil BApUaHT (JTUTIOMATO3HAsl TEMAHTUOTIEPUIIUTOMA).

INUAEeMHOT0TUA

BuennieBpansHbie conuTapHble (UOpPO3HBIE OMYXOJM SIBISIOTCS PEIKUMHU
ME3CHXUMAJIbHBIMH ~ HOBOOOpPA30BaHMSIMH, HE  HMCIONIMMHU  XapaKTEepPHOU
JIOKAIW3allid M Yalle BCEro BCTPEYAIOUMMUCA Y JIHI[ cpeaHero Bospacta (20-70
aeT). Y Aetell U MoApPOCTKOB MPOILECC PAa3BUBAETCSA PEAKO. Y MYKUMH W >KEHLIUH
HOBOOOpA30BaHUE BCTPEYAECTCS C OJUHAKOBOM 4acTOTOU. VICKITIOUCHUEM SBIISIOTCS
Clly4au XKUPOoOoOpa3yroIIMX BapUaHTOB HEOIUIa3ui, KOTOPbIE UMEIOT TEHACHIUIO K
HE3HAUUTEITLHOMY MPEOOIaIaHuI0 Y MYKYUH (COOTHOIICHUE MY>KYUH U KEHIIUH =
3:2).

Jlokaausanus

Jlokanu3zanus MoxeT ObITh paznmuuHoil. B 40% omyxonu pa3BuBaoTCs B
MOJAKOXHBIX TKaHAX, JAPYrde ONPEACISIIOTCS B TNIYOOKMX MSTKHUX —TKaHIX
KOHEUHOCTEH, B 00JacTU TOJOBBI M Ieu (0COOEHHO opOuTanbHas 00J1acTh),
IPYAHOW KJETKH, CPEAOCTEHUHU, TMepuKapie, 3a0pIOLIMHHOM MPOCTPAHCTBE,
OpromrHoOW mosiocTH. K mpounM Jokanu3anusM OTHOCATCS MO3TOBBIE OOOJIOUKH,
CIIMHHOW MO3l, HAJKOCTHHUIIA, CIIFOHHBIE XEJE3bl, JIErKWe, IIUTOBHIHAS KeEJe3a,

IICYCHDb, )I(CJ'IYI[O‘—IHO'KI/IIHGLIHEJﬁ TPpaKT, HAAIIOYCUYHHUKHU, MOYEBOM ITy3bIPb,
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npejcTaTeNbHas JKene3a, CEMEHHOM KaHaTtuk W T.1. KupooOpasyrouiuii BapuaHT
4acTo OOHAPYKMBAETCA B TIIYOOKMX MSTKHX TKAaHSIX Pa3IUYHBIX oOnacTed Tena,
BKJIIOYAs HUKHHUE KOHEYHOCTH (0COOCHHO Oepo), TYJIOBHIIE, OPIOIIHYIO MOJIOCTh
(ocobeHHo 3a0prolIMHHAs 00J1aCTh) U MOJIOCTh Ta3a, a TAKKE TOJIOBY U IICIO.

Kiannnyeckue oco0eHHOCTH

BonpmmHCTBO  Oomyxoyield  TPENCTABIICHBI  XOPOIIO  OTIPAaHWYEHHBIMH,
0€300JIe3HCHHBIMHA, MEIJICHHO PAaCTyIIMMH oOpa3oBaHusMH. Heorurazuu GombImx
pa3sMepoB MOTYT NPHUBOJAUTh K KOMIIPECCHOHHOMY CHHAPOMY, OCOOCHHO TIpH
JIOKaIU3alMd B 00JIACTM HOCOBOW IMOJIOCTH, TJA3HMIIBI U MO3TOBBIX OOO0JIOYKAX.
3J10KaueCTBEHHbIE OIyXOJHU YacTO JIOKaJbHO MHPMIBTPATUBHBL. B penkux ciydasx
o0pazoBaHuUs O0IBIINX pa3mMepoB MOTYT MTOCITYKUTh MPUYUHOMN
MapaHEOoIIACTUIECKOTO CHHPOMA B (hOpPME THITOTIIMKEMHUH BCIICACTBUEC MPOTYKIITHH
WHCYJIMH-TIOA00HOTO (haKTopa pocTa.

Maxkpockonuyeckasi KApTHHA

BonpmmHCcTBO conmuTapHBIX (UOPO3HBIX OIMyXOJIEH MPEICTaBICHBI XOPOIIO
OTTPaHUYCHHBIMU, YaCTUYHO HHKAICYJIUPOBAaHHBIMH OOpPA30BAHUSIMHU, pa3zMepaMu
ot 1,0 go 25,0 cm (cpenuuit pazmep 5,0-8,0 cm). IIporecc yacTo MHOTOY3TI0BOM,
IUIOTHOM  KOHCUCTEHIIMH,  OeilecoBaroro  IBeta. Penko  ompenensiorcs
MHUKCOMAaTO3HbIE U TeMopparndeckue uameHenus. [IpubmmsurensHo B 10% coyyaen
OTMEYAIOTCSl HEKPO3bl M WHOUIBTPATUBHBIC Kpas (TJIaBHBIM 00pa3oM, B JIOKAIHHO

Puc. 94. Conurtapnas pubpo3Has onmyxoJb: KJIeTouHas (CrpaBa) ¥ MUKCOUTHAS
30HBI (CJIeBa); TeMAHTUONIEPUIIUTOMAIOI00HbIE pACIIUPEHHBIE KPOBEHOCHBIE
COCY/IBI.
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Puc. 95. Conutapnas pubposzHas Ol'IyXOJ'IB (1)H6p06nacmqec1<1/1e «HEBpAJIbHO-
MO00HBIE» KIETKH B PUOPO3HON, HACTUYHO TMAaJTUHU3UPOBAHHON CTPOME;
reMaHTHONEPULIUTOMANIOI0OHBIE KPOBEHOCHBIE COCY/IbI.

I'mcronmaroJiorus
Tunuynsle  comuTapHble  (GUOPO3HBIE  OMYyXOJU  XapaKTepPU3YITCA
Oe3nmaTTepHONW  apXUTEKTYpOW,  MpEACTaBICHbl  KOMOWHAIMEH  THUMO- |

TUMEPKICTOYHBIX 00JIaCTeH, pa3AeNIeHHbIX MIUPOKUMH THAITMHU3UPOBAHHBIMH,
KEJIOMJAHBIMA M KOJUIAr€HW3UPOBAHHBIMU TPOCIOMKAMHM, a TaKXKe HaJIu4ueM
TOHKOCTEHHBIX BETBAILIMXCS TE€MaHTMONEPUIIMTOMANIOAOOHBIX COCYAOB. MOXeT
UMETh MECTO MEPUBACKYJSIpHAs THaluHu3aiusa. OMmyXoJeBble KIETKU OKPYIJIbIE U
BEPETEHOBUAHBIE CO CKYJHOM UMUTOIUIA3MOM C HEYETKMMH KOHTYpaMH,
BE3UKYJSPHBIMU  AJpaMH C JMCIEPCHBIM XpoMaTuHOM. Penko ouaroBo
OTIPENENAIOTCA SMUTEIMONAHbIE WM paOJOUIHBIE KIIETOUHBIE 3JeMEHThl. YacTo
BBISIBIISIFOTCSL O4aru MUKCOMau3aiuu, Gpudposa, a TakKe MPUMECh TYUHBIX KJIETOK B
UHTEPCTUIIMU. MUTO3bI BCTPEUAIOTCS PEIKO, OOBIYHO HE MpeBbImias 3 (Gurypsl Ha
10 moneil 3peHuss mnpu OONBIIOM YBEIUYEHUH. B  OTHENBbHBIX COJMTAPHBIX
(GUOPO3HBIX  OMYyXOJSX  MOTYT  BBISBIATHCS ~ TMTAHTCKAE  MHOTOSJIEPHBIC
CTpOMaJIbHbIE KJIETKU M MCEBAOBACKYJIAPHBIE MPOCTPAHCTBA, paHEE U3BECTHBIC MO
HA3BaHUEM «TUTAHTOKJIETOYHAsI aHTHO(PuOpomay.

3/I0KauyeCTBEHHbIE  CONUTapHbie  (PuOpO3HBIE  OMyXOAM —  OOBIYHO
TUIIEPKIIETOYHbIE, C HAJW4YMEM, 110 KpaWHEd Mepe, O04aroBOM LIMTOJIOTHUYECKOM
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aTUIIUH, HEKPO30B, MHOTOUYUCIEHHBIX MUTO30B (> 4 muTo3a Ha 10 monsix 3peHus
npy OOJBIIOM YBEJIMYEHUU) WU, WIM HHPUIBTPATUBHOrO Kpas. Murotudeckas
aKTUBHOCTb CPEJIM HUX CUMTAETCS Hanbosee MPOTHOCTUYECKU BAKHBIM KPUTEPUEM.
B peakux ciydasx MOXKET OTMeuYaTbCsd pE3KUd Tmepexod OT OObIYHOU
TOOPOKAYECTBEHHOW COJIMTApHOW (PUOPO3HOM OMyXOJW K BBICOKOTPEHTIHOM
capkoMe, M0 CyTH sBISLICH neauddepeHnupoBkoi omyxonu. OmyXoiad MOTYT
JIEMOCTPUPOBATh OTCYTCTBHUE BBHICOKOW MUTOTHUYECKON aKTUBHOCTH U 30H HEKPO3a,
HO IPY 3TOM 00J1aJ1aTh BEIPAXKEHHOW IUTOJIOTMYECKON aTUITHEH.

KupooOpazyronuii BapuaHT OIMYXOJIM — ATO peAKas, OObIYHO MEAJIEHHO
pacTyiias Me3eHXUMabHasi HEOIUIa3usi, MOP(POJIOTUUECKH OJIM3Kas K TUITUYHOMY
WIM KIETOYHOMY BapHaHTaM, HO CoOJepiKamias aJuMoIUTapHbIA KOMIIOHEHT
pa3IMYHON CTENneHN BhIpaKeHHHOCTH. OMyX0Jb XOPOIIO OTIPaHUYeHA, COCTOUT U3
pa3zHo00pa3HOoi KOMOMHAHUU O0€CCTPYKTYPHBIX KIETOYHBIX 00J1aCTEH, BBIPAKEHHBIX
TeMaHTUOTIEPUITUTOMAIIOIOOHBIX COCY/IOB, KOJUTATEHU3UPOBAHHOTO BHEKIIETOYHOTO
MaTpUKCa C MPUMECHIO 3pEeJbIX AIUMOIUTOB (MOTYT BCTpEYaThCsl EAMHUYHBIC
KJIETKH WM TPYTIIBI KJIETOK).

HebGonbmass mnoarpynma  >KUpOOOpasylOUIUX  COJUTAPHBIX  (PUOPO3HBIX
OIyXoJien MOJKET o0anath 3J10Ka4€CTBEHHBIMU TMCTOJIOTMYECKUMHU
XapaKTepUCTUKaMHU (MTOJOOHBIMU TE€M, YTO OMHCAHBI B TUIWYHBIX COJUTAPHBIX
¢ubpo3upix omyxomsnx). CregyeT OTMETHTb, YTO B OJTHX 3JI0KAY€CTBEHHBIX
BapUaHTaX BO3MOXXHO OOHapyXeHHE JHMNOONacTOB M, WM 30H, CXOXHX IO
CTPOCHHIO C aTUITUYHOH JIMTTIOMATO3HOH OITyXO0JIbI0, UMUTHUPYIOLIUX JTUOCAPKOMY.

HNvmyHopeHoTHIT

Heomnactuueckue  KJIETKM B COJUTApHBIX  (UOPO3HBIX  OMyXOJIAX
sxcnpeccupyor CD34 (90- 95% cayuaeB) u CD99 (70% ciyuaes). B 20-35%
orMmeuaercsa BapuadenbHas skcnpeccus EMA, BCL2 u SMA. Ects cooOmienust 06
ouaroBoi skcnpeccun S100, keratins u, unu desmin. JKupooOpasyromiuii BapuaHTt
OMyXO0JIM 00JIa7aeT aHAJOTUYHBIM (DEHOTHUIIOM.
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Puc. 96. Conutapnast ¢puOpo3Hast OIyXo0Jb: OIMyXOJIEBbIE KJIETKU C 303UHOPUIHHOM
WJIM ONITUYECKH IMyCTOM IUTOIIa3MOM, OBAIbHBIMU WJTU BEPETECHOBUIHBIMU
0a30(UITBLHBIMU SIIPAMHU.
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YabTpacTpykrypa
VYbpTpacTpyKTypHble 0COOE€HHOCTH HecnenupuuHbl. OIyXoneBble KIETKU

XapakTepusyroTcs  ¢ubpodiactudueckord, MuopuOpoOdIacTUUECKOH H, WU
(BO3MOYKHO) miepuIuTapHoit audPepeHIupoBKOH.

I'eneruka

Conutapubie (GUOPO3HBIE OIYXOJW ITUTOTEHETUYSCKA TeTepOTreHHBI. J[is
oOpa3oBaHUll HEOOIBIINX Pa3MEPOB KIETOUYHBIE MIEPECTPOUKH HE XapaKTEPHBI, B TO
BpeMs, Kak B ommyxojsix 6osee 10,0 cM B qmamMeTpe OHM BBISBIISATCS B OOJIBIIMHCTBE
CJIy4aeB.

DakTOpPbI MPOrHO32

HecMoTpst Ha TO, 4yTO B OOJBIIMHCTBE CIy4aeB cOJUTapHble (PUOpO3HBIC
OIyXOJIM  SIBJISAIOTCSL  JIOOpPOKAYECTBEHHBIMU, WX  KJIMHUYECKOE TOBEJICHUE
Henpeackazyemo. [Ipumepno B 10% cimydaeB OTMEUAaeTCs arpeCCUBHOE TEYEHUE U
MOT'YT HaOJIIOAAThCS JIOKAJIbHBIC WU OTAAJICHHBIC PELUJIUBBI Y€pPE3 MHOTO JET.
Ctporoii Koppessiiuu Mexay Mop(oiorreil onyXoiau U €€ KIMHUYECKUM TeYECHUEM
HeT. BonbmMHCTBO ciiydyaeB (HO HE BCE) THUCTOJIOTHUECKH TOOpPOKaYyeCTBEHHBIX
COJIUTAPHBIX (UOPO3HBIX OIyXOJieH HE PEUHIUBUPYIOT U HE METACTa3upyloT, a
TUCTOJIOTUYECKHU 3JIOKAYE€CTBEHHbIE HOBOOOpAa30BaHUsI BEIyT ce0s arpecCHBHO.
[TopaxkeHust ¢ moKaau3alue B 001aCTH CPeOCTEHHUsI, OPIOIIHOM MOJOCTH, Ta3a H,
WU 3a0pIOLIMHHOTO MPOCTPAHCTBA HMMEIOT TEHACHIMIO K Oo0Jiee arpecCUBHOMY
MOBEJICHUIO, YeM TIpU BOBJICYCHUU KOHEUHOCTeH. Taxxke mnpeauKTopamu
HEOJIaronpusiTHOTO TMPOTHO3a ABJISAIOTCS pasMep omyxonu Oonee 10,0 cM u
HETMOJIHOE WCCEYCHHE TMOpaKEHHBIX TKaHed. MertacTazpl Hauboyiee YacTo
BBISIBJISIFOTCSL B JIETKUX, KOCTAX U MEYEHU. bHOIOrnuecknii moTeHIuran COJIUTapHOU
bubpo3HOI OmyX0JIH, 00JIaJAI0IIEH NI ATUTIMEH HE YCTAHOBJICH.

BOCIHAIMTEJIBHAA MUO®UBPOBJIACTUYECKAA OITYXOJIb

Onpenesienue

BocnanurtensHas MuodubdpobIacTHdecKass Omyxojib — HEOIIa3us, COCTOsIIas
u3 MuopudbpodracTuueckux M (GHuOPOOIACTHUECKIMX BEPETEHOBUIHBIX KIETOK C
HAJIMYMEM  BOCHAIMUTENHLHOTO  HMHQWIBTpATa, BKJIIOYAIONIETO  IJIA3MOIUTHI,
TUMGOITUTHI M 503UHOGMITBL. Pa3BUBaeTCsS B MIATKUX TKAHAX W BHYTPEHHUX OpraHax
y J€TEN U JII MOJIOJIOTO BO3pacTa.

ICD - O code 8825/1

CHHOHUMBI

[TnazMokseTouHast rpaHyyema; MJ1a3MOKJIETOYHAS TICEBIIOOIYXO0JIb;

BOCMAJIMTENbHAST ~ MUOMUOpOrUCTHOIMTapHAsT — mpoiudepanus;  calbHUKOBAS
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ME3EHTEpUadbHasl MHUKCOWJHAs TaMapToOMa; BOCHAIMUTENbHASI ICEBIOOIYXO0JIb;
BOCMAJIUTENIbHAs  ¢uOpocapkoma;  BocmajauTeabHas  MuUouOpodIacTudeckas
capkoma.

NUaAEeMHOJI0TUS

BocnanurtenpHas muoduOpoOmacTuueckas OMyXoJib — IMPEUMYIICCTBEHHO
BUCIIEpaJIbHASL U MSTKOTKAHHAs OIMyXOJib JIETEH W JIMI] MOJIOJIOTO BO3pacTa, XOTs
MOKET pa3BHBaTbCAd M mo3xe. CpeaHuil Bo3pacT MmauuMeHToB coctaBisger 10 ser
(Meqmana 9 gmer). B menom, Hamboilee  9acTo  BOCHAJIUTEIbHAS
MuopubpodIacTUUecKkasi OMyXoJib BCTPEYAETCs B IEpBbIE TPU JACKaIbl >KU3HU.
OtmeuaeTcst HeOObIIOE MTPeodIagaHe JKEHCKOTOo MoJa.

ITHOJIOT U

Otuonorus He nu3BecTtHa. B 7 cnydasx BeisiBieHsl JJHK Bupyca repneca, tun 8,
U CBEPXIKCIPECCHUS YEJIOBECUECKOrO0 WHTepierknHa 6 u uukiaumHa DI1. Ecte
cooOmIeHHsT 00 pPa3BUTHUM BOCHAIUTEIBHOM MHOMUOPOOIACTUUECKON OMyXOJH
1ocJie JIEUeHHsI OIyXoiu Bunbmca.

Jlokaausanus

BocnanutenbHas MmuodubOpobiacTuueckas OMyXOJib MOXET BO3HHKATh B
moboit obnactu (73%), waie — peTpornepuoHeanrbHO, B OpbDKEHKe, CallbHUKE,
MATKUX TKaHAX Ta30BOM M OpIOIIHOW TOJIOCTEHM, a TaKXke€ B TKaHSIX JETKUX,
CPEIOCTEeHUS, TOJIOBKI U 11IeH. J[pyrue peikue ydacTKU BOBICUEHUSI — COMATUYECKUE
MATKHE TKaHHW, JKETyJOYHO-KMIIEUHBIA TpakT, TMOKEIyJouHas JKeJe3a,
MOYEIOJIOBOM TPAKT U IIEHTpabHas HEPBHAs CUCTEMA.

Kunnnyeckue 0co0eHHOCTH

CuUMITOMBI ONYXOJU OMNPENESAOTCS ee Jokanuzanuen. Ilpu meroynom
PaCHOJIOKEHUH OTMEYAIOTCA OOJM B TPYAU W OJIBIINIKA, OJHAKO TEUECHHUE MOXKET
ObITh M OeccUMNTOMHOE. AOJOMHHAJIBHBIE O0pa30BaHWsS MOTYT TPUBOJIUTH K
JKEITyIOYHO-KUIIIEUHOM  oOcTpykuuu. HeoObryHbie  MPOSIBIICHHUS  BKJIIOYAIOT
JIEPMATOMUO3ZUT H oOnuTepupyromuii ¢uedbutr. Y oAHON TpeTu MalueHTOB
KIMHUYECKUM  CHUHIPOM  (BEpPOSITHO  IIMTOKMHOOTOCPEIOBAHHBIN)  BKJIIOYAET
JUXOPaJKy, HEJOMOTaHKe, TIOTEPI0 Beca U OTKJIOHEHHS B JIA0OPATOPHBIX aHAIM3aX
B BUJIE MUKPOIIUTAPHOW TUIIOXPOMHON aHEMHH, TPOMOOIIMTO3a, MOJUKIOHATHHON
runeprio0ynuaemun, noBeimernn COD u ypoBHs C-peaktuBHoro Oenka. [locne
PE3EKLIMK OITyXO0JICBOM TKAaHU CHHJPOM HCYE3Aa€T, HO MNPHU PEUUIANBE — BHOBb
BO3HMKAeET. VccnenoBanus BBIBISIIOT 10IbYATOE COJIMHOE 00pa3oBaHUE, KOTOPOE
MOXET OBITh HEOJHOPOJHBIM IO CTPOCHUIO, MHOTNIA ¢ KalbludukaTamu. Onyxoiab
KIMHAYECKH W Mopdosornuecku  otimyaercs  or  1gG4-cBg3aHHOrO
CKJIEPO3UPYIOIIETro 3a00IeBaHUS.
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Puc. 98. BocnanurensHas MuodubdpobdiacTuueckas OmyXoJib: BEIPAKEHHBIN
AUMQPOUTHBIA UHPUIBTPAT, TKAHb «IOJ00HAs PYOILY».

N : :
Puc. 99. BocnanutensHas MuouOpodmacTudeckas Ormyxoib: JepMallbHO-
TUIIOJIEpMAaJIbHBIN Y3€Il.

102



Puc. 100. BocnanurensHast MuopuOpo0dIacTHUecKast OIMyXoJib: yYKU
MU0(pUOPOOIACTOB, pacCeSHHbIE MOHOHYKJICAPHBIE KIIETKH BOCIIAJICHUS.
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HNYCCKasd OIIYyXO0JIb.
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cTpoma.
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Maxkpockonnyeckass KapTHHA

BocnanurenbHast muopudpodIacTuyeckas OITyXOJTb npeCcTaBIeHa
OTIpaHUYEHHBIM HJIM MHOTOY3JIOBBIM IUIOTHBIM, O€IECOBATHIM MJIM KOPUYHEBATHIM
0o0pa3oBaHHEM C MACHUCTON WJIM MUKCOHMIIHOW MOBEPXHOCTHIO cpe3a. B HEeKOTOphIX
Cllydasix MOTYT OTMEYAThCs OYard KPOBOM3IUSHUN, HEKPO30B M KaJlbLU(DUKAIINH.
Juamerp mnopaxenuss koseonercs ot 1,0 mo 20,0 cm. Cpeagnuit aumametp
BHEJIETOYHOW BOCTIAIMTEIHLHON MHO(PHOpoOIacTHIECKOl omyxonau coctaBiser 6,0
cM (mmamason ot 1,0 mo 17,0 cm). B oTaenbHbIX cioydasx HEOIUIa3MH MOTYT
XapaKTepU30BaThCs 30HAIBHBIM CTPOSHHEM, C IIEHTPOM, IOJJOOHBIM pyOIly, U 6ojee
HEXKHOM Tmepudepueii KpacHOBAaTOrO WM PO30BOTO IBETa. MHOTOY3JIOBBIE
HOpa)kKeHUs] OOBIYHO OTpaHMYEHBI OJJHONH aHATOMHYECKOW 00JAaCThI0 U MOTYT OBITH
CIIMBHBIMU HJIU TUCKPETHBIMHU.

I'ucronaroJiorus

BeperenoBuanbie Muoduodpobmactel, GuOpoOIACTHI U KIETKA BOCHAJICHUS
(GOopMHUPYIOT TpU OCHOBHBIX THCTOJIOTMUYECKUX TmarTepHa. IlepBblii mnaTTepH
IPEJCTaBICH BEPETEHOBUIHBIMU MHOPUOpoOIaCTAMM B OTEUYHOM MMKCOUIHOU
CTpOME C OOMJIMEM KpPOBEHOCHBIX COCYJOB W HH(PUIBTPATOM, COCTOSIIMUM U3
MJ1a3MOLUTOB, JJUM(POLIMTOB K 303MHO(HUIOB, HAITOMUHAET FPAHYJISIIUOHHYIO TKaHb,
HOAYJSIpHBIA (acCUMUT WM JpPYyrue peakTUBHbIE Npouecchl. BTopoil marTepH
XapaKTEPHU3yeTCs] KOMIAKTHOM ITyYKOBOM BEPETEHOKIIETOYHOW mIposjudepanuen c
BapuaOENbHBIM KOJMYECTBOM MHUKCOMJHBIX W KOJUIAr€HOBBIX oO0Oiacteil, u
BOCTIAJIUTENIbHBIM HH(DUIBTPATOM, KOTOPBIM MOXET pacrnojoratbes nuddy3Ho wim
B BUJE MEJKUX CKOIUICHHH MJIa3MOLMUTOB, JUM(OLUUTOB M 303MHO(UIOB. Penako
BEPETEHOBUAHBIE KIIETKH OKPY>KAIOT KPOBEHOCHBIE COCYZbI WM BBIISIYMBAKOTCS B
ux mnpocBeTbl. JUIg 3THX JABYX MATTEPHOB XapaKTEPHO HAJU4YME€ TMIAaHTCKHUX
TaHTIM030M0100HBIX MUO(UOPOOIACTOB ¢ 00MIBHONU aM(pOoPUILHON HUTOIIIA3MOM,
BE3UKYJSIPHBIMU SIPAMH U 303MHO(DHUIIBHBIMU SAPBIIITKAMHU.

Tpetuii marTepH HaAOMUHAET NPOJUQPEPALMIO TIO TUITY pyOlla ¢ BbIpAKEHHOU
KOJUIAar€HU3alMe, HU3KOM  KJIETOYHOCTBIO W  CKYJAHOM  BOCHAJIMUTEIbHOU
UHOUIbTpAMEN W3 IJIa3MOLMUTOB U 303MHO(MUIOB. B eIMHUYHBIX ClIydasX MOTyT
BBISIBIITBCSL [ICAMMOMATO3HBIE TE€IbLA W KOCTHasg MeTtamiasus. Hekpossl
BCTpEUaroTcs peako. MUTOTHYECKas aKTHMBHOCTh BapuaOenbHas, KakK IPaBHIIO,
HU3Kas. B  penuauBax oOmyXxoiw peaKo MPOrpecCUpPYOT 0 OTKPOBEHHOMU
capkomMaTo3HOi Mopdosoruu. BapuaHT Heoruiasuu ¢ KPYNHBIMU OKPYTJIBIMHU
AMUTEIMOUIHBIMU WA TUCTUOIMTOUJIHBIMU KIJIETKAMH CBSI3aH C IEPECTPOMKOM
redoB  RANBP2-ALK wu, mo Bceil BHAMMOCTH, CBUIETEIBCTBYET O OoJee
arpecCMBHOM KIIMHUYECKOM ITOBEJEHUU.
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NvmyHopenoTun

[TpakTueckn BO BCEX BOCHAIUTENBHBIX MHO(DUOPOOIACTUYECKUX OIYyXOJIAX
orMeuarecss AudQys3Has LUTOIUIa3MaTHYeCKas pPEaKTUBHOCTh ¢ vimentin. Bo
MHOTHUX CIIy4asiX oIpenessieTcs: oyarosas win auddysHas sxcnpeccuss SMA, MSA
u desmin BepeTeHOBUAHBIME KieTKaMu 1 CD68 B KileTKax THCTHOIIMTAPHOTO BUAA.
[TpuOnu3uTenbHO B OAHOM TPETU CIy4aeB BBIABISETCS IIUTOKEPATHHOBAS
uMMyHOpeakTHBHOCTH. Myogenin, myoglobin, S100 nporenH HeraTuBHEL.

[Tpubnusutensno B 50-60% ciydaeB TpH  HUCHOJIB30BAaHUU  MHOTHX
MOHOKJIOHAJIbHBIX AHTUTEI BBISBIICTCSA UMMYHOTHCTOXMUMHUYECKAs
UTOIJIa3MaTHYeCKasi TO3UTUBHOCTh B oTHoleHnn ALK, xotopast koppenupyer c
HajmuuueM rnepectpoek ALK (B OCHOBHOM y eTel), BBISBISIEMBIX (DJIFOOPECIICHTHOMN
rubpuanzanueii in situ. OxHako, no3utuBHOCTE ALK He siBiseTcst cnenuuyHoi
JUIsl BOCHAJIUTENbHON MHO(PHOpOOIACTHUECKON OmyXoJyin. SnepHblii MeMOpaHHBIMI
natTepH 3kcrpeccu ALK MoxeT ObITh cBsizaH ¢ yuactueM RANBP2, a 3epHucTsiii
nurorazmatudeckuii nmarrepH ¢ ygactuem CLTC. B cnydasx peuumamBOB
3JIOKAYECTBEHHOU Tpanchopmaiun MOXET OIPEENATHCS TPS53
uMMyHopeakTuBHOCTh. Mapkep CD117 (KIT) neraruseH.

YabTpacTrpykrypa

B knerkax BocnanuTenbHOM MUOGUOPOOIACTHYECKON OIMyXOJIH BBISBISIOTCS
yIBTPACTPYKTYpHbIE ~ OCOOEHHOCTH  MuOopuOpobnactoB U (hudpoOIACTOB.
BepereHOBUHBIE KIETKH XapaKTEPHU3YIOTCA IUIOXO AU(depeHIUPOBAHHBIM
anmapaTtoM [onbakKH, BBIPAKXEHHOM TPaHyJSIPHOW SHAOIUIA3MATHYECKOM CETBIO U

BHEKJICTOYHBIM  KOJUITareHOM. B HEKOTOpPBIX M3  HUX  BBISBISIOTCA
BHYTPHIIUTOIIA3MATHUYECKUE TOHKUE (DUITAMEHTHI U TIJIOTHBIE TEJbIIA.

I'eneruka

BocnanurenbHbie MuopudpodIacTHIeCKue OMyXO0JIH TE€HETUYECKU

rereporeHHbsl. Co3/iaercs BIeYaTieHue, 4To B 3Ty KaTErOPHUIO HEOIUIa3uil OTHOCATCS
paznuyHble  KIMHUKO-MOP(OJIOTHYECKHE  (POPMBI. B BocmamuTenpHBIX
MUO(GUOPOOIACTHUECKUX OIyXOJsiX JETCKOr0 M MOJIOAOrO BO3pacTa 4YacTo
ONPENENSIIOTCA  KJIOHAJIbHBIE  LIMTOINEHETHYECKUE  IEPECTPOMKH,  KOTOpPBIE
aktuBupytoT reH ALK (kuHaza anarmactuueckoil JMMQOMBI) pPerenTOPHBIX
TUPO3UHKHUHA3 TOJIOCHI XpoMocoMbl 2p23. [Ins B3pocnbix crapuie 40 jer 3tu
MEePEeCTAaHOBKM HE XapakTepHbl. BocmamutenpHble MHOPUOpoOIACTHYECKHE
ormyxoiu ¢ ALK-reHOMHbIMU TE€pEeCTaHOBKAMHU XapaKTEPU3YIOTCS aKTHUBALMEW U
cBepxakcnpeccuedt gomeHa ALK kunazel. Mexnay Ttem, ALK reHomHbIe
MEePEeCTaHOBKM M aKTUBAIMsig  OJHOMMEHHOTO  TPOTEMHA  OrpaHUYCHBI
MUOGUOPOOTACTHUECKUM KOMIIOHEHTOM OITyXOJH. BoCHaauTeNbHbIH KOMIIOHEHT
IUTOIT€HETUYECKM HOpMalieH, M He »skcapeccupyer ALK mnporenn. Yacts

BOCIAJIUTEIIbHBIX MUOGUOPOOTACTHIESCKUX OITyXOJIeH XapaKkTepu3yeTcs
106



orcyrctBueM ALK OHKOreHHOW axkTuUBaluuM, HO COJIEPKUT XPOMOCOMHBIE
nepecranoBkd B HMGIC (HMGAZ2) rena xpomocomsl 12. [Togo0HBIE MEXaHU3MBI
aKTUBAIlMM  BBISBISIIOTCS. BO MHOTMX  aHAIUIACTUYECKUX  KPYIMHOKJIETOYHBIX
mumpomax. CambiMm 3dPexTuBHBIM MeToIoM uaeHTudukanun ALK onkonporenHa
B BOCTIAJIUTEJIbHBIX MHOGUOPOOTACTHICCKUX OITYX OJISIX SABJISICTCS
UMMYyHOTHCTOXUMHUYecKoe BbisiBieHne C-tepmunana otaena ALK. Cneunduxa
3TOrO MOAXOAA 3aKIKYAETCsl B OTCYTCTBHH 3Kcnpeccun HaTuBHOro ALK mporenna
B HeomyxoJjeBbix MHopuOpodmacrax. I[losTomMy BeisiBIeHHe »sKcmpeccun C-
tepmuHana ALK oGecnieunBaeT yOenuTenbHbIE JOKA3aTeIbCTBA OIMYyXOJIEPOIHOTO
MEXaHU3Ma aKTUBAlIUU.

DakTOpPbI MPOrHO32

YacroTta penuanBOB BOCHAIUTENBHBIX MHUOPUOPOOIACTHUECKUX OITyXOJeH
CBs3aHa C JIOKAJIM3AIMEl, BO3MOKHOCTBIO MPOBEICHUS PAAUKAIbHON pE3eKUUU U
MHOT'OY3JIOBBIM XapaKTEepOM POCTa U COCTaBIsIET 0KoJio 25%. B penkux ciyyasax (<
2%) omyx0JIn MEeTacTa3upyroT. MeTacTazupoBaHUE MOXKET ObITh ACCOLMUPOBAHO CO
cnerupuueckum ALK cunte3zom, Takum kak RANBP2 u okpyrinoit hopmoii KIeTok.
B cBoto ouepenb, ALK-HeraTuBHbIE OIMyXOJu MOTYT 00JaJaTh BBICOKMM PHUCKOM
MeTacTtazupoBaHusi. OTIaJIECHHBIE METACTa3bl BCTPEUAIOTCS PEIKO U JIOKATU3YIOTCS
B JIETKUX, TOJJOBHOM MO3Te, IIEYEHU U KOCTAX. Pa3zmep omyxosu, ee KJIETOYHOCTh U
TUCTOJIOTUYECKUE OCOOCHHOCTH HE SBISIOTCA HAJICKHBIMU MPOTHOCTUYECKUMU
dbakTopamMu, B TO BpeMs, KaK AaHEYIUIOWJIMs, aTUMHUS W TaHIJIM030M0A00Has
MOP(OJIOTHS HEOIIIa3UK MOKET CBUAETENIbCTBOBATH 00 arpeCCUBHOCTH poLiecca.

OCHOBHOW METOJl JIEUEHUsI — YJIaJICHUE OMyXOJu. B peakux ciaydasix MOKET
HaOJII0AAaThCS perpecc 00pa3zoBaHus MpH NpuMeHeHnn koptukocteponnoB u HIIBC.

MHUO®UEPOBJIACTUYECKAS CAPKOMA HU3KOW CTEITEHU
3JIOKAYECTBEHHOCTH

Onpenesienue

MuodubpobmacTudeckass capkoMa HHU3KOH CTENEHH 3JI0OKAaYeCTBEHHOCTHU
(HU3KOTpeIHas) MpeCcTaBiIeHa aTUMUYHOW MHO(PUOPOOIACTUIECKON OMYXOJIbIO C
MOTI00HBIMH ¢bubpomaTozy O0COOEHHOCTSIMU CTpPOCHUS, CKJIOHHOCTBIO
JIOKAJIN30BaThCA B 00JIACTH TOJIOBHI U IIEH U PEIKMM METAaCTa3UPOBAHUEM.

ICD - O code 8825/3

CHHOHUMBI

Muodubpocapkoma.

ONUAEeMHOI0TUSA

YunuThiBass HAJIMYKME PA3HOIVIACHNA IO TOBOAY IHATHOCTUYECKUX KPUTEPH,

MUOGUOPOOIACTHUECKIE CapKOMBI, BEpOSTHO, Oojee pachpoCTpaHEHBI, YeM
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NPUHATO CUYUTATh B HACTOSIIIEE BpEMs, M BKIIOYAIOT MHOTHE KIWHHUKO-
Mopdonornueckue  dopmel.  Mwuodubpocapkoma  SBISETCS  OIMYXOJIbIO,
pa3BUBAIOIIEHCS MPEUMYIIECTBEHHO Y B3pPOCIHbBIX, ¢ HEOONBIIUM MpeoliIaaHrueM
MY3KCKOTO ToJia. Pexe mporecc BcTpedaercs y AeTei.

Jlokamu3anus

Muodubpobnactuaeckas capkoma OTIpeesIeTCs B Pa3TUIHBIX
aHATOMUYECKUX 00JacTsIX, HO Hamboyee 4acTo MopakaeT KOHEYHOCTH U 00JacTh
TOJIOBBI U 1IeW (OCOOEHHO SI3BIK U MOJIOCTh pTa). B peakux ciydasix pa3BUBaeTcs B
KOXeE, JKeNyI0YHO-KUIIIEYHOM TPAaKTe, CIIOHHBIX JKeJle3aX U HOCOBOM MOJIOCTH HIIU
OKOJIOHOCOBBIX Ma3yxax. OmyXoib JOKAJIU3yeTcs MPEeUMYIIECTBEHHO MOJAKOKHO U B
rIIyOOKMX MSTKUX TKaHsX. JlepMaibHOE pacrojiokeHue oOpa3oBaHUs BCTpeUYaeTcs
KpailiHe peJIKo.

Kinnuyeckue 0co0eHHOCTH

KiuHnyeckn omyxonp mnposiBasieTcss 0e3007€3HeHHbIM 00pa3oBaHueM. B
pPEIKUX CIydasX MOXKET OTMEUaThCsi CYObEKTHBHAs OOJIE3HEHHOCTh WM JPyTrue
CUMIITOMBI. YacTO pa3BHBAIOTCS PEUUIMBBI, METACTa3bl — PEIKO, KaK IPABHIIO,
MOCJe JJIUTENBHOTO TeueHus: mnpouecca. C paaroIOrMYECKONM TOYKH 3pEHHS,
MuopubpobIacTUUeckas capkoMa UMEET IeCTPYKTUBHBIN XapakTep pocTa.

Makpockonnuyeckasi KAPTUHA

BonbIIMHCTBO HEOIUIa3ui MPEJCTaBICHO IUIOTHBIMU OOpa3OBaHUSIMH C
0JIeTHOM BOJIOKHHCTOM MOBEPXHOCTHIO CPE3a, HEUETKUMU IpaHUllaMu. B HEKOTOpBIX
CIIy4asix OIyXoJieBasi TKaHb XOPOIIIO OTTPAHUYCHA.

I'mcronaroJiorus

['ucTonorndecku OONBITMHCTBO ClydaeB MHO(PUOpOCAPKOM XapaKTepH3YeTCs
muhy3HbIM  MHQWIBTPATUBHBIM  XapakTepoM pocTa. OmyxoJieBble KIETKH
BEPETECHOBUAHOU (POPMBI, PACIIONIOKEHBI B KJIETOUYHBIX IMy4YKaX M «MYapOBOM»
narrepHe. KileTku XapakTepu3yroTcsl HATMYUEM TUI0XO0 BU3YaIU3UpPyeMoOu OjieHOM
703UHO(PUIHLHON ITUTOTIIa3Mbl, BEPETCHOBUIHBIX WU yIJIMHEHHBIX BOJHUCTHIX SITEP
C PAaBHOMEPHO paclpeieICHHbIM XPOMAaTUHOM WJIM 00JIe€ OKPYTJIbIX BE3UKYISPHBIX
AJIep C MEJIKUMU SIAPBIIIKaMU. XapakTepHa (1Mo KpailHel Mepe, 04aroBO) yMEepeHHas
s/lepHasi aTUMUS C YBETWYCHHBIMH TUIIEPXPOMHBIMH HUPPETYISIPHBIMU SApPAMH U
nponudepaTUBHON akTUBHOCTHIO. [lpm  ryOokoil  Jokanmm3anuwu — Iporiecca
OITYXOJIEBbIE KIJIETKH MPOTH(PEPUPYIOT MEKIY OTIACTHHBIMA BOJIOKHAMH CKEJICTHOU
MYCKYJaTypbl. Pexe OmuChIBatOTCS MPOLIECChl C TMOHWKEHHOW KJIETOYHOCTHIO U
BBIPAXKEHHOM KOJUIAr€HOBOW CTPOMOW € 30HAMHU OYaroBOW ruajvHu3anumu. B atux
OMyYXOJISIX MHOTJa OTMEYAeTCsl OOMJIMEe TOHKOCTEHHBIX KaNWJUIIPOB. JINMGOIUTEI U
TJIa3MOITUTHI HE XapaKTEPHBI.
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NvmyHopenoTun

OnyxoseBble KJIETKA B MUOGUOPOOIACTUUECKONW CAPKOME C HU3KUM TperioM
XapaKTepU3YIOTCs BapradelibHOW 3Kcnpeccuedt actin u, mwim desmin. Kpome Toro,
BO3MOYXHa dKcrpeccust calponin, fibronectin u CD34 (ouaroro). DnurennaabHbBIC
mapkepsbl, S100, B-catenin, h-caldesmon, kak mpaBuI0, HETaTUBHEI.

I'enernka

I'enernyeckue abepparnwu OBUIM OMKMCAHBI TOJHKO B OTACIBHBIX CITydasx
muopubpocapkoMax. B 3ToM ciaydae KapwOTHUII C YMEPEHHBIM KOJHMYECTBOM
XPOMOCOMHBIX a0eppaliii, CylecTBeHHO MEHEee CIIOKHBIX, YeM B OOJBIITMHCTBE
MUOGUOPOOIACTHUECKUX CAPKOMAX C BBICOKHM TPEHIOM.

. \ oA 3

Puc. 103. Muo¢dubpobiactuueckass HU3KOTpeiaHas capkoma: ImydKu
BEPETEHOBUIHBIX KIIETOK B KOJUIATEHOBOM CTpOME.
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Puc. 104. MuodubpobdiacTuaeckasi HI3KOTpEHIHAS capKOMa: MAJTIOKJICTOYHAS
00acTh; mponudepanus BEpETCHOBUIHBIX KIETOK; BRIPAKEHHBINH MEKKICTOUHBIN
KOJIJIareH.

Puc. 105. Muodubpobiactuiyeckass HU3KOTpEHIHAS capKkoMa: KIETOYHAs 30Ha C
npoaudepanueil BEpeTeHOBUAHBIX KJIETOK C TUIIEPXPOMHBIMU YBEJIUYEHHBIMU
AIpaMU U MEXKKJIETOUYHBIM KOJJIAT€HOM.
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DaxkTophI NPOrHoO3a

[Ipn MuropuOpoOIACTHYECKOM HHU3KOTPEHTHON CapKOMe MeTacTa3upoBaHHUE
oTMeuaeTcsa KpaitHe penko. Hamuuue BbICOKOM mposiMdepaTHBHON aKTUBHOCTU U
HEKPO30B CBSI3aHO C 00JIee arpeCCUBHBIM OUOJIOTMYECKUM MOBEIACHUEM.

MHUKCOBOCHAJIUTEJIBHASA ®UBPOBJIACTUHYECKASA CAPKOMA

Onpenesienue

MukcoBocnaauTenbHas — (puOpoOIacTHUecKass  capkoMa  —  JIOKQJIbHO
arpeccuBHas (uOpoOIacTHYecKass HEOIUIa3us, BOSHUKAIOIIAS MPEUMYIIICCTBCHHO B
JTUCTANBHBIX ~ OTAEIaX  KOHEYHOCTEHM W XapakTEepH3yIOMascs  HaJuIreM
AMUTETHONTHBIX (HUOPOOTACTOB € KPYIHBIMU SIAPBIIIIKAMA W BBIPAKCHHBIM
BOCTHIAJIMTEIIBHBIM MH(HIBTPATOM CMEIIAHHOTO COCTaBa Cpeaud BapuaOeIbHO
MUKCOHUIU3UPOBAHHOTO MaTPHUKCA.

ICD — code 8811/1

CHHOHHUMBI

ATUnu4Has MUKCOBOCTANIHUTENbHAs (puOpoOIacTUUecKas OIyXoJib, aKpajbHas

MHUKCOBOCIAJTUTENbHAS ¢ubpobnacTuueckas capKoma; BOCIAJIUTENbHAS
MUKCOTHAJIMHOBAass  OMyXOJb  JUCTAIbHBIX  OTAENOB  KOHEYHOCTEH  C
BUpoUUTONOAO0HbIMU uiu Tuma Pux - IlltepuOepra kneTkamu; akpaiabHas
MHUKCOBOCHANIUTENbHAS ¢ubpobracTruueckas capKoma; BOCHAJIUTENIbHAS

MUKCOUJTHASL OTTYXO0JIb MSTKUX TKaHEH ¢ MPUYYJIMBBIMU TUTAHTCKUMH KJICTKAMHU.

INUAEeMHOT0THSA

MukcoBocnanutenbHas GuOpobdracTudeckas capkomMa BCTpEUYaeTCsl B CPEIHEM
Bo3pacTte (peako — y JAeTed) ¢ OJMHAKOBOM YacTOTOH y o0oux mosoB. Iluk
3a0oneBaeMocTH npuoautTcs Ha 4-5 gexanel. OcTpas W XpOHUYECKas
BOCTIAJIMTENIbHAST HMH(WIBTPAIIUS, BUPOIMTOIOAOOHBIC KIETKH (spa KOTOPBIX
HAIIOMUHAIOT BUPYCHOE MOPAKEHUE), JITUTEIIbHOCTh TE€UEHUS, MTO3BOJIAIOT AyMAaTh O
WHOEKIIMOHHONW  dTHoNIorMM  mporecca.  OmHako  OpU  HCHOJIB30BAHHUU
uMMmyHorucroxumudeckux u [1[P-meTomoB uccneqoBaHusi MUTOMETAIOBUPYCHl H
BUPYCHl DMINTEHAa - bapp He BBIABICHBI; OKpallMBaHWE HAa OakTepuw, TpUOBI U
MUKOOAKTEpUHU TAKXKE OTPUIIATCITHHBI.

Jloxkanu3anus

Onyxoyib UMEET TEeHACHIMIO K JIOKAJU3alui B 00JaCTH AUCTAIBHBIX OTIEIOB
koHeyHocTel. B 80% cimydaeB Heomnazusi pa3BuUBaeTcsi B OOJAcCTH KUCTEH
(mpeumMyIIieCTBEHHO Ha Tanbliax), B 1/3 — nmoapbkek u ctom. boiee mpokcumaibHO
pPaCIoJIOKEHHBIE CIIy4aW BCTPEYAIOTCA PENKO. B penkux ciydasx MopakaroTcs

JIOKTHU 1 KOJICHH.
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Kananuyeckue oco0eHHOCTH

Y GOJIBIIMHCTBA MAIMEHTOB OIPEAeseTCs] MEJICHHO pacTyliee o0pa3oBaHue,
KOTOpPO€ KJIMHHYECKA MOXKET HAMOMHUHATh JOOPOKAYECTBEHHYIO HEOIIa3uio
(TCHOCUHOBHUT,  TaHTJHOH, TUTAHTOKIETOYHYIO  OMYXOJb  CYXOXHJIBHOTO
Biarajauina). IIporecc MOXET CONMPOBOXKIATHCA CYyOBEKTUBHON 00JIC3HEHHOCTHIO M
OTPaHHYCHUEM TIOJABMKHOCTH. TakuMm o00pa3oM, NpH HEMOJHOM HCCCUYCHHH
OITYXOJICBOM TKaHW HEPEIKH MECTHBIC PEUIUBHI (MHOTIa MHOKECTBEHHEBIC). Peko
(< 3% 3aperucTpUpOBaHHBIX CIy4aeB) BCTPEYACTCS METACTATHUECKOE MOPAKEHUE
pPETHOHAPHBIX TUM(PATHUCCKHUX Y3IIOB.

Makpockonuyeckasi KApTHHA

BonpmmHCTBO ~ OmMyXoyield  MHOTOY3JIOBBIE C  HEYCTKUMH TpaHHUIIAMH,
yepenoBanueM (UOPO3HBIX W MUKCOMIHBIX 30H. Pasmep oObraHO Menee 5,0 cw,
OJIHAKO HEKOTOPHIE MOTYT OBITh M KpYITHEE.

e L N e \ "’ _-“ AR E LT o~ 20 we vt 4 Ju s D i
Puc. 106. MukcoBocnanutensHas GpuoOpobdIacTHaeckasi capkoma: IepMalibHast
MHOTOY3JI0Basi OIYX0JIb C MUKCOUIHBIMHU YYaCTKAMH.
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FI/ICTI/IOHI/ITOHOI[O6HBIC KJICTKHU C PaCCCAHHBIMU MOHOHYKJICAPHBIMU
BOCHAJIMTEIbHBIMH KJI€TKAMU B MUKCOMJHOM CTpOMEC.

? — L)
Puc. 108. MukcoBocnanutenbHas GuOpodIacTHIeckasi capKkoMa: OKpyTIIbIe,
3BE3/14aThie, TUCTHOIUTOINOI00HBIC, TAHTIINO30TI0I00HBIC KIICTKH.
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Puc. 109. MukcoBocnanutenbHas GpudpobiacTHuecKast capkoma: OIyXoJeBble
KJIETKU C PUMECHIO TUM(POLUTOB U 303UHO(PUIIOB.

I'ncronmarojiorus

OnyxoneBass TKaHb WHOUIBTPUPYET TMOIKOXKHYIO JKAPOBYIO KIIETUATKY, C
YaCThIM BOBJICUEHHUEM CYCTaBOB U CYXOXKHJIUH, PEIKO PacIpoCTpaHsIsiICh Ha KOCTh. B
00pa3oBaHWKM OTMEYACTCS HAJIMYME BBIPAKEHHOT'O CMEIIAHHOTO BOCHAIMTEIBHOTO
uHQWIbTpaTa, MaKpodaroB, THTAaHTCKAX MHOTOSJEPHBIX KIETOK TyToHa,
MOHOHYKJICAPOB C Pa3IMYHON CTEICHBIO SIICPHON aTUINHU, a TaKKe JICTIO3UTHI
remocuzepuHa. OTMEYarOTCS TPHW TJABHBIX THIIA  OIyXOJIEBBIX  KJIETOK:
BEPETCHOBUAHBIC  KJICTKH,  OOJBIIME  TMOJWTOHAIBHBIC W MPUIYJIHBBIC
TFaHTJIMO3HOIMOJO0OHBIE  KJIIETKH C  OOJIBIIMMH, HOJOOHBIMH  BKIIFOUEHUSM,
SIPBIIIKAaMU (MHOT/Ia HAIIOMUHAIOT BUPOUUTHI win KieTku Punx - Illtenbepra); u
Pa3IMYHOTO pa3Mepa BaKyOIM3WPOBAHHBIC KIIETKH THIIA JTUTOOIACTOB. DTH KIICTKH
MOTYT OBITh PAaCIOJIOKECHBI OTIENBbHO, WM (popMHupoBaTh y3elku. CKOIUICHUS
MakpodaroB U MOHOMOP(HBIX OJHOSACPHBIX KIETOK C OYaraMd TI'eMOCHIepO3a
HAIIOMHUHAIOT MUTMEHTUPOBAHHBI BHJUIOHOMYJIAPHBIA CHHOBUT. B ciydasx, korma
MUKCOHMJIM3AIMSA BBIpAKCHA, IIUTOIUIa3Ma MPUYYJIMBBIX KJICTOK CTAaHOBHUTCS
BaKyOJIM3UPOBAHHOMW, U OHW HAYMHAIOT HAOMHUHAThL Jumnobiactel. [lo nepudepun
00pa3oBaHMsl Cpeau BOCHAIMTEIBHOIO HWHOWIbTpaTa 4YacTo OOHAPYKHUBAKOTCA
paccessHHbIE ONYyXOJICBbIC KJIETKH, YTO 3aTPYAHSAET paJuKaJbHOC HWCCECUCHUE
OTTYXOJIH.
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NvmyHopenoTun

OmnyxoJieBble KJIETKM MO3UTHUBHBI K VIMeNtin, BapraOebHO 3KCIPECCHPYIOT
CD68, CD34 u SMA. B oTaenpHBIX CiydasX BBIABISETCS odaroBas cliadas
UTOKEPATUHOBAsI MO3UTUBHOCTh. BaXHO OTMETUTH, UYTO JTUMQPOUIHBIE MAPKEPHI,
takue kak CD30, oTpuniaTeabHBbI.

YabTpacTpykrypa

Bce Tpu Tuma omyxoJIeBBIX KJIETOK XapaKTEPU3YIOTCH YJIbTPACTPYKTYPHBIMH
0coOeHHOCTSIMH  (QuOpoOIacTOB,  BKJIIOYAs  BBIPAKEHHYIO  TPaHYJSIPHYIO
HHOIIA3MATHYECKYIO CETh, MUTOXOHJPUHU U CETh MPOMEKYTOUHBIX (UIAMEHTOB,
WHOTJIa TUIOTHO  PACHOJIOKEHHBIX, C  TMEPUHYKICAPHBIMU  3aBUXPECHUSIMH.
OnyxosieBble KJIETKHU, MOJOOHBIE JHUIMOOJACTaM, XapaKTEepPU3YIOTCS HaIMuueM
LUTOTUIA3MaTUYECKUX MICEBJIOBKIIFOUEHHU, coJiepaKaInx BHEKJIETOUHBIN
MYLMHO3HBIM MaTEpHUal.

I'eneruka

BOJABIMIMHCTBO IIUTON€HETUYECKM AHOMAIbHBIX CIYy4YaeB OIYXOJIU HUMEIOT
ONMM3Koe K JUIUVIOMAHOMY KOJHYECTBO XpPOMOCOM, COAJaHCHPOBAHHBIN WU
HecOanmancupoBanubiii  t(1;10)(p22-31;024-25) wu morepro Marepuaia IUIeda
xpoMocoMbl 3p. OHAKO B HEKOTOPBIX CIydasix ObLUTH OOHAPYKEHBI KJIOHBI, OJIU3KUE
K TPUIUIOUJHBIM WIH JAPYrU€ CTPYKTYpHbIE MepecTpoiku. Touku MOJTOMKU
obHapyxuBatorcs Ha Kapte t(1; 10) rena TGFBR3 B 1p22 u B nokyce MGEAS 1p22
Wi BONMM3U Hero. OyHKUMOHAIBHBIM PE3YyJbTAaTOM SIBJISETCA TPAHCKPUIILIMOHHAS
perymsinusi reHa FGFS8, pacnonoxennoro 6mm3zko k MGEAS 10 xpomMocoMBl.
N3BecTHO, 4TO 3p-peopranu3aliuu CBs3aHbl ¢ aMIUTM(PUKALUEH U MepedKCIpeccue
reoB, B ToMm umcie VGLL3, B 3pll-12. Tor xe t(1;10) m ycunenue 3p
HaOmomaoTcss npu  GUOPOIUIIOMATO3HON T'eMOCHISCPOTHYECCKON OIMyXOJdu H
OITYXOJISIX CO CMEIIaHHON MOop(hOIoTHEN.

daxkTopbI NPOrHO3a

YacToTa pa3BUTHS PEUUIAMBOB, 10 PA3JIMYHBIM JaHHBIM, COCTaBISIET OT 20 10
70%. Pa3znmuuume B 4YacTOTe PELUAMBUPOBAHMS MOXKET OBITh O0O0YCJIOBIECHO
pPa3IMYHBIMU TOJXOJIaMH K XUPYPrUYECKOMY JICUEHHUIO, BBICOKOM YacTOTOMN
OIIMOOYHON JMArHOCTUKH JTOOPOKAUYECTBEHHOM OMyXOJW U  BapuaOENbHOU
JUTUTEIIbHOCTBIO Te4YeHUsl 3a0oisieBaHus. Penko BcTpewaroTcs JoKanbHAas WHBA3US
KOCTH M MeTacTa3bl B peruoHapHbie JuMmdaruyueckue y3abel. KpaiiHe penko
OOHapy>KMBAalOTCA  OTJAJEHHbIE MeTacTa3bl. EIUHBIX THUCTOJOTMYECKUX U
MMYHOTUCTOXMMHYECKUX KPUTEPHUEB JIJIsl MPOTHOZUPOBAHUS arpECCUBHOIO TEUEHUS
HE CYILIECTBYET.
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NHOPAHTUIIBHASA ®UBPOCAPKOMA
Onpenesienue
WNudantmnbHas GuOpocapkoMa TUCTOJOTHYECKH HAMIOMUHACT KJIACCHUYCCKYIO
dbudpocapkomy B3pocibix, HO uMeeT ciausiaue reHoB ETV6-NTRK3. PazsuBaercs y
MJTQJICHIIEB U JeTeld MJIAJIIEro BO3pacTa, PelKO MeTacTa3upyeT. AHAJIOrOM €€ B

MOYKE SABJISETCS KJIETOUHAs BPOKJCHHAs Me300aacTuyeckast Heppoma.
ICD — O code 8814/3

CHUHOHUMBI

Bpoxnennas ¢ubpocapkoMa; BpokJIeHHO-UHGaHTWIbHAsS (udpocapkoma;
IOBeHWJIbHas ~ ¢ubpocapkoMa;  MeAyJUIsIpHbIH  (puOpoMaro3  MIiIaJCHIIEB;
arpecCUBHBIN WH(pAHTHIIBHBIHI ¢bubpomatos,; BPOYKICHHBIH

¢budpocapkomanoobuslii  ¢ubpomaTos3; aecMmoruiacTudyeckas (pudpocapkoma
MJTaICHIIEB.

INUAEeMHOJIOT S

Nudantunshas dudpocapkoMa coctarisieT okojio 13% ¢ubpodractuyecku-
MUOGUOPOOITACTHUECKUX OIyXOJIeH NeTel U MOAPOCTKOB, U 12% 3510KaueCcTBEHHBIX
OITyXOJIel MSTKUX TKaHed MiajeHIeB. [I[penMyIiecTBeHHO OITyX0Jib Pa3BUBAIOTCS B
nepBeie Tonbl xu3HHU, 36-80% — Bpoknennas. Ilocie aByxjeTHero Bo3pacta
HEOTUTa3uM BO3HHUKAIOT PEAKO, M TPEeOYIOT ITUTOTCHETHYECKOTO TOTBEPIKICHHS.
OtMeuaeTtcst HeOOJIbIIOE TTPe0bIIalaHke MY>KCKOTO MMOJa.

ITHOJIOTHSA

Otronorus Hen3BecTHA. PaKTOPHI MPEIPACTIONOKEHHOCTH, ACCOIIMUPOBAHHBIE
HACJIEICTBEHHBIC OOJIE3HH WJTU BO30YIUTENN OO0JIE3HU HE BBIABJICHBI. B OTIETBHBIX
clIy4asix OOHapyXeHO OJHOBPEMEHHOE pAa3BUTHE OMyXOJHM C TMpeHaTaIbHOU
paauanyeii, MHOXXECTBEHHbIMH BPOXKICHHBIMH  aHOMAIUSAMH, BPOXKICHHBIM
HEBYCOM, MEHHHTOMUEJIONIeNIe U CUHApoMoM [apaHepa.

Jlokanmm3anus

Hawnbonee yacroe pacrnosnoxenue (2/3 ciydaeB) — IOBEPXHOCTHBIE U TTyOOKHE
MSATKHE TKaHW KOHEUYHOCTEH, 0COOCHHO NUCTAIIbHBIC UX OTIENbI. Pexke mopaxkarorcs
MATKHE TKaHW TYJIOBWINA, TOJIOBHI W IeW. B eAMHUYHBIX CilydasX OTMeudaercs
BUCIIEpaJIbHAS JIOKAIM3AIHS TIpoliecca.

Kunnnyeckue 0co0eHHOCTH

Nudantuneaas  gubpocapkoma  mpeacTaBieHa  COJUTAPHBIM,  OBICTPO
pactynuM obpazoBanueM. {uametp MoxeT npesbimath 30,0 cM. BpoxxneHHusie u
WH(DAHTUIIBHBIE ~ ONYXOJM  MOTYT  OBITh  3HAQYMUTENbHO  OOJNBIIMMH B
POMOPIIMOHATIFHOM COOTHOIICHUH K pa3MmepaM pebenka. [Ipuneraromas xoxka co
BPEMEHEM CTAaHOBUTCS JPUTEMATO3HOM M W3BA3BIACTCI. BHyTpHomyxoseBoe
KPOBOTEUCHHE MOXKET MPHUBOJUTh K aHEMUU. BU3yanbHO BBIABISETCS OOJbIas
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reTeporeHHasl OMyXOJb MATKUX TKaHEeW ¢ BapualeNbHON JECTPYKIUEH KOCTH.
OOpazoBaHue BO3MOYKHO TUArHOCTUPOBATh AHTEHATAJIBHO.

Maxkpockonuyeckasi KapTHHA

WNudanTunbHas pudbpocapkoma MpencTaBiIsieT co00i II0X0 OTTpaHUYEHHYIO,
JONBYATYI0  OMYyXOJb, WHQWIBTPUPYIONIYIO OKPYXKAIOLIUE MSITKHE TKaHH.
[Ipunexxamue 310pOBbIE TKAHM MOJ ACHCTBUEM KOMIIPECCUU MPUOOPETAIOT BHL
IICEBJIOKAIICYJIbI, HO B JCHCTBUTEIBHOCTH Kpas OIyXOJd HPPETyJSIpHBI U
uHOUIbTpaTUBHBL. [lOBepXHOCTH cpe3a MOXKET OBITh MSITKOW WM TUIOTHOM,
MSICHCTOM, OT CEpPOro J0 >KEJITOBATO-KOPUYHEBOI'O ILBETA, ¢ MUKCOWJHBIMU WM
CJIIM3UCTBIMM YYaCTKAMH, KUCTO3HOM JereHepalnen, KpOBOU3IIUAHUAMEI, HEKPO3aMU
Y JKEJITOBATO-KPaCHBIMHM OYaraMmH.

I'ucronaroJiorus

Tunuynas  uHpaHTWIBHAs  ¢uOpocapkoMa —  KIETOYHAas  OILyXOJlb,
NPEACTABICHHAs] TEPECEKAIOIUMHCS Iy4YKaMud [PUMHUTHUBHBIX OBOUAHBIX U
BEPETEHOBUAHBIX KJIETOK, CO3AAIOLINX PUCYHOK «EJIOYKU», TSHKaMU, TPyNIaMy WIn
IiacTaMH KJIETOK. HYacTo OTMEUaroTcs 30HbI KPOBOUBJIMSHUM U HEKPO30B, KOTOPBIE
MOTyT OBITh CBSI3aHBI C odaramMu AucCTpoduueckoil Kaimpuudukauuu. KietouHsii
nonumMopdusM ymepeHHbiil. KosutareHoBble BOJIOKHA BapualenbHbI. BpIsBiseTcs
MUTOTHYECKAsi  aKTUBHOCTb. B OosiblIMHCTBE  ciay4yaeB  MH(MAHTUIBLHOU
budpocapKoMbl OTPENICIIAIOTCS paccestHHbIe KJIETKU XPOHUYECKOTO
BOCHAJIMUTENBHOTO MHQUIBTpPaTa, OTMEUYAIOTCS OYaru HKCTpaMeyJUISIPHOIO
KPOBETBOPEHMUSI. ['ucronornyeckue BApUAHTHI BKJIFOUAIOT Y4aCTKH
Ie€MAaHTUOTIEPUIIMTOMANIOIOOHBIX HEPETYJSIPHBIX KABEPHO3HBIX WM ILEIEBUIHBIX
KPOBEHOCHBIX COCYJIOB, IWJIATUPOBAHHBIX COCYIOB C (UOPUHOBBIMU TpOMOaMu,
30Hbl MUKCOWJM3AlMM WIM NPEUMYLIECTBEHHO HE3PENYH Kpyrjo- WIH
OBOUHOKJIETOUHYIO TpOiH(epalnio ¢ MUHUMAaJIbHBIM KOJMYECTBOM KOJUIareHa.
NHunbTpaTUBHBIA POCT NPUBOJUT K BOBJIEYEHHUIO B IPOLIECC >KUPOBOM TKaHM,
CKEJIETHBIX MBIIIL U JIPYTUX CTPYKTyp. Penko B uH(paHTHIBbHOU (ubdpocapkome
MOTYT OTMEYaThCsi OCOOEHHOCTH IUIEOMOP(PHON CapKOMBI C BBICOKHM TPEHIIOM.
Berpeuatoress  COXKHBIE  OMYXOJNIM € TNEPEKPECTHBIMH  OCOOEHHOCTSIMU
uHpa"nTuIbHOTO  MHOMuOpomaro3a W WHGAHTUIBHOM  (HUOPOCAPKOMBI.
Xumuorepanusi  OpUBOAUT K  (ubposupoBanuio u  (PuOPOBACKYISIPHOM
nponudepauu Cocy0B.
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Puc. 112. Un¢antunbHas pubdpocapkoma: 6a30(puIbHbBIE OITyXO0JIEBBIE KIETKH C
YIJIUHEHHBIMU SIAPAMHU.

SIMUTCIIMONAHOTO THIIA.
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NvmyHopenoTun
MMMYyHOTMCTOXMMHYECKHE UCCIIEI0BAHUS IEMOHCTPUPYIOT Hecniennpuueckne

pe3yabTathl. IMMyHOpeakTHBHOCTH Vimentin cocrasiser 100%. Pexe B omyxonu
sKCIIpeccupyroTes Takue Mapkepsl, kak NSE (35%), a SMA (33%), HHF35 akTtun
(29%) u MSA (30%). Menee 20% cnyuyaeB no3uTuBHbI 151 desmin, S100, CD34,
CD57, CD68, dhaktopa XIlla u CAMS.2 muTokepaTuHa.

YabTpacTpykrypa

s WH(paHTHUIBHON ¢ubpocapkombl XapaKTEePHBI AIEKTPOHHO-
MUKPOCKOTIMYECKHE 0COOCHHOCTH  (uOpodsacToB M MHOPUOPOOIACTOB  C
BapuaOCIbHBIM TUCTUOLUTAPHBIM KOMIOHEHTOM. KJeTku ¢ OOJbIIMMH sSapami,
OlHUIM  WJIM  HECKOJbKUMHU  SJIPBIIIKAMH,  BBIPAXKEHHOM  TIpaHyJIsIpHOU
HHAOIJIA3MATHUECKOM  CEThI0O C  IUIOTHBIM  MaTepHalioM, BapualeIbHbIM
KOJIMYECTBOM JIM30COM, OYAaroBbIM Oa3aJlbHbIM MEMOPaHONOAOOHBIM MaTepUajoM,
UTOIIa3MaTHYECKUMU (prutaMmeHTaMu. B HEKOTOPBIX KJIETKaX BBISBISIOTCS IMYYKH
(uIamMeHTOB.

I'eneruka

B OGosbmivHCcTBE MHPAHTHWIBHBIX (UOPOCAPKOM BBISBISIIOTCS XPOMOCOMHBIE
tpancnokauu t(12;15) (p13;925) ¢ obmeHom Mmarepuana mexay 1-5 sk30HaMu
12p3 ETV6 (TEL) rerom u 13-183x30Hamu 15025 rena pernentpopa HeilpoTpodrHa
3, u npuBojsmue k oHkoreHHo aktuBanmu NTRK3 (TRKC) rena peunenrtopa
TUPO3UHKUHA3bl. Mexanu3Mm aktuBanuu — cuHtre3d 12p ETV6 (TEL) rena, 15q
NTRK3 rena u acconuupoBaHHOTO OHKOMpoTenHa, coaepsxkaiiero N — konerrt ETV6
B kuHasHoM noMeHe NTRK3. Mexauusm cunreza ETV6-NTRK3 moxer OBITH
BBISIBJICH METOJIOM (D PEepeHIIMaIbHOTO OKpalrBaHusi XxpomocoM. [lepecranoBka
ETV6/NTRK3 moarBepxkaaeTcs MOJEKYJISIPHBIMUA ITUTOTCHETUYECKUMU METOJIaMH
umu RT-PCR. Tpucomun xpomocom 8, 11, 17 u 20 modtu CTOJIb K€ XapaKTEPHBI,
kak u cuHre3 ETV6-NTRK3. OTn Tprucomuu, npeanonokUTEIbHO, HMEIOT
npuoOpeTeHHbld  xapaktep mnociae cuHTe3a ETV6/NTRK3, wu, B03MOXKHO,
OTBETCTBEHHBI 32 CTUMYJHUPOBAHHE MPOTPECCHUU K 00Jiee MUTOTHYECKU AKTHBHOM
omyxosu. I'eHernueckuii mnpouiab, NONOOHBIA TAaKOBOMY B HH(PAHTHIBHOU
dbudbpocapkoMe, OTMEUaeTCsl B KJICTOYHOM BPOXKICHHOM Me300J1aCTHYECKOM
Heppome. Ilosromy maroreHes BpoXIEHHON (HUOPOCAPKOMBI M BPONKICHHOM
Me3001acTuIecKoil HePpoMbI OJTU3KO CBSI3aHBI.

DakTOpbI NPOrHO3a

Nudantunenas QuOpocapkoma xapaktepusyercss 0Oosee OJaronpusiTHBIM
UCXOJIOM IO CpaBHEHHUIO ¢ (huOpocapkoMoi B3pocibiX. JleTanbHOCTh COCTaBIISIET
MeHee 5%; peuuauBsl — oT S5 10 50%. Meracta3pl pa3BUBAKOTCS PEIKO.
Mopdonornueckux Wi TEHETHYEeCKHMX (DAKTOPOB TPOTHO3a HE BBISBIIEHO.

KpOBOI/IBHI/IHHI/IH N BOBJICHCHHUC JKH3HCHHO BaXHbIX CTPYKTYP JIOKaJIbHO
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arpeCCUBHBIMU OMYXOJSIMH MOTYT MPUBECTU K JETaIbHOMY HUCX0ay. OTMmedarorcs
Cllydau CIIOHTAaHHOI'O perpecca U OTCYTCTBHS PELMIMBOB IOCJIE HEPATUKAIBHOIO
ucceyeHus: onyxond. HecmMoTps Ha TO, 4YTO OCHOBHOM METOHA JIEUEHUs
XUPYPruyecKuid, Tokazana 3pPeKTUBHOCTh XUMUOTEPAITUH.

OUBPOCAPKOMA B3POCJIBIX

Onpenesienue

®dubpocapkoma B3pOCIBIX — 3JIOKAYECTBEHHAs] OIMYXOJlb, COCTOSIIAS U3
¢bubpobiacToB ¢ BapualOeIbHOM MPOAYKIMEW KoJUlareHa W, B KIIACCHUYECKHX
clly4asiX, C TKAaHEBbIM PHCYHKOM B BHJE «EIOYKW». SIBIAETCS AUarHO30M
VCKIIFOUEHHS.

ICD - O code 8810/3

INUAEeMHOJIOT S

dubpocapkoma y B3pOCIBIX KOTJa-TO CUMTAIach caMOM pacnpoCTpaHEHHOU
3JI0KQYE€CTBEHHON HESNUTENNAIbHON HeoIula3ue MArkux TKaHed. OnHako 3a
nocineanue 70 ner 3a001€Ba€MOCTh PE3KO CHU3WJIACh, U IOCIEIHUE JIaHHBIE
JEMOHCTPUPYIOT, YTO Ha 3Ty OMYXOJb MpHUXOAUTCSA Bcero 3,6% ciaydaeB capKoM
Msarkux TkaHeil. [lo pesympraTtam pexnaccuukaniy MITKOTKAHHBIX OIyXOJEH B
HEJJaBHEM HMCCIIeI0BaHUU, (UOpOocapKkoMa B3pOCIIbIX cOCcTaBisieT MeHee 1% capkoM
MATKUX TKaHed y B3pocnbIX. [Ipomecc daimie Bcero BCTpEYaeTcsi y B3POCIHBIX
CPEIHEro M cTapiiero Bo3pacta (cpeanuii Bo3pact — 50 JeT), peako — y aeren (cm.
uHpantunpHas (uodpocapkoma). Panee He OBUIO OTMEUEHO pA3IHUUANA MEKIY
M0JIaMH, XOTsI OIIYXOJIb BEPOSATHO HECKOJIBKO 00Jiee paclpoCTpaHEeHa y MY>KUHH.

OneHuTh YacTOTy BCTPEYAEMOCTH (HUOPOCAPKOMBI B3pPOCIBIX TPYIHO,
MOCKOJIBKY 3TOT JWAarHo3 BBICTaBJSIETCS METOAOM HCKJIIOYEHMs, U B MOCIEAHEE
BpeMs ObUIH UJICHTU(DUIIMPOBAHBI pa3InvHble MOATHUIIBI (pruOpocapkombl. BeposiTHo,
4acTOTa Pa3BUTHUS ATOM OMyXO0JH cocTaBiseT 1-3% capkoM B3pOCIbIX.

ITHOJIOTHSA

KonkpeTHblx mnpeapacnonaramomux (paktopoB He cyuiectByer. Hekotopbie
OMyXOJIM BO3HHMKAIOT B O0JIACTH paHEE IPOBEIECHHOTO OOJYy4YeHHUS U PEAKO B
COUCTAaHWM C WMIUIAHTUPOBAHHBIM HMHOPOJHBIM MatepuajoMm. Omyxomum ¢
THUCTOJIOTUYECKUMH OCOOCHHOCTSIMH (PUOPOCAPKOMBI B3POCIBIX MOTYT Pa3BUTHCS B
nepmarodubdpocapkome, COJINTApHOU bubpo3HoIt OTYXOJIH,
BBICOKOAU(PGEPEHIIUPOBAHHON JIMIIOCAPKOME WIJIM B PELUJIMBAX KaK OTPAKEHUE
MPOTPECCUU OITYyXOJIH.

Jlokaausanus

dubpocapkoma pa3BUBaeTCs B TIIYOOKHMX MSITKHUX TKaHSAX KOHEYHOCTEH,

TYJIOBUIIIA, T'OJIOBBI W MICH. BHYTpI/I' N IIOJKOXXHBIC JIOKAaJIM3alluM 4Yallc BCCTO
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NpeICTaBISIIOT ~ co0oit  (ubOpocapkoMaTo3Hble  M3MEHEHHUS  BbIOyXaromien
nepmatoduodpocapkombl. EcTh myOnukanuu 0 MOpakKeHUH BHYTPEHHUX OPraHOB,
OJIHAKO pSAJl aBTOPOB MOABEPTalOT COMHEHUIO 3TH HaOmoaeHus. Peko pa3BuBaercs
3a0promuHHas  (pudpocapkomMa HW B OOJBIIMHCTBE CIIy4aeB MOXET OBITh
HU3KOTPEHIHON TUTIOCapKoMou ¢ aenudhepeHITPOBKOMA.

Kinnuyeckue 0co0eHHOCTH

dubpocapkomMa TPEACTABISIET CO00M CyOBEKTHMBHO OOJE3HEHHBINH WM
0e30051e3HeHHBIN y3es1. CUMITOMBI MOTYT 3aBUCETH OT JIOKAIU3alUK OrmyxoJid. EcTh
COOOIICHMS O PA3BUTUU TUTIOTIIUKEMHUH.

Maxkpockonuyeckasi KApTUHA

Tunuynas ¢ubpocapkomMa — OrpaHUUYEHHOE OeliecoBaToe WM KOPUYHEBOE
oOpa3oBaHuE PA3IUYHON IIJIOTHOCTH, CBSI3aHHOM C coJepkaHueM KoJjulareHa. B
OITyXOJISIX C BBICOKUM TPEHIOM BCTPEUAIOTCS KPOBOUBIIUSHUSA U HEKPO3BI.

I'ucronaroJiorus

OOpa3oBaHuE COCTOUT U3 MOHOMOP(HBIX BEPETEHOBUAHBIX  KIETOK,
bopMHUPYIONUX TOHKUE JJIMHHBIC MYyYKH, PACIIOJIOTAIONIUECS IOJ] YIJIOM B BHJIE
«enmouku». MoryT oTMedarbcsl YY4aCTKH «MyapoBOCTH». KJIeTku ¢ 3a0CTpeHHBIMU
cab0 OKpallleHHBIMU  fJIpaMHu, BapUaOCIbHBIMU  SAJIPBIIIKAMU W CKYJAHOMU
ruToruiazMoi. [louT Bcersia BEIBISETCS MUTOTHYECKAsT aKTUBHOCTh. B omyXxossix
C BBICOKMM TpEHAOM sifjpa KIETOK OoJiee MHTCHCHBHO OKPAILCHBI, OMPEICIITIOTCS
(GOKyCHl C OKpYIIBIMH M MHOTOSIACPHBIMH KieTkamMu. OJIHaKoO HEOIIa3uu C
BBIPKEHHBIM TJIEOMOPPU3MOM KiIaCCU(PULIMPYIOTCA Kak HeAu(dhepeHIupoBaHHbIE
ieoMopdHbie capkoMbl. CTpoMa COJIEPKUT BaprualdeIbHOE KOJUYECTBO KOJUIareHa
— OT TOHKOM MEXKJIETOUHOMN CETH JI0 MaJIOKJIETOYHBIX oOsacteii ¢ Auddy3HbIM UITU
KEJIOMIOMOA00HBIM CKJIEPO30M WJIM THAJTUHO30M. MOTYT OTMEYaThCsl MUKCOUIHBIC
U3MEHEHUSI M KOCTHO-XpsileBas Metarasus. Pubpocapkoma o0bUHO Oosee
KJIeToyHas, 9yeM (puOpoMaro3, W KIETKH COJEP)KAT YBEIMUEHHBIC TUTIEPXPOMHBIC
anpa. OnHako B (uOpocapkoMe OTMEHaroTCs o0JiacTd, Moj00HbIe (Hudpomarosy,
M0TOMY HEOOXOUMO TIIATEITFHOE UCCIIEIOBAHUE OMyXOJIH.

HNvmyHopeHoTHIT

dubpocapkoma IKCIIPECCUPYET vimentin, 0YaroBo SMA
(Muodubpodnactuueckas auddepennuponka). CD34-mo3uTuBHBIE — OMyXOJH,
uMermue  Mopdosoruro  GUOPOCAPKOMBI, BEPOSTHO, TMPEACTABISIIOT COOOM
¢dbudpocapkoMy, pa3BUBAIOIIYIOCS B BblOyXaroiiei aepmatodudpocapkoMe WIH
budpocaproMarno00HyI0 IPOTPECCUI0 B COMUTAPHOU (PUOPO3HOI OIMYXOJIH.

YabsTpacTrpykrypa

OnyxoneBbie KJICTKM TMpeAcTaBieHbl (puOpobiactaMu ¢  BBIPAKEHHOU
TPaHYJSIPHOW  DHAOIJIA3MATHUYECKOW CEThI0, OTCYTCTBHEM MHO(PUIAMEHTOB,

BHEIMHEN IUTACTUHKU WM MEXKIETOYHBIX COEAWHEHHUN. B OTIENbHBIX KiIETKax
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BBISIBJISIIOTCS. TYYKA (DUIAMEHTOB, yKa3bIBalolMe Ha MHOPUOPOOIACTHUECKYIO
muddepentmpoky. Ecnum mocienHsss BelpakeHa — CIEAYyeT TOBOPHUTH O
Muopudpocapkome.

I'enernka

®dubpocapkoMbl B3pOCITBIX UMEIOT MHOKECTBECHHBIC YHCIIOBBIC H CTPYKTYPHBIC
XPOMOCOMHBIC OTKJIOHEHHsI, 0€3 ydJacThsi KOHKpeTHOro Jiokyca. OmHaKo B JBYX
cinydasx (uOpocapkoMbl B3pOCIBIX BBISIBICHO BOBIeueHue 2q21-qter segment,
NPUBOJAIICE K YACTHYHOW TPUCOMHUHU WM Terpacomun 2q. Ha ocHoBaHum 3TOTO
¢dakTa U APYrHX CXOXKUX HCCIEIOBAHHM, MOpaKEHHE OJHOTO WK Oojiee TEHOB B
2014-22 ob6nactu MOXKeT OOYCJIOBJIMBATH MATOT€HE3 HEKOTOPBIX (PuOpocapkom
B3POCIIBIX.
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Puc. 114. ®ubpocapkoma B3pOCIIBIX.
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Puc. 116. ®ubpocapkoma B3pOCIIbIX: BEPETCHOBUIHBIE KICTKHU C YTHHEHHBIMH
SIpaMH C TOHKUMH 3a0CTPEHHBIMU KOHIIAMH.
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Puc. 117. ®ubpocapkoma B3pOCIbIX: BBIPAKEHHBIN SIIEPHBIN 1I1IeoMOpdhH3M.

dakTOpbI NPOrHO3a

B HenaBHeli cepun AMarHOCTUPOBAHHBIX (PUOPOCAPKOM B3POCIBIX, MO JAHHBIM
Bahrami u coasr., 6onee 80% omyxoneit Obutn Beicokoro rpeiina (FNCLCC rpeiin
2 wm 3). OmHO U3 4YeThlpeX HOBOOOPa30BaHWW C HHU3KUM TpeiaoM
IPOrPECCUPOBAJIO JI0 BBICOKOIPEHAHON CapKOMBI MPH MECTHOM pELMJIuBE. DTU
($ubpocapkoMbl XapaKTEPU30BAINCh arpecCUBHBIM TEUEHUEM, COIMPOBOKAAINCH
MHO’KECTBEHHBIMU JIOKAJIbHBIMU pELUANBAMH, METacTa3aMH B MapE€HXUMAaTO3HBIE
oprabl U JuMmdaruyeckue y3abl. OOmas BBDKMBAEMOCTb COCTaBWIa 2 Troja B
Menee,ueMm 70% ciywaeB, u 5 netr — B MeHee, ueM 55%. Panee B nurteparype
MOBEJICHUE OITyXOJIH, PACIICHEHHON Kak (uOpocapkoma, CBSI3BIBAIH C €€ TPEeuoM,
pasMepamu U TIyOMHOM pocTta. M3-3a OTHOCHUTENBHO HEOOJBIIOTO KOJIHYECTBA
¢ubpocapkoM B wuccienoBaHuu Bahrami u ap. xoppemsims MeXOIy KIWHUKO-
MOp(}OJIOrMYecKUMH TapaMeTpamMu (BKJIIOYas TpeiJl) M HCXOJIO0M Ipoliecca
HEBO3MOXKHA. M3BECTHO, YTO BEPOSITHOCTh JIOKAJIBHOTO pEIHIMBA CBsi3aHA C
oO0bemamu mpoBefeHHON skcumzuu (12-79%). Metactasupyor ¢GudpocapKoMsl
MPEUMYIIIECTBEHHO B JIETKHE, KOCTU (OCOOEHHO B TO3BOHOYHUK) M PEIKO B
amuMpaTtudeckre y3ibpl. K HEOJarompusATHBIM MPOTHOCTUYECKUM  (hakToOpam
OTHOCATCSI BBICOKMWA TpEWJ OIyXOJu, TycTas KIETOYHOCTh C MHUHUMAaJIbHbIM
KOJIMYECTBOM KOJUIareHa, MuTotudeckue ¢urypbl > 20/10 moiseit 3peHus npu
0O0JIBIIIOM YBEIMUYEHUN MUKPOCKOIIA, HEKPO3bI.
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MUKCOPUBPOCAPKOMA

Onpenesienue

Muxkcodubdpocapkoma BKJIIOYAET CHEKTP 3JI0KaY€CTBEHHBIX
¢bubpobiacTUUeCKUX OMyxoJied C BapualelbHO BBIPAKEHHOW MHUKCOUIHOU
CTPOMOH, KJIETOYHBIM IIJICOMOPHU3MOM W XapPAaKTEPHBIM HM3BUTHIM COCYAUCTHIM
PUCYHKOM.

ICD — O code 8811/3

CHUHOHUMBI

MukcouHas 310KkayecTBeHHass pruOpo3Has TUCTHOLIUTOMA.

NuaAEeMHOJI0T U

MukcodubOpocapkoma siBIeTcsl OAHOW M3 HamboJiee PaclpOCTPaHEHHBIX
CapKOM Y NMallMEHTOB MOXKUIIOT0 Bo3pacTta. OTMedaercs HeOobIIoe Ipeodiaianme
MYCKOTO 10J1a. XOTsI BO3pAaCTHOM JUana3oH MUPOKH, 3TH OIyXOJIM Pa3BUBAIOTCA
MIPEUMYLIIECTBEHHO Ha 6-8 NECATUIICTUH KU3HU. VICKIIFOUMTENBHO PEAKO HEOILIA3UU
BO3HHUKAIOT y JIUI Mitajie 20 JerT.

Jlokaausanus

BonapmmHCTBO oOmyxoJieil pa3BUBAcTCS B 00JIACTHU KOHEYHOCTEH, BKIIIOYAs
IJICYeBOM M Ta30BBIM TMOsica (Yalle BOBJICKAIOTCA HIDKHHUE KOHEYHOCTH, YEM
BepxHUE). Penko mnopaxkaroTcs TyJIOBMINE, TOJIOBA U II€sl, KUCTA M CTOIIBIL.
Upes3BblualiHO peaKko 0O0pa30BaHUSI BO3HUKAIOT B 3a0pPIOIIMHHOM MPOCTPAHCTBE U
OpIOIIHOM MOJOCTH. BONBIIMHCTBO Ciy4yaeB ¢ MOJOOHBIMH MHUKCO(UOpocapkoMe
ydacTKaMd Ha caMOM JeJie MPEeACTaBISIIOT co0oil  nenuddepeHnrnpoBaHHbIe
aunocapkoMbl. [IpruMepHO B MOJIOBUHE CIy4aeB OIYXOJIM Pa3BUBAIOTCA B JEPME
WJIM TIOJIKOXKHO, B OCTAIBHBIX — B MOJJICXKAIUX (HACIUAX U CKEJICTHBIX MBIIIIIIAX.

Kunnnyeckue 0co0eHHOCTH

BonbIIMHCTBO OMyXOJed NPEeACTaBICHO MEIJIEHHO YBEIMYHBAIOMIMMUCA B
pa3mepax 0Oe30oie3HeHHbIMU OOpa3oBanusiMu. B 50-60% ciiygaeB oTMeuaroTCs
pELUIMBBI, YacTO TOBTOPHBIE, HE CBS3aHHBIE C THUCTOJOTMYECKUM TpPEHIoM.
MertactazupoBaHue W JIETaJIbHOCTh, HAMPOTUB, CBSI3aHBI C TPEUIOM OITYXOJIH.
Onyxofu ¢ HU3KUM TPEUJIOM HE METACTa3UPYIOT, C MPOMEKYTOUHBIM U BBICOKHM
rpejioM — MeracTtazupyroT npuonusureabHo B 20-35% ciygaeB. Mertacrasbl
BBISIBIISIFOTCS B JIETKHX, KOCTAX, TUM(PaTHUECKUX y37aX.

Makpockonnueckass KApTUHA

[ToBepXxHOCTHO pacnoJioKeHHbIE OITYXOJIN XapaKTEePU3yIOTCS
MHOYKE€CTBEHHBIMU KEJTaTUHOOOPA3HBIMU WK O0Jie€ MUIOTHBIMU y3JIaMH, TOTJa KaK
rJIyOOKO pacnoJIOKEHHbIE YacTO MPEACTaBICHbl OIWHOYHBIM OOpPa30BAHHUEM C
WHOUIBTPATUBHBIMU KpasMH. B OMyXoJsiX ¢ BBICOKHM TPEUIOM OMPEIesIOTCS
HEKPO3BI.

126



I'mcronmaroJiorus

MukcodubOpocapkoma XapakTEepU3yeTCsl IMIHUPOKUM CIEKTPOM KJIETOYHOCTH,
mwieomopdusma U npoiaudepaTuBHONM akTUBHOCTH. OJHAKO BO BCEX Ciydasx
BBISIBIIIIOTCSL  OOIIME  OTJIMYUTENbHbIE  MOP(OJIOTMYECKHE  OCOOCHHOCTH:
MHOTOY3JIOBOM POCT C HEMOJIHBIMH (UOPO3HBIMH CETNTaMH, MUKCOWTHAS CTpOMa,
COCTOSIIIasl MPEUYIIECTBEHHO W3 THATyPOHOBOW KHUCIOTHI. Tuml copep:kammxcs
TJIMKO3aMUHOTJIMKAHOB MOET KOPPEIUPOBaTh C THUCTOJOTHUYECKUM TPEUIOM.
[TonkoxHble cayyan MUKCO(MUOPOCAPKOMBI OOBIYHO XapaKTEPU3YIOTCA HATUYHEM
MHOUIBTPATUBHOTO Kpasi.

Mopdonornyeckuii CHEeKTp HEOIUIa3u C HHU3KUM TpPEeHaoM IpeAcTaBiieH
MaJIOKJICTOYHBIMHU OITYXOJISIMU U3 BEPETEHOBUIHBIX WJIA 3BE3AYATBHIX OMYXOJEBBIX
KJIETOK C TIUIOXO ompeAessieMod c¢iabo 203MHOPUIBLHON IUTOIUIA3MON U
YBEIIMYEHHBIMU ATUMUYHBIMU TUIEPXPOMHBIMU sigpaMu. MUTOTHYECKHE (PUTYPHI
BBISBJISIIOTCSL PEAKO. XapaKTepHasi 0COOEHHOCTh — HAIMYUE YJIJTMHEHHBIX HU3BUTHIX
TOHKOCTEHHBIX KPOBEHOCHBIX COCYAOB C TIEPUBACKYJISIPHOM aKIeHTyaluen
OITYXOJIEBBIX KJIETOK M, UJIU KJIETOK BOCHANICHUS (TJIaBHBIM 00pa3oM, JIUMQOIIUTOB U
mia3MonuToB). Yacto ompenensioTcss TaK Has3bIBaeMble  IICEBIOJIUIOOIACTHI
(BaKkyOJIM3UPOBAHHBIE OITyXOJIEBBIE bubpobIacTuueckue KJIETKU c
[UATOIJIA3MaTUHYECKUM MYITUHOM).

OnyxoJii ¢ BBICOKMM TPEHIOM, HAIIPOTUB, COCTOAT W3 COJHUIHBIX IJIACTOB U
MIYYKOB BEPETECHOBUIHBIX M IUICOMOP(MHBIX KIETOK C MHOTOYUCIECHHBIMHU, YacCTO
aTUMIUYHBIMUA, MUTO3aMH, OUYaraMyu KpOBOUBIIUSIHUN U HEKPO3a. Bo MHOTUX ciydasix
BBISIBIIIIOTCS TIPUUYJIUBBIE MHOTOSIIEPHBIE TUTAHTCKUE KIETKH C OOMIBHOM
HO3UHOPUIBLHOM IUTOIIA3MON (HATIOMUHAIOIINE MHOUHBIE KJIETKH) C sApaMu
pasznu4Hoi (opMbl. B Heommazusx onpenemnstoTcs: ouard, HamoOMUHAIONIUE OMyXO0JTh
C HU3KHUM T'PEUJIOM — C MUKCOUJIHOM CTPOMOM U MHOTOUYHUCIICHHBIMU yJIMHEHHBIMU
KanuJuIsipamu.

OnyxoJii ¢ MPOMEKYTOUYHBIM I'peiioM Oojiee KJIETOUYHbIC U TUIEOMOpP(HBIC B
CpPaBHEHHHM C HU3KOTPEUIHBIMU BapuaHTaMu. B HHX OTCYTCTBYIOT COJIMIM3AIINA,
BBIPKEHHBIN KJIETOUHBIN TUIEOMOP(PU3M U HEKPO3HI.

Penko BcTpedaeTcst SNUTEIMOUIHBIN BapUAHT, COCTOSINN MPEUMYLLECTBEHHO
U3 aTHMHWYHBIX SMHUTEITUONIHBIX OITYyXOJIEBBIX KIETOK C OOMJIBHOW 303WHOMUILHOM
LIUTOIJIA3MOM U KPYTJIBIMU BE3UKYJISIPHBIMU si/ipaMu. KIeTKH pacnoyioKeHbl B BUJIE
HEOOJIbIINX CKOIUIEHM B MHUKCOMJHBIX O00JacTsIX WiId 00pa3yloT IUIacThl B
TUIIEPKIICTOYHBIX OO0JACTAX, YTO MMUTHPYET METACTaTUYECKYIO KapIMHOMY,
MEJIaHOMY WJIM MHUOSIUTEIUAIBHYIO KapIMHOMY MSTKUX TKaHed. OmnucaHHbIE
MOPGhOIOTHYSCKUE 0COOCHHOCTH HaOJII0Taf0TCS B OCHOBHOM pu
HOBOOOPA30BAHUAX C BHICOKHUM TPEHIOM.
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NvmyHopenoTun

OmyxoJieBble KJIETKH SKCIPEeCCUpyroT Vimentin. B penkux ciydasix OTe/IbHbIC
BEpPETECHOBUAHBIC U 00Jiee KPYMHbIC 303MHOPUIBHBIE KIETKU dKcrpeccupytor MSA
u, wim SMA, 4YTO CBHUIETEIbCTBYET 00 o4aroBoii MuopuOpodIaACTHIECKOM
muddepermuporke. Desmin u ructuonurapusie Mapkepsl (CD68, Mac 387, FXIlla)
HETaTHBHBI.

YabTpacTpykTypa

XOTs B MPOIIJIOM OMHCaHbl (PUOPOOIACTONON0OHBIC, THCTUOIUTONON00HBIC,
MH0(pUOpoOIaCTONOA00HBIE KJIETKH, MHOTOsI/IEpHbIC TUTaHTCKUE u
HeubepeHIMpOBaHHBIE ME3EHXMMAJbHBIE KIETKH, OOJBIIMHCTBO KJIETOYHBIX
AJIEMEHTOB B MHUKCOUIHBIX 30HAX  YJIBTPACTPYKTYPHO  XapaKTEPHU3YIOTCS
bubpobmacTuueckoir  mudPepeHIUPOBKON (BEPETCHOBUAHBIC W  OBAJIbHBIC
OTYXOJICBBIC KJICTKH C YyIJWHEHHBIMH, WHOTJA pACHICIUICHHBIMHA SAPAMH,
BBEIPOKECHHOW TPyObIM SHIOIUIA3MAaTHYECKUM PETUKYJIyMOM) C CEKPETOpPHOU
aKTUBHOCTBIO B TIPeIeJIaX MHUKCOMTHOTO MaTpUKCA.
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Puc. 118. MukcodubpocapkomMa: ormyxoJib ¢ HU3KUM I'PEHI0M — MAJIOKJIETOYHAs, C
XapaKTEPHBIMU apKOOOPA3HBIMU KPOBEHOCHBIMH COCYIaMH.
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PI/IC 119 MHKCO(bI/I6pocapKOMa KOM6I/1Ha1ms{ Ol'IyXOJ'II/I C BBICOKHM U HU3KUM
rpeuIom.
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Puc. 120. Mukcodudpocapkoma;: xapaKTepHme apKoo6pa3HLIe COCYBI.
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Puc. 121. Mukcodubdbpocapkoma: HJ'ICOMOpCl)HBIe OITYyXOJIEBBIE KJIETKU B
MUKCOHMJIHOM MaTpHUKCE.

I'eneruka

KapuoTtun, kak mpaBuio, OY€Hb CIOXKHBIHA, C OOJIBIION BHYTPUOITYXOJIEBOM
BapuaOCIbHOCTBIO M XPOMOCOMHBIM YHCJIOM, B OOJIBIIMHCTBE CJIy4aeB B
TPUIJIONAHOM WJIM TETPAIUIOMIHOM [HMarna3oHe, BKIIOYas Heouiasuu | rpeina.
[Iporpeccuss B Tpelfie CONMPOBOXKIACTCS  YBEIUYECHUEM I[IMTOTCHETUYECKHUX
abeppauuii. Hukakmx cnenuduvHblx alOeppanuii TpU OSTOM HE BBISBICHO.
CymiecTByIOT pa3HOOOpa3Hbie TaTTepHbl abeppamuwii NF1, Bkmouas TouYedHBIC
mytanuu u  genenuu (B 10% mpoaHanM3UpOBAHHBIX MHUKCOPUOpPOCAPKOM).
['eHOMHBIE HapyLICHUS, BBIABISIEMBIE METOJOM CpPaBHUTEIBHON TI'E€HOMHOMN
ruopunuzanuu (CGH), dacrto Bkimtowator ytpaty 6p u yBenmuenue 9q u 12q.
JlokanpHBIE pPENUAMBBI MOTYT HMETh 00Jiee CIIOXKHBIE IUTOTCHETUUECKHE
HapyILIEHHUsl, YeM IEepPBUYHbIE HOBOOOPA30BaHHUA, UYTO YKa3bIBAE€T HA OITYyXOJIEBYIO
nporpeccuto. B oTnuyne oT BHYTPUMBIIIEYHOW MHKCOMBI, B MUKCO(QHOpocapkome
HeT mytanuit GNAS rena.

DakTOpbI NPOTrHO3a

YacTora MeTacTa3MpOBaHUs W YPOBEHb JIETAJbHOCTH 3aBUCAT OT TIpeija
onyxoyii. Heomia3sun ¢ HU3KUM TpEeHOM MPAKTHYECKHM HE METACTa3HpylOT, a B
CIy4asix IPOMEXYTOYHOIO W BBICOKOIO TPEHIOB YacToTa METacTa3upOBAHHUS
cocraBisgeT 20-35%. [Ipu pa3BUTHH JIOKAIBHBIX PELHUIUBOB B TEUEHUE MEPBBIX 12
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MECAIIEB OTMEYACTCS YBEIWYCHUE YPOBHS CMEPTHOCTH. YIIydIlleHWE KadecTBa
JOKAJIBHOTO  KOHTPOJII  MOXKET TIPMBECTH K  YBEJIMYCHHIO  ITOKa3aTelIs
BBIKHBAE€MOCTH. C THCTOJIOTHYECKUM rpeiaom OMyXOJIH CBSI3aHBI
npojudepaTUBHAS AKTUBHOCTD, IIPOLICHT aHCYIUIOUIHBIX KJICTOK M BaCKYJISPH3aIINs
OITYXOJIH, HO CBSI3b C KIIMHUYECKUM TTOBEJCHUEM HE BhIsBIICHA. Pazmep omyxomnu, ee
TpaHIbl U MOP(OIOTUUECKUNA TPEUI SBISIOTCS CTATHCTHYECCKH 3HAYNMBIMU
MPEIUKTOPAMHA BBDKMBAEMOCTH MamueHTOB. ClemayeT OTMETHTh, YTO OMYXOJH C
HU3KUM TPEUIOM TIPH Pa3BUTHH TMOBTOPHBIX DPEIHIAMBOB MOTYT IEPEXOIUTh B
BBICOKHI TpEWJI, ClIeI0BaTeIbHO, IMPUOOpEeTaTh METAaCTaTUYCCKUM ITOTCHITUA.
OO01mas S5-netHsa BbDKUBaeMOCTh coctaniieT 60-70%.

®UBPOMUKCOMUJIHASI CAPKOMA HU3KOHM CTENIEHU
3JIOKAYECTBEHHOCTH

Onpenesienue

OubpomMuKkcouHasi  capkoMa  HHM3KOM  CTEMEHUM  3JI0KaYeCTBEHHOCTHU
(HU3KOTrpeiiHas) — 3JI0KAaYECTBEHHOE HOBOOOpa30BaHUE, XapaKTepHU3yloleecs
YepeIOBaHUEM  KOJUIAar€HU3UPOBAHHBIX W MHKCOUIHBIX 30H, COJEp KaIIUX
BEPETECHOBUIHBIE KJIETKH Oe3 crenuduueckux ocodennocredt (bland) B Buae
«3aBUXPEHUI» U apKOOOpa3HbIE U3BUTHIE KPOBEHOCHBIE COCYIbl. B 3THX OmyXxoJisix
Bceraa onpeaensercs cuate3 rera FUS-CREB3L2 nmu6o FUS-CREB3LL.

ICD - O code 8840/3

CHHOHUMBI

['manuHU3pOBaHHAs BEPETECHOKJIETOUYHAS OMYX0JIb C TUTAHTCKUMU PO3ETKAMMU.

INUAEeMHOT0TUSA

Onyxonb peakas (3apeructpupoBaHo okosio 350 cmyudaeB). OgHaKO OIEHUTH
TOYHBIA YPOBEHb PACIPOCTPAHEHHOCTH HU3KOTpEHAHOW (PUOPOMUKCOUTHOM
CapKOMBI TPYAHO, MOCKOJIbKY MHOTHE OMyXO0JI1 OCTaroTCs HE
JIMarHOCTUPOBAaHHBIMU. Heomazuss MoOXKeT BO3HUKATh B JIIOOOM BO3pacrte, C
OJIMHAKOBOM YaCTOTOM y MYYMH U KEHIIHH. Yalle cTpaJaroT ManueHTbl MOJIOIOrO
Bo3pacTa (B cpeanem 34 rona, 1o 20% — momoxe 18 ner).

Jlokaausanus

TunuuyHasi JoKaau3alusi CapKoMbl — MPOKCUMAJIbHBIE OTJEIbl KOHEUYHOCTEN U
TYJIOBUILIE; PEIKO  BOBJIEKA€TCS  TOJIOBA,  3a0pIONIMHHOE  MPOCTPAHCTBO.
[TonaBnsromee OOJIBIIMHCTBO 00pa3oBaHUN  PACHOJIOkKEHBI  CcyOdaciuaibHoO,
ropas/io pexe BCTPEYalOTCS OMYXOJId C MOBEPXHOCTHOM JIOKanu3auuen (vaie y
nererd). Ha MOMEHT MOCTaHOBKM AMAarHo3a, Kak MpaBWIIO, OMYXOJU JIOCTUTAIOT
OOJBIINX Pa3MEPOB.
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Kiannnuyeckue oco0eHHOCTH

Ho 15% cnyuaeB nepuon 3a0osieBaHUsl cocTaBiiger Oojnee 5 yer. Omyxoub
npeacTaBisger coboit 0e300Je3HeHHBIN TITyOOKO PAaCHONIOKEHHBIM MATKOTKaHHBIN
y3ed.

Maxkpockonuyeckasi KApTUHA

Heomma3zun  OOBIYHO  XOpOIIO  OYEPUYCHBI, IUIOTHBIE C  OYarOBBIMH
MHKCOUJHBIMU W3MeHeHusMHU. Pasmep Bapeupyer ot 1,0 cm go 20,0 cm B
HanOOJIBIIIEM U3MEPEeHUH (CpeTHUIA cocTaBisieT 5,0 cm).

I'mcronaroJiorus

Huskorpeiignas ¢uOpoMuKcouaHas capkoma TNpeJCTaBlIeHa COYETaHUEM
KOJUTAr€HU3UPOBAHHBIX MAJIOKJIETOYHBIX YYaCTKOB U KJIETOYHBIX MUKCOUIHBIX 30H.
B omyxomm onpeaensiroTcss KOpOTKUE MUK U «3aBUXPEHH», 00JIee BRIPAKCHHBIC B
o0nacTH mepexoJa OT KoJUlareHu3auuu K Mukcoumauzauud. CocyaucTsii
KOMIIOHEHT TIPEACTAaBJICH apKOOOpa3HbBIMU MEJIKUMU cocydaMu (MOJ0OHBIMU
apTepuosiaM) C  NEpPUBACKYJSIPHBIM  CKJIepo3oM.  OmyxosieBble  KJIETKH
MPEUMYIIECTBEHHO JOOPOKAYECTBEHHOTO BHJIAa C EIWHUYHBIMH PACCESTHHBIMU
TUIEPXPOMHBIMU KJIeTKaMu. Muto3sl He xapakrepHbl. [IpubmuzutensHo B 10%
CJIy4aeB BBISBIISIIOTCS OOJIACTH C MOBBIIICHHOW KJIETOYHOCTHIO, SIIEPHOM aTUIIUEH,
KJIETOYHBIM TUICOMOP(PU3MOM M HaJW4HEM SIUTEIHONIHON Mopdomioruu. MHOTIA
OOHApy)XMBAIOTCS ~ OYard, HE OTIMYMMBIE [0 CBOEMY CTPOEHHIO  OT
CKJICPO3UPYIOIICUCS AMUTETUOUAHON (puOpocapkombl. Peiko B TKaHU OMyXOJH
MOXHO BCTPETUTh Henu(pPepeHIMpPOBaHHBIE OKPYTJbICe KICTKH WU KICTKH C
octeoOactTuueckon auddepeHnpoBKo.

[Tpubnuszutensao B 30% ciayyaeB (GUOPOMUKCOMIIHBIE CApKOMBI C HHU3KUM
IpelIoOM XapaKTEepU3yIOTCd HaJU4YheM B I[EHTPE IUI0X0 CHOPMHUPOBAHHBIX
KOJUIAr€HOBBIX ~ PO3ETOK,  IIEHTpaJibHas  4YacTb  KOTOPBIX  MPEICTaBIICHA
TMAIMHU3UPOBAHHBIM  KOJIJIATGHOM,  OKPY)KEHHBIM 10  Tepu(epur  BajIoM
AMUTENMOUIHBIX (uOpodsacToB. B cimydasx, korga 5TH  PO3ETKH  XOPOIIO
ChOpPMHPOBAHBI ¥ BBIPAXEHBI TMPUMEHSETCS TEPMUH «THATUHU3HPOBAHHAS
BEPETEHOKJICTOYHAsI OIyXOJb C TUTAaHTCKUMH po3eTkamu». JlokazaHo, dYTO
KJIIMHAYECKOE TOBE/ICHNE, MMMYHOTUCTOXUMUYECKUE U T€HETUYECKUE 0COOCHHOCTU
(GUOPOMUKCOUTHBIX HU3KOTPEHIHBIX CapKOM C HAJUYMEM WIH OTCYTCTBHUEM
TUTaHTCKUX PO3ETOK UACHTHYHO.
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Puc. 122. ®ubpomukconHas capkoma
HM3KOTpEHIHas.

Puc. 123. CDI/I6pOMI/IKCOI/I,IlHa}I capkoma HPIBKOFpeI/I,I[Ha}I KIETOUHAS
MUKCOUIU3UPOBAHHAS U MAJIOKJIETOYHAS KOJJIAT€HU3UPOBAHHAS 30HBI.
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Puc. 124. ®ubpomukconaHas capkoMa HU3KOTPEHTHAS: OMTyXOJIEBBIC KICTKH
IIUTOJIOTUYECKH BBITIIAIAT T0OPOKAYECTBEHHBIMU; POCT B BHJIE «3aBUXPEHUIN.
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Puc. 127. I'manuHn3npoBaHHasi BEPETEHOKIETOYHAS ONTyXOJIb C TUTAHTCKUMH
PO3E€TKaMHU: TUTAHTCKasl PO3€TKa C THAITMHU3UPOBAHHBIM KOJUIATEHOM B IIEHTPE.
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Puc. 128. I'manuHu3upoBaHHasi BEPETEHOKIECTOYHASL OMTyXOJb C TUTAHTCKUMU

PO3ETKaMHM: TPAHUIA MEXAY ITYYKAMHU BEPETECHOBUAHBIX KJIIETOK U TUTAHTCKOM
PO3ETKOM.

PO3ETKaMH.
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NMMyHOrucroxumus

NMMyHOTHUCTOXUMUYECKH OITYXOJIEBbIE KJIETKM OOBIYHO 3KCIPECCUPYIOT
TOJBKO vimentin, 4To roBOpUT 00 ¢udpodiaacTuyueckoir auddepenimporke. Peako
HaOII0/1aeTCs MuopubpobdIacTuIecKas muddepeHIpoBKa, BBISIBJISIEMAs
skcrpeccuer  SMA. B 80% ciydaeB ouaroBo akcmpeccupyerca  EMA.
OrnurenuanpHblid  TaUKONporenH MUC4  sBIseTCsl BBICOKOYYBCTBHTEIBHBIM U
cnerubuaHbIM 17151 GudpodIacTHIecKux omyxosei. [louTn HUKOrIa He BBISABIACTCS
skcrpeccus desmin, S100, nutokepatnnoB, EMA u CD34. YnbrpacTpyKTypHBIE
HCCIICIOBaHUSI  BBIABISAIOT — puOpoOiacTuyeckyro I EpeHIIMpPOBKY HW B
KJIACCUYECKOM HU3KOTpeHaHON (PUOPOMUKCOMIHON CapKoMe, U B COJEpKalleM
PO3ETKH BapUAHTE OIMYXOJIH.

I'eneruka

[Mutorenernueckum npoduneM 3THX omyxoyied sasisercs t(7;16)(q33;pll),
KOTOPBIH YacTO MPUCYTCTBYET, KaK €IMHCTBEHHOE M3MEHEHHE (IIPUMEPHO B ABYX
TpeTsix caydaeB). B 25% ciydaeB BBIABISIETCS JIONOJIHUTEIbHAS KOJbLEBAS
xpomocoMa. O6e abepparuu npuBOAAT K ciausauio 5' yactu reda FUS B 16pl1 ¢ 3
yacteto reHa CREB3L2 B 7q33. Penkmii Bapumant t(11;16)(pll;pll) Bemer k
cuntesy FUS-CREB3L1. MonekyiasipHO-TEHETUYECKHE HCCIEI0BAaHUS BBISBUIN
cunre3 reHoB FUS-CREB3L2 u FUS-CREB3L1 B 76-96% u 4-6% cnyu4aes,
COOTBETCTBEHHO. DUOPOMUKCOUTHBIE CAPKOMBI C HU3KHM T'PEHIOM, BOZHUKAIOIINE
B HETUITMYHBIX MECTAX, C TATAHTCKUMH PO3ETKAMHU WU OYaraMu, HalTOMHUHAIOITUMU
CKJIEPO3UPYIOIIYIOCS AMUTENUOUIHYI0 (pubpocapkomy, Takxke numerot t(7;16)/FUS-
CREB3L2. Xwumepnsiii Oenok FUS-CREB3L2 ¢yHkimonupyer kak QakTop
abeppaHTHOM TPAHCKPUIIIUHU, BBI3bIBAS HEPETYIUPYEMYIO JKCIPECCUI0 TEHOB-
muiieneit nukoro tuna CREB3L2.

dakTOpHI NPOrHO3a

B mepBbie 5 neT mocie SKCUM3WHM TEPBUYHON OMyXOJIM OTMEUAeTCsl HU3Kas
4acTOTa PEUUIUBOB U pa3BUTUS MeTacTa3oB (0kojo 10% u 5%, cOOTBETCTBEHHO).
[To maHHBIM HETABHHUX WCCIIECIOBAaHWN, (PUOPOMUKCOMIHBICE CAPKOMBI C HHU3KUM
rpeitiom B 64% ciyyaeB peuuauBUPYIOT, B 45% — MeTacTa3upyloT, JETaIbHbIE
ucxoapl HaOmomarorcss B 42%. Meracra3sl omucaHbl crmycTss 45 JeT 1ocne
MEPBUYHOTO YAAJICHUS OMyXOJH (B CPEIHEM 4epe3 S JIeT), a CpeIHUN UHTEpBAI 10
JETAIBHOTO MCXOJa cocTaBiseT 15 mer. Yamie Bcero omyxoyib METAacCTa3HpyeT B
jgerkue u mieBpy. HecmoTps Ha TO, 4yTO HEOOJbBIIKME Yy4acTKH OO0Jee BBICOKOIO
rpelijia B OIyXOJU HE SBISIFOTCS HEOJarompUsATHBIM MPOTHOCTHYECKUM (haKTOPOM,
3HAYUTENbHbIE O0JIACTH BBICOKOTO Tpela BeAyT K IUIOXOMY TMporHo3y. B
pe3ynbTaTe HENaBHUX HWCCIAEAOBAHUM BBISICHWIOCh, YTO YacTOTa Pa3BHUTHS
pPEIUANBOB, METACTA30B M JICTAIILHOTO MCXO0/a COCTaBIIIOT COOTBETCTBEHHO 9%,
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6% u 2%, X0Ts Tieprol HaOMIOICHNS 3a TAIMEHTaMHd OTHOCHUTEIHHO HEOOJBIIION.
KimHnyeckuii mporHo3 0yXoJu OCTAeTCsl HEONpe1eICHHBIM.

CKIJIEPO3UPYIOHIASACA SIIUTEJIUOUTHAA ®UBPOCAPKOMA

Onpenesienue

Cxuepo3upyroriasics AMUTETNOUTHAS dubpocaproma — penkoe
3JIOKAYECTBEHHOE  (uOpoOIacThueckoe  HOBOOOpa3oBaHWE,  MPEICTABICHHOE
THE3JIaMU | TsHKaMU STTUTETMOUTHBIX OMyXO0JIeBBIX (prOpoOIacToB, 3aKITIOUEHHBIX B
IJIOTHYIO CKJIEPO3UPOBAHHYIO THATUHU3UPOBAHHYIO CTPOMY.

Moxker uMUTHpOBaTh HHU3KOAU(D(PEPEHIUPOBAHHYIO  KapIUHOMY WM
CKJIepo3upylolytocs JuMmdpomy. YacTb omyxosieid, MO-BUAUMOMY, OTHOCSATCS K
HU3KOTpenaHON (PrUOPOMUKCOUTHON CapKoMe.

ICD — O code 8840/3

INUAEeMHOJIOT S

D10 penkuii BapuaHT (UOPOCAPKOMBI ¢ MIUPOKUM BO3PACTHBIM JTHAMTa30HOM
(cpenuuit Bo3pacT cocrtaBiser 45 ner). Heormnasust BcTpedaeTcs B OCHOBHOM Y
MAIMEHTOB CPEJHET0 U MOKHIJIOTO BO3pacTa ¢ OJUHAKOBOM YaCTOTOM y MY>KUYUH U

JKCHIIHH.
Jlokanuzanusa
Onyxonb rayOOKO pAacroyio’KeHa, dYalle BCEro JOKaIu3yeTcss B 00JacTu
HIDKHUX KOHEYHOCTEH M T0sica HUXKHUX KOHEYHOCTEH, pexe — BEPXHUX

KOHEYHOCTEW, TYyJOBHUILA, TOJOBBI M IMIeW. Peako Heomnazusi BCTpedaeTCs
PETPONEPUTOHEAIBHO, B 00JIaCTH Ta3a, BHYTPEHHUX OPraHOB, KOCTCH.

Kiannuuyeckue 0CO0EHHOCTH

VY GonbpIIMHCTBA MAIMEHTOB Ha MOMEHT IOCTAaHOBKH JHarfHo3a oOpa3oBaHHUC
CYIIECTBYET pa3HOE KOJIUYECTBO BPEMEHHM; OJHA TPETh U3 HUX OTMEUYAET BHE3AMHOE
YBEJIMYEHUE OMYXOJU B pa3Mepe U BO3HUKHOBEHUE CYOBEKTUBHON O0JIE3HEHHOCTH.
BusyanuzanmoHHble METOAbl MCCIEIOBAaHWNM TOJE3HBI JJIsI MPEIONEePALMOHHON
OLICHKHU PaCpOCTPAHEHHOCTH OITYXOJIH.

Makpockonnyeckass KApTUHA

Pa3mep GonbpmmHCTBa omyxoiiel coctaBisger MeHee 10,0 cM, OJIHaKO OIMCAHBI
Heorutazuu Oonee 20,0 cm. OOpaszoBaHMs, Kak MPaBUIIO, XOPOIIO OTIPAHUYCHBI,
JI0JIbYaThIe WJIM MHOTOY3JIOBBIE, C TIJIOTHOM OenecoBaTod MOBEPXHOCTHIO Cpe3a.
MoryT BCTpedaTbCs MHKCOWHBIE, KUCTO3HBIE YYaCTKU U 30HBI OOBI3BECTBIICHMUS.
Hexpo3ssl He xapakTepHbl. YacTo B IpoIECC BOBJIEKACTCS MBIIICUHAS TKaHb, MOXKET
HaOJII0/1aThCSl IEPUOCTAIBHBIA POCT, B PEIKUX CIy4asix C dPO3UPOBAHUEM KOCTHOM
TKaHHU.
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I'mcronaroJiorus

[Ipy 0030pHOM YBEIMYEHUH OMYXOJIb BBIMJISAUT XOPOIIO OYEPUEHHOW, HO HE
WHKaICylIupoBaHHON. HecmoTpss Ha XOpOIIyl OTIpaHUYEHHOCTh, IO KpasMm
00pa30BaHUsI MOKET BBISIBIISITHCSL COCYIMCTas MHBA3Hs, YaCTO OTMEYAIOTCA YYaCTKU
c wuHbmIbTpanMe MbImIpl, (acuuu wuaM  HaAKocTHUIEL. [lepudepuueckue
OITyXOJIEBBIE Y3JIbl YAaCTO OKPYKEHBI IIEIEBUAHBIMU MOJIOCTIMHU, YTO MOKET
UMUTHPOBATh  aHTHONUM(pATUYECKyl0  HMHBa3uio. OTIWYUTENBHOM  4epToil
oOpa3oBaHMs SIBISIETCS BBIPQKCHHBIM THATUHU3UPOBAHHBIM  CKJIEPOTHUYECKUHN
KOJIJIAr€HOBBIM MAaTPUKC, CPEAN KOTOPOTO OMPEAEISIOTCS SIUTEIUOUIHBIE KIIETKH,
pacIoNoKEHHBIE B OTHAENBHBIX TsKAaX, THE3JaX M Kiactepax. MHorma KIEeTKu
OIyXOJIM PACIoOJIaraloTCd B BHUJIE ICEBA0ATBBEOJISIPHBIX WA AIIMHONOAOOHBIX
CTpYKTyp. B TKaHM penko BCTpeyaroTCsl Y4YacTKHM C 0oJiee BBIPAKEHHBIM
ieoMOppU3MOM,  HEKpPO3aMH W MHUTO3aMH.  DBOJIBIIMHCTBO  OMyXOJeH
XapaKTepU3yeTCsl OYEHb HU3KOM MHUTOTHYECKOM aKTHBHOCTBIO. YacTo oTmedaercs
HaJIN4ue MaJIOKJIETOYHBIX, MUKCOHUJTHBIX, CKJIEPO3UPOBAHHBIX WIH
¢ubpomaTouAHBIX 30H. B 0omyXxossix 4acTo ompenensitoTcsi reMaHTHOoNepruluToMa-
no/o0Hble cocyabl. Takke MOKHO BCTPETHTh OYard KOCTHOW MeTamjia3uud H
OObI3BECTBIECHUA. MoOryr oOTMeudaTbCsi IIyYKOBBIE 30HbI, HAIOMHMHAIOIINE
HU3KOTpENAHYI0 (UOpPOCapKOMY, U MaJIOKIETOYHbIE MUKCOUIHBIE YYACTKH IO THUITY
HU3KOTpeHaHOW  (UOPOMHUKCOMAHOW  CapKOMbl ¢  TpaHcopMauuend B
BBICOKOTpeiaHYyI0 (hrOpocapkoMy, 0COOCHHO B CIIy4asix PEIUIUBA OMYyXOJIH.

NmmyHopenoTHn

Onyxomu skcopeccupytor Vvimentin, MUC4 (mo 70% ciydaeB). Moxket
ompenenarhbcs oyarosas kcnpeccuss EMA, S100 u, pexe, nutokepaTuHOB. OOBIYHO
skcmpeccus keparuaos, CD34, HMB45, CD68, GFAP, TP53, SMA u desmin ne
oOHapyKUBaCTCH.

YabTpacTpykrypa

HecMoTpst Ha «3IUTENHOUTHOCTHY» MOP(OIOTUH, OMTYXO0JIEBbIE KIETKH M0 CYyTH
ABIAIOTCA  (uOpoOIacTaMu M XapaKTEPU3YIOTCS  BBIPAKEHHBIMU  arapaToM
[onbaxu, TpyObIM 3HIOIUIA3MATHUYECKUM PETHKYJIYyMOM M MEPUHYKIEAPHBIMU
3aBUTKaMH, 0Opa30BaHHBIMU CEThIO MPOMEKYTOUHBIX (PUIAMEHTOB. BHEKIIETOUHBIM
MaTPUKC MOXKET OBITh HEOTIUYUM OT OCTEOUIa.

I'eneTnka

I'eneTnueckas COCTAaBJIAIOIIASA CKJIEPO3UPYIOLIEUCS BIUTEIIMOUTHOU
¢budpocapkoMbl HEAOCTATOUYHO H3y4yeHa. B Tpex OMMCaHHBIX CiIy4dasxX KapHOTHUII
pa3Hblil, y ABYX U3 HUX € nepectpoiikor nosocel 10pll. 1o MHEHHIO HEKOTOPBIX
aBTOPOB, CYLIECTBYET NOTCHUHMAIbHAS CBA3b MEXKIAY CKIEPO3UpYIOLEncs
AMUTETUOUTHON (PUOPOCAPKOMOI U HUZKOTPEHTHON PHUOPOMUKCOUTHON CAPKOMOTA.
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Kapuorun t (7; 16) (q33; pll), oOycnoBlneHHBIH CIUSHUEM TeHa
FUSCREB3L2, xapakTepHOro ajisi HU3KOTpeHIHOU (PUOPOMUKCOMTHON CAPKOMBI,
ObUT BBISBJIEH B JAHHON ONYXOJM C y4acTKaMHU, MOJOOHBIMU CKJIEPO3UPYIOLIEHCS
SMUTEIIMOJUHON CapKOME, BKIIIOYAsl YEThIpe ciry4yas ¢ 3K30HOM S5, 6 mmm 7 FUS,
coenquHeHHBIM C¢ 9k30HOM 5 mium 6 w3 CREB3L2. Opnako, B pabore apyrux
aBTOpoB, peopranm3zanus FUS Obima oOHapykeHa TONbKO B 2 u3 22 ciydaeB
«UYUCTOW» CKIEPO3UPYIOLIEHCS STUTENNONIHOM pubpocapkoMbl. B oHOM U3 HUX Y
14-netHero MalbuMKa OTMEUAJICS CIOXKHBIM KapHOTHUIl ¢ aMmImtuukarmein 12q13 u
12q15, Bxmowas ren HMGIC wu mnepecranoBky nmamazoHa 9pl3, mnomoGHO
CIIOKHOMY KapHOTHIy B ciydasix (uOpocapkoMmbl B3pocioro tuma. Bo BTopom
HaO0JII0ICHUH BBISIBJICH JIPYToil KapuoTul ¢ BoBledeHueMm Xql3, 6q15 u 22q13.

DakTOpHI NPOrHO3a

JletanmpHoCTh coctaBisieT 50 % B Teuenue 11 jer. B mocneaguux cooOmeHusIx
TOBOPHUTCS O OoJjiee BBICOKOM TMPOIIEHTE METACTa3MpOBaHUs U JIETAJIbHOCTH,
CBSI3aHHBIX C OOJIBITUMU pa3MepaMu 00pa30BaHusl, BHyTPUUECPEITHON JTOKAIU3aIMen
u omubOkamMu juarHocTukud. B Oomee uwem 50% ciiydaeB B TmepBeie S JIeT
pa3zBuBatoTcsi peunauBbl; y 40-80% — meractassl. Omnyxojib MeTacTazupyeT B
Jerkue, ImiueBpy, Koctu. K HeOGmaronmpusiTHeIM (akTopaM HpPOrHO3a OTHOCSTCS
POKCUMaJbHAs JIOKAIN3aIus OMYX0JH, OOJIBIINE pa3Mepbl 00pa30BaHUs, MY>KCKOU
0JI, PELIUAUBBI U METACTa3bl.

}
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)7}

(b oHE TUIOTHO

(v}

SIUTEIMOUIHBIX KJIETOK CO CBETIION IUTOIIa3MOM Ha
1 THAJIMHU3UPOBAHHOM CTPOME.

(v}
(v

THATMHA3UPOBAHHOU CTPOMBL.
Cxkreposupyromiascs anuTenruonaHas hpudpocaproma: TSKU

SIUTCIIMONAHBIX KJICTOK B BOBI/IHO(l)I/IJIBHO

Puc. 131. Cmepoymaaca BHI/IGJ'II/IOPI,Z[HaSI (1)H6ocapKOM: Hesna
Puc. 132.
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