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OHKOIEMATONOrIA « nExuif

310pQBL YKpaiH

A. ®. InyamaH, a.M.H., npodeccop, JI. M. CknapeHko, a.m.H., B. A. HagropHas, k.6.H., MHCTUTYT 3KCNepUMEHTANbHOM NATONOIUM, OHKONOTUU

v paaroburonormn um. P. E. Kaseukoro HAH Ykpauhs, r. Kues

INa3MoKNemoYHbIe onyxonu

[1na3mMokIeKOUHBIE OIYXOJIM — HEOAHOPOIHAS Tpyma 3a00-
JIeBaHUI, OOYCIIOBJIEHHBIX MOHOKJIOHAJIbHOI mMponudeparueii
KJIETOK B-psima Ha TepMUHATBHBIX cTamqusX AU hepeHIIMPOBKH.
VYHUKaIbHOI 0COOEHHOCTBIO OMYXOJIEBbIX KJIETOK SIBJISIETCS BbI-
paboTKa U CeKpelrs MOHOKJIOHAJIbHOIO MMMYHOIJI00YJIMHA
(M-kommnoneHnTta, M-rpaguenTa, M-mpoTtenHa), KOTOPBIi OIIpe-
JeJISIeTCsl B CBIBOPOTKE KPOBU 1/WiIM Moue. MOHOKIOHATbHbBIE
MMMYHOTJIOOYJIMHBI (TTapanpOTEUHbI) MPECTABISIOT COOOM Ty
CTPYKTYPHO TOMOT€HHBIX MOJIEKYJI, BKIIOYAIOIIUX TSKeJbIe 11e-
MY OJHOTO KJacca (Mojakiacca), OAMH TUI JErKuX Liernei u Ba-
puadesbHble 00JaCTM OIMHAKOBOTO CTPOEHUS, T. €. UICHTUY-
HbI UAMOTUI (aKTUBHBIA LIEHTP) U MOATPYMIY V-IOMEHOB.
MoHOKIIOHaJIbHAS TIPOAYKIIMS XapaKTEePU3yeTCsl CHHTE30M TOJI-
HOLIEHHBIX MOJIEKYJ] UMMYHOTJIOOYJIMHOB /WU MX (hparMeH-
ToB. C BbIsIBAEHUEM M-KOMIOHEHTa (MOHOKJIOHAJIBHOTO KOM-
MOHEHTA) MpH dJIeKTpodopese OeTKOB CHIBOPOTKU KPOBHU CBsI3a-
Hbl TaKM€ HAMMEHOBAHUS YKa3aHHOI TPYMIbI 3200JeBaHU, Kak
MOHOKJIOHAJIbHbIE TaMManatud (MMMYHOTJIOOYJIMHOIMATUN),
JUCTIPOTEMHEMUH U TTaparpoOTeMHEMUU.

M-TpamueHTOM Ha3bIBAIOT Y3KYI0, YETKO OUEPYEHHYIO TOJIOCY
Ha 371ekTpodoperpaMmme, KOTOpyo 00pa3ytoT MOHOKJIOHAIbHbIE
MMMYHOTIOOYIMHBL. 1 mpoBeneHus: ajieKkTpodopesa mpen-
MOYTUTE/IbHEE MCIOIb30BATh 00IaAIOIIMI BICOKON YYBCTBU-
TEJbHOCTBIO M XOPOLIMM pa3pelieHrueM 3yieKTpodopes B rese
araposbl.

M-rpamueHT 0OHApYXMBAETCs MPU CUCTEMHBIX 3J7I0KAYeCT-
BEHHBIX 3a00JIeBaHUsX (MHOXECTBEHHOM MuenIoMe, MaKporjio-
OynuHemuu BanmpaeHcTpeMa), Mpu MpeIonyX0JeBbIX COCTOSIHU -
SIX, TAKMX KaK MOHOKJIOHAJIbHAs raMMaraTus HesICHOTO TeHe3a
(MTI'HI, monoclonal gammopathy of undertermined signifi-
cance, MGUS), nipu psizie CHHAPOMOB U COCTOSIHUIA, COTIPOBOXK-
JAIOIIMXCS TIOBBIIIEHHO BBIPAOOTKOW aHTUTEIN, U Jaxke Y 310-
POBBIX JIIOJIei, 0COOEHHO Y JIUI] MOXUJIOrO Bo3pacTa. YCTaHOB-
JIEHO, 4TO BO3MOXHOCTb 3JI0KQUeCTBEHHOU TpaHchopMmaluu
BBILLIE TIPU JAJTUTETbHOM CYLIECTBOBAHMM MOHOKJIOHAIbHOM raM-
MaraTiyi Y BBICOKOW KOHIIEHTpalMu M-KOMIIOHEHTa B ChIBO-
poTke KpoBu. Hanuuure M-rpaiueHTa CIy>XuT OCHOBaHUEM JUISI
MPOBEICHUS Pa3BePHYTOTO0 MMMYHOXMMUUYECKOTO MCCIIEN0Ba-
Hus. B coBpeMeHHOU AMarHOCTUYECKOUW TMpaKkTUKe Hapsmy
C TPAJIMLIMOHHBIMU METOlaM¥ MMMYHO3JIeKTpodopesa U paau-
anpHON MMMyHOnUbGY31Un BCe 1IMpe pUMEHsieTcs 001ana-
M BBICOKON MHGMOPMATUBHOCTBIO METOA MMMYHO(UKCALIUN
C UCTIOIb30BaHUEM BbICOKOA(GGUHHBIX MOHOCTICHIM(PUUECKUX
AHTHCBIBOPOTOK K TSKEJIBIM M JIETKMM LIETISIM UIMMYHOIJIO0Y N~
HOB.

B rpynme mia3mMoKIeTOUHbIX OMyX0Jieii, COMPOBOXAAIOLIUXCS
ceKkpenueil MOHOKJOHAJbHBIX MMMYHOIJIOOYJIMHOB U/WIN
uX GparMeHToB, € Y4eTOM KIMHUKO-TEMATOJOTMYECKUX U IU-
TOJIOTUYECKUX JAHHBIX, PE3YJIbTATOB TUCTOJOTUUECKOTO U3yve-
HUSI TPENMaHOOMOITATOB KOCTHOTO MO3Ta BBIIEJISIIOT TAKMUE HO30-
Jloruyeckue Gopmbl, KaK MiIa3MOKIeTOuHas: MueaoMa (MHOXeC-
TBEHHasi MMEJIOMa), TUIa3MOLIMTOMA, CUHIPOMBI, CBSI3aHHBIE
C OTJIOXEHUEM B TKaHSIX MOHOKJIOHAJIbHBIX UMMYHOTJIOOYJTMHOB
(MepBUYHBIN aMUION103, OTJIOKEHUSI MOHOKJIOHAIbHBIX JIETKUX
U TSDKEJTBIX 1IeTIelt), OCTeoCKIepoThIecKasi MuesioMa, OoJe3H!
TSDKEJIBIX LTI,

MHo)XecmBeHnas Muenoma

MmuoxectBeHHass muenoma (MM), wiu MuenoMHast 60J1e3Hb,
6oe3ns Pyctuikoro-Kanepa, xapaktepusyercs: MyIbTH(OKYC-
HOW MHOUIbBTpalMell KOCTHOTO MO3ra HeOIIaCTUYeCKUMU
TJ1a3MaTUYECKUMU KIIETKAMU, COITPOBOXIAIOLICICS TeCTPYKIIN-
eii KOCTHOM TKaHU U ceKpelMeil MOHOKJIOHAIbHOTO TTapanpoTe-
UHa.
MM, exeronHasi 3a00€Ba€MOCTb KOTOPOI COCTaBJISIET
3,5 Ha 100 TBIC. HAceIeHNS, OTHOCUTCS K YMCITy Hanbojiee Jyac-
ThIX (hopm remobaacTo30B (10-15%). KonuvecTBo OGOTBHBIX
B T€UEHUE TMOCJIENHUX ACCATUICTHIT UMEI0 TEHISHIINIO K Mpo-
I'PECCUBHOMY POCTY, HECMOTpSI Ha YBEJIMYEHHE CpPEIHEl IMpo-
noskureabHocTy ku3Hu Joaeid. B 2007 . 8 CLHUA MM 6bina
BbIsiBJIeHa Y 20 ThIC. MAMEHTOB M TOCIYXWJIA IPUUMHON cMep-
T 60ee geM y 10 ThIC. yenmoBek. boreior MM mpenmyinecTBeH-
Ho momu crapie 40-45 ner. CpeaHuil BO3pacT MyXYMH B MO-
MEHT YCTAHOBJICHHSI MarHO3a COCTaBISET 68 JeT, XeHIMH —
70 net. laHHoe 3a0ojieBaHUE HE BBISIBISIETCS Yy eTeid U OYeHb
penKo IHUarHOCTUpYeTCsl y B3pocibix mojoxe 30 ymeT. Puck
pa3BuTusi MM mouTtu B 4 pa3a BBIIIIE Y JINII, SBJISIOIIMXCS OM-
KaMIIMMU POACTBEHHUKAMK OObHBIX. [TOBBIIIEHHBIN PUCK 3a-
00JIEBAEMOCTH OTMEUAETCS Y CEIbCKOXO3SMCTBEHHBIX pabounX,
KOHTAKTUPYIOILIMX ¢ MeCTUUMAAMM, pabouux Hedrernepepada-
THIBAIOIIMX 3aBOJOB, CBSI3aHHBIX C MPOM3BOJACTBOM achecTa
Y TIOJIM3TUICHOBOM MPOAYKLIMU. YBelInYeHue 3a00J1eBaeMOCTH
MM, BeposTHO, TaKXXe CBSI3aHO C IeHICTBUEM BBICOKUX U MAJTbIX
1103 MoHU3Mpytolei panuauuu. [Ipeapacrnonaraonmmumu K pas-
BUTHI0O MM MOTYT ObITh XpOHUYECKKE MH(OEKIINU U JUTUTEIbHAS
AHTUTEHHAsT CTUMYJISILINS.

Kiununueckue npossienns MM Bo MHOTOM OIpeAENsIIOTCS
CTEMEHbIO MOPaKEHUsI KOCTHOTO MO3Ta MaToJ0rMuecKUMH T11a3-
MaTUYECKUMU KJIETKAMU, HaJMuMeM WHOWIBTPATOB B IPYruX
opraHax W TKaHsSIX, XapakKTepoM U YPOBHEM CEKPETUPYeMbIX

MMMYHOIJIOOYIMHOB (1 X pparMeHToB). CKOPOCTh HapacTaHUS
OITyXOJICBOI MAaCChl BO MHOTOM OTTpE/Ie/IsIeT CIIEKTP KIMHUUECKUX
nposiBieHut MM — ot Tietomux (smoldering) v BSUTOTEKYIIMX
(indolent) 10 BEICOKOArpeCcCUBHBIX AMCCEMUHUPOBAHHBIX (POPM.

[pencrapnsiercs HEOOXOAMMBIM OTMETUTH OOJBLION BKIAM
B U3yYeHUE KJIMHUKU U TUArHOCTUKM MM oTeyecTBEHHBIX Te-
MmatosoroB ([LA. Anekceesa, H.E. Anunpeesoii, JI.A. SABopkoB-
CKOTO0), YTO OTPaXEHO B OMYOJIMKOBAaHHBIX UMU MOHOTpapUSsIX,
a TaKxe TOCTIXKeHUST COTpYIHUKOB sabopatopuil [.M. AGenesa
u E.B. YepHoxBoCTOBOIi B pa3zpadOTKe METOIO0B MMMYHOXUMU-
YeCKOU AMarHOCTUKYM CEKPEeLIMN MUETIOMHBIX OEJTKOB.

OnHUM 13 OCHOBHBIX TiposiBieHuit MM siBnsieTcst mopaxke-
HUE KOCTeil cKeJieTa, COMPOBOXIAIOIIEECs] BhIPaKEHHBIM 0oJie-
BbIM CMHApOMOM. OQuaru AecTpyKIIMK Yallle BhISBJISIOTCS B KOC-
TSIX 4eperna, Ta30BbIX KOCTSIX, TpyauHe, pedpax, MO3BOHKaXx,
a TakXke B MPOKCUMAJIbHBIX 3nUbu3ax OepeHHbIX U MI€UYEBbIX
KOCTell. YcueHHas pe3opOiinst KOCTHOW TKaHW MPUBOIUT K TH-
nepkaibliieMuu. [unepkanbuuveMuss u nporeuHypusi beHc-
JI>xoHca, TpucoeqvHeHne MHQEKIMY MOYEBBIBOISIIMX TyTeii
CTMOCOOCTBYIOT Pa3BUTHIO TIOYEYHOI HEmZOCTaTOYHOCTH. Y 60-
70% mauyenToB ¢ MM yXe mpu epBUYHOM OOpaIEHUH 32 Me-
JTUIIMHCKON MOMOIIbIO BbIsIBIIsIETCS aHeMUst. OCHOBHBIMU TpU-
YMHAMU €€ PA3BUTUS, KaK MOJIaraloT, SIBASIOTCS MHOUIBTpALUs
KOCTHOTO MO3Ta MUEJIOMHBIMU KJIETKAMU, TOBBILIIEHHASI BbIpa-
6otka umu MJI-1, UJI-6, dbakropa Hekpo3a omyxonu-o. (PHO)
u/wmn @HOP, HapylieHUe MPOXYKIIMU SHAOTEHHOTO 3PUTPO-
MO3THHA.

XapakTtepHas U 001bHbBIX MM CKJIIOHHOCTD K OaKTepuaib-
HbIM MH(EKIMSIM 00ycIOBIeHa CHUXKEHNEM CUHTE3a HOpMallb-
HbIX UIMMYHOTJIOOYJIMHOB ¥ HapyllIEeHUEM peaki1il KJIeTOYHOTO
nMMyHUTeTa. [ToBbIIEHHAS TIPOAYKIIMS TTaparpoTenHa MOXeT
MPUBOJUTH K YBEJIMUEHUIO BSI3KOCTH KPOBU U Pa3BUTHUIO COITPO-
BOXKIAIOIIMX CUHAPOMOB TMITEPBA3KOCTH KIMHUUYECKUX TIPOSIB-
neHuit. Y 15-20% mnanueHtoB ¢ MM oTMedaeTcsi KpOBOTOUM-
BOCTb.

[pu anexTpodopese ChIBOPOTKM KPOBU I MOYM Y OOJTBHBIX
MM M-KoMIIOHEHT 0O0HapyXuBaeTcs B 99% ciiyuaes, IIpu 3TOM
conepxaHue IgG B cbIBOPOTKE KPOBU OOBIYHO MPEBBILIAET
30 r/n, a IgA — 20 r/n. MoHoknoHanbHbI 1gG onpenensiercs
B 50%), IgA — npumepHO B 20% ciydyaeB. MOHOKJIOHATbHBIE JIeT-
KHe e UMMYHOTI00y1nHOB (6e1oK benc-/IxkoHca) BBISBIIS-
10TCSI B CBIBOPOTKE KPOBU Y 15% O0MbHBIX U B MOue — y 75% ma-
uueHtoB. MM IgD-tuna puartHoctupyercss y 2% OOJIbHBIX.
MM c cexpeuueir IgM unm IgE BcTpeuaroTcst kpaiiHe penko
0,5%).

YceranoBnenue auarHoza MM uHoraa MoxXeT ObITh CBSI3aHO
CO 3HAUMTEIbHBIMU TPYAHOCTSIMU. [Ipexe Bcero, 3To Kacaercst
MAIMEeHTOB, y KOTOPBIX HE BCE KIMHUKO-Jab0OpaTOpHbIE TIpU-
3HaKM JI0OCTaTOYHO BbIpaxkeHbl. uddepeHiManbHyo 1uarHoc-
TUKY TIPUMEHSIOT K 3a00JIEBaHUSIM, COITPOBOXIAIOIINMCS peak-
TUBHBIM TUTA3MOIIMTO30M U MapamnpotenHemueii. [TogoOHas
J1a3MOKJIETOYHAsT PEaKIMsi C MOBBILIEHUEM YPOBHS MMMYHO-
rJ00YJIMHOB B CHIBOPOTKE KPOBM OTMEUYaeTcs, Harmpumep,
y OOJTBHBIX C MeTacTa3aMM paka B KOCTHBIM MO3T, MTpU KoJuiare-
HO3aX M JAPYTUX MaTOJOTMYECKUX Mpolieccax.

Jlnst BbIOOpa TepameBTMUYECKOM TAKTMKM BaXXHO pa3jinyaTh
KJIMHUYeckre (hopMbl 32007€BaHNUS: COMUTAPHYIO TIA3MOLIUTO-
MY, TJICIOIIYIO0, BSUIOTEKYIIYIO MUEIOMY, MHOXECTBEHHYIO MUe-
JIOMY U TUTIa3MOOJIaCTHBIH Jieiiko3. HexoTtopsie ocobeHHOCTH Te-
YeHUSl U MPOTHO3a OTMEYaloTCsl Yy OOJIbHBIX B 3aBUCUMOCTHU
OT KJlacca CeKpeTHpYyeMOTo MMMYHOIJIOOY/IMHA U TUIA JIETKUX
uerneii. Peaxo (y 1% mauueHTOB) BCTpedyaeTcsl HECEKPETHUPYIO-
mast muesioma. OnHAKo M B 3TOM CJIy4yae B LUTOIJIa3Me KJIETOK
MpY UMMYHOLIUTOXMUMUYECKOM U UMMYHO(DIIYOPECLIEHTHOM HUC-
ClIeIOBAaHUYM 00HAPYXXMBAETCSl HATMYME MOHOKJIOHATBHOTO UM-
MYHOIJIO0Y/IMHA.

[To muenuto axkcneproB BO3 u apyrux ucciaenosareneii, mist
MUArHOCTUKM MM MCHoJib3yloTCsl OIpeeieHHbIe KPUTEPUH,
Cpear KOTODPbIX BBIAEJISIOT OCHOBHBIE W BCIIOMOTATEJbHBIE.
Juarno3 MM mnpaBoMoYeH P HATMIMKU KaK MUHUMYM OJTHOTO
OCHOBHOTO U OJIHOTO [IOTIOMHUTENLHOTO WM TPEX IOTOJHU-
TEeJbHBIX KPUTEPUEB, U3 KOTOPHIX 00sI3aTeNIbHBIM SIBJISIETCSI Ha-
JIMYKME YBEJIMYEHHOTO KOJMYECTBA IJIa3MaTHUUECKUX KIETOK
B KOCTHOM MO3re U M-KOMITOHEHTa B ChIBOPOTKE KPOBH.

Kpurepun muarnoctuku MM
OcHogHble
1. ComepkaHue TTa3MaTHYECKUX KJIETOK B KOCTHOM MO3re
>30%
2. T1na3aMOKIeTOYHbIE WH(OUIBTPATHI MPU THCTOJOTMYECKOM
UCCIeNOBAaHUY TPEMaHOOMOMTATOB
3. Hanuuue M-KomnoHeHTa
CriBopotka Kposu: 1gG >35 r/m1, IgA >20 r/n
Moua: benok benc-/IxkoHca >11/24 4
Jlonoanumenvhoie
e CozepkaHre TIa3MaTUYECKUX KJIETOK B KOCTHOM MO3Te
B nipenenax 10-30%
o Hanmnune M-kommoHeHTa (Ho conepxkanue IgG, IgA u Gen-
ka beHc-/I’kKoHca CHIDKEHO TI0 CPaBHEHUIO C YKA3aHHBIM
BBIIIIE)

o JluTrueckue mopaxkeHus: Koc-
Ter

e YMeHbIIIEHHOE CcoepxKaHue
HOPMaJIBHBIX MMMYHOTJIO0Y-
JIMHOB B CBIBOPOTKE KpPOBU
(<50%)

A
4.®. Tnysmax

uromopdoaoruda. Llutomop-

(osornyeckue nMpu3HaKu MUETOMHBIX KJIETOK, OOHapyxXK1Bae-
MBIX B MYyHKTAaTax KOCTHOTO MO3ra, OTIMYalOTCs OOJbLIMM pa3-
HOO0Opa3ueM — OT 3pesibIX (GOPM, HEOTIMYUMBIX OT HOPMAJIbHBIX
1a3MaTUIecKnX KJIeToK (puc. 1), 10 He3peabix — MojauMopd-
HBIX W aHAIJIaCTMYECKUX KIJIETOK. 3peibie IMIa3MaTHyecKue
KJIETKM OBaJIbHOM UJIM OKPYTJIO (hOPMbI, UMEIOT OKPYIJIOE IKC-
LIEHTPUYECKU PACTIONOXKEHHOE PO, HE COfiepXKalliee SApbILIeK,
MHTEHCUBHO 0a30(DUIbHYIO IUTOIIa3My C TIepUHYKJIeapHOI 30-
Hoii nmpocseieHus. Hespenbie hopmMbl UMEIOT MTPU3HAKY TIA3-
MOOJIACTOB: 0oJiee HEXHYI CTPYKTYpYy SIIEPHOTO XpOMAaTHHA,
Oosee MIKMPOKUN OOOMOK ITUTOIUIA3MBI, COAEPXKAT SIAPBILIIKHU.
IMpumepHo y 10% GONbHBIX B KOCTHOM MO3Te 00HAPYXKUBAIOTCS
MPEeUMYLIECTBEHHO I1a3MobnacTel. Hanuuue nocnenHux, Kak
MPaBUJIO, acCOLMUpPYeTCs ¢ Oosiee HeOMAroNpPUSTHBIM TIPOTHO-
30M. B KOCTHOM MO3re y yacT ManueHToB, MOMUMO OJHOSIIEP-
HBIX, OTPENENISIOTCS TOJMMOP(GHBIE MHOTOSIAEPHbIE, MHOTO-
JOJTbYATHIC M1a3MaTUYECKUE KIETKHU, KJIIETKH C «IIJIaMeHeIoIIei»
uuToruiazmMon (puc. 2). IlonoOHbIe KJIETKU OYeHb PeIKO HaOII0-
JTAIOTCS MPU PeakKTUBHOM IJ1a3MOLIUTO3E.

[pu uccnenosanuu nepudepuyeckoir KpoBU Haubosee Bbli-
pPaXeHHBIM TPU3HAKOM SIBJISIETCSI 00pa30BaHUE SPUTPOIIUTOB,
CJIOKEHHBIX B BUJIE «MOHETHBIX CTOJIOMKOB», 3aBUCSIIEE OT KO-
JIMyecTBa v Tumna M-kommnoHeHTa. MoryT o0HapyXuBaThcst HOp-
MOOJIacThl U B 15% ciiydaeB HEOOJIbLIOE KOJMYECTBO TIa3MaTH-
YeCcKUX KJIETOK.

MNmmyHouuToxumus. B nuTorniazme naToJornyeckux KiIeTok
NPy MUMMYHOLIUTOXMMUYECKOM HCCJIEI0BAHUM BbISBISETCS
OJIMH U TOT Xe Kjacc (MoaKiacc) MMMYHOT00yiuHOB. Yarie
Bcero at1o IgG, uspenka IgA u kpaitne penko IgD, IgE wau IgM.
B 85% ciydaeB 0OGHapyKMUBAIOTCSI OMHOBPEMEHHO TSIKEJIbIE Lie-
MU U OfMH THI JIeTKUX 1erneit. Y 15% OoNbHBIX BBISBISIOTCS
TOJBKO JIeTKME LeNu MMMYHOIIOOy1MHOB (Muensoma beHc-
JIxxoHca). Ha moBepxHOCTHBIX MeMOpaHaX MUEIOMHBIX KJIETOK
MMMYHOIJIOOYJTMHBI He ompenensiorcs. He ormevaercs: Takxke
skcnpeccuss B-muneitnpix antureHop CD19 u CD20. B 1o ke
BpeMsl y OOJIBIIMHCTBA MAlMEHTOB MMEJIOMHbIE KJIETKH OKpa-
LIMBAKOTCS TMPU B3aUMOJIEHCTBUY C MOHOKJIOHATbHBIMU aHTUTE-
snamu kK autureHam CD38 u CD79a. B penkux ciyyasix Ha Mue-
JIOMHBIX KJIETKaX MOXET HaOJ0[aThCs SKCIPECCUs] aHTUTEHA
CD10. Ha nmoBepXHOCTHBIX MeMOpaHax KjeTok nmpu MM skc-
nipeccupyercst antureH CD138 (remapaHcyibdaTnpoTeorinkaH,
CUHZeKaH-1), ompenensiomuii B3auMOJeCTBUE CTPYKTYp TO-
BEPXHOCTHU KJIETOK C PELENTOPaMu BHEKJIETOYHOTO MaTpHCKa.
[Tonaraiot, 4TO OH UrpaeT BaXHYIO pojib B GOPMUPOBAHUU MH-
(unbrpaToB U3 MaazMaTUYECKUX KJIETOK B KOCTHOM MO3Te.
B otnmune ot CDI19*CD56-CD58 ma3MaTuecKuX KIeTOK
B HOPME U TIPY PeaKTUBHBIX Tu1azMolnTosax Ha CD19- muenom-
HBIX KJIETKaX OTMEYAeTCsI SKCIPECCUSI MOJIEKYJT re3UMl — aHTU-
reHoB CD56 u CD58. Ha moBepXHOCTHBIX MEMOpaHaX MUEIOM-
HBIX KJeToK ompenensiercs aHtureH CD40, oTHocsmuiics
K uucay peuentopoB @HO«, skcmpeccupyrommiicss Takxke
Ha HOPMaJIbHBIX TUTa3MaTUYECKUX KieTkax. Ha moBepXHOCTHBIX
MeMOpaHax KJieTok nmpu MM oTMeuaercst Takxe BHICOKUIA ypo-
BeHb 3Kcrpeccun aHTureHa CD28. B penkux ciyvasx npu Mue-
JIOMHOI4 60J1€3HM MOXXET OBbITh BbIsSIBJIEHA abeppaHTHasK SKCIIpec-
CUSl MMEJOMOHOLIUTAPHBIX AaHTUTEHOB U aHTUTEHA SIUTENUANb-
HbIXx MeMOpaHd (EMA).

BaxxHo oTMETUTB, UTO LIMPKYIUPYIOLIKE B repudepuveckoi
KpoBU 00JIbHBIX MM B-11Mb oMt 110 UMMYHOGMEHOTUITIEC-
KUM TIpU3HAKaM OJIM3KM K MUEJOMHBIM KJIETKaM, OTpeesisiio-
IIMMCSI B KOCTHOM MO3T€ M, MO-BUAMMOMY, UMEIOT MOHOKJIO-
HAJIbHYIO IPUPOTY.

Pesymsrarel IIUTO reneTuyecKux m MOJIEKY/ISIPHO-TeHETHIEC-
KHX MCCJIeN0BaHuii. BbICOKOUYBCTBUTEBHBIM METOIOM JIETeK-
UMM  MOJIEKYJSIPHBIX LUTOTEHETUUYECKUX abeppauuii rnpu
MM gasnserca unrepdasnbiii ananus3 FISH. CtpyktypHblie aHo-
MaJlMiM XpOMOCOM MpHM YCTAHOBJICHMM JMAarHO3a BbISBJISIIOTCS
y 30-40% 6GoapHbIXx MM. Yactota ux yBeanuuBaetcs 10 60-70%
MpyY MPOTPECCUPOBAHUM 3a00sieBaHUs. AHIYIIOUIUS (TUIO-
WJIM TUTIEPIUIONINS ) HAOOoJIee YacTo OTMEYAETCsl B XPOMOCOMaX
3,5,7,9, 11, 151 19. B MOMEHT ycTaHOBJIEHUsI QuarHos3a y 15-
40% 60bHBIX MM BBISIBISIETCS MOHOCOMUSI WJTH YaCTHYHAS Jie-
neuust 13 (13q14). CTpykTypHble aHOMAJIUM 3aTParuBaroT Xpo-
Mocomy 1 (y 15% GonbHbix), xpomocomy 11 (B 10% ciydaes)
n xpomocomy 14 (B 10% ciryuaeB). BeTpeuaeTcst Takke TpaHCIIO-
kamust t(11;14) (ql3;932) c BoBiaeueHHMEM B IIpOLECC JIOKyca
BCL-1. Onna 13 HanboJjiee YacThIX TPAHCIOKALIMIA C yIaCTHEM
nokyca tspkesoii nenu (IGH®) Ha xpomocome 14q32 BbIsIBIISIET-
cs y namnueHToB ¢ MM B 55-70% ciydaes. B TpaHciokauuu
Ha 14932 BoBieuyeHbl MATh OHKOreHoB: ukiauH D1 (11q13) (15-
18% cnyuaeB), C-MAF (16q23) (5% cnyuyaeB), FGFR3/MMSET
(4p16.3) (15% cnygaes), nukaua D3 (6p21) (3% cnyyaeB)
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n MAFB (20q11) (2% cny4aeB). [Tonaraiot, 4To U3MEHEHHE IKC-
nipeccun reHa PAX-5 Ha xpoMocoMe 9 puBOAUT K yTpaTe aHTH -
reHa CD19 npu tpanchopmariu CD19* B-knerok 8 CD19-o0t-
pulaTeIbHbIE MIa3MaTiYecKue KaeTku mpu MM. Myraiuu re-
Ha P53, BoisBisioniuecst y 10—20% Takux 60JIbHBIX, aCCOLIMUPY-
10TCS C arpecCUBHBIM TeueHHeM 3abosieBaHus. Jleneuus UIMH-
HOTO TUIeYa XpOMOCOMBI 7, CBSI3aHHAS C U3MEHEHHMEM TeHa MHO-
JKECTBEHHOI JIEKapCTBEHHOM YCTOMUMBOCTH, OKA3bIBACT BIIMSI-
HUe Ha ToKa3aTeJI BBDKUBAEMOCTH TTAlMEHTOB.

ITocTyanpyeMoe KieTOYHOE MPOUCXOXKIEHHE — [TTUTETHHO KM~
ByIlIasl TIJIa3MaTUUYeCKasi KJIeTKa Ha MOCT3apOIbIILEBbIX IEHTPax
cramuu TuddepeHIMPOBKY, B KOTOPOI MPOU3OILIM MEePEeKIIIo-
YeHUe TEHOB UMMYHOTJIOOYIMHOB PAa3IMYHBIX KIaCCOB M COMa-
TUYECKUE TUTIEPMYTAIINH.

ITporno3 y GOJbHBIX OCHOBBIBAETCS Ha MpeMIoXKeHHO# Durie
u Salmon (1975) cxeme ctangupoBanust MM ¢ ipuMeHeHueM 00-
HIEAOCTYMHBIX KIMHUKO-Ta00paTOPHBIX KPUTEPUEB, KOTOpas
C BBICOKOI CTETNEHBI0O TOYHOCTH OTPakaeT Maccy MUETOMHBIX
KJIETOK Ha JII0OOM 3Tarne pa3BUTHS 3a00eBAHMUS.

Cucrema craguposanuss MM (Durie-Salmon, 1975, 1986)
Cragus I
o Huskue yposHu M-komnonenTa: IgG <50 r/n, IgA <30 r/x;
cozepxkanue 6eska berc-JIxkoHca B Moue <4 r/cyt
o OTCYTCTBME COJMTAPHBIX MOBPEXIEHUI KOCTei
e HopManbHbIe TIOKa3aTelu TeMOTJIOOMHA, COAepKaHUs
KaJIbLIMsI B CBIBOPOTKE KPOBU, YPOBHSI UMMYHOTJIOOYJTMHOB
(He M-KOMIOHEHTA)
Cramus I1
o CoOTBETCTBYIOIIME TIOKa3aTeau BbIlIe, yeM B 1 cramum,
HO HY OJIMH M3 HUX He JOCTUTAeT 3HAYEHUIA, XapaKTePHBIX
st 111 cramum
Cramus IIT
o OnvH wim 6oJiee U3 CIeAYIOIMX IPU3HAKOB:
e Bricokuii ypoBeHb M-kommoHeHTa: IgG >70 r/x, IgA
>50 r/1; 6enok beHc-IIxoHca mpu 3mekTpodopese Moun
>12 r/cyr

HononnurensHo B npeaenax [-111 craguii ¢ yuetom dyHKimMu
MOYeK BLIACSIOT cyocTanuu A u b. A — QyHKIIMS oyek He Ha-
pylieHa (KpeaTMHUH CbhIBOPOTKU KpoBu <200 MKMoib/n), b —
(yHKuMg MoyeK HapylleHa (KpeaTMHWUH ChIBOPOTKM KPOBU
>200 MKMOJIb/T).

B nocnenytomiem ObIIM TIPEUTOKEHBI M APYTHE TapaMeTphbl,
orpenesisifole MPOrHo3 3aboseBaHus (3,-MUKpPOTTIOOYIHH,
C-peakTuBHBIN 60K, MponndepaTUBHbIM UHIEKC U JIP.).

YcraHOB/IEHO, UYTO CpelHsIsl BBDKMBAEMOCTb OOJBHBIX
MM B cramuu I cocrasiser 62 Mec, B ctaguu 11 — 44 mec u B
ctaauu I11 — 29 mec. [TponomkuTenbHOCTb XXKU3HU OOJIBHBIX TIPU
HaJIMYUY TPU3HAKOB MOYEYHOIN HEOCTATOUHOCTH CYIIIECTBEHHO
YMEHbIIAETCS.

IMporHocTyeckoe 3HaYCHME HMMEET U CTeNeHb 3aMelleHHUs
KOCTHOTO MO3ra TUIa3MaTUYECKMMU KJIETKaMU, ompesessieMast
MPY TMUCTOJIOTMYECKOM M3ydeHUH TpernaHoouonTaToB (20%, 20-
50%, >50%). Xymmuii mporHo3 oTMeyvaeTcst y OOJbHBIX MPU UH-
(unsTpalyM KOCTHOTO MO3ra KJIeTKaMu ¢ HuTomMopdonoruyec-
KUMU TIPU3HAKAMU T171a3MO0JIACTOB, TTPU BHICOKOM COJIEPKaHUU
KJIETOK C SIIePHBIM aHTUTeHOM Tponudeparu Ki-67, mpu Ha-
JUYUM  LIUTOTEHETUYECKUX  aHOMalIui  —  [ejeuuii
13q14 u 17p13.

CrenyeT KpaTKo OCTAaHOBUTHCS HA XapaKTEPUCTUKE HEKOTO-
PBIX KIIMHUYEeCKNX BapuaHToB MM.

Hecexpemupyrwowas mueioma. B penkux ciaydasx TIpu
MM mna3MaTH4YecKue KJIETKM CUHTE3UPYIOT MOHOKJIOHAIBHBII
MMMYHOIJIOOYJIMH, KOTOPBIN BBISBISETCS B LIUTOILIa3Me TPU
MMMYHOLIUTOXUMUYECKOM HccenoBaHuu. CriocoOHOCTh Kiie-
TOK K CeKpeluu Ig HapylieHa, 4yTo BbIPaXaeTcsl B OTCYTCTBUU
M-komrnioHeHTa. BaxHyo pojib B IaTOTeHE3e HECEKPEeTUPYIO-
el MUeJIOMBbI UTPAIOT IPUOOPETEHHBIE MYTAIIMU TEHOB Bapua-
O€JIbHBIX WJIM KOHCTAHTHBIX PETMOHOB JIETKMX Lereil UMMYHO-
r100yuHOB. B 30% cityyaeB B CBIBOPOTKE KPOBH OINpPEIENseTCs
TOBBIIIEHHBI YPOBEHb CBOOOIHBIX JIETKUX LENedl WM aHo-
MasbHBIX JieTKux uerneid. [Ipu HecekpeTupyroiieM BapuaHTe
MM conepxxaHue TUIa3MaTUYECKUX KJIETOK B KOCTHOM MO3re
HUXe, YTO BBI3BIBACT CJIOKHOCTHU B TUATHOCTUKE, PeKe pa3BUBa-
€TCs TIOYEYHAas! HeI0CTaTOYHOCTb.

Therowgasn mueaoma. 3aboneBaHNE MPOTEKAET OECCUMITOMHO
(OTCyTCTBME aHEMUM, TUIEPKAIbLIMEMUH, TIOYEUHOW HeaocTa-
TOYHOCTHU), HE HAOTIOAAIOTCS JIUTUYECKKME MTOPAKEHUsT KOCTEH.
B cbiBopoTKe KpoBM OOJIbHBIX CHMKEHO COflepXKaHUe HOPMaJlb-
HBIX UMMYHOTJIOOYJIMHOB, TIPY 3JIEKTPOGhOpe3e MOUM BhISIBIISICT-
cs1 Hebonbinoin M-kommoHeHT (1o 30 r/m). ¥V 70% nauneHTOB
B MOYE OMPEIeNSI0TCS MOHOKJIOHAJIbHBIE JIETKKE 1IETH.

Basomexywasa mueaoma. KivHuyeckoe TeYeHUE CXOIHO
¢ Taetouieir MuenoMoit. OTCYTCTBYIOT MpU3HAKKM WHGMEKIMHU.
VY nauueHToB MOTYT ObITb OOHApyXEHbI 10 TPEX JUTUYECKUX
oyaroB mopaxeHus: Kocreit. ComepxaHue reMorjao0ornHa, Kajb-
LIMSI M KpeaTMHUHA B CHIBOPOTKE KPOBU B IpeiesiaX HOPMBbI.

linazsmoknemoynblii neiiko3

TlosgBnenne maa3MaTHIeCKUX KIETOK B IepH(pepUIecKoit
KpoBHU Y 60s1bHBIX MM Habmogaetcst penko (2%). JluarHos mias-
MOKJIETOYHOTO JIeiiKOo3a YCTaHaBIMBAETCS, KOTIA ComepKaHue
M1a3MaTUYECKUX KJIETOK WMJIM TIa3MOOJIACTOB B KPOBU TTPEBBI-
nraeT 2x10°/11 (20% Bcex KIIeTOUHBIX 2JIEMEHTOB B JICHKOrpamMMe).
[TomoGHast KapTHHA KPOBU OTMEYAeTCs YKe B HauaJlbHOM CTanuu

3a001eBaHMs (MEPBUYHBIN IIa3MOONACTHBIN J1€MKO3) WM
B TepMUHAIBHON cTamuy MM (BTOpMYHBIN I1a3MOOJIACTHEII
neiiko3). [lna3mMo0iacTHBIN JIEKO3 4alle pa3BUBAeTCsl MpU
MM benc-/IxxoHca, npu IgE u IgD muenome u pexe npu IgG
u IgA muenome. Kietku nmpu mia3Mo0JacTHOM JieiiKo3e OTIu-
YaloTCs 1O UMMYHO(EHOTUIY OT OOJBIIMHCTBA APYTUX (GopM
IJIa3MOKJIETOYHBIX OIYXOJIeil OTCYTCTBHEM abeppaTHOIl 3Kc-
npeccun anturena CD56. bonee yacto oTMevalTCss aHOMalIUU
KapuoTHIa, MMEIOIIME HeOJaronpusiTHOe MPOrHOCTUYECKOe
3HaueHue. Y O0NbHbIX HAOTI0IAI0TCS BCe U3BECTHBIE KIMHUYEC-
KM€ MPOSIBJIEHNUS, XOTS MPU3HAKU OpraHOMEralinu u aumdane-
HOMAaTUM OOHAPYXMBAIOTCH yYallle, a JUTUYECKHE TMOpaXxeHUs
KOCTEl U CBSI3aHHbIE C 3TUM OOJM pexe, YeM Y MalKueHTOB
¢ MM npu OTCYTCTBUM TIIa3MaTHMUYECKUX KJIETOK B Mepudepu-
YecKoi KpoBU. 3a00sIeBaHNE XapaKTEePU3YeTCs arpeCCUBHBIM Te-
YEHUEM.

MoHnoKnonanoHag 2aMmManamus HEonpegeneniozo 3HaYeHus

MOHOKJTOHATbHAsT TAMMaIaThsl HeOoTIpeieJIeHHOTO 3HAYEeHUS
(MI'H3) (cuHOHMMBI: mOOpOKayeCTBEHHAss MOHOKJIOHAJIbHAs
rammariaTvsi, iANoTaThuyecKast maparnpoTeMHEMUSI) BBISIBIISIETCS
MPY HAJIMYKMM B CHIBOPOTKE KpoBU M-miporerHa <30 r/m1, KioHa
MIa3MaTHYECKHUX KJIETOK B KOCTHOM Mo3re (<10%), oTcyTcTBUI
BBIPQXXEHHBIX TIOBPEXKIEHUI OPTAaHOB (TUMEPKAIbIIMEMUH, TIO-
YeYHOI HETOCTaTOYHOCTH, aHEMUH, MopaxeHus Kocteit). [1pu
3TOM OTCYTCTBYIOT IIPM3HAKK B-KJIeTOUHOM TMMGOMBI M IPYTHX
3a00sIeBaHMIA, TTPU KOTOPBIX HabJtogaeTcst BbipaboTka M-1po-
TeruHa. HecMOTpsi Ha HajMuKMe KJIOHA UMMYHOIJIOOYJIMHCEKpe-
TUPYIOIIMX KJIETOK, MPOLIECC HE CYMTAETCS HEOIIaCTUYECKUM,
TaK KaK He BCeraa MPOrpeccupyeT B Ty WM UHYIO (HOpMY JTUM-
(ongHOro HOBOOOpa30BaHM. B HEKOTOPHIX CiTyJassx py HaJIK-
yud HeOodbmoro konmdectna IgM mapampotewHa (IgM
MTI'H3), accouuupytoierocsi ¢ KJIOHOM JUMQOIIa3MOLUTap-
HBIX KJIETOK, MOXET MPOMCXOANUTh TpaHchopMmalus B TUMQO-
MIa3MOIIUTAPHYI0  JUMGBOMY MM MaKpOTJI00yIMHEMHUIO
Banbnenctpema. Ilpu IgG u IgA MI'H3 Bo3MoxHO miporpeccu-
POBaHMeE B 3I0KAYECTBEHHYIO TJIa3MOKJIETOUHYIO OITyX0JIb. YKa-
3anHble aABe Gopmbl [ITH3, B ocHOBe KOTOPHIX JIeXaT pa3HbIe
TeHETUYECKME HAPYLICHMsI, MOTYT ObITb CXOTHBIMU T10 KJIMHU-
YeCKHMM TPOSIBJICHUSIM, HO OTJIUYAIOTCS 11O MTPOTHO3Y.

[Mpu mpumeHeHUM yyBCTBUTENbHBIX MeTOoAMK MI'H3 0OHapy-
KMBAIOT ouTH y 3% miozieii B Bo3pacte crapiie 50 jiet u bonee
yeM y 5% naumenTos crapiie 70 net. Hepenko otMevaeTcst acco-
nuanus ¢ 3a60IeBaHUSIMM COSAMHUTEIBHOM TKaHU, KOXH, SH-
JNOKPUHHBIX OPraHOB, MeueHU. TpaH3UTOPHAs OJIUTO- U MOHO-
KJIOHaJIbHAsl TaMMariaTusi OMKMcaHbl y MalMeHTOB MOC/e TPaHC-
TUTAHTALIMU CTBOJIOBBIX KJIETOK, KOCTHOTO MO3Ta U IPYruX opra-
HOB.

Kax npasuio, y 6onpHbix MI'H3 He oOHapy:kuBaeTcst Kakux-
00 KITMHUYECKUX TPOSIBIIEHWIA, OTCYTCTBYIOT JTJaOOPAaTOPHBIE
U PEHTTEHOJIOTMYeCKUe IPU3HAKK 3a00ieBaHust. OOBIYHO HaJM -
yue M-npoTerHa onpeensieTcs: ciyyaiiHo npu aaekTpodopese
0eJTKOB CBIBOPOTKM KpOBHU. B GonbiinHCTBe ciyvaes (70%) ato
1gG, B 15% cnyyaeB — IgM, B 12% cnyuyaes — IgA. B 20% ciyua-
eB MI'H3 B cbiBopoTKe KpoBu 1 B 30% citydaeB B MOU€E BBISIBIISI-
10TCS1 MOHOKJIOHAJTbHBIE JIETKHE LIETIH.

Iuromopdonorus. [Tpu uccnenoBaHUM Ma3KOB M3 IMyHKTAaTa
KOCTHOTO MO3ra omnpejensiercs B cpeaHeM 3% ria3MaTHIecKux
K1eToK. [Ipy THCTOMOTMUECKOM M3Y4eHUM TPEermaHOOMONTATOB
BBISIBJISIIOT JIMIITb HEOOJIBIIIOE KOJMYECTBO TIa3MaTHUeCKUX Kile-
TOK, PACIONaralolnXcsl N30JMPOBAHHO MM 00pa3yIoNInX He-
OOJIbIIINE KIACTEPHI.

Hmmynodenorun. [Tpu ucronb30BaHUM MeTOfla MPOTOYHOM
HUTOGIYOPUMETPUH B TIyHKTaTaX KOCTHOTO MO3ra OOHapyX1Ba-
I0T JIBE MOMYJISIUY MIa3MaTHIECKUX KiIeToK. OfHa U3 HUX MOHO-
KIIOHaJIbHAS ¢ abeppaHTHBIM MMMyHOdeHoTrIoM CD19/CD56*
umu CD19/CDS56, a npyras ¢ HOpMaJbHBIM (DEHOTUIIOM —
CDI19" CD56 w spkoii peakiiMeil TMpH BbISABICHUM aHTUTEHA
CD38. BrisiBJieHUE B TUCTOJIOTMYECKUX CPe3ax TpernaHoOuomTa-
TOB y 00ibHBIX MI'H3 m1a3maTtmyeckux KJIETOK, COIepKalIuX
B LIUTOTJIa3Me UMMYHOIJIOOYJIMHBI OIHOTO M30THUIA, YacTo 3a-
TPYIHEHO. B 11e/1X KOMMYecTBEHHOTO OTpeeeHus] MaToJ0TH-
YeCKMX TTa3MaTHYeCKUX KJIETOK TIPUOEraloT K MMMYHOTHCTOXM -
MHUYecKoMy orpeneneHuio antureda CD138.

Pe3ynbraThl HUTOreHETHYECKMX W MOJIEKYJISIPHO-TeHeTHYECKUX
Hccne0Baluii. AHOMaIK Kapuortuna y 6oabHbIx MTH3 penko
BBISIBJISIIOTCSI TIPY OOBIYHBIX UCCIENOBaHUAX. B To e Bpemst mpu
ucrnonb3oBaHuu Metona FISH y GonbiivHCcTBa manyeHToB yaa-
eTcsl 0OHApYXKUTh KaK KOJMYECTBEHHBIE, TaK M CTPYKTYpHbIE
aHomanuu. [Ipu He-IgM MI'H3 oHM 1mOmoOHBI BBHISBISIEMBIM
npu MM. Tpancnokanuu c BoBieueHueMm reHa IGH® (14q32)
obHapyxuBatoTcs moutn B 50% ciyvaes; t (11; 14) (q23; q32) —
B 15-20% cnyuaes; t(4;14) (p16.3;q32) B 2-9% ciy4aeB. Yacto-
Tta geneuuit 13q, oGHapyxkuBaembix Y 40-50% mnanueHTOB
MI'H3, 6mu3ka x takoBoil mpu MM. [umepmuruionnus mpu
MI'H3 onpenensercst B 40% ciydaeB. 3HAUUTETbHO peEXe,
1o cpaBHeHUI0 ¢ MM, oOHapyxuBatotcs myTaiuu reHoB KRAS
u NRAS.

Jnarnoctuyeckue kputepun auddepennmamuu MITHI, Tiero-
mieii n Banotekymeit MM:
MTIHI
o CoziepkaHue TUIa3MaTUYECKUX KJIETOK B KOCTHOM MO3re
<10%
o M-KOMITOHEHT BBISIBISIETCS, HO Oojiee HM3KWIA, YeM Mpu
MM: IgG <35 r/n, IgA <20 r/n

Puc. 1. Tpynna «3penbix» NAa3maTMyeckux KNEToK B KOCTHOM Mo3re
NP1 MHOXXECTBEHHON MUeNome

Puc. 3. Bblpux(euuue NMPU3HAKK AUCNIA3UN B KNeTKaxX COJWITGPHOﬁ
NAa3MmoLUTOMbI

o OTCyTCTBHE JIUTUIECKOTO TIOPaKEHUS KOCTei
e OTCyTCTBHME CUMIITOMOB, ITpUcyIux MM
Tneromas MM
e CofiepkaHue IIa3MaTMYeCKUX KJIETOK B KOCTHOM MO3re
<30%
e M-xomnonenT: IgG — 35-70 r/n, IgA — 20-50 t/n
o OTCyTCTBHE JIUTUIECKOTO TIOPaKEHUS KOCTei
Banorekymas MM
o ConepXaHue TIa3MaTUYECKUX KJIETOK B KOCTHOM MO3re —
10—30%
e M-komnoneHT: IgG >35 r/n, IgA >20 r/n
e OQuaru mopaxeHus KOCTell ckeneTa peakue (< TUTUIeCKIX
0YaroB TOpasKeHNUsT )
e HopMmasibHble TIOKa3aTesid TeMOTJIOOMHA, COAEpKaHMS
KaJIblIMs U KpeaTHHWHA B CBIBOPOTKE KPOBU

IIpeanonaraemsiii HopMasibhblii anamor — IgG u IgA MI'H3
BO3HUKAIOT W3 MJIa3MaTUYECKUX KJIETOK MOCT3apObILIEBbIX
LIEHTPOB cTaauu AuddepeHInpoBKY, ¢ FeHaMU UMMYHOTJIO0Y-
JIMHOB C COMAaTUYECKUMU MYTALMSIMU BapuabebHbIX PETHOHOB
U mepekioueHreM  knaccoB. IgM MTI'H3  mpowucxomut
u3 B-numdouuToB ¢ coMaTMYeCKUMU TUMEPMyTallUsIMUA TEHOB
1GV, Ho 6e3 nepexioueHus KJIacCOB UMMYHOITIOOYIMHOB.

®akropbl nmporuo3a. KiuHuueckoe TeueHue 3a00JeBaHUS
y 6ospmmHCTBa 601bHBIX ¢ MITH3 cTabuibHOe, 6e3 Ipr3HaKoB
MporpeccupoBaHus 1 yBeiandeHuss M-niporenHa. OqHako B He-
KOTOpBIX cIy4asx Habmromaercs TpaHchopManus B MM, amu-
nouno3 (npu He-IgM MTH3), makpornobyauHemuto BaibaeH-
cTpeMa WM Apyrue auMmdornpoudepaTuBHble 3a00aeBaHUs
(mpu IgM MTI'H3). 310 maet ocHoBanue cuntatb MI'H3 mpemo-
MyXOJIEBBIM COCTOSIHUEM.

GConumaphad nnasmouumoma Kocmu

ConurapHasi mia3mouutoma Koctu (CITK) — JnokanbHoe
OrpaHUYEHHOE OIYXO0JIEBOE TTOPAXKEHUE TEX WM MHBIX yYaCTKOB
KOCTHOi1 TKaHH, COCTOSIIIEe W3 MOHOKJIOHATbHBIX IIa3MaTh-

IIponoskenue Ha cTp. 48.
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INa3MOKNemoYHbIe onyxonu

IIponomxkenne. Hauamo ua ctp. 46.

YeCcKMX KJIeToK. [Tpu 3TOM OTCYTCTBYIOT KaKue-JIM0O0 MpU3HAKU
MHGUIBTPAMM KOCTHOTO MO3Ta TIa3MaTUYeCKUMU KIIETKaMU
u kinHuyeckue nposieaernss MM. CIIK cocrapisier 3-5% Bcex
TJIa3MOKJIETOYHBIX omyxofeir. Cpean OOMBHBIX TMpeodianaroT
MYXXYMHBI (65-70%). CpenHuii Bo3pacT TMallMeHTOB TPH yCTa-
HOBJIEHUU TMarHo3a — 55 Jiet.

Haubonee yacto n3oampoBaHHbIe (COJIUTAPHBIE) OUaru rnopa-
SKeHUSI JIOKATU3YIOTCS B TO3BOHKAX I'PYIHOTO OT/e/a TO3BOHOY-
HUKa, pedpax, KOCTsX yeperna v Ta3a, JTMHHbIX TPYyOuaThIX KOC-
TsiX. OCHOBHbIE KJIMHUYECKUE TIPOSIBJIEHUSI — OOJM B KOCTSIX
B MeCTe MOBPEXIEHMUsI, MMaToNornueckue nepeaomel. Y 25-75%
OOJILHBIX TIPU HOPMAJIBHOM YPOBHE TMOJUKIOHATBHBIX UMMY-
HOIJIOOYJIMHOB B CHIBOPOTKE KPOBU WJIM MOYE OIpPeAessieTcs
M-nportenH. He oTMeyaeTcs Mpu3HAKOB aHEMUM, TUIEPKaib-
LMEeMUH, HApyILIeHUs (PYHKIIMY MOYEK.

[1pu rucTonOrMYecKOM Ui HUTOJOTUIECKOM UCCIeTOBAaHUU
O0uomnTaToB OOHAapyXuBaeTcsi MOHOMOpdHas WHOUIBTPAIUS
aHaIIa3upOBaHHBIMU KJIETKAMU TUIa3MOLIMTApHOTO psija,
BKJTIOYasi HauMeHee nuddepeHmpoBaHHbIe, TUIA T1a3Mob1ac-
ToB (puc. 3). B HEKOTOpBIX ciyvasx i TMOATBEPXKICHUS Aua-
rHOo3a (KJIOHAJIBbHOCTHM KJIETOK B Ooyare MopaxKeHus) TpeOyeTcs
MPOBEeHNE UMMYHOTUCTOXMUMUYECKOTO MCCeNoBaHus (ompe-
NeNeHUs K- U Y-JIeTKuX Lerneit MMMyHOT100ya1uHoB). UMmyHO-
(beHOTUT HEeOTUTaCTUUECKUX KJIETOK M TeHeTUUeCKUe aHOMAaIUU
CXOJIHBI C TeMM, KOTOpbIe HabmoaaoTes ipu MM.

IMoutn y 70% ciy4aeB npy JaabHEHIIIEM pa3BUTHHN 3a00J1€Ba-
HUS BO3MOXEH Mepexo]] B reHepaJM30BaHHYI0O MUEIOMY WU
BO3HMKHOBEHNE HOBBIX TOMOJHUTEIbHBIX 0YaroB MOPaXKEHUSI.
bonee wacto mporpeccupoBaHue 3abojeBaHUsS HaOIIOIAETCS
y TIOXKMJIBIX MTALIMEHTOB U TIPU AMaMeTpe TIopaxeHus 6oJiee 5 CM.

[Tpu s dexTrBHONM Tepanuu BBIKUBAEMOCTb OOJBHBIX CO-
crapiisieT okosno 10 set.

Bhexocmuad nnasMouumoma

BuexoctHas (akcTpamemysuisipHast) miasMorToma (BKIT) —
JIOKQJIM30BaHHAs TJ1a3MOKJIETOYHAsl OIMyXOJb, BO3HUKAIOIIAsI
HE B KOCTH, a B ApYrux TKaHsxX. K aToil KaTeropuu He OTHOCSAT-
cs1 TUMGbOMBI € BHIPAXXEHHBIMU MPU3HAKAMM T1Ia3MOLIUTAPHOMI
nudGepeHIUPOBK.

DKCTpaMenyIUIIpHbIE TUIa3MOIIMTOMBI COCTABISIOT 3-5% Bcex
IIa3MOKJIETOUHBIX oIyxojieil. bomee mByx Ttpeteit BKII mma-
THOCTUPYETCSl Y MYXUMH cTapiie 55 JieT.

IMpumepHo 80% BKIT nokanusyloTcsl B BEPXHUX AbIXaTe/b-
HBIX TYTSX (POTOIJIOTKE, HOCOTJIIOTKE, TOpPTaHM), HO MOTYT
BCTPEYAThCsl U B APYTMX OpraHax W TKaHsX, BKJIOYAs Xelyaou-
HO-KUIICUHBII TPaKT, TMM(MATUIECKUE Y3JIbl, MOJIOYHYIO XeJle-
3y, HHC, muToBUIHYy0 Xesesy, SMUKU, OKOJIOYIIHYIO XeJesy,
Koxy. [TopaxeHne KOCTHOrO Mo3ra NMpu CKaHMPOBAHUM C pa-
JMOAKTUBHBIMM M30TOMAaMKM 1 MOP(HOJOTMYECKOM MCCIIe0Ba-
HUM He BhissBasieTcsl. [TpumepHo y 20% OGOJBHBIX B CBIBOPOTKE
KpPOBH OIpeNeIsIeTCs] He0OIbI0e KOIMIecTBO M-TipoTerHa, Ja-
mie Bcero IgA.

[To tmromopdonornyeckum TMpU3HAKAM OMYXOJIb CXOTHA
C COJIUTAPHOIA TIa3MOLIMTOMOI KOocTH. Ho mpu BHEKOCTHOI J10-
KaJu3allid HOBOOOPA30BaHMWSI MOTYT BO3HUKATh TPYIHOCTU
B nuddepeHInatbHON TUAaTHOCTUKE C HEKOTOPLIMU (hopMaMu
9KCTPAHOJANBHBIX JMMGOM, KJIETKM KOTOPHIX MMEIT 0a3o-
(unbHYI0 TUTOMIa3My U MPU3HAKK TIA3MOLUTApHOM nudde-
permpoBku (MALT-tuma, muMdoria3MOIUTapHOL, MHOTIA
C UIMMYHOOJIACTHOM U TJIa3MOOJIACTHOM KPYITHOKJIETOUHOI).

Mo *MMYHO(EHOTUTTMYECKUM U IIUTOTEHETUIECKIM MTPU3HA-
kam BKII 6au3ku ¢ conurapHOi Mmiaa3MoUMTOMOM KocTu. st
b depeHIIMaTbHON AUATHOCTUKYU € TUIA3MOKJIETOYHBIMU MH-
(bunbTpataMyu MOTYT OBITh MCTIOJNB30BAHBI UMMYHOIIUTOXUMU-
YeCKMe METO/bl UM METO/Ibl TMOPUIM3ALIMY in Situ ISl BbIsIBIIE-
HUSI TCHOB JIETKUX LIeTIell MMMYHOTJIOOYJIMHOB.

OCHOBHBIM CIOCOOOM JICUCHUST SIBIISIETCS] paauKalbHast Tyde-
Bas Tepanusi. PazBuTue JIOKaJbHBIX PELMAMBOB HaOJIOAAETCS
y 25% 0onbHBIX. B 15% ciydaeB BO3ZMOXHO MPOrpeccupoBaHue
npouecca u pazsutrie MM. Tlokaszarenn 10-1eTHeil BeDKMBae-
MOCTH TalneHTOB cocTaBisior 70%.

bonesnu, cBA3aHHLIE C OMNO)KEHUEM B MKAHAX
MOHOKJNOHANbHbIX lIMMuHI]ZlII]ﬂ!]lIlIHI]B

DT0 Tpymnmna 01M3KO CBSI3aHHBIX 3a00JIeBaHUI, XapaKTepu3y-
IOIINXCS OTJIOKEHUEM B BUCIIEPATbHBIX OpraHax U MSITKUX TKa-
HSX MOHOKJIOHAJIBHBIX MMMYHOIJIOOYIMHOB. B MOMEHT ycrta-
HOBJICHUSI JUarHo3a y 00JIbHBIX He HaOII0gaeTCs IPOrpeccupo-
BaHue B MM uiu 1umoruiasmMoLuTapHyto Jumdomy. Beigens-
IOT IB€ OCHOBHBIC KAaTETOPUU YKa3aHHBIX 3360HCB8.HI/II7[Z TNEepBUY-
HBI aMWJIONI03 1 O00JNe3Hb OTJIOXKEHMS JIeTKuX Iiemeil. Pexe
BCTpeyaloTcs 00J1€3Hb OTIOXECHHS JIETKUX M TSDKEJIBbIX IIeTIeid
1 00JIe3Hb OTIIOXKEHUS TSDKEJBIX LeTeil IMMYHOTJIOOYIMHOB.

MepBuYHbI amMMAOMAO3

IMepBUYHBII aMUTONA03 — peiKast Pa3HOBUAHOCTb IJ1a3MOK-
JIETOUHBIX OIYXOJIEH, KJIETKH KOTOPBIX CEKPETHPYIOT MOJIEKYJIBI
AHOMaJIBHOTO MMMYHOIJIOOYJIMHA WK ero (parMeHThl B BUAE
JIETKUX 1lenei, OTKJIAAbIBAlOLIMECS B Pa3JIMYHBIX TKaHIX

(TIOAKOXHOM XUPOBOIA KIeTuyaTKe, MUOKapae, MeYeHU, ovyKax,
KocTsix). OTI0XeHUe aMUJIon1a, OKpPAIlMBAIOLIErocs Kpacure-
JIeM KOHTO KPacHbIM, B MapeHXMMe YKa3aHHbIX OPTaHOB BbI3bI-
BaeT HapylieHue nx GyHKIUU, pa3BUTUE HEPPOTUUECKOTO CUH-
nIpoMa, ieprudepruyeckoit HeliponaTuu.

Cpenu OOJbHBIX MPeodJagaloT JMlAa MYXCKOro Moja
(65-70%) B Bo3pacte crapiue 40 jer. IMpubausurensto y 20%
MaleHTOB OIHOBPeMEHHO oOHapyxuBaercs MM, ay 0Gonb-
mmHcTBa — MI'H3 ¢ BeIpaboTKOif M-TipoTerHa, IpUBOISIIETO
K TaTOJIOTMYECKOMY OTJIOXEHUIO JIETKUX LieTiell MMMYHOTJI00Y-
JIMHOB B Pa3JIUUHBIX TKAHSIX.

AMUIIONT CTPOUTCS U3 MHTAKTHBIX JITKUX 1eTei (M1 u3pe-
Ka TSDKEJIbIX 1IeMneit) UMMYHOIJIOOYIMHOB, CEKPETUPYEMBIX MO-
HOKJIOHAJIbHBIMU TJ1a3MaTUYECKUMU KJIETKAMM, KOTOpbIE TO-
IJIOIIAIOTCS, TepepadaThIBAlOTCSl M BHIAGISIOTCS Makpodaramu
B DKCTpALICJUTIONSIPHBII MaTpuKce. Hakaniuparomuicss aMuaons
BKJTIOYAET KaK WHTAKTHBIE JIETKKME LIEMHU, TaK W BapbUpYIOIIMe
parmenTs! (V) NH2-TepMuHaIbHOIo peruoHa.

OT0XeHHeM aMUJIonIa B Pa3IMYHBIX OpraHax oOycjoBieHa
Y KJIMHUYECKash CUMIITOMAaTuKa: OOJM B KOCTSIX, TeraroMera-
Just, nepudepuyeckasl HeponaTusi, TeMopparnyeckue mposiB-
JIEHUs, KPOBOTOUMBOCTD, HepoTHIecKuii cuHapoM (28% ciy-
YaeB), HapylIeHUs1 cepraedHoi aesatenbHocTH (17% cnydaes).
[1pu npumeHeHun metona UMMyHOMbUKCALIMM M-poTeuH 00-
Hapy>XMBaeTCcsl B CBIBOPOTKE KPOBH U/Miu Moue Y 90% GOMbHBIX
C TIEPBUYHBIM aMUJIOUI030M.

B rucronornueckux cpesax TpernaHOOMONTATOB KOCTHOTO
MO3ra OTMEUAeTCsl yMEPEHHOE YBeJIMYeHME KOJIMIECTBA MIa3Ma-
TUYECKUX KJIETOK U MHTEHCUBHOE OTJIOXeHUe aMmuionaa. Otme-
YaeTcsl TAKKEe MaCCUBHOE 3aMeIleHUe aMUJIOUIOM MEePEHXUMbI
JIPYTMX OpraHoB U TKaHell. Kak mpaBuio, oH oOHapyxXuBaeTcs
(doxanbHO Ha 6a3anbHOU MeMOpaHe B MCTOHYEHHBIX CTEHKax
KPOBEHOCHBIX COCYIOB WJIM B MHTEPCTULIMM XUPOBOW TKAaHU
1 KOCTHOTO MO3ra. BoKpyr oTjoXeHMiT aMuionaa MOTyT oOHa-
PYXMBAThCsl MaKpodaru M TUTAaHTCKKE KJIETKW Harogo01e NHO-
POJIHBIX TeJI.

Nmmynodenorun. MMmmyHOpeHOTHMIIMYECKME TPU3HAKKU
MJ1a3MaTUYECKUX KJIETOK MPU MEPBUYHOM aMUJIOUI03€ CXOTHBI
¢ HaOTromaeMbiM 1ipy MM. [1pu okpaiBaHuM Cpe30B KOCTHO-
T'0 MO3ra MOHOKJIOHAJTbHBIMU aHTUTENIAMHU K K- U A-JIETKUM Iie-
MIM MMMYHOTJIOOYJIMHOB OOHApyKMBaeTCsl HEOOJbIasi MOHO-
KJIOHAJTbask TOMYJISILIMS M1a3MaTUYeCKUX KIeToK. [Tonoxureb-
Hasl peakiivsi OTMEYaeTCsl TAaKXKe MPU OKpalIMBaHUU KOMITOHEH-
ta P amunouna.

TeneTnyeckue aHOMaIMK B KJIETKAX MPU TIEPBUIHOM aMUJIOU-
03¢ ToHoOHBI HabmomaeMbIM Ipu He-IgM MI'H3 u mmasmo-
KJIeTouHoil muenome. Tpanciaokauust t(11; 14) BbisiBasieTcst
B KjleTKax Oosiee yeM y 40% ManueHToB ¢ ePBUYHBIM aMUJIOK-
JI030M, B TO BpeMsI KaK 10J00Has aHOMajius OOHapyxKMBaeTCs
TosbKo B 15-20% ciydaes npu He-IgM MI'H3.

®@akTopsl nmporuosa. CpemHss TPOAOKUTENTLHOCTh KU3HU
OOJIbHBIX C TIEPBUYHBIM aMUJIOMI030M T1OCTIe YCTAHOBJICHUST TN~
arHo3a COCTaBJSIET OKOJIO 2 JieT. Y OOJbHBIX aMUIOUI030M
Y TJ1a3MOKJIETOUHOM MUEIOMOM Mepuoj BbIKMBAaeMOCTH OoJiee
KOPOTKMii, YeM Yy MalMeHTOB TOJIbKO C aMUJIOM1030M Uiu MM.
K uucny daxkTopoB HeO6IaronpusTHOrO MPOrHO3a OTHOCSTCS TM0-
BBIIICHHBII YPOBEHb KPeaTHMHUHA U [3,-MUKPOTTIOOYTUHA B CHI-
BOPOTKE KPOBM, HAJIMUKE TelaTOMETaInu, CylIeCTBEHHAs MOTe-
pst Beca, SKCKpPELMs ¢ MOYOM A-JIETKKX Lierei, OOJIbIINe OTI0-
KEHUSI aMWJIOUa B Pa3IMUHBIX OpPraHax M TKaHSIX M 0COOEHHO
B CEpACYHON MBIILILIE.

3a6oAeBaHuS, CBS3aHHDIE C OTAOXKEHUSIMU B TKaHSIX
MOHOKAOHAABHbIX AGTKMUX M TSDKEAbIX Lienei

B nmanHyto rpymimy BXOIST IJIa3MOKJIETOYHBIE U TUMQOTLIA3-
MOILIMTapHbIE HOBOOOPA30BaHMUSI, KIETKU KOTOPHIX CEKPETUPYIOT
aHOMaJIbHbIE JIETKME LEMU, WHOTAA TsKesble el U 00a Tura
Lereir MMMYHOTJI00YIMHOB, KOTOPbIE OTKJIA/IBIBAIOTCS B TKAHSIX
0e3 00pa3oBaHUsSI aMUJIOW/IA U BI3BIBAIOT AUCGHYHKIIMIO Opra-
HOB. DTO penKue 3a00JieBaHMsI, BCTpEUAlOLIMecs: y MalleHToB
B Bospacte ctapire 50 et oObiuHO B coyeTaHun ¢ MM (65%
cayuaeB) win MI'H3.

[lpu 3a60seBaHUAX C OTJIOXEHUEM JIETKUX W TSKEJbIX Lie-
nei B MaToJIOTMYECKUiA Tipoliecc HanboJiee YacTo BOBIEKAIOTCS
nmouku. Ho Moryr mopaxarbcsi ¥ MHOTHME Ipyrue OpraHbl
(cepmue, revyeHb, KPOBEHOCHbIE cocybl). MHOrma oOHapyxu-
BAlOTCS HOMYJSIpHBIC, WK AU GY3HBIE, TTOPAKEHUS JETKUX.
OTtnoxeHuss abeppaHTHOTO MMMYHOIJIOOYIMHA OOHapyXuBa-
I0TCS Ha 0a3ajibHbIX MEMOpaHax, 3JaCTUYECKUX U KOJIIareHo-
BbIX BOJIOKHAX.

HabGmonaembie y 00MbHBIX KITMHUYECKNE CUMIITOMBI, CBSI3aH-
HbIe C HapylIleHUsIMU (GYHKLIUA OpraHoB, OOYCIOBJIEHBI TU(-
(by3HBIM CUCTEMHBIM OTJIOXEHUEM UMMYHOTI00yIMHOB. K unc-
JIy OCHOBHBIX TPOSIBJICHUI OTHOCATCSI, TPEX/Ie BCEro, HehypoTH-
YeCKUi CUHIPOM U/MJIM Pa3BUTHE MTOYEYHON HEJOCTATOUHOCTH.
[1pu BapuaHTe 3a00s1€BaHUS C BHEMTOYEUHBIM OTJIOXEHUEM MO-
TYT OTMEYaThCs KIIMHUYECKUE TTPOSIBIEHUSI, CBSI3aHHbIE C TTOpa-
xeHneM Muokapya (21% ciyvaeB), neuenu (19% ciydaeB) u mie-
pudeprdeckoit HepBHOIt cricTeMbl (8% ciydaes).

[Mpu 60s1e3Hu ¢ otnoxenueM IgG; u/umm IgG,; M30TONOB TsIKe-
JIBIX LIETICH, CBSI3bIBAIOLIMX KOMIUIEMEHT, OTMEYAETCs] CHUXKEHUE

YPOBHSI TIOCJIEAHETO B CHIBOPOTKE KpOBU. M-IIpoTerH oOHapy-
KuBaeTcs y 85% GONbHBIX.

B M-nporenne npu 3a00eBaHUSX C OTIIOKEHUEM MOHOKJIIO-
HaJbHOTO WMMYHOTJIOOyJIMHA 6e3 00pa3oBaHUsl amMUIOUIA
OTIPENIENISIIOTCSI CTPYKTYPHbIE M3MEHEHMsI, 00YCJIOBIEHHBIE Ha-
JIMYMEM JIeJIeliidi ¥ MyTalliii B COOTBETCTBYIOIIMX TeHax. [Ipu
3200JIeBAHUSX C OTJIOKEHMEM JIETKUX Lierell epBUYHbIE Hapy-
LIeHUs] O0YCJIOBIE€Hbl MHOXECTBEHHBIMM MYTALMSIMU B TeHaX
BapuabeIbHOTO pervoHa JEerKUX Ierneid MMMYHOTTIO0yJIMHOB
" peripeccueii reHa A-nerkoit e VIV tuma. [pu BapraHTe
3a200JIeBaHUS C OTJIOKEHUEM TSIXKEJbIX LEeTell KpUTUIECKUM CO-
obiTeM siByisieTcs aesetus B CH1 KOHCTaHTHOM JIoMeHe, TIpu-
BOJISILAS K HAPYILIEHUIO aCCOLIMALIMU CO CBSA3BIBAIOLIMMCS C TS-
Keoll uenbio OenkoMm. B maTomornyeckux kieTkax B Bapua-
O€JIbHBIX PErroHax OTPENeNSIOTCS M3MEHEHHbIE TOCIe0Ba-
TEJIbHOCTY aMUHOKUCIIOT, YTO OOYCJIOBJIMBAET YBEJIMUYCHHYIO
CIOCOOHOCTD TSIKEJbIX LeTel K OTIIOKEHUIO B TKAHSIX U CBS3bI-
BaHUI0 (DOPMEHHBIX 3IEMEHTOB KPOBH.

B rucronornyeckux cpesax OMOMTATOB IMOYEK B KJIyOOUKaX
1 0a3aJIbHBIX MeMOpaHaX KaHaJIbleB 0OHAPYKMUBAIOTCS OTIOXKe-
HUSI HE COAepXKallero aMwiona aMop(GHOro 303MHOMUIBHOTO
BEILIECTBA, KOTOPOE HE OKPALIIMBAETCSl KOHTO KpacHbIM. [101006-
HbIE X€ OTJIOKCHMSI, JJISI BBISIBICHUMSI KOTOPBIX MCIIOJb3YIOTCS
MeueHble (DIyopecuupyIoIMMI KPacUTeIIMU aHTUTeNla K JieT-
KUM TKaHSIM WMMYHOTIJIOO0YJIMHOB, MOTYT OOHapy>XMBaTbhCS
B KOCTHOM MO3Te U IpYruX TKaHsX. [l1si BbISIBACHUS OTJIOXKEHU I
JIETKMX 1IETIei MOTYT UCTIONIb30BAThCS TAKKE METOJIbI AJIEKTPOH-
HOIl MUKpPOCKOTMU. B KOCTHOM Mo3re GOJIbHBIX OIMpenessieTcs
MOBBIIIEHHOE KOJMYECTBO TIA3MATUYECKUX KJIETOK, B TO Xe
BpeMsI MX coliepXaHue B APYTMX TMOpPaXEHHBIX OpraHax, Kak
MPaBUJIO, HEBEJUKO.

[lpy MMMYHOTMCTOXMMUYECKOM HCCIEIOBAaHUU B OTJIMYUE
OT TIEPBUYHOTO aMUJIOUI03a C MPUCYIIIUM eMy MpeodiaraHreM
A-JIETKUX LieTlell U TMIepaKCIpeccueil BapuabeIbHOrO perioHa
VxVI nipu 3a6051eBaHUSIX C OTIIOXKEHUEM JIETKUX LETeil uMMy-
HOTJIOOYJIMHOB OMPEIENSIOTCS MPEUMYILECTBEHHO A-JIETKKE Lie-
MM ¥ OTMEYaeTcsl TMIEPIKCIPEeccusi BapuadeIbHOIO pPeruoHa
VxIV.

MenuaHa BbIKMBAEMOCTU OOJIBHBIX COCTABIISIET OKOJIO 4 JIeT.
[IporHo3 BO MHOTOM ONpenessieTcsl MX BO3pacTOM, HaTUYMeM
TJ1a3MOKJIETOYHON MUEJIOMbI M BHEKJIETOUHBIX OTJIOKEHHUIA JieT-
KUX 1eTeil MMMYHOTJIOOYJIMHOB.

OcTeockAaepoTHUeCKas MMeAOMA

OcteockinepoTuyeckas MueIoMa — HOBOOOpa3oBaHUe
13 TUTa3MaTHYeCKUX KJIETOK, XapaKTepusylolleecs HaTudueM
(hubpoza u 0CTEOCKICPOTUUECKUMU M3MEHEHUSMU KOCTHBIX
Tpabekysn. Yacto compoBoxXaaeTcs MU3MEHEHUSIMU B IMMbaTU-
YeCKMX y3/ax M HAMOMUHAET TIa3MOKJIETOUHBIN BapuaHT 0o-
ne3nn KactiaemaHna. DTOT MaToOMOTMUECKUI TIPOLIECC SIBIISIETCS
YacThIM KOMITOHeHTOM penkoro POEMS-cunapoma, BKimovaro-
LIEr0 MOJMHENPONaThio, OPraHOMETaInI0, YHIOKPUHOIATUIO,
MOHOKJIOHAJIbHYIO TaMMAaraTuio M MopaxeHusl Koxu. B pazsu-
i POEMS-cunapoma, Kak IMoyaraioT, BaXXHYIO pOJib UTPaeT
HapyllleHue OajaHca MPOBOCMIAIMTENbHBIX HUTOKMHOB. Heko-
TOpbIE CUMITTOMBI 3a00JI€BAHUSI MOTYT OBITh CBSI3aHBI C BHIPAOa-
TBIBAEMBIM HEOTITACTUYECKUMU KJIeTKaMU (haKTOPOM pOCTa IH-
notenus cocynoB (VEGF). B nexotopsix ciyvasx mpu POEMS-
CUHIIpOME, 0COOCHHO CBsI3aHHOM ¢ Oosie3Hblo KactiemaHa, ot-
MeyaeTcst aCCOLMALIMS ¢ YeIOBEYECKMM BUPYCOM reprieca 8 TIa
(HHVS).

OcreockiiepoTnyeckas MHelIoMa — peakoe 3aboJeBaHue,
BCTpevaroleecsl MPeMMYIIECTBEHHO Y B3POCIBIX U COCTABIISIO-
nree 1-2% Bcex MI1a3MOKIIETOYHBIX OIyXoJteii. JlnarHocTupyeTcst
Yy MY>KUMH HECKOJIbKO Yalile, 4eM y XeHIuH. CpeaHuii Bo3pacTt
00JIbHBIX MpeBbIlaeT 50 jeT.

Y GosbIIMHCTBA TAKUX MALMEHTOB HEe HaOJII0aeTCsl OIHOBpE-
MeHHO Bcex mposiBieHuit POEMS. OCHOBHBIM KIMHUYECKUM
CUMITTOMOM SIBJISIETCSl HAJIMUME XPOHMYECKOM MPOrpeccupylo-
mieit monuHeiiponatuu. OpraHoMeranausi OOHapyXMBaeTCs
B 50% cny4aeB, SHIOKPUHOMATHS M TIOpaXeHue KOXU — B 65%
ciydaeB. K yucy 1pyrux nposiBieHMit OTHOCSITCSI TOTEPSI MacChl
Tesa, 00K B KOCTSIX M CyCTaBaX, OTEK TKaHel, pa3BUTHE IKCCY-
JTATOB B CEPO3HBIX TOJOCTSIX, TPOMOOLIMTO3. B CHIBOPOTKE KPOBM
y 75-85% GonbHBIX ompenessieTcss M-TIpoTenH B HU3KUX KOH-
nentpanusx (IgGA mm IgAL).

[Tpy U3ydeHUH TMCTOJIOTMYECKUX CPE30B OMOIITATOB OIpejie-
JISIOTCSL XapaKTepHbIE JJIsI OCTEOCKJIEPOTUUECKOM TM1a3MOLIMTO-
MBI COJIUTAPHBIE MM MHOXECTBEHHBIE OUark MmopaxeHus: ¢o-
KaJbHO MCTOHYEHHbIE KOCTHBIE TPAOEKYIbl, ACCOLIMUPOBAHHbIE
¢ maparpabeKy/IsIpHbIM (GHOPO30M U TTa3MaTHYeCKUMM KIIeTKa-
MU C HECKOJbKO M3MEHEHHBIMU MOP(HOTOTMYECKUMU MPU3HA-
KaMM, OTTOPOKEHHBIMU HEOOJBIIMMM BOJOKHAMU COEIUHU-
TeJbHON TKaHU. BHe ouaroB ocreockiepo3a B KOCTHOM MO3re
ompenensieTcs: 10 5% Taa3MaTUYECKUX KJIETOK 0e3 MPU3HAKOB
ATUTIVH.

MenraHa BBIXXKHMBAaeMOCTH OOJNBHBIX coOCTaBisgeT 15 Jer.
OCHOBHBIMM TPUYMHAMU CMEPTH MOTYT OBITh KapauaibHBIE,
pecrupaTopHbie HapyIIeHUsT U MHDEKIUH.

(5, ]

Cnmcok nuTepaTypbl HOXOAMTCS B PEAAKLMM.
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