VIK 616.15;615,38.

BOJIE3Hb KACTJIEMAHA C PABBUTHEM POEMS-CUHAPOMA:
OCOBEHHOCTH KJIMHUYECKOW KAPTUHHI,
CTPYKTYPBI IUMPATHYECKHUX Y3J1I0B U KOCTHOI'O MO3T'A
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Bacusmii Usanosny TPO®UMOB?*

' TBOY BITO Cegepo-3anaduuiii 2ocydapcmeennuiii meouyunckuil yuusepcumem um. .M. Meunuxosa
Munzopasa Poccuu
191015, 2. Canxkm-Ilemepoype, yin. Kupounas, 41

2 @I'BY Poccuiickuii HUH 2emamonozuu u mpanceysuonoeuu ®MBA Poccuu
191024, e. Canxkm-Ilemepoype, 2-s Cosemckas, 16

3 'BOY BITO Hogocubupckuii 2ocydapcmeennviii meduyunckuii yuusepcumem Munsopasa Poccuu
630091, e. Hosocubupck, Kpacuwiii np., 52

*I'BOY BIIO Canxm-Ilemep6ypackuil 20cydapcmeentulii MeOuyuHcKull yuugepcumen
um. akademura U.11. Ilagnosa Munzopasa Poccuu
197022, 2. Canxm-Ilemepoype, yi. Jlvea Torcmoeo, 6/8

> @I'BY Dedepanviblii yenmp cepoya, Kposu u sHOoKpunotozuu um. B.A. Anmasosa Munszopasa Poccuu
197341, 2. Canxm-Ilemepbype, yn. Akkypamosa, 2

S @I'Y Poccutickuii nayunsiii yenmp paduono2uu u xupypeuseckux mexnonozuti Munsopasa Poccuu
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" dI'Y Hayuonanouwiii meouxo-xupypaudeckuti yenmp um. H.M. Iupozosa Munzopasa Poccuu
105203, 2. Mocksa, yn. Huorcnsia Ilepsomaiickas, 70

[IpencraBneHbl pe3ynbTaThl aHATM3a KIMHUYCCKON KapTUHBI U JTaHHBIX MOP(OIOTHICCKOTO ¥ THCTOXHUMUYECKOTO HC-
CIIeZIOBaHMS OMONTATOB TUM(PATHIECKUX y3JIOB M KOCTHOTO Mo3ra y 14 6onbHBIX ¢ Oone3nsio Kactiemana. Y 7 yenoBek
3a00JeBaHUE COMPOBOKIANOCH cuHApoMoM POEMS, y 3TUX MaIMEHTOB COACPIKaHUE IUIa3MOIIMTOB B TKaHH JrMda-
THYECKOTO y3J1a OBLTO BBINIE, yeM y OompHBIX 0e3 POEMS-cunapoma, (hakTtop pocta SHAOTETHS COCY0B BBIABISIICS
B OOJIBIIIEM YHCIIC KJICTOK y3J1a, 8 TAKXKE BHE KJICTOK, B TKAHH JTUM(PATHICCKHUX Y3JIOB M B KPOBHU MPeoOIaaai A-IIemu
UMMYHOTI00yIHHOB. Y OompHBIX ¢ POEMS mocTosHHO BBISBIATIACH THIEPTEH3MUS MAJoOro Kpyra KpoBOOOpAIICHHUS.
D¢ddexkTuBHOCTE JIeueHUs yXyaIIaaachk Mpu ero mo3nHeM Hadane. OOHApYKEH OJWMH CITydail OTJIOKEHUS aMUJIONIA B
TIM(ATHYECKOM y3IIe ¢ pa3BUTHEM aMUJIOMIHON HEHPOIaTHH, TATOTCHETHYECKN CXOHOH ¢ MUEIIOMHOM, M BTOPOH CITy-
Yail — C pa3BUTHEM MOBPEKACHHSI KOCTEH B BUJIE COUCTAHUS JIM3HCA M OCTEOCKIIEPO3a, TAKKe MPEXK/Ie OMMCAHHOTO MIPU
pa3sutnn POEMS-crunapoma y manmeHToB ¢ MHOKECTBEHHOI MHETTOMON. Y BceX OOIBHBIX ¢ MHOTOLIEHTPOBOH (hOpMOii
6one3nn KactiemaHna KOCTHBIM MO3T TIPU TIEPBUYHOM OOCIICTIOBAHUHN OBLIT THIIOCILTONISPEH.

KiioueBrble ciioBa: mumdarnyeckue y3isl, bone3ns Kactnemana, POEMS-cunnpowm, erounasi runepTeH3us, mias-
MaTHUYECKHE KIETKH, (JaKTOp pocTa SHAOTEIHS COCY/I0B, BUPYC repreca §-ro THIa, aMHJION103, KOCTHBIH MO3T.
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bonesnr Kactmemana (BK) — pemkoe u maio-
u3ydeHHoe 3a0oieBaHue. Ero pazBuTHe CBS3BIBAIOT
C HapylleHHEeM IIMTOKMHOBOTO OanaHca, B 4YacT-
HocTu ¢ runepcekpeuueid IL-6. B yactu ciydaes,
0COOCHHO TMpH IJIa3MOKJIETOYHOM BapuaHTe bK,
YKa3bIBAIOT Ha aCCOLMALIMIO C BUPYCOM Treprieca ve-
noseka 8-ro tuna (HHV-8); 6emox, mpomyrupyemsrit
BHpycOM, uMeeT cxoactso ¢ IL-6 [5, 7, 9, 10]. 3a-
OoneBanue onucano J. Castleman B 1954 1. u HOCHT
ero nMms. bornesns nposBuseTcs 00 yBEIMICHHEM
ofHOrO JInM(paTrueckoro y3ia (JiokajibHas Gopma),
1100 MHOKECTBEHHBIM MOPaKEHUEM Pa3lUYHbIX
TUMQpaATHIECKUX Y3JI0B — MHOTOIIEHTpOBas (opma
(MBK). Ilpu ruanmHO-BacKynspHoM Bapuante bK
B JIUMQOUAHONW TKaHM OOHApPYKMBAIOT OOMIBHOE
pa3BUTHE COCYIHUCTOM CETH C BPACTaHHUEM COCY/OB
B uM(arnieckue (OTUKYIIbI, THATMHO30M CTEHKH
COCYIOB U T€pPMHUHATUBHBIX LICHTPOB (DOJUIMKYIIOB —
TaK Ha3bIBAEMBIH CHMIITOM <«JIEICHIAa Ha TAIOUKe).
IIpu srom aumdounaHble KIeTKH nepudepuu ¢GoJ-
JMKyJa PacroyiaraloTcsi B BUAC «IYKOBOW LIETy-
xu». [ 1a3MOKIIETOYHOTO BapHaHTa XapaKTepHa
GONTUKYIISIpHAST THIIEPIUIA3HS C PE3KO CY)KEHHBIMH
MaHTUHUHBIMHA 30HaAMHU (OJITMKYJIOB, KOTOPBIE OKPY-
JKEHBI CKOTICHUSIMH 3DPEJIbIX TUTa3MaTHYECKUX KJle-
TOK. B OONmpIIMHCTBE CilydaeB AKCHPECCHs JIETKUX
Herneld IMMYHOTTIOOYTMHOB UMEET MOTUTUITHYECKUH
XapakTep, OHAKO MPUOTU3UTEIEHO B TPETH CITyYacB
HaOIOIAI0OT PECTPUKIINIO, OOBITHO B MOJIH3Y A-IICIIH.

Juarnoctuka BK Tonbko Mopdonoruyeckas, Tak
KaK HET CHMIITOMOB, MO3BOJSONNX auddeperm-
poBarh €€ OT JPYrux JUMQPONpoIudepaTuBHbIX 3a-
oonesanuii [5, 9, 10]. B psjge ciyuaeB He0OX0UMO
MMMYHOTHCTOXHUMHUYECKOE HCCIIEIOBAaHUEe, YTO TIO-
3BOJISIET IPOBECTH TUPPEepeHIINATBHYIO JUATHOCTHU-
Ky ¢ auMmdomamu ¢ TazMarudeckor auddepenim-
POBKOI, a TaK)Ke C MAHTHIHO-KJIETOYHON TUM(POMOA
[10].

[oBerennass mpoxykums IL-6  oGycrnosmu-
BaeT pa3BUTHE CHMITOMOB B-KI€TOYHON WHTOK-
CHKAIlMU B BUJIE JHXOPAJKH, TMOTIMBOCTH M TO-
Tepu Beca. M30biTok mpoaykuuu IL-6, B cmywasx
MHOTOIIEHTPOBOTO TOPaKEHUS, MOXKET aKTHBHPO-
Barh TMPOAYKIMIO (hakTopa pocTa SHAOTEIHS CO-
cynoB (vascular endothelial growth factor, VEGF),
KOTOPBIA BBI3BIBAET HE TOJBKO COCYIHCTYIO TH-
neprriasuio JmMGaTHueckoro ysua (J/y), HO M aK-

TUBUPYET POCT HOBBIX COCYIOB B JPYTHMX TKaHIX,
O0COOCHHO B CIIM3HMCTHIX 000JI0YKAX, C dKCCyAannen
KHUIKOCTH M Pa3BUTHEM OCOOOr0 MapakpUHHOTO
cuanpoma — POEMS (P (polyneuropathy) — momm-
meiiponarus, O (organomegaly) — opranomera-
nus, E (endocrinopathy) — sHgokpunonatus, M —
M-nipoTenH B CHIBOPOTKe KpoBH, S (skin) — nuzmene-
HUS KOKM B BUJIE Pa3BUTHSA aHTHOM W TUTMEHTAITUH )
[1, 6, 8]. Onnako ab6peBuarypa POEMS He oTpaxa-
€T €ro MIABHOTO KIMHUYECKOTO JHarHOCTHYECKOTO
MpU3HaKa — Pa3BUTHA 0e3 BUAMMOI NMPUYMHBI I10-
JIOCTHBIX WJIM TKAHEBBIX 0Te€KOB. OHU pedpaKTepHbI
K MOBTOPHBIM MOJOCTHBIM 3KCQY3USIM U K Teparnuu
MOYETOHHBIMH TIpenapaTamMu, Tak Kak 00yCIIOBICHBI
runepnponykiuet VEGF [1, 8]. Cuuraercs, uto
BbICOKas mpoaykiust [L-6 mpu 6oneznn Kactnemana
He TobKo akTuBmM3upyeT depe3 VEGF neoanrnore-
HE3, HO U YCKOPseT TpaHCHOPMALHIO TUM(POLUTOB B
IU1a3MaTHYEeCKHUE KIETKH.

CymecTByeT Heckonbko Kimaccudukaruii bK.
ComnacHO OJHOM M3 HUX, BBIACNAIOT KIMHUYECKHE
BapUAHThI — JJOKAJIBHBIH U MHOTOLIEHTPOBBIH (MyJIb-
TUIEHTPUYHBIN) — U TUCTOJIOTUYECKNE THUIBI — I'H-
aJMHO-BACKYJSIPHBIM, MIa3MOKJIETOUYHBII M cMe-
wanHelid [10]. B nmpyrux cxemax OJHOBPEMEHHO
YYUTBHIBAIOTCA THUCTOJIOTUYECKHE W KIMHUYECKHE
BapUaHTHI: PA3IMYAIOT THAIWHO-BACKY/ISIPHBIN Bapu-
aHT, TUIA3MOKJICTOYHbIN JIOKAJIM30BaHHBIA U MHOTO-
LHEeHTpoByI0 ¢opMy (KIMHUYECKH) [5]. ABTOpHI
YKa3bIBAIOT, YTO MHOTOIICHTPOBOH (opMe MpHucyIna
IUIa3MOKJIETOUHas TpaHchopMmanus JTnMdpaTHiecko-
ro y3ma c¢ paszsutuem POEMS-cungpoma B 60 %
ciryyaeB. FIMEHHO T1a3MOKIIETOUHAsI SKCIaHCcus 00-
ycnopnuBaeT Takue cumntoMbl POEMS, kak monu-
Helponarus U Hanuure M-rpajueHTa B CbIBOPOTKE
kpoBu. [larorene3 mnonmHeiponatun o00ycIOBIECH
BBIPA0OTKON JIETKUX A-IleNed MMMYHOTJIOOYJIHHOB,
AKTUBU3NPYIOIINX CHIBOPOTOYHBIE TIPOTENHA3bI, KO-
TOpBIE€ IPOHHUKAIOT B HEPBHBIE BOJIOKHA U pa3pylia-
o1 muenud. [lonuneitponarus npu POEMS Hocut
nepupepuveckuii  JIEMUCSITMHU3UPYIOIINH  Xapak-
TEp U OMacHa Pa3BUTHEM DPECNHUPATOPHOTO HeMpo-
MBIIIIEYHOTO OJIOKAa ¢ OCTaHOBKOW awixaHus [1, 8].
Opranomeranuio npu POEMS-cunapome criemyer
paccmarpuBath Kak pesyasrar aktuBanuu VEGF u
COYETaHMs COCYIMCTOM TMIEpIUIa3uy OpraHa ¢ TKa-
HEBBIM OTEKOM. OHAOKPUHOIMATHH HOCAT Pa3jInd-
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HBIA XapakTep, B TOM YHUCIIE 3a CUET 00pa30BaHUs
MHUKPOAHTHOM TuUno(du3a, 0 4eM HaMH COOOIIANI0Ch
panee [3]. PenkocTs U HenoCTAaTOUHAS U3YYEHHOCTD
Ipo0IeMBI CIOCOOCTBOBAJIN TOMY, YTO OTCYTCTBYIOT
eIMHbIe KPUTEPHH MOCTAaHOBKHM anarHoza POEMS-
CHUH/IpOMA: JUarHOCTUYECKNE KPUTEPUU 3HAUYNTEINb-
HO OTIMYAIOTCS OT €ro Has3BaHus. PexomeHmyercs
WCTIOJIb30BaTh 5 TIIABHBIX KPUTEPHEB: HAJIUYWE J0-
Ka3aHHOW MHO)KECTBEHHOW MHUEJIOMBI MU OOJIe3HU
Kactnemana, monuneliponariy, yBeqIuueHHe coaep-
xkauus VEGF, A-nieneit 1 M-tipoTenHa B CBIBOPOTKE
KpoBH. Bce ocTanbHble NPOABICHHS CUUTAIOTCS Ma-
apIMH KpuTepusimu. Hanbonee yacTto 11 moarBepik-
nennst POEMS-cuaapoma ucnomnb3yioT J00yI0 KOM-
OuHaMo 2 OONBIINX KPUTEPUEB U OJHOTO MAJIOro,
TAaKUX KaK OTEKH WM ApYrHe, BXomsmue B adbOpe-
Buatypy [1, 8]. Takum oOpazom, 6one3ns Kactinema-
Ha u ocnoxusomui ee POEMS-cunapom u3-3a ux
PEIOKOTo IMPOSIBICHHUS HCCIIEI0BaHbl HEIOCTATOYHO,
YTO CO3/aeT JAWArHOCTHYECKHE W JieueOHbBIE TPo-
onembl. B mpenpiaymeit myOnukanuu [3] moapoOHo
OINHMCaH Clyyall OJHOBPEMEHHBIX MHOMKECTBEHHBIX
KITMHUKO-(QYHKITMOHATIBHBIX TposasieHnii POEMS-
CHHIpOMa Yy HaOmoaaserocs 6onsHoro ¢ MBK.

Lesib HACTOSAIIETO MCCIEIOBAHUS — XapaKTEePH-
CTHKa NaIueHToB ¢ Oone3nbto Kactiemana B 3aBu-
cumoctu oT Hanuuus y HuX POEMS-cunnpoma un
CTPYKTYPHBIX OCOOCHHOCTEH TKaHU JINM(aTHIECKUX
Y3JI0B ¥ KOCTHOTO MO3Ta Kak OpraHoB, Hanboee 60-
raTbIX I1a3MaTHYECKUMHU KIETKAMHU.

MATEPMAII 1 METOJbI

O06caenoBano 14 0onpHBIX ¢ Oose3Hb0 Kactire-
MaHa B Bo3pacte oT 29 mo 62 net (6 MyX4nH U 8§
JKCHIIMH). Y BceX OONBHBIX JUAarHo3 ObUT JOKazaH
MOPGOJTOrHICCKUM U TMCTOXUMHUECKUM HCCIE0-
BaHHEM OIEPANMOHHOTO OnomTara JTUM(aTHIECKO-
ro y3na. ¥ 6 6oipHbIXx MBK ObLIO JOMOTHUTEIBHO
MPOBEJICHO THCTOJOTMUYECKOE MCCIICIOBAHNE Tpera-
HAIIMOHHBIX OMONTATOB KOCTHOTO MO3Ta. Y OJHOTO
MaIMeHTa TPENaHOOUOIICUSI TOJIB3JIOIIHON KOCTH
OCYILECTBIICHA JBAXABI (10 M MOCIE JUIUTEILHO-
ro Kypca tepanuu uHTepdepoHoM). Bee OonbHBIC
NpEeIBAPUTENILHO JIaBalld JOOPOBOIBHOE WHPOPMU-
POBaHHOE COTNIacHe Ha MPOBEICHHUE UCCIICTOBAHHH.
Y 8 demoBek ObuTa MHOTOIICHTpOBast popma bK, y
7 u3 Hux ycranoBinen POEMS-cunapom, o koTopom
CYIUIIM TI0 HAJTWYHMIO DKCCYIATHBHOTO TEepUKAp/IU-
Ta, TJIEBPUTA MM ACIUTA PA3JIMYHOU CTEIICHU BbI-
PKEHHOCTH, NepUPEPUIECKUX OTEKOB MOIKOKHON
KJICTYAaTKU, TMOJMHEHPONATUH Pa3InIHON CTEMeHU
TSDKECTH BIUIOTH JI0 HEHPOMBIIIEYHOTO pecrupa-
TopHoro Onoka. [Ipu 3Tom y 4 GonbHBIX Habmona-
JIOCh KJIACCHYECKOE COYETAHHE OTCYHOTO CHHIPOMA
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¢ nonuHelponarueil. OqHa MalKMeHTKAa UMENa U30-
JIUPOBAHHYIO MOJWHEHPOIIATHIO, ¥ 2 YEIOBEK ObLIH
TOJIBKO M30JINPOBaHHbIE MOJOCTHBIE dKccyaarsl. Op-
raHoOMeTalIus POSBIUIACh B BUJIC YBEIMUCHUS Celle-
3€HKH W T€YEHHU TIPHU MaIbIIaTOPHOM HCCIIEIOBAHUN
1 ObLIa TIOATBEPKICHA METOAOM KOMIBIOTEPHOU TO-
Morpadun. OO yBeJIM4eHUH Pa3MepoB MHOKapAa Cy-
JIJTA Ha OCHOBAHHH TOBBIIIEHHOTO MHJIEKCA MaCChI
Muokapaa (6onee 130 y Bcex OONBHBIX IPH HOPME /10
125 mpu aBToMaTHueckoM pacuyetre Ha DXO-Kapauo-
rpade). Tarke kocBeHHbIM DXO-kapauorpaduye-
CKUM METOJIOM ONpeAessUIN JaBjCHUE B JIETOUYHON
apTepud, 4To0bl OOBEKTUBU3MPOBATh BIIHMSHHE IIO-
JIOCTHBIX OKCCYIAaTOB Ha COCYAbl MAajoro Kpyra.
K opranomeranuu ObUIO OTHECEHO M yBEIMUYCHHUE
OCTaTOYHOTO O0BeMa JIETKMX 0e3 MPHU3HAKOB OpPOH-
X000CTpYKINH (y OTHOTO OOJNBHOTO), JIJIsl 4ero Oblia
npousBeieHa o0rmas mieTu3mMorpadus tena ¢ u3me-
PEHHEM CKOPOCTHBIX MOKa3aTesell Baoxa 1 BbIIOXA.
Hanmuue Bupyca reprieca deigoBeka §-ro THIA
BBISIBIISIIOCH, B 3aBUCMMOCTH OT KJIMHUKH, B KPOBH
WJIM JINKBOPE € UCTIONb30BaHMEM IOJIMMEPa3HOH LeTl-
Hoit peakmuu (I1LIP), KoTOpyI0o MpOBOAMIN ¢ TIOMO-
mpto HabopoB Gene Pak DNA PCR-test («Jlabopa-
topusi M3oren», Poccns). UccnenoBanne BKIII09ano
3 orama: Beigenenue JIHK, npoBenenue amrumdpu-
kanuu u gerekiuio JTHK metomom anexrpodopesa
¢ OpOMHUAOM PTUAMS M MOCICAYIOUIMM O0Iy4eHUEM
yasTpaduoaeTOBbIM CBeTOM. M3 uccienyeMoi Chl-
BOpOTKH (JMKBOpa) otOupanu 0,1 Mi U mocnenyro-
e craguu Beaenenus JJHK npoBonunu cornacuo
WHCTPYKIMH u3roroButens. Jlobasmsum 0,3 mur iu-
3UPYIOLIETO PacTBOpa, MHKYOMPOBAJIN B TEPMOCTATE
5 muH 1ipu 65 °C, 3areM nienTprudyruposaiu 10 ¢ npu
5000 06/MHH, HAIOCAIOYHYIO KHIKOCTh TIEPEHOCH-
JU B YHUCTYIO MPOOUPKY, H00aBisiM K He 20 MK
cycnensun copdenrta Nucleo S u BcTpsxuBanu Ha
BOPTEKCE, MOCJIEe Yero oToupanu 25 MKI pecycIieH-
JMPOBAHHOTO COPOCHTA U BCTPSIXMBAHHE MOBTOPSUIH.
Haiee copbeHT ocaxnanu Ha nieHTpudyre 30 ¢ mpu
10000 06/MuH, CyTiepHATaHT YIAIISUIH, 0CaIOK TPHK-
Jbl TIPOMBIBAJIM TOTOBBIMH pacTBOpaMH C TOCIHe-
JYIOIIMM OCAXJICHHEM U TOJCYIINBAHHEM OCaJKa.
K ocangxy moGaBmsuimm 50 MK TOTOBOTO OydepHO-
ro pacTBOpa M NpPOrpeBaJid B TepMocTare 3 MHH
npu 60 °C. Ilociie MOBTOPHOTO BCTPSAXMBAHUS W
neHtpudyrupoanust npu 12000 o6/MuH cHHMA-
JIM CyNepHAaTaHT JAJs TOCIEAYIOEro MpOBEACHUS
[L[P-ammmnrkaIu, KOTOPYO BBITIOTHSIIN C OJTHO-
BPEMEHHON MOCTAaHOBKOM MapaJieJbHbIX OTpHUlla-
TEeNBHBIX U TMOJOKHUTENbHBIX KoHTpodedt Ha JIHK
BHpyca repreca 4eynoBeka §-ro tumna. [lomydyeHHbIN
cynepHaraHT u rotoBelii IILIP-pacTBOpUTENHL CMeE-
LIMBaJIX B paBHOM oObeMe o 10 MKJI ¥ mpoBOIUIN
aMITTM(UKALUIO 110 MPUIOKECHHON B HMHCTPYKLHUH
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nporpaMme ¢ LUKIMYECKUM HpPOTrPEBaHUEM IPH
pasTUYHBIX Temmeparypax (Bcero 47 mukion). [lo-
cienHuM stanoM Obwia gerekumsa JIHK metomom
anekTpodopesa B arapo3HOM rese ¢ OpOMHIOM ITHU-
Jist: IPOOY HYKJICMHOBOM KUCIIOTHI U3 CyIIepHATAHTA
HAHOCHJIU B JIYHKY arapo3bl ¥ IPOBOJIUIIN BIIEKPOQO-
pe3 npu 200 B B Teuenue 30 MuH. 3aKIIOUUTENBHON
craaueii Obuta gerexuus JIHK B ynsrpaduonerorom
cBete. JlaHHOe HccieoBaHNe TaKkke AyOnupoBaioch
MMMYHOTHCTOXUMHUYECKUM OIIPEICICHUEM aHTUIe-
Ha LANA-1 Bupyca repreca 4yenoBeka 8-ro THIA C
COOTBETCTBYIOIIMMH aHTUTEIaMHU B TKaHU JIUM(paTu-
YECKHX y3JI0B BCeX 00IbHBIX. TOJIIBKO O/THA TALMECHT-
Ka ¢ MHOTOLIEHTPOBOM (opmoii Oonesnn Kactiaema-
Ha He uMmena Hu npossiaennii POEMS-cunapoma, Hu
NPUCYTCTBHS BUpyca B opranusMme. Y Bcex 6 00iib-
HBIX C JIOKaJIM30BaHHOU (opmoii Oonesnu Kactie-
MaHa oTcyTcTBoBanu npusHaku POEMS-cunapoma
¥ MHQUIUPOBAHHOCTH BUPYCOM.

IIpu rucTOIOTHYECKOM HCCIIEIOBAaHIH B OKpPAaCKe
TEeMaTOKCHJIMHOM M S03MHOM TOJCYUTHIBAIN JIOJIO
IUIA3MAaTHYECKUX KJIETOK B KJIETOUHOM HOIMYJISLUH
mumdarndeckoro ysna (mpu yBemmueHun X 400).
[Ipy UMMYHOTHCTOXMMHYECKOM HCCIEIOBAaHUH C
MIOMOUIBIO COOTBETCTBYIOILIMX AHTUTEN BBISBISIH
CD138 (mapkep mrazmonutoB), VEGF, nerkue nenu
UMMYHOIIOOYTMHOB. IMMYHOTHCTOXMMHUYECKOE HC-
clleioBaHue ObLIO MPOBEIEHO B MapaUHOBBIX Cpe-
3axX ONEpPAlMOHHOTO Marepuaja TOJIIMHON 3 MKM.
JleMacKupoBKy AaHTHICHOB OCYILECTBIISUIA ITyTEM
HarpeBaHus cpe3oB B IuTpaTHoM Oydepe (pH 6,0)
wm B Tpuc-O[TA-6ydepe (pH 9,0) na BomsHOI
Oane B Teuenue 30 muH npu Temmeparype 95 °C.
Vcnonp30Bany nepBUYHbIC MOHOKJIOHAIBHBIC aHTHU-
tena Kk VEGF (SP28), roToBBIe K HCIIONTH30BAHUIO
(Neomarkers RTU, CIIA) CD 138 (CIMI115) B
passenennu 1:50 (DAKO, lanns), 6enky LANA-1
HHV-8 (13B10, Novocastra. BennkoOpuranus), ro-
JIMKJIOHAJTBbHBIE aHTHUTENA K JISTKUM LETsIM HMMYHO-
rnoOynuHoB Karmma DAKO (B passexennn 1:40000)
n nam6aa DAKO (B passenennn 1:70000). Cpesst
MHKYOMPOBAJIU C TICPBUYHBIMU aHTHTEJIAMH B TeUe-
aue 30 mun npu temneparype +20...+22 °C. 3arem,
MOCJIe CEpPUHM OTMBIBOK OT HECBSI3ABIIUXCS aHTUTEI,
Cpe3bl MHKYOHMpPOBAaJIM C CHCTEMOH BHU3yalH3allUH
Envision (DAKO) B Teuenue 30 MuH mipu TeMIiepa-
type +20...+22 °C. Jlust nposBIEHUs PE3YIILTaTOB
peaKknuu Ha cpe3bl HAHOCHIIM XPOMOT€H (IHaMHUHO-
OCH3MIWH) HAa 5 MUH.

Hannume cBOOODHBIX JETKUX A- U K-IIENEH UM-
MYHOTJIOOYJIMHOB B CBIBOPOTKE KPOBH M CYTOYHOM
MOY€E ONpeNesiIi UMMYHO()EPMEHTHBIM METOJIOM,
pa3paboranHbiM LleHTpaabHBIM HAaydHO-HCCIIEN0BA-
TEJIbCKUM PEHTI€HOPAIUO0JIOTHIECKUM HHCTHTYTOM
(00O «Ilomurnocty, Poccust). Metom ocHOBaH Ha
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HCIOJIb30BAHUN MOHOKJIOHAJIBHBIX aHTHUTEJI, pearu-
pYIOIIUX C pPa3sHBIMH SMUTONAMH JIETKHX Ierel
HMMYHOITIOOYIMHOB uenoBeka. OJHO M3 aHTHUTEN,
Pacro3HAOLIMX 3MUTOI, SKCIIPECCUPOBAHHbIN TOMb-
KO Ha CBOOOJHOW JIETKOW IIEMH M MMMOOMIH3UPO-
BaHHBIM Ha TBepaoi (ase, obecreunBaeT cHeuu-
(uuecknil 3axBaT AHTUICHA, a JAPYro€ AHTHUTEINO,
pacro3Haroniee Jerkre ey Kak B CBOOOTHOM BH/IE,
TaK M B COCTaBE MOJIEKYJIbl UMMYHOTJIOOYTMHA, Me-
YEHHOE MEPOKCHUAA30H, BBIBISET IPHUCOCIUHUB-
muecs Jerkue nenu. He cBs3aBmInecss KOMIOHEHTHI
aHaM3UPYEeMbIX P00 W M30BITOK MEUEHBIX MOHO-
KJIOHAJIBHBIX AQHTHUTEJN YHAJSIOTCS ¢ TBEpHOH (a3l
[TOBTOPHBIMHA OTMBIBAaHUSIMH. AKTHBHOCTbH IEPOKCH-
Ja3bl Ha TBEPAOH (haze onpeaessioT Mo pa3noKeHHIO
cyOcTpara — MepeKHcH BOAOPOAa, ¢ TpaHcopma-
[Mel MOJIeKYJIbl XpOMOTeHa TeTpaMeTHIOSH3UANHA
B MIPOM3BOAHOE TONyOOro IBETa, KOJIMYECTBO KOTO-
pOro HpONMOPLUUOHAIBHO (PEepMEHTATUBHON aKTHUB-
HOCTH MEPOKCHAa3bl. Peakuio ocTaHaBINMBAIOT J10-
0aBJICHUEM CEPHOW KHCIIOTHI, KOTOpas MEHSET LBET
COZIEP’KUMOTI0 JIYHOK Ha YKEJTbIM, U PErHCTPUPYIOT
pe3yNbTaT Tpu MOMOIIH CIIeKTpodoToMeTpa ¢ Bep-
TUKAJIbHBIM Jy4OM MpH AnuHe BoiHbI 450 HM. Pe-
aKIysl MPOBOJUTCS B JYHOUHBIX IUTaHmerax. [Ipu
WCTIOJIb30BAHUN CBIBOPOTKH KPOBU B JIYHKH BHOCST
mpoObl B ABYx pasBeneHusx: 1:100 u 1:1000, npu
HCCIIEIOBAaHUN MOYM pa3BeleHusl cocTaBisaoT 1:30
u 1:90. [lo pe3ympTaraMm HCCIENOBAHUS PACCUUTHI-
BaIM KOA(PQPHULUUEHT COOTHOLICHUS A- M K-LeTel B
CBIBOPOTKE KPOBH M B Moue. |1 AMarHOCTUKH TO-
JIUHEHPOTaTUN KPOME HEBPOJIOTHYECKOTO oOce-
JOBaHHS HCIIONB30BAIH AIEKTPOHEHPOMHUOTrpadHIo
(BHMI'). CocrosstHuE KOCTHOTO MO3Ta OICHUBAIH
10 OuonTaTaM IMOAB3I0IIHON KOCTH ¢ (PUKCAIUEH 110
Kapnya c okpackoil a3yp-303uHoM. 111 yTOUHEHHS
pacnpoCTpaHEeHHOCTH JHUM(paACHONIATUH, COCTOSI-
HUS JIETKUX U TUIEBPHI, TIEpUKAp/a, HAJTHIUS Tenaro-
CIUIEHOMETAJINU HCTIOJIb30BAIM METO/ CIUpPaIbHON
KOMIIBIOTEpHOM ToMmorpaduu. Hamuume >xuzpkoctu
B TOJIOCTH TEepUKapia OIEHWBAIHU IO Pe3yIbTaraM
3XO-kapauorpaduu.

[Tokazauusamu i neuenns OoxnpHBIX MBK ¢
paszsutuem POEMS-cunapoma city)kKuiu: BeIpakeH-
HBIE OTEKH, TsDKesasi MOoJMHeHpomaTHs, OONbLION
00beM YBEJIMYEHHBIX TUM(ATUIECKUX Y3JIOB H, Ca-
MO€ TJIaBHOE, HaJMYMe MacCUBHOI, B BHJIE TIACTOB,
IUIA3MOKJIETOYHON MHHUIBTpAMy TKaHu y3na [1, 8].
Br100op cxembl JieueHus U3-3a OTCYTCTBHsI 00IIenpu-
HATBIX PEKOMEHJIAINH MMPOM3BOAMIICS B PA3INIHBIX
Je4eOHBIX YUPEKIECHUIAX SMIHPUYECKH, YTO COOT-
BETCTBYET M 3apyOexHoi npaktuke [8]. Ilepsoii mu-
HUEH Tepanmuu y YeThIpex M3 CeMHU OOJBHBIX ObLIa
cxema CHOP-21 (umknodocdan, anpuaMuuyH,
BUHKPHUCTHH, MPEAHNU30JI0H) BBUAY HalU4YUS JIHM-
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(homponmudepanuu. Y OMHOTO W3 ITHUX IMAIUEHTOB
nocie neporo kypca CHOP pazBuimace Oaktepu-
aJIbHO-MHMKOTHYECKAs] KOHTAMHUHALUA KpPOBH, 4YTO
MOTpeOOBaI0 aHTHOAKTEPHAIBHON W aHTUMHUKOTH-
YEeCKOW Tepamnuu B Te4eHne mecsia. Jlanaoe ocmox-
HEHUE B MOCIEAYIOUIEM HCKIIIOUMIIO HCIOb30Ba-
HUE [IUTOCTAaTHYECKHUX IMPEraparoB, M OOIBHOMN OBLT
HIEPEBEIEH HA JIEYEHHE PUTYKCUMAOOoM 110 375 Mr/m?
(4 exxeHeEeNBbHBIX BBEJCHUS) C MOCIEAYIOIUM Kyp-
COBBIM Ha3HAYCHHWEM TaHIMKIOBHpa. | oqudHOe Ha-
OmioneHue 3a MalKeHTOM IO3BOJMIO KOHCTaTHPO-
BaTh Y HEro pa3BUTHE YaCTUYHOIO OTBETa B BUJE
YMEHBIIIEHHS pa3MepoB TUMQPATHIECKUX y3JI0B 00-
nee yeM Ha 50 % ¥ peIyKIINU OTEYHOTO KOMIIOHEH-
ta POEMS. Eme y ogHoro 6ompHOTO mocie 6 Kyp-
coB CHOP-21 gocTurHyT NONHBIN OTBET, OH OBLI
MIepeBEICH Ha TMOJIEP)KUBAIOIIYI0 TEPAINI0 UHTEP-
(heponom o 3 muH EJ] 3 pasa B Henento, KoTopas
npoBoAwiack B TeueHue 18 mec. B mocnenyromem
00JIBHOI CaMOBOJIGHO TIPEKpaTwi JiedeHue. Y IByX
OosbHBIX 0OMTHCS dddekTa He yaanoch, 4To, Ha
Halll B3DJISINI, OOYCIIOBJICHO TIO37HEH ITOCTaHOBKOM
nmuarnosa (3 roma). B omHoM citydae mpoBeieH JUIIb
onuH kypc CHOP-21, Bo Bropom — ueTsbIpe.
UeTtBepToii manneHTKe OBIJIO IPOBEIECHO 3 Kypca
R-CHOP-21 (putykcumad + CHOP). Ongnaxo, B cBs-
3M C HEIOCTATOUHOH 3((PEKTUBHOCTHIO U BHISIBIICHU-
€M MAaCCHBHOW IUIa3MOKIETOYHON WH(MWUIBTpAIAN
TKaHu J1/y, OojbHas mepeBeneHa Ha cxemy DHAP
(umcnnaruH, afpuaMuIluH, UTO3ap, BUHKPUCTHUH),
2 1uKIa, ¢ MNOCIEAYIOIIEH ayTOJNOrMYHOM TpaHC-
TUTAaHTAIe mepuepruyecKnx CTBOJIOBBIX KIIETOK
(ATIICK). Eme onna OosnbHasi B KauecTBE TEparUu
1-#i muanm momydnia 3 nukina PAD (6oprezomub
YeThIpe BHYTPUBEHHBIX UH(DY3UU B 103e 1,3 Mr/m?,
JIayHOpPYOMLIMH, JeKCaMeTa30H) ¢ 3ar0TOBKOM CTBO-
JIOBBIX ayTOKJIETOK Tepru(eprudeckoil KpoBH H WX
TpaHcIIaHTanued. Y 00eux OONbHBIX, MOTYYHBIINX
ATIICK, nocturayT noiHblii oTBeT. OIMH OOJIBHOM
MBK ¢ POEMS-cunnpomom, ogHa OompHass MBK
0e3 pa3BUTHS STOTO OCIIOKHEHHS U BCe 6 MaIMEeHTOB

¢ nokanpHOU popmoii bonesnn Kactiemana edeHus
HE TIoTyJalu.

Pesynbrarel uccnenoBanusi OblT 00paboTaHBI
CTaTUCTUYECKU C pacueToM Kod(dduimenTta coma-
cust TTupcona y°. JIaHHBIA CTATHCTUYECKUH METO.
MO3BOJISIET ONPEAETUTh CTENEHb 3aBUCUMOCTH ABYX
HeNapaMeTPUUYECKNX BEIMYUH, a ONpEIEIICHUE 3Ha-
YEHUS «p» TI0 CIICIUAIILHOM TaOllUIle ¢ y4eTOM CTe-
neHeld cBoOObI MO3BOMSET ONMPEETUTh HecTyJai-
HOCTh MX COYETAaHHH B NPEICTAaBICHHOW BBIOODKE,
T. €. JaHHO€ COYETaHWE JIOJKHO TOBTOPSTHCS U Y
JpyTux uccnenosareneil. /g oneHku J0CTOBEPHO-
CTH pa3HMILBI TAPAMETPUIECKUX KpUTEpUEB (1aBiie-
HUS B JIETOYHOW apTepyH) WCIOIB30BAIN KPUTEPHUNA
Crerogenra [2].

PE3VIIBTATBI 1 X OBCYXJIEHUE

[Ipu uccnepoBanuy UM(PATHIESCKUX Y3JIOB Y
Bcex 00mpHBIX ¢ HammarneM POEMS-cunapoma BBI-
SIBIISUTUCH JINOO TUTACTBI TIa3MaTHYEeCKHX KJIETOK B
MEX(POJUTMKYISAPHBIX 30HAX, JIMOO YBEITHMYEHUE CO-
JepXKaHWs TUTa3MaTHYECKUX KIETOK HE TOJBKO B
MeX(OJUTMKYIIIPHOH 30HE, HO U B MAHTHH (OJITHKY-
noB (He MeHee 3 % KIIETOYHBIX momysinui). Takxke
y 4 ManMeHToB yIajaoch BBIABUTH Hammune HHV-8
B OmonTarax JTUMQaTHUYECKUX Y3J0B, B KPOBH HIIH
B nukBope. OOpamana Ha ceds BHUMaHKE BBICOKAs
aktnBHOCTh VEGF B Tkanm nmuMdarnaecknx y3i10B
y 7 OONBHBIX HE TOJBHKO B SHIOTEIUHU COCYIOB, HO
U B JIPYTHX KJIETKax II/y, a TAKKE B MEKKICTOYHOM
MIPOCTPAHCTBE.

W3 mpencraBieHHbIX B TaOm. 1 JaHHBIX BHJHO,
yro Hann4yue cumntomoB POEMS-cunapoma y 601b-
HBIX C MHOTOIICHTPOBOU (opMmoii 6onesnn Kactire-
MaHa JIOCTOBEPHO CBSI3aHO C YBEJIMYEHHEM OOIIEro
CozIepKaHus TIa3MaTHYeCKUX KIETOK B IMMdarnye-
CKOM y3JI€ W MPOAYKITUHU A-TIETIeH WMMYHOTIIOOYTH-
HOB, a TaK)Ke ¢ BEICOKMM coziepkanneM VEGF B Tka-
Hu 11/y (puc. 1). locTOBEepHOCTh CBSI3M CUMIITOMOB
POEMS-curnpoMa ¢ TpUCYyTCTBHEM B OpPTaHH3ME

Taonuya 1

3asucumocms pazsumus POEMS-cunopoma y 6onvhvix mHo2oyenmpogoti bonesuvio Kacmnemana om xnemouno-
20 cocmasa aumpamuueckux y3noe, sxcnpeccuu 6 hux VEGF u coomnowenus neekux yenei umMmyHo2100yiuHo8

CooTHOIIEHNE TIETIER Oxempeccust VEGF
[TnazmouuTel Hanuuue o
o MMMYHOTJIOOYJITMHOB B 6omee 30 % keTox
B mumdoysie > 3 % | supyca HHVS
A>xK 1/y ¥ BHEKIIETOYHO

Bbonsasie MBK 7 uenoBek 4 yenoBeka 7 uenoBex 7 uenoBek
¢ POEMS (n=17)
Bomsasie MBK 0 0 0 0
6e3 POEMS (n=7)
Kpurepuii cornacus x> 49 (p<0,01) 5,6 (p>0,95) 49 (p <0,01) 49 (p<0,01)
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Puc. 1. Oxcnpeccuss VEGF 6 yumonnasme Oonsuiuncmea
KJIeMOK U GHEKIIeMOYHO 8 MKAHU TUMPAmMuecKo-
2o yzna npu BK ¢ POEMS-cunopomom. HUmmyrno-
eucmoxumuyeckas peakyus, x 400

BHpyca reprieca 8-ro TUMNa J0Ka3aTh HE YNajoCh,
YTO, BEPOSITHO, OOYCIIOBIEHO HEOOJBIINM YHUCIOM
0OJIBHBIX, BOILIEANIUX B MCCJICOBAHUE, U CYOOITH-
MaJIbHBIM Ka4eCTBOM YaCTH UCXOJHOTO MaTepuaa.

VY mATH ManyeHTOB ¢ OTEYHBIM CHHIPOMOM 00-
HApYy>KEHO TIOBBIIICHUE JIABJICHUS B JISTOYHON apTe-
puu — oHo cocrasuio 47,4 £ 11,3 MM pT. CT., B TO
BpeMs Kak y 10 310pOBbIX JIUMI[ KOHTPOJBHOM rpyI-
el — 16,8 + 3,2 MM pt. cT. (p < 0,05). D10 heHoMeH
CBUJICTENBCTBOBAI O cucTeMHOM Biausinuu VEGF Ha
3aJIEPKKY JKUAKOCTH B OPTaHW3ME M O BTOPUYHOM
pasButum JjeroyHod rumnepreHsuu npu POEMS-
cunpome [1, 8]).

IIpu wuccrnenoBaHuM TPENAaHOOMONTATOB TOJ-
B3JIOIIHBIX KOCTEH y Bcex mmectu OonbHBIX MBK,
MOJIBEPTIINXCS 3TOW Tpoleaype, Obuia BBISBICHA
MEPBUYHO HHU3Kasl KJIETOYHOCTh KOCTHOTO MO3ra.
BonbHbIM ¢ J0KanpHOU opmoii 6ose3nn Kactiema-
Ha JaHHAas IpoIeaypa He MPOBOIUIACH H3-3a OTCYT-
CTBUS KJIMHUYECKUX OCHOBaHUM.

Pesynbrare! neuenus 6onpHbIx MBK ¢ pazBuTu-
eM POEMS-cuHapoma u BapuaHTBI OTBETOB, a TaK-
K€ OCOOCHHOCTH CJIy4YacB TEparHu IMPE/ICTaBICHbBI
B Ta0n. 2. ONeHKy OTBEeTa Ha TEPaIuio MPOBOIUIN
C WCIOJh30BAHUEM KpPUTEPUEB, PEKOMEHIOBAHHBIX
skcriepramu BO3 117151 G0JIBHBIX ¢ HEXOMKKHHCKUMU
JTUMQpOMaMHU: TIOJHBIA OTBET, YACTUYHBIN OTBET, CTa-
OmHM3aIus, peuaIuB, IporpeccupoBanue [4].

B mpoBeneHHOM HCCIEAOBaHMM MHOTOIICHTPO-
Basi Oone3Hb KactiemaHa OCIIOKHWIIACH DPa3BUTH-
eM POEMS-cunapoma B 7 ciydasx u3 8, KOTopoe
COUETAJOCh C YBEIMYCHHUEM KOJIMYECTBA Ia3Ma-
TUYECKUX KJIETOK B TKaHU JIMM(aTHIECKOro ys3ia,
npeoOrajanueM TMPOAYKIIMH JITKOW Iend JIsIMOa,
TUIEPIPONYKIUEH (haKkTOpa pocTa SHIOTEIHSI COCY-
J0B. Y OfHOTO OOJIBHOTO OOHAPYKEHO COYETaHHOE
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pazsutue POEMS-cunapoma ¢ aMUJIOUI030M TpU
MOHOTHIIMH CBOOOIHON A-IIETTH KMMYHOTJIOOYJIHHOB
B TKaHH y371a U B KpoBU (cooTHOIeHne Ak = 10:1),
HO C €€ OTCYTCTBHEM B CyTOYHOHN Moue. OTIIOKEHHE
aMwiIonna ObUIO OOHApPYXKEHO B NEPUHOMYIIAPHON
TKaHU Tpu okpacke KoHro-por ¢ mccienoBaHHEM
B MOJIAPU30BAHHOM cBeTe. IIpn 3TOM KiImMHHYEcKHe
YepThl aMUJIOWJHON HEHponaTuu U €€ NaTOreHeTH-
YECKHE MEXaHW3MBbl UMEIH CXOACTBO C MONOOHBIM
OCJIO)KHEHHEM TIpU MHOXXECTBEHHOH MHEJIOME.
OnHOBpEeMEHHO y OONBHOTO OBLT MHATHOCTHPOBAH
He(POTUUYECKHI CHHIPOM C CYTOYHOH moTepei 6 T
0eJKa M MovYevHasi HeJOCTaTOYHOCTh CO CHHKEHUEM
KIIyOOUKOBOW (DMIIBTpAIIAU 110 KIMPEHCY KpPeaTHHU-
Ha 710 30 MJI/MUH, YTO yKa3bIBajo Ha CUCTEMHOCTh
aMWJIONI032 C BOBJIEYEHHEM IIOUEK. Y JpPYroro
6ompHOTO (I) HanMuMe B KpoBM M-IIpOTEWHA B CO-
YETaHWU C MOBBILIEHHBIM COAEP KaHUEM IUIa3MaTH-
YECKHUX KJIETOK B TKaHHU JTMM(aTHUECKOro y3a U I'i-
neprpoayknuet VEGF mposBruioch KOMIUIEKCHBIM
MOBPEXAEHNEM KOCTHON TKaHHU, COYETaBIINM 2 TIPO-
Lecca: OCTeOJIM3UC M MHTCHCUBHYIO OCCH(HKAIMIO
(puc. 2), 9to ommcaHO paHee MPHU MHOKECTBEHHON
muenome [8]. DTo yKa3bpIBaeT Ha CXOACTBO MaTOTeHe-
3a POEMS-cunpomMa npu MHOKECTBEHHOM MUENO0-
me [8] u mpu MBK. Koctrast maromorus y manueHTa
I nMena maroreHeTM4ecKue 4YEPTHI, HIAECHTHYHBIC
MHOXKECTBEHHON MHEJIOME, YTO COOTBETCTBOBAJIO
HU3MEHEHUsIM  MOpQoJIoTHH ¥ (PYHKIHOHAIBHBIM
CBOIMCTBaM IJIa3MaTHYECKUX KJIETOK.

[lo3nHee Hawano Je4eHUs MPHUBEIO K CMEPTH
nByx OompHbIX (I m A.). Knuamdeckoit ocoOeH-
HOCTHIO manueHTa I. Obuto pasBuTHe (aTambHOrO
pecnupaTtopHOro Helpo-mbinieqHoro Onoka. Ilo-
teHiansl DHMI ¢ JpIxatenbHOM MyCKyJaTypsl
HE 3aperucTpUpOBaHbl, CIOHTAHHAs JbIXaTelbHas
aKTMBHOCTb OTCYTCTBOBaJIa, M OOJIHON CKOHYAJICS
gepe3 127 cyrok Haxoxaenust Ha VIBJI. bomsHoit A.
TaK)Ke CKOHYAJICS OT MpOrpeccUpyroueil JeMHuemnu-
HU3UPYIOLIEH CEHCOPHO-MOTOPHO-00J1€BO ToNu-
HeUporaTtuu ¢ pa3BUTUEM TOJHOM ajguHamuu. Ila-
uueHTka I'-Ba, momyuuBmas 3 kypca R-CHOP-21
1 2 Kypca MHTEHCUBHOW XMMHOTEPANHNU 10 CXEME
DHAP c ATIICK, coxpaHseT MOJHBIH OTBET B Tede-
Hue 4 net. beicTpas cMeHa JTOCTUTHYTOTO ITOJIHOTO
orBera nocie 3 uukioB PAD u ATIICK nHa npo-
rpeccupoBanne MBK n POEMS y 6omprOMU 1-BOit
Obuta 00yCIIOBJI€HA, BEPOSITHO, PACIPOCTPAaHEHUEM
BHpyCa B LIEHTPaJbHOW HEPBHOM cucTeMe (BHPYC
y Hee OBUI BBIICJTICH M3 JIMKBOPA) B OpraHe, B KOTO-
pBIH UTOCTATHUECKHUE Mpernaparbl HE MPOHUKAIOT.
VYV nanuenta E-Ba Kypc LMTOCTaTHUYECKOW Tepanmuu
criocoOCcTBOBall, Ha (DOHE WMEBINEICS BUPYCEMHH,
pa3BUTHIO OaKTepUabHO-MHKOTHYECKOH KOHTaMH-
HallM¥ KPOBH. DTO UCKIIOUWIO TOBTOPHOE JIEUCHHE
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Taonuuya 2

Jleuenue, eco aghgpexmusnocmos u KIUHUYECKUE OCOOEHHOCNU MHO20YeHMPOoB8oll hopmbl bonesnu Kacmaemana
npu pazeumuu y 6onvuvix POEMS-cunopoma

I'ucrono-
bonb- | ruueckuit Cocrosime OTBeT u ero
. JI0 HaJyana CxeMa JieueHust Oco0eHHOCTH citydast
HOW | THUMN HU3Me- JUTUTEJIBHOCTh
HeHuit 1/y JretermA
I. CwMmemnian- Tsxenoe CHOP-21 He nocturnyr, M-npoTenH, HEHPOMBIIIEYHBII
HBII (ommH KypC) HCXOM — CMEPTh pecnupaTopHBIi OIIOK, OCTEO-
CKJIEPO3 C OCTEONIN30M, IKCCY-
JATUBHBIN IUIEBPUT U IEpHKap-
JTAT, THOMHBIA OPOHXUT
A. ITnazmo- Tsoxenoe CHOP-21 He nocrurayr, Amwmiionsi B TKaHU J/y, TO-
KJIETOUHbIH (4 xypca) HUCXO/ — CMEPTh yeyHast HEJI0OCTAaTOYHOCTb,
SKCCYJaTUBHBIN IIJIEBPUT, IIe-
PUKapAUT, CECHCOPHO-MOTOPHO-
OoneBas Heliponarus. B kpoBu
cBoOogubIe 1enu, A/k = 10/1
C. Cwmeran- Tsoxenoe | 6 kypcoB CHOP-21 ITonHelit oTBeT, Peunaus uyepes mecsi mocie
HBIN C MOIEPIKKOM KOTOPBIN COXPaHsICA ormensl mHTepdepona. Ilo-
HHTEPHEPOHOM B TeueHne 18 mec. SIBIICHUE DO3MHO(IIOB B TKa-
HU 11/y. I'panynema B KOCTHOM
MO3re M3 303MHO(UIOB U M-
TEJIMOUIHBIX KIETOK
I-a IInazmo- Tsoxenoe 3 kypca [TonHelit oTBET Peunaus, nposiBUBIIMICS HKC-
KJIETOYHBIN R-CHOP-21, ¢ HOpMaJIM3alueu cyZlauuen B MOJIOCTh TUIEBPBI U
2 xypca pasMepoB y3I0B OpIOIIMHBI
DHAP — ATIICK B TeUeHue 3 JeT
L. IInazmo- Tsoxenoe 3 xypca PAD [TonHelii oTBET Hanuuue Bupyca B cnuHaib-
KJIETOUHBIN ¢ ATTICK B TEUEHHUE 6 Mec. HOM JukBope. MHBanuausu-
B nocnenyromem kype | pyromias MoJUHEeNponarus,
MHOTOINOJIBHOM Ty4eBOl | aHruoMaro3 Koxku. I'mcroxu-
Tepanuu Mugeckn — A/k = 10/1
E-B Cwmerian- Tsoxenoe 1 xypc CHOP YacTHUHBIN OTBET, Coueranue Bupycemun HHVSE
HBIN C OCHEAYOLUIIM KOTOPBII COXpaHSeTCsl | ¢ pa3sBUTHEM KOHTaMHHALUU
BBEJIEHUEM 12 mec. KpoBH B. acinetobacter n Ha-
putykcumaba nnaurem B kpoBu JITHK axtunO-
1o 375 mr/m? MHIIETOB
A-B | Cwmeman- Cpenneit Crneunduueckas | Coxpansercs nocrostaHast | OOHapy:xen HHV8 B Tkanm
HBIN TSDKECTH Tepanus nMpaseHOnaTHs mumMdoysna
HE MIPOBOMIIACH

no cxeme CHOP, a wacTH4YHBII OTBET CO CTOPOHBI J1/y
u nposieieanii POEMS ObuT TOCTHTHYT C MCTIONb-
30BaHUEM PUTYKCHMaba ¢ MOCIEAYIONMM Ha3Hade-
HUEM Kypca raHIMKkIoBupa. OTBET COXpaHsAETCs rofl,
HaOJozieHre 3a OOJMBHBIM IpoAoipKaercs. B To xe
BpeMs ucroyib3oBanne s jgedeHuss POEMS u Bu-
pycemun y nanuenTta C. ocieoBaTeIbHOTO Ha3Ha-
yeHust 6 kypcoB CHOP-21 ¢ 18-MecsuHbIM BBene-
HHEM HHTepdepOoHa CIOCOOCTBOBAIO COXPAHECHHIO
MOJTHON pEMHCCHU B T€UEeHHE 4 JIeT ¢ KOHTPOJIbHBIM
HEraTUBHBIM HccilefioBaHueM Ha Hannune HHVE B
kpoBu. [lociie nmpekpaieHus BBeJeHUH HHTEPPEpO-
Ha BO3HUK peunanB MBK, Bupycemun u cuMntoMoB
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POEMS-cunapoma. KoctHblil MO3T y Bcex ob6cieno-
BaHHBIX O00BbHBIX ¢ MBK, He3aBucumo oT pa3Butus
POEMS-curnpomMa u BUpyCceMHH, €I 10 Hadasa
JICUCHUSI UMEJT CHUKCHHYIO KIIETOUHOCTb.

be3 neuenns HabmoqaMCh 1Ba YeioBeka. boib-
Hoit MBK ¢ pazsutuem POEMS, ennHCTBEHHBIH,
y KOTOpPOrO BHpYC ObUI OOHapyXeH B TKaHU J/y
(puc. 3), HAXOOWTCS B COCTOSIHMM CTaOWJIN3aIN
3 roga. Jleuenue He moxydan u3-3a oTkaza. Bo3mox-
HO, YTO 3Ta CTa0WibHas JuMQaaeHonaTus: 0e3 BH-
pyCeMHuH SBUJIACHh PE3yJbTaTOM aJeKBaTHOTO OTBETA
MMMYHHOU CHCTEMbI Ha BUPYC, KOTOPbII HE BBIILIEN
3a MpeAesibl UIMMYHHOU CUCTEMBI.
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Puc. 2. Komnviomepuas momoepamma 4 epyoHoeo no-
360HKa y 6onvbHo2o I. Koakcuanvhas npoexyus.
Couemanue ocmeockieposa u 0cmeonusuca

Puc. 3. Oxcnpeccuss HHV-8 LNA 6 sopax knemox aumpa-
muyeckoeo y3ia npu BK ¢ POEMS-cunopomonm.
Hmmynozucmoxumuueckas peaxyus, x 400

Bocwmas 6omprass MBK, 6e3 pazsutus POEMS
u 663 HaJ4usl BUpPYyCa, HE IOJy4daBlIad JICUHCHUSA
TaKXKe M3-3a 0TKa3a, HAONoIaeTCs B TEUCHUE 3 JIET.
IIpu odepemnoMm oOciemnoBaHWU y Hee OOHapyKe-
HO TPOTPECCUpPOBaHKE 3a00JIEBaHUSI M3 JIOKAJIHLHOU
(hopMBI B MHOTOLICHTPOBY0. Pemiaercst Borpoc o Ha-
yase TepamnuH.

SAK/IIOYEHME

[lonmy4yeHHble pe3yabTaTbl IO3BOJSIOT CHEIaTh
BBIBOJI O MOP(OIOTHUECKUX M THUCTOXMMHUYECKHUX
ocobenHocTsax pa3Butus POEMS-cunnpoma u ero
OTJENBHBIX CHMIITOMOB y TMAI[IEHTOB C MHOTOIICH-
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TpoBoii 6ose3npto Kactiemana, 3aBUCEBIINX OT KO-
nu4ecTBa M GyHKIMOHAIBHBIX CBOMCTB TUIa3MaTHye-
CKUX KJIETOK B JMM(paTH4ecKux ysiax. Bo3moxHo,
yto npucytcteue HHV-8 B opranusme Toiabko 3THX
OOJILHBIX U JOTIOJHUTENbHASI POIYKIHUS UM Oelka,
cxomHoro mo crpykrype ¢ WMJI-6, cmocoOcTBoBa-
JIU YBEJIIWYCHHOMY COJIEPKaHUIO TIa3MaTHYeCKUX
KJIETOK B TKaHH JUM(ATUIECKOTO y37a, YCUICHHON
npoaykuuu VEGF 1 NOBBIIEHUIO €ro copepaHus
B MEXKJIETOUHOM TPOCTPAHCTBE C Pa3BUTHEM IIO-
JIOCTHBIX JKCCYJAAaTOB M OTEKOB IOAKOKHOW KIIET-
YaTKH, a TAKXKE JIETOUHON THIIEPTEH3UU. DTO AeIaeT
HEOOXOJMMBIM paHHEe HCIONb30BaHUE IIMTOCTATHU-
yeckoil Tepanuu ais yedeHnss POEMS-cunapoma
Y TIPOTUBOBHUPYCHOM Tepanuu y 3THX OOJBHBIX, Ha
YTO yKa3bIBalOT U Jpyrue aBTophl [8]. OTcyTCcTBHE
MaTOTEHETHYECKON M 3THOTPONHOW TEepamnuu CIO-
cOOCTBYET TPOTPECCUPOBAHUIO 3a00JICBAHUS C Jie-
TaJbHBIM UCXOAOM. Teparusi HHTepPEPOHOM MOKET
OKa3aTh CHEMUPUICCKOEe BO3IEHCTBHE Ha KOCTHBIN
MO3T OOJIbHBIX B BU/JIE PAa3BUTHS I'PaHYJIEM.
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CASTLEMAN'S DISEASE WITH POEMS SYNDROME:
CLINICAL AND HISTOPATHOLOGICAL FEATURES WITH REGARD
TO LYMPH NODES AND BONE MARROW
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Clinical aspects and histopathological features of lymph nodes and the bone marrow were studied in 14 patients with
Castleman's disease. Seven patients were complicated with POEMS syndrome. As compared with those without
POEMS, patients with POEMS had higher plasma cell number in the lymph nodes involved, A-chain preponderance
both by immunohistochemistry and free light chain assay and extensive production of VEGF. Pulmonary hypertension
appeared to be a constant finding in patients with POEMS. Delayed start of treatment had adverse effect on prognosis.
Pathogenesis of amyloidosis and bone lesions in MCD has much in common with that in multiple myeloma. Amyloid
deposits may affect lymph nodes and lead to amyloid neuropathy. Bone lesions manifest with combination of lysis and
sclerosis. Bone marrow in all patients with multicentric form of Castleman's disease was hypocellular at presentation,
interferon treatment induced epithelioid granulomas in the bone marrow.

Key words: lymph node, Castleman's disease, POEMS-syndrome, pulmonary hypertension, plasma cells, VEGF,
herpes virus type 8, amyloidosis, bone marrow.
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