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SUMMARY

Castelman’s disease (CD) or giant angiofollicular hyperpla-
sia of lymphatic nodes is a rare disease caused by human
herpes virus type 8 (HHV-8). This disease has a certain
association with noncancer lymphoadenopathy. CD may be
of solitary lesion or multicentric form (MCD). CD is accom-
panied by increasing level of interleukin-6 (IL-6) in blood.
The course of CD may be complicated by the develop-
ment of POEMS-syndrome. This study presents a case of
two-year follow-up for patients with mixed variant of MCD,
complicated by the development of POEMS-syndrome.
MCD was proved by histological investigation of lymphatic
node with histochemistry marking of CD21+ dendrite cells
of follicle, increasing level of IL-6 and presence of HHV-8

in blood. The prevalence of lymphoadenopathy was esti-
mated by computer tomography. POEMS-syndrome was
diagnosed by the presence of all main diagnostic criteria:
neuro-muscle conducting failure, high histochemistry activity
of VEGF on all lymphatic node cells, connection of VEGF
with capillary endothelium, presence of A-chain of im-
munoglobulin in blood, development of osteosclerosis and
presence of own CD. In one’s lifetime pituary gland micro
adenoma has been revealed for the first time. Appearance
of rare in POEMS-syndrome stable injury diffusion lung
capacity with the development of lung hypertension and cor
pulmonale has been proved. Patient received 6 courses of
treatment by CHOP. Treatment had different influence on
POEMS-syndrome and MCD features. It is stable remission
of MCD during 2 years. POEMS features are more resistible
for treatment.
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PE®EPAT

BonesHb Kacnmana (BK), nnm aHrnodonnukynapHas runepnnasms numao-
y3noB, — pefKoe 3aborneBaHue, Bbi3bIBaEMOe BUPYCOM reprieca 4yernoseka
8-ro Tnna (HHV-8) u oTHocALleeca K HEOMNyXOoneBbIM NMMMdaaeHoNaTusaM.
CyuwiecTByeT B 04aroBow nnm mHoroueHtposor oopme (MBK) 1 conpoBo-
XOAeTcs NOBbILLEHNEM YPOBHS WUHTepnenkuHa-6 (MJ1-6) B kposu. MoxeT
ocnoxHaTeca passutnem POEMS-cuHpgpoma. lMNpenctaBneHo 2-netHee
HabnogeHne 3a 60JIbHbIM CO CMEeLUaHHbIM ManvHOBO-NIas3MoLUTapHbLIM
BapuaHTtom MBK, ocnoxHusLunmcs POEMS-cnigpomom. MBK 6bina foka-
3aHa rmcTonorm4ecknm 1 rmcToXMMMYECKUM nccregosaHemM numdoysna
¢ mapkupoBaHuem CD21+ geHOPUTHbIX KNETOK (DOMMNKYOB, MOBbILLEH-
HbIM ypoBHeM WJ1-6 n npucyTtcteuem OHK HHV-8 B kpoBu. PacnpocTpa-
HEHHOCTb NMMdageHonaTun oueHMBanacb C MOMOLLBIO KOMMbIOTEPHOM
Tomorpaduun. POEMS-crMHOpPOM yCTaHOBIEH MO HANM4uMio y 60fbHOIO BCEX
OCHOBHbIX ONArHOCTUYECKUX KPUTEPUEB: HaPYLLEHUS 3NEKTPOHENPOMMO-
rpammbl, BbICOKas rmcToxmmmyeckas aktmBHocTb VEGF Ha Bcex kneTtkax
nMMmdoy3na 1 ero cea3b C 3HOOTENVNEM KanUNSApOB, NPUCYTCTBUE A-Lienn
UMMYHOrNo6ynmMHa B KpoBW, pasBuThe y 60SIbHOM0 OCTeoCcKreposa U Ha-
nnuve camon BK. Bnepsble npmKM3HEHHO BbisSBNIeHA MUKpoageHoma
runodmsa B COYETaHUU C runodu3apHor roHagHOM 3HAOKPMHONATUEN.
MopTBepxpeHo nosisneHve pegkmx npu POEMS-cuHgpome CTOMKUX Ha-
pyLLeHUI ra3oanddpysnm B nerkmx ¢ passButmem fierodHoro cepaua. bonb-
HoW nony4un 6 KypcoB Tepanuu rno cxeme CHOP. Tepanus nvena pas-
nmyHoe BnusiHMe Ha nposeneHns MBK n POEMS-cuHgpoma. B TeyeHune
2 net MBK uwmeeT cTolikyto pemuccunto. MNposasnernns POEMS-cnngpoma
oKasanucb 6oree yCTOMYNBbLIMMU.

Kntoyesbie cnosa
numdpbageHonaTuy, 6oneadHs Kacnmana, POEMS-crHapom.

R
BBEJIEHNE HEPELKO  COMpoBOXKIAeTCsl  OOLIUMU
CUMITOMaMH, B YacCTHOCTH JIHXOpaj-
bonesnn Kacimana (BK) — penkoe ko#. HaubGosee wacto manudecrauus

60se3HH  HATIOMHHAeT  B-kieTouHble
mumdonmsl [1]. Pexe BK ocnoxnsercs
Tak HasbiBaeMbiM POEMS-cunnpomom
(nosiHeitponatusi, opraHoMerasus, H-
JIOKPMHOMATHsI, MOHOKJIOHAJIbHASI TaM-
Manarusl, Ko>KHble U3MEHEeHHUs ). DTO yTsi-
JKeJISIeT COCTOsIHHE OOJIbHBIX, a TaKiKe

M MaJjousydeHHoe 3aboJsieBanue, o0y-
CJIOBJIEHHOE BHPYCOM Teprieca yesoBeka
8-ro tuna (HHV-8). Ono cosnaer
6OoJbllIHE JIMATHOCTHUECKUE TPYAHOCTH
Yy KJHHHLMCTOB W MOP(OJOroB, T. K.
NPOsIBJIieTCs YBeJHUeHHEM JIMM(OY3JI0B
OT U30JIMPOBAHHOTO JI0 YHUBEPCAJIBLHOTO,
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3HAUUTEJIBHO YCJIOMKHSIET MOCTAHOBKY MPaBUJIBbHOTO IHArHo3a
1 moa6op Tepanuu [2].

BriepBble KkiMHHMUecKast KapTHHA HOBOTO 3aboJsieBaHHS
omucana B. Castleman B 1954 r. B Boctone [3], koTopoe B 1o-
cyieyiolieM OblI0 Ha3BaHO B €70 YeCTh. BaxHoil 0c06€HHOCThIO
BK sBasiercss To, UTO MpPH ee JIJIUTEJNLHOM CyLIECTBOBAHUU
MOKeT pa3BUTLCs B-kaeTounas umdoma uim, pexe, omnyxosb
13 JIEHIPUTHBIX KjeToK Jumdoysaa [ 1, 4].

B Poccuut cTatuCTHKY 10 BbISIBJIEHHIO, TEUEHHIO M HCXO1aM
BK ner. OnucbiBatoTcsi elMHUUHbIE CJy4ad WM MaJjleHbKue
TPYIITbl GOJIBHBIX [D].

0b30P JINTEPATYPbI

bonesub Kacnmana

[To knuHMueckoMy TeueHuto Gosie3Hb Kacsimana noppas-
JesieTcsl Ha JiBa THTMA: JIOKAJIH30BAHHBIH, WJH COJHTAPHBIM,
1 MuorotenTpoBbiil (MBK) ([ 1]. JTokannsosaunas popma nposis-
JIieTCs yBeJIMUeHNeM JIMM(OY3J10B B OHOH aHATOMHYECKOH 06-
Jacti. MoxKeT BBISIB/ATLCS CJIy4alHO MPH PEHTI€HONIOTHYEeCKOM
MCC/ICIOBAHUH IPYIHON KIeTKH. CUMITOMbI MHTOKCHKALMH, KaK
MPaBUJIO, OTCYTCTBYIOT. BO3MOXKHBI CHUMNTOMBI KOMIPECCHH
cocy/10B M BHyTpeHHHX opraHoB. MBK xapakrepusyercs Jiu-
XOpajIKol U roTtepefl Macchl Tesla, KOTopble 06YC/IOBJIEHbI YBe-
JIMUEHHON TIpoiyKumell nHtepseiikuna-6 (MJ1-6). drta dopma
vacto ocsoxkusiercst pazsutieM POEMS-cunnpoma. Ona nmeer
OTHOCHUTEJILHO MJ10X0H nporHos. duarnos MBK craButcs npu
yBeJMUEHHH JTUM(OY3JI0B He MeHee UeM B IBYX aHATOMHYECKHX
obnacrsix. Haire 60J€I0T JHILIA CPEHEr0 BO3pacTa U TOKHIIbIE.
M3BecTHO yeThipe Mopdoaornieckux Bapuanta bK, ns kotopbix
JIBa SIBJISIIOTCST OCHOBHBIMH M BCTpeualoTest HanboJgee 4acto —
3TO TMAJMHOBO-BACKYJSPHBI M TJa3MOKAeTOuHbIH. Tpertutt
THI1 — CMELIAHHBIN, IPEACTABJSAET COO0 COUeTaHHEe STUX ABYX.
B nocsientee Bpemst npejiaraloT BbIACSATh U YETBEPTHIN, WK
nepexo/Hbli, cy6BapHaHT — TakK HasblBaeMylo M/a3MobJacT-
nylo BK [5]. B juartose Heo6xoMo yKa3biBaTh KaK KJIMHHYE-
cKyto hopMy, Tak 1 MopdoJiornieckuil Bapuant BK, koTopsiii
SIBJISICTCS JIOMHHAHTOH 1S KIMHUYECKHUX MPOSIBJICHHUI GOJIC3HH.

Hnst - mopcosiornueckoil  KapTuHel  JguMdoy3na - MpH
TMaJIMHOBO-BacKyJsipHoM Ture bK xapakrepHo Hasnumne 60db-
[110T0 KOJIHIECTBA JUM(aTHICCKUX (DOJTHKYNOB ¢ MaJTeHbKUMH
repMHHAJIbHBIMU LEHTPAMH U C LUIHPOKOK MaHTHIHOH 30HOH, 00-
Pa30BaHHOI CJIOSIMH MaJIbIX JIMM(OLUTOB B BHIe KOHLEHTpHYE-
CKHX KOJIel] Hanoo01e JYKOBOI KOXKHLbI BOKPYT Me pMUHAJIBbHbBIX
LIEHTPOB, UYTO Je/aeT 3TH LEHTPbI MJ0X0 pasanuuMbIMU. Takxke
BCTPeYaloTest (POJUIMKYJIbl € HECKOJNLKHMH e pMHHAJIbHBIMH
LleHTpaMH U (POJIMKYJIbI, B KOTOPbIX T€PMUHAJIBHBIH LIEHTP He
onpejeasercsa. B repMHHaJbHBIX LEHTpax OTMeyaeTcst MOBbI-
LLIEHHOE KOJIMUECTBO KaK QOJTHKYJISIPHO-IEHIPUTHBIX, TaK U 9H-
JIOTeJIHAIbHBIX KJETOK H COCY/I0B, MPOHU3BIBAIOLINX (DOJIJTHKYJI.
[Ipu 9TOM JIeHAPUTHDBIE KJICTKH, KaK MPaBUJIO, GOJIbLINE H YPOJI-
JIUBBIE, YTO TO3BOJSET pacleHHBaTh MX KaK MaToJOTHUecKHe.
Mtuorue QonnKyabl cofepaKaT OAUH MW HECKONBKO MEJKHX
KPOBEHOCHBIX COCYAOB, KOTOpbI€ MPOHHMKAIOT M3 TepuoIH-
KyJIsipHOH TKaHU. HeKoTopble U3 9THX COCY/IOB C YTOJIIEHHBIMH
CTEHKAMM TMPOHHMKAIOT B MaJsble T'MaJMHU3UPOBAHHbIC TEePMHU-
HaJIbHbIE LIEHTPBI, YTO Ae/aeT X CXOHBIMU ¢ TeJblamu [accass.

[Ipn HMMMYyHOTMCTOXMMMUYECKOM HCCJEI0BAHUU OHoNTata
JuMoysna oTMedaeTcsl CHHXKeHHe uncsa B-kietok B doJin-
KyJie ¥ TIOBBILLIEHHOE cojlepKanue (OJITHKYJISIPHO-IEHAPHTHBIX
K1eToK, skcnpeccupyonmx CD21 u CD23. T-numdbouuTs
CD3+ B donnukynax u MeK(ONIUKYJIIPHONH 061acTH TIpe-
CTaBJICHbI B MEHbLIEM KOJIMUECTBE, 4eM B HOpME.

HauGonee uacro muddepenumanbias — AHarHoCTHKA
THaMMHOBO-BackKyaspHoro tHna bBK mposoautes ¢ nmbomon
MAaHTHIHON 30HbI, MPU KOTOPOH 3HaAuuTe/]bHO OoJsiee BapHa-
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6eJIbHbl KOHTYPBI sIep MaJlbIX JTIUM(OLMTOB, HMEIOTCSI COOTBET-
CTBYIOLLHE PE3yJIbTaThl HMMYHO(EHOTHITPOBAHHS JTUM(OLMTOB
M CHH’KEHA IKCIIPECCHs] JIETKHX LieTeH.

JI7151 KTMHUUECKOH KapTHHBI THAJHHOBO-BACKYISPHOTO THIA
BK nanbosee tunnuna snokannsoBanHas gopma 3aboseBaHus,
Berpeuarowasics B 80 % cyuaes.

[1pn nnasmoknerounom Bapuante BK oTmeuaercs Gosee
MaccuBHast iumdaieHonatus. Tak, onucaHbl ciydau ¢ yBejude-
HUeM JIUMoy3J10B 10 15 cMm B inametpe. [Tpn mopdostoruueckom
Mcc/ieloBaHuK JIHMoy3sia HabJI0aeTcst THIEPIJIa3us TepMH-
HaJIbHBIX LIEHTPOB (POJUIMKYJIOB, KOTOPbIE COCTOSIT M3 KJETOK
pasJnyHOro pasMepa, a Takxke M3 UX parMeHToB. B mentpax
TaKkKe MPUCYTCTBYET Pas/UIHOE KOJHIECTBO MaKpodaros ¢ Xo-
pOLIO 3aMETHBIMU (PUTYpaMH MUTO30B. MaHTHiiHast 30HA 0ObIY-
HO He M3MEHEHa U OKPYXKEHa CJIOSIMH 3PeJIbIX MJIa3MaTHIeCKUX
KJETOK, KOTOpble B OOJBIIMHCTBE CIydaeB MOPQOJOTHIeCKH
MOMMMOP(HBI U MPH 3TOM OTPAHHYEHHO TPOAYLUPYIOT JerKHe
A-uenu. B ommune oT rua’inHOBO-BackyssipHoro Thrna bK
MpH TJ1a3MOKJIETOUHOM BapHaHTe COCyaUCTasi nposidepaliust
He3ameTHa WM OTCcyTCTBYeT. CHHYCBI JIMMOy3J1a MpH M1a3Mo-
KJeTouHoM BapuaHte BK moryT He wpeHTH(HUIMpOBATHCS I
MPOCMAaTPHBAThCS YACTHYHO.

Jucbdepenunanbiplii  11ario3  TpH  11J1a3MOKJIETOUHOM
Bapuante bK nanbosiee 4acTo MpUXoanTCs MPOBOIUTH C JTUMPO-
TUIA3MOLIUTAPHOH JIUM(OMOTI.

Konnveckast KapThHa TIpH MJIa3MOKJIETOUHOM BapHaHTe
BK B 90 % c/iyuaeB xapakTepusyeTcsi MHOTOLIEHTPOBLIM THIIOM
MOpaKeHUs C BbIPA’KEHHBIMH CHMITOMAMH WHTOKCHKALHH.

[Tnasmo6sacTHbI cyOBapuaHT Obll OMUCAH TOJBLKO TPH
MBK y BUY-unduumposannbix 60mbHbIX. 7151 9TOro Bapnanta
TUMHYHO TPUCYTCTBHE HMMYHOOJACTOB M MJ1a3M00JacTOB
B MaHTHIAHON 30He. DTH KJETKH MOJIOXKHTE/bHbI HAa HaJH4YHe
HHV-8 n npoxyumpytor A-1ienb ummyHorsio6yauna M [ 1, 5, 6].

[TaTorenes KJIMHMYECKHX CUMIITOMOB H MOP(OJIOrHUeCcKHe
uamenenusi npu BK o6ycioBsenbl akTHBalueil CUrHa bHOrO
nytu MJI-6 B otBer Ha BHenpenne HHV-8. Ilpu stom MJI-6
CHHTE3UPYETCSl HE TOJIBKO B THITMYHBIX MecTax (oJuinKyJax,
MeXKMOJTHKYJISIPHOH 30HEe JIMMOY3JI0B U B Makpodarax), HO
nponyuupyetrcss u camuM HHV-8. Bupycnwiit MJI-6 umeer
CTPYKTYpy, OueHb OJuskyto crpykrype WMJI-6 uenoBeka [,
7—10]. YBemuenne yposust MJI-6 B kKpoBu mposiBisieTcst 00-
MMM MPU3HAKAMH BOCTIAJINTE/IbHON PEaKILMH B BUJIC JTUXOPAJIKH
¥ MOsIBJIEHHST B KPOBH GeJIKOB 0cTpoii hasbl Bocrasenust. B M-
thoyasnax Bbeicokuit yposenb MJI-6 croco6erByeT passutHio co-
CY/IUCTOH CETH BHYTPH (DOJIUIMKYJIOB M PEaKTHBHON FHIIEPIIa3uH
Y3JI0B, B KOTOPbIX MPH MOP(OJOrHIECKOM HCCIEI0BAHHH Bbl-
sBJsitoTest npusHaku BK [6].

Coueranue y 60J1bHOTO JIMMaAEHONAaTHH U CUMITTOMOB MH-
TOKCHKALMH T103BOJISIET Bpaydy 3arojlo3puTh B-K/1eTouHyto JIHUM-
dhomy, iumbomy Xomxkuna uin BUY-undexumio [5]. [Tpu Tako
KJMHHUECKON KapTHHe o6c/ie0oBaHle Ha Hajauuue B Kposu BHMY
o0s13aresibHO. Pesysibratsl onpenesnenust BUY B kposu y 6oiib-
ubix MBK npuBnekn Buumanue K npo6seme B3aHMOOTHOILCHHS
9TuX AByX OoJsiesnedt. Tak, Bce BMY-nonoxkuresbHble 60JbHbIE
MBK uwmetor nokazaresnsctBa npucyrersust y nux HHV-8, a'y
BHY-orpuuarenbhbix 60/bHbIX MBK Hannune HHV-8 ynaetcs
nokasath uiib B 50 % ciyuaes. [Tpusnaku undekuun HHV-8
y 60/bHBIX MBK couerasich ¢ ykazaHUsIMU Ha TsKeJI0€ TeueHHe
06LIMX HH(EKLHMI H MOBBILIEHHBII B Ja/IbHEHIIEM PUCK Pa3BUTHSI
capkombl Kanotum u siumcom, nosozkuresibHbix o HHV-8 [5].
MBK npu couetannu ¢ npusHakamu nHpuuupoBanus HHV- 8
B GOJILLIMHCTBE Cy4aeB OTHOCHTCS K MJIa3MOKJIETOUHOMY BapH-
auty. Jlannasi kiMHn4deckas (opMa 4acTo OCJ0KHIETCS Pa3BH-
teM POEMS-cunnpoma, a y BUY-non0KUTENbHBIX GOJIBHBIX
MDBK B numdoyanax nosiBasinch MophoJioruieckrie mpu3HaKu
niagmobsiactHoro cyoBapuanta [5]. Hactbim ociokHenrem BK

KIMHUYECKAA OHKOTEMATOJIOIMS
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ObiBaeT ayToMMMyHHasi remoJutHueckas anemusi [10]. Exun-
CTBEHHO JIOCTOBEPHBIMH METOAAMH /ISl MPABUJILHOTO JMArHo3a
cayKat MopoJIorHIecKoe U HMMYHOTHCTOXHMHUECKOE HCClle-
noBaHus suMdoyanoB. OnHAaKO 1 31eCh UMEIOTCS CJ0KHOCTH!
Tak, Haubosee 4acTo MopoJoruueckast KapTiuHa JumMdoysasa
paclieHHBaeTCsl Kak peakTHBHast runepniasus. [Ipu sTom mop-
(bostoram M KJIMHHULKCTAM MTPH aHATU3e MOP(OJOrHIeCKHUX JIaH-
HbIX HEOOXOAUMO 00pallaTh BHUMAHHE HA OCHOBHbIC MPHU3HAKH
BK: o6usibHoe pasBuTHe cocyloB B JUMQOy3Je H, 0COGEHHO,
BpacTaHue HOBbIX KDOBEHOCHBIX COCY/IOB B JIMM(OUIHbIE (HOJI-
JIMKYJIbl (KapTHHA <«JIeJleHla»), pacrnpeseseHie JMM(pOLHTOB
B (hoJUIHKYJIe CJIOSIMM B BHJE JIYKOBOH LIEJyXH WJIM HaJHuHe
MJIaCTOB MJ1a3MOLIMTOB, a TakKe TMaJUHH3UPOBAHHBIE TEPMH-
HaJIbHbIE LEHTPBI (hoJTHKYNOB [5, 6]. [TonTBepanth muarsos BK
MOMOraeT MMMYHOTHCTOXMMHYECKOE HCC/Ie/I0BAHHE, BBISIBJISIIO-
niee skcnpeccrio CD21+, TvnuuHyto /s IEHAPUTHBIX KJIETOK
aumoyana. [Tponudepaiuist STHX KAETOK 00yCI0BACHA HMMYH -
HbIM oTBeTOoM Ha BHeapenne HHV-8. Ognum u3 nposiiennt
3TOTO OTBETA CJYKHT MoBbillieHue ypoBHs MJI1-6 B kposu. st
OKOHYATeJLHOTO MOATBepKAeHUs quarno3a BK pekomennosano
ucnogb3oBath BbisiBaenue JJHK HHV-8 meronom nosnumepas-
Ho#i uennoi peakuuu (ITLIP) Ha cpesax sumdoysinos. JlaHHblii
metoj noareepzkaaet npucyrersue JHK HHV-8 B Tkanu sum-
doyana B 100 % cayuaes [11]. CyMmmupys 1anible JUTepaTyphl,
MOXKHO MPEJICTaBUTh CJIE/IYIOLLYI0 STaNHOCTb AMarHocTnku bK:

1. O611ekannrueckoe 06¢/1e/10BaHNe U BbIsIBJICHHE TJIaBHO-
ro IMarHOCTHYECKOTO0 MPpH3HAKa — JIUMQageHONaTHH.

2. Mopdonornyeckoe uccseoBanne Guonrara JuMgoysaa:
onTHYeCKas MUKPOCKOITHS C BBIIBJIEHHEM PeaKTHBHOH JnMa-
JICHOTIATHH C THAJTMHU3HPOBAHHBIMH TePMUHAIBHBIMH 1IEHTPAMH
¥ THIHYHOH apXHUTEKTOHMKOH COCYJI0B H MMMYyHOTHCTOXHMHYE-
CKOe HcceloBaHue Ajst onpeneenus skenpeccun CD21+.

3. buoxumunueckoe omnpenesieHre MOBbILIEHHOTO CONEpPKa-
nust 1J1-6 B xpoBu.

4. Beuay c/10:kHOCTH BblsiBiieHust reHoma HHV-8 B cpesax
JIMM(OY3JI0B 3TO MCC/I€I0BAHHE MOKHO PEKOMEH/IOBATh TOJIBKO
/151 CJIOXKHBIX CJTydaeB JIMarHOCTHKH.

5. Bce GousbHble ¢ ycranossenHoi DK, ocoGenno ¢ ee
MHOroouaroBo# ¢opmoii, noaiexar obcaenoBandio na BUY-
MH(EKIIHIO.

B Bonpoce sieuenus BK, cyns no muorouncieHHbIM 1y0J1H1-
KalusiM, HapUT Mpou3BoJbHbIHA moaxon [ 1, 2, 5, 10]. Kakue-mu6o
COTJIaCOBAHHbIE PEKOMEHJALMH OTCYTCTBYIOT. CrieKTp Tepanuu
KoJieGJIeTCsl OT 3THONATOreHeTHIeCKH 000CHOBAHHOTO HCMOJIb-
30BaHust MHTEpdepona-a u antures K MJ1-6 no nanboJee yacro
ucnogb3yemoil cxembl CHOP nin CHOP B coueranuu ¢ pu-
TYKCHUMaGoM U Jiaxke MPUMeHeHHs] MHeI0a0JSITHBHBIX PEKUMOB
XMMHOTEPAIHH C MOIEPIKKOH reMOMO3THUECKUMH CTBOJIOBBIMH
KieTkaMu. CpaBHUTb 9(PEKTUBHOCTb Teparuu He TpeicTaB-
JIsleTCsl BO3MOXKHBIM H3-32 OTCYTCTBHSI PaHIOMHM3HPOBAHHBIX
MHOTOLIEHTPOBBIX Hce1eoBanni. Kak mpaBuiio, my6aMKoBaiich
pe3yJ/IbTaThl JeUeHUsT OTACAbHBIX MAlMEHTOB MW MaJbIX TPy
60JbHbIX. Mlexonst u3 BupycHoit atnosoruu bK n ee natorenetu-
yeckoit accounatuu ¢ MIJ1-6, B 1. 4. u ¢ npopykuumer ero HHV-8,
HauboJiee pallHOHANbHON MPEACTAB/SCTCS COUeTaHHAs Teparnust
untepeporom u anturesamu k WMJI-6 [1, 2]. TlonaBnenue
perJinKalk BHPYCOB JIOXKHO YCTPaHHTh OCHOBHOH (hakTop
MyTalUd JIUMQOLMTOB W JIEHAPUTHBIX KJETOK JMM(OY3JIoB
C Pa3BUTHEM TaKHX OMACHbIX OTJAJEHHbIX ocsoxkHeHHH BK, kak
JMM(OMa H OMyX0JIb U3 IEHAPHUTHBIX KJIETOK.

POEMS-cnHgpom n ero B3anMOOTHOLEHNA ¢ 60/1E3HbI0
Kacnmana

POEMS — sto0 anrnosisbluHass ab6peBuatypa, Mpeiio-
xennasi B 1980 1. P A. Bardwick u coasr. [ 12] st o603naveHust
PEIKOro MapaHeorIacTHIeCKOro CHHJAPOMA, BO3HHKAIOLIETO
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TPH MJIa3MOKJIETOUHBIX OMYXOJISIX, B T. 4. TPH MJ1a3MOKJIETOUHOM
Bapuanre bK.

Briepebie pauublil cuHapom Ob1 omucan R.S. Crow
B 1956 1. B Anryinu y 2 GOJIbHBIX C [1J1a3MOLIUTOMOK B COUETAHUH
C TSKeJION MoJIMHedponaTHeld U OTCYTCTBMEM THCTOJIOMHYECKHMX
NPU3HAKOB aMHJION/1032, KOTOPbIMU paHee 00bsICHs1ACh Hellpo-
nartus y 9Tux 60JbHbIX (LUT. 110 [8]). B nocnenytoiiem nogo6HbIH
CHHJIDOM B COUETAHHUH C OTEKAMH, SHIOKPHHONATHIMH U THIIEpP-
MUrMeHTalnel KOXKH HEOJHOKPATHO OIMHCHIBAJICS B PA3JIMUHbIX
cTpanax, ocobeHHo yacto B Slnonun. Bosesnu npucsauBanmch
pasHble Ha3BaHWsl, YaCTO MO WMEHM OMNHUCABIIMX pPa3/HYHble
CHMITOMBI aBTOPOB: «SITIOHCKAs cUcTeMHast 60/1€3Hb>, 60J1€3Hb
Takatsuki, cunopom Crow—Fucase [8, 13]. B nambhefitem
YTOUHSIUCh KJIMHHYeCKHe MaHU(ecTalyu cuuapoma, u B 1980 .
ObII0  TIPEUIOKEHO JIErKO  3aroMKHalolleecst 0603HadeHHe
POEMS, koTopoe COCTOUT U3 MEePBBIX GYKB aHTJIHHCKHX CJIOB,
0603HAYAIOLIHX €70 OCHOBHbIE CHMIITOMBbI:

P (polyneuropathy),

O (organomegaly),

E (endocrinopathy),

M (monoclonal protein),

S (skin changes)[8].

[lamoeenes

Benyuiim 3Benom narorenesa POEMS-cunnpoma ciry:kKut
TUMEPIPOYKLHS SHAOTENMAIBHOTO (paKTopa pocTa COCYIOB
(VEGF). ¥cranosaeno, utro VEGFE croco6erByeT 06pasoBanuio
HOBBIX COCY/IOB 3a CUET aKTHBALMM MPoJH(epalii SHA0TEH-
aNbHBIX KJIETOK M OHOBPEMEHHO YCHJIMBAET WX aromnTo3, uTo
CO371aeT MHUKPOCKOMUYECKYI0 KapTHHY IHAOTENMO03a U MHKPO-
BACKyJHTa. DTO BeleT K MHKPOTPOMOO3aM M HapylIeHHSIM
TPO(UKH, 0COOEHHO BbIPaXKEHHBIM B MeprdepuuecKux HepBax,
a BO3JlelcTBHE CBOOOJHBIX paaHKaJoB OOYCJIOBJIHBAET pas-
pyllleHHe B HUX MHeJMHA. [IpH 3TOM B HCTOJIOTMUECKHUX Ipe-
naparax rnepudeprueckux HEPBOB HE BHIHO MaKpodarajbHOH
AKTUBHOCTH, TUIHYHOH JUIf KJIaCCHUECKOH BOCMAJMTENbHON
JIeMUEIMHU3UPYIOIIEH TTOJMMHEeHpOnaTHH.

OHoTeMMa bHble MOBPEXKACHNS U MeMGpaHonposaudepa-
THBHbIE U3MEHEHHs B MouKax y 60sbHbIX ¢ POEMS-cunnpomom
TaKke o0bsicHsineh BodneicteieM VEGE, xoTs knnnudeckne
CHMITITOMBI €O cTOpoHbI Movyek npu POEMS -cunnpome ckyamble.
Tak, cyrounasi norepst 6esika He npebiana 0,5 r[2, 8].

Opnako oauuMm b Bo3nelictBueM VEGE oObsicHUTD
Bech cumnromokommieke POEMS-cunnpoma HeBO3MOXKHO.
Heo6xomMo  yuuTbIBaTh, UYTO KAaK OCTEOCKJEPOTHUECKAS
Muesioma, Tak 1 BK Beerzia conpoBoxkaaroTesi BBICOKUM YPOBHEM
NJI-6, B T. u. u cunresupoBanHbiM HHV-8. OnHoBpemeHHo Ha-
6aionaetcst nosbilienne VJI-18 u dakropa Hekposa ornyxoJeit
(PHO-a). Coueranue 3THX MPOBOCHANUTENBHBIX IUTOKHHOB
B Hau6oJIbllIell cTeneHy 06yC/OBIUBAET TAKHE BOCTIATUTEIbHbIE
(heHOMeEHbI, KaK JIMXOPaJIKa, yBeJHueHHe 00 beMa BHECOCYTUCTOH
JKWIKOCTH B BHJIE OTEKOB MOJKOKHON KJIETUATKHU, aClUTa, MJeB-
puTa, a TaK’Ke PA3BUTHE OCTEOCK/IEPO3a KaK OTBETHOH pPeaKInH
Ha JUITEJIbHO CYLIECTBYIOIIYI0 BOCMAMUTE/bHYIO PeaKltio co-
cyzoB [18]. Uro xe siBisieTCs MyCKOBBIM MEXaHH3MOM LIUTOKH-
HoBoit peakuun npu POEMS-cunapome? B nacrosiiiee Bpemst
o6eyxaaeTcst Borpoc o posin uHpekunu HHV-8 kak nmyckosoro
mexanuama POEMS -cunnpoma. s MBK ato npennosioxkenue
BrosiHe o6ocHoBaHHO [ 19], T. K. 10Ka3aHa poJib MJI-6, cunTe3u-
poannoro HHV-8, B ctumynsitun o6pasoBanusi VEGE uepes
cucremy JAK—STAT-3, a cama MBK naroreHeTnueckn 3aBUCHT
ot Bbipabotkn WMJI-6 [8]. CioxHee mpejacrap/sieTcst naTtore-
nes POEMS-cunipomMa MNpH 0OCTEOCKJIEPOTHUECKOH hopme
muenombl. MaBectHo, uro MJI-6 mpu MHOKeCTBEHHOH MHesoMe
CAYKUT (DAKTOPOM, HUTPaIOIUM PoJib B JuddepeHIpoBKe
B-smuM@pouuToB B MIa3MOLMTb U UX JAajbHeHIleld npoJude-
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paunu. Mertonom ITLP 6bino yeranosseno npucyrersue JJTHK
HHV-8 B cTpoMasbHBIX KJIETKaX KOCTHOTO Mo3ra Y GOJbHBIX
C OCTEOCKJIePOTHIECKOH (hopMo Mues oMbl [ 11].
CormocTaB/ieHHE OCTEOCKIEPOTHUECKOH (OPMBI MHOXKe-
cTBeHHOH MuesoMbl U DK oGbscusiercsi tem, uto POEMS-
CHHJIPOM OMMCAH TOJILKO MPH 3THX ABYX 3a0oseBanusx [2]. Cy-
[1IeCTBOBAHHE CAMOCTOSITENBHBIX (POPM OCTEOCKIEPOTHUECKOH
muesioMbl 1 BK 6e3 POEMS-cunnpoma He nojsepraercsi comHe -
Huto. Dojiee GJIM3KO APYT K JIPYTy CTOSIT OCTEOCKJIEPOTHUECKAST
muesioma ¢ POEMS-cunapomom u BK ¢ POEMS-cunapomom
[2]. Omnucana penkast opma 3a6osieBaHusi, BKIFOUABILIAT Kak
OCTEOCKJIePOTHUECKHE H3MEHEHH s KOCTEH, TaK U JIMMajieHomna-
tito ¢ POEMS-cunnpomom. Ipu 3ToM B iMdpoyaiax HaXoauiu
TUIACTBI TIJIA3MATHUECKUX KJIETOK B Mapados/IKy s pHbIX 06J1a-
crsax [2, 8]. Koctn y 60s1bHbIX MBK, ocnioxkuuuieiics POEMS-
CHHJPOMOM, yallle BCEro OCTatoTCsl HHTAKTHBIMH [ 13].

Kaunuueckue nposisaenus

Knunnueckue nposisaenuss POEMS-cunnpoma  umetor
CJIelyIOlIHe XapaKTePUCTHKH.

1. [Tonnuediponatusi — ero OCHOBHOH CHMIITOM, KOTOPBIH
onpejiesisier auarHos. [losiMHeiliporniaTsi MMeeT XpOHHUECKOe
TMporpeccupyolliee TedeHue ¢ MPEeUMyLeCTBEHHO MOTOPHBIMH
HapyleHusiMi. TUNHYHA JMCTa/bHAs aKCOHAJIbHAS JleMHUeJH-
Huzauus. [lepBbiMu kano6amu 60JbHBIX ObIBAIOT CJaGOCTb,
MapecTesnu 1 3s16KOCTb KOHEUHOCTEH. 3aTeM MOSIBJSIOTCS MO-
TOpHble HapylieHust. HeBpoJsornieckue CHMITOMBI XapaKTepHBbI
J/Is1 TIOBPEsKIIeHUsT TTepU(ePHUIeCKUX HEPBOB, MPOSIBJISIOLIET0Cs]
CHMMETPHUHBIM ~ OC/IabJIEHHEM  CYXOXKHJIbHBIX  pedIeKCoB.
Y 50 % GoJIbHBIX MHACTEHHS! IOCTHIAET TSXKEJO0H CTENEHH U JIH-
IaeT UX CMOCOOHOCTH K caMooOcayKuBaHuo. B nanbHedem
pas3BuBaeTcsl aTpodust MbILILL U MoTepst Beca. MuacteHndeckue
HapyLlIeHust bixaHusi pejkn. CeHCopHble paccTPOKCTBA NPUCO-
€JIMHSIIOTCST MTO3/IHO, B OCHOBHOM 3TO HApYLLIEHHs] BHOPALIHOHHOT
YYBCTBUTEJILHOCTH M CycTaBHOTro uyBcTBa. [ToBepXxHOCTHAS UyB-
CTBHMTEJIBHOCTb CTpajiaeT Majo. M3 npusHakoB BOBJEUEHHOCTH
YepenHo-Mo3roBbix HepBoB B 50 % ciiyuaes onuchiBajcs 0TeK
JMCKa 3puTesibHOrO HepBa. OTMeuanoch TakkKe MOBbILICHHE
JIaBJICHHsT CMTMHHOMO3TOBOH YKHIKOCTH H yPOBHS OeJika B HEHl.

2. Opranomeraqusi. Han6osee yacto nposiBasieTcsi yBeJsu-
YyeHHeM TIeueHH U ceqedenkH [ 1, 5, 6, 8]. SImoHcknmu aBTopamu
OMHCAHO YBeJMUeHHe Ccepilla, a MpHU TPAHCBEHTPUKYJISIPHO
GHOTCHM MUOKap/a OblJIH BbIIBIEHBI MOP(OJIOTHIECKHEe H3Me-
HEHHsl, COOTBETCTBYIOLIME U3MEHEHHSIM MHOKAp/a TPH Kapino-
muonartuu [14]. 3naunrtesnbHo pexe HabJIOAANOCH MTOPAXKEHHE
JIEFKUX 110 PECTPUKTHBHOMY THITy C [POSIBJEHHSIMH JIEFOYHOH
TMNEePTEeH3HH M paclliipeHHeM NpaBbiX oTenoB cepiaua [15].
Tak:ke mparHoCTHpOBaUCh TsKeJsble HapylleHHst ra3oauddy-
3HOHHOM CMOCOGHOCTH JIETOYHbIX MeMOpaH, Orpe/e/IsiBLINecs
10 CHIYKEHHIO HX TIPOHULIAEMOCTH Jiist oKucH yraepona (DLCO)
[2]. C nopaxenuem jnerkux npu POEMS-cunnpome cpsizano
pasBuTHe Y GOJIbHBIX H3MEHEHHH NaJiblieB B BUie GapaGaHHbIX
nasodek. [losiBleHne gaHHOTO CHMMTOMA CuuMTaeTtcss HebHJaro-
MPUSITHBIM ~ TPOTHOCTHYECKUM  MPU3HAKOM. Bce  mauueHTbl
¢ POEMS-cunipomMomM, y KOTOpPBIX B mpotiecce 00Je3HH pa3-
BUJIHCb M3MEHEHHsT KOHIIEBBIX (haslaHT TaJjblleB PyK [0 THITY
«OapabaHHbIX NajoyeK», B JajbHelleM CKOHYa/JIMCh OT Mpo-
rpeccupylouler JJero4Hol HeloCTaTOUHOCTH.

3. DHIOKPUHONATHH BCTpeyatuch y 84 % GoJbHLIX U HaH-
6oJiee 4acTo MposIBJIS/INCh THITOrOHAIU3MOM B BHJIE CHHXKEHHSI
YPOBHSI TECTOCTEPOHA W MOBBILICHHST COLEPKAHUS (DOJJIHKY-
goctumysmpytoiiero (®CIT) u JI0TEMHU3NPYIONIEr0 TOPMOHOB
(JIT'), mposiakTHHA y My?>KUHH, PaCCTPOHCTB MOJIOBOTO BJICUEHHS,
HapylIeHHH MeHCTpyasbHOro 1mknaa y »xkeHumH [12]. Takke
M3MEHSIMCh (PYHKIHMH LIMTOBUIHON U MOJRKEJyIOUHOM KeJles.
[M0KOKOPTHKOMIHAST HEJIOCTATOYHOCTh Oblla peKocThbio. B mo-
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JIaBJIAIOLIEM YHCIe HAOJMIOACHUH HMe/1aCh codeTaHHast SHIA0KPH -
HOMaTHsA: TOHaJIHAsl, THPEOM/IHAS U TaHKpeaTHuecKast.

4. M-nipoTenH B CbIBOPOTKE KPoBH. OH peKO BBISABAAICS
npu 0OLIYHOM 3J1eKTpodopede GenkoB. HacTo oGHapy»KUBaJCs
METOJIOM UIMMYHO(HKCALMK U BCeryia OblJl TPe/ICTaB/IeH A-11eMNbIo
mi60 lgG, mibo IgA. Tporeunypusi Benc-/Ixxonca Berpeuasach
pejKo.

5. VamMeHeHHsI KOXH OIMUCBIBAJIHCh B BHJE TOTAJLHON
TUMEePNUrMeHTalMK, KaK NpH runokoptuuuame. OnHaKo HOITH
y OO0JIbHBIX, HA00OPOT, CTAHOBATCA OEJLIMM — XapaKTepHbII
CUMNTOM  «OeJsiblX HOrTed». THUNHYHBIM ObLIO  yTOJILEHHE
SMUepMHca U orpyGeHHe BOJIOCSHOTO MOKPOBA, a y *KEHLIUH
YCHJIMBAJICSl BOJIOCSIHON TMOKPOB Ha Jule. Berpeyasnoch Takxke
pa3BUTHE aHTHOM KOXKH, TIJIETOPbI JIMLA M akpolanosa [2].

[Tepeuncnennsie rpynmsl npusHakoB POEMS-cunnpoma
He MCYEpITBIBAIOT BCEH MOMHOTHI KAWHHIECKOH KapTHHBEI, T. K.
tepMun «POEMS» 6bl1 mpeiioxeH TONbKO fisl yno6CTBa
3aMOMHUHAHHST CHMNTOMOB. Tak, MHOTMMH aBTOpPaMM, B T. U.
u P A. Bardwic, onucbiBaJMChb MACCUBHBIE OTEKH MOAKOXKHOM
KJIETYAaTKH, SKCCYJaTHBHbIE MJEBPUTHI M aCLUT MO/, Ha3BaHHEM
«cunapom Crow—Fucase» [12, 13].

JlocTaToyHO YacTo BLIABJSAINCH U3BMEHEHHUS B KDOBH B BHJIE
TpoMOGOLMTO3a WK nojuuuTeMuu. MHorna passuBanich Tpom-
6oTHYECKHE OCTOXKHEHHUs. FI3aMeHeHHsl noyeK He MposiBJSIHChH
SIPKMMH CHMITOMAMHM, OJIHAKO TPH GHOIICHH BbISBJAIAChL MTPO-
Jmdepatiyist ¥ rubesib SHA0TENHS KarUIsIpoB KIyGOUKOB ¢ pas-
BUTHEM TJIOMepyJIocKaeposa. TumuHbIM 6bl10 (hopMHUpOBaHHE
OCTEOCKJIEPOTHIECKUX HM3MEHEHHH, KOTOpble TMpPOSIBJASAINCH
B BHJC aHEBPU3MATHYECKHX KOCTHBIX KMCT WJIM HEOCCH(HIHU-
poBaHHBIX ocTeopubpom. Berpedanuch coueTaHus OCTEOJH-
THUECKHX 0YaroB C OCTEOCKJEPOTHUECKHMH yyacTKaMH — Tak
HAa3bIBAEMbII CUMIITOM MbLIBHBIX My3bIpet [2].

JluaenHocmuka

Huxe npuBeneHbl OCHOBHble Ja0OpPaTOPHO-AMArHOC-
Tuueckue npusHaku POEMS-cunnpoma [2].

1. YBesuuenue conep:kanus B kposu VEGE, KoTopsiii cefi-
yac MpU3HAH BEIYLUIMM MaToreHeTHYeCKUM (haKTopoM, OTBET-
CTBEHHBIM 3a BCe MepeyncaeHHble Bbillle MposiBaeHus POEMS-
cunznpoma. OH MoXKeT GBITh OTpe/ie/ieH KaK B CBIBOPOTKE KPOBH,
Tak U B ma3Me. OueHb BBICOKO €ro cojieprKaHue B CITMHAMbHOH
JKUJKOCTH [IPH Pa3BUTHH y OOJIbHBIX BbIPAXKEHHON MOJHHENRPO-
natuu. VEGF onpenensietcst TakxKe B 11/71a3MaTHIeCKUX KJIETKaxX
1 B Tpombouutax. [1pu passutun POEMS-cunapoma y 60JbHBIX
HabJ1I0/1a10Ch YBEJIMUEHHE COJIepXKaHUsT U JIPYTHX LIMTOKHHOB:
NJI-18, PHO-a, a yposenb NJI-6 nosbiascs Godiblie, 4yem
y 6ouibHBIX ¢ Muesiomoit 6e3 POEMS. Tlpu stom o6GHapyxeHa
KoppeJisiliusl  BelpaxkeHHoCTH cumnrtomoB POEMS-cunnpoma
cyposnem MJI-6 B kpoBu. B muesorpamme 6osbHbix ¢ POEMS-
CHHJIPOMOM COJIepKaHKe MIa3MaTHIECKHX KJIETOK OblI0 00bIMHO
menee 5 % [8, 16].

2. I'lpu BK, ecnn ona ocnoxusiercst pasputiem POEMS-
CHHIPOMA, BBISIBJSETCS TMJIA3MOKJACTOUYHBIH HJIM CMEIIaHHBIH
MopoJsiornueckuii  BapuaHT 3aboJieBaHusl. B eIMHUUHBIX
nyGJIMKALHSIX, TOCBSILIEHHBIX MHO?KECTBEHHOI MHEJIOME C JIMM-
tanenonaruett u passutuem POEMS-cunapoma, omnucana
MUIa3MOKJIETOUHAsT HH(PUJIBTpaLyst JTUMPOy3JioB [ 8].

3. IToBbillieHe B KPOBH MOKasaTe el 1eCTPYKIIMH HEPBHBIX
BOJIOKOH, HaTIpUMep aHTHTEJ K MHeJIUHY [2].

M3 MHCTpyMeHTaNbHBIX METOOB 00C/e10BaHusT GOJBbHbIX
¢ POEMS-cunnpomom Hau6osee yacto [ 2] McroJib30BanCh!

1) snexrponeiipomuorpadus (IHMI), BoisBAsIOMIAS
yXy/llleHHe HeHPOMBIILICYHOTO MPOBEACHHUS U MPeCTaBsoIast
co6oil TJIaBHBIH MeTOJ lLieNeHanpaBAeHHOT0 00CAeI0BaAHHS
6osbHBIX Ha Hamuuue y HUX POEMS-cunapoma u cBsizanHOH
C HUM OCTEOCKJ1epOTHUECKOH MUue oMbl uin MBK;

KIMHUYECKAA OHKOTEMATOJIOIMS
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2)ocreocUHTUTPadHst CKesleTa i PEHTTeHOrpaMMbl KOCTeH,
KOTOpbI€ MO3BOJISIOT 0GHAPYKHTb OCTEOCKIEPOTHIECKHE O4art
WJIH COYETaHHe OCTEOCK/IEP03a C 04aramMu OCTEOAECTPYKLHH;

3) ¥Y3U GpioliHO¥ MOJIOCTH, PErHCTPUPYIOIIEE renaTocrJie-
HOMETasMIo H HaJMYHe acluTa;

4) sxoxkapanorpacus (IxoKI') n yaerpabuicTpasi KoMMbio-
teprast Tomorpadus (KT), BeisiBasOIIME THIIEPTPODHIO J1EBOTO
¥ rpaBoro xxeJynoukoB. Kpome toro, 9xoKI" naet BoamoxkHOCTb
OJIHOBPEMEHHO ONPEJIe/IUTh MOBbILLIEHHE JIaBJeHHs] KPOBH B Jie-
rouHo# aprepun [ 14, 15];

5) wuccaenoBanue (GyHKUEH BHellHero jbixanus (DLCO)
HEPEJIKO YKa3biBAeT HA PECTPUKTHUBHbBIC H3MEHEHHSsI CO CTOPOHBbI
JIETKHX W HapyLIeHus ra3oanddy3nn qepes JerouHble MeMOpaHsl;

6) odpranbMocKonus M03BoJIsIET 06HAPYKUBATH OTEK JIMCKA
3PUTEJIBHOTO HEepBa.

Onnako o6lienpu3HAHHOTO CTaHAApTa IO JIHArHOCTHKE
POEMS-cungpoma Het. B mpaktuueckoil pa6ore peKomeH-
JIOBAHO HCIMOJb30BATh CJEAYIONLyI0 IIKaly AWArHOCTHYECKHX
kputepueB POEMS-cunnpoma [2].

A. Bouibliine KpuTEpHH.

1. ITonmuetiponatusi.

2. MoHoK/IOHa/IbHASL  TIJIA3MOKJIETOUHAST  [TPoJiHchepalusi
(Bcerna A-uernn).

3. Ocreocknepos.

4. Boseanb Kacimana.

5. TloBbiienne conep:kannss VEGE B chiBopoTke HJH
B J1a3Me KPOBH.

b. Mausible Kputepuu.

1. Opranomeranus, B T. 4. TUM{aneHonaTus.

2. Hannuue y 60J1bHOrO OTEKOB, MJIEBPATLHOTO BBINOTA W
acuura.

3. DHIOKpHHOMATHS.

4. VI3aMeHeHHUsT KOXKH.

5. OTeK JIMCKa 3pUTEJIBHOTO HepBa.

6. TpoMGOLIMTO3 MJTH MOMHIUTEMHSI.

Moryt GbITb OGHApY:KEHBl M JIpyrHe KPUTEpPHH: TOTeps
Maccel TeJsa, naJjblpl B BUjle 6apabGaHHbIX TaJjiouek, JieroyHas
THMePTEH3HsT U H3MEHEHHST JIETKHUX 110 PECTPUKTHBHOMY THITY.

BoamoxKHBI coueTanust JoObIX KPUTEPHEB C KapAHOMHONa-
THeH W CHCTOJIMUECKOH TMChYHKIIHEH JIEBOTO YKETYN0UKa.

OnHako cjemyeT MOMHHTB, YTO TOJIBKO MOJHHEHpOMaTHs
M MOHOKJOHAJNbHBIC TMJIA3MOKJETOYHbIC HAPYLICHHS JOJIK-
Hbl BCErja MPHUCYTCTBOBATb, YTOOBI MOXKHO OBLIO TOBOPHTH
o POEMS-cunapome. YUto kacaetcst KosMuecTBa KpUTEpPHEB,
HeOOXOUMbIX /151 TOATBEPXKIEHHS] JIHArHO3a, TO CJIEIyeT OT-
METHTb pa3JjiMuHble MHEHHsI 10 3TOMY Borpocy. Tak, umerorcs
cilelyloliie BapuaHThl nojarsepzkaeHuss POEMS-cunnpoma:

1. Coveranue He MeHee TpeX GOJIBIIMX KPUTEPHEB U OIHOTO
MaJioro KpUTEpHsl, IPH 3TOM HaJIHYHe TOJHHEHPONaTHH H MOHO-
KJOHAJILHOM raMmanaTtii o6si3aTesibHo [8].

2. Coueranue oiHOro M3 06513aTeIbHBIX KDUTEPHEB — T10-
JIMHEHpOnaTHN UK MOHOKJIOHAJIBHOH raMManaTii — | OfIHOTO
MaJioro Kpurepus [2].

3. Y AMoHCKHX aBTOPOB OBLI OMHUCAH CJydail AMarHOCTHKH
POEMS-cunipoma ellle Moji CTapbiM Ha3BaHHEM <CHHAPOM
Crow—Fucase», 6e3 moJMHelpoNnaTHy, TOJAbKO MPH HAJIHYUH
THIEePITUIMEHTALMH KOKH U BbisiBIeHUH A-1ienn IgG B cbiBOpoT-
ke KposH [ 14].

Hughdpeperyuarorolii duaeros

OcnosHo# cumntom POEMS-cunapomMa — nepudepuue-
CKasi IeMHeJIMHU3NPYIOLLast OJIMHEHPONaTHs!, HO ee BO3HHKHO-
BEHHE BO3MOKHO H TTPH HEKOTOPBIX APYrHX 3a00JeBaHusX [ 2].

1. [pexkie Beero, MPUXOAUTCS YUUTHIBATL HAJMUKE XPOHHU-
YECKHX BOCMAJIUTENbHBIX JE€MHEJIHHU3HPYIOLINX 3a00JeBaHNMH,
Hanpumep 6ose3nn [nitena—bappe.
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2. Tlpu coveranuu nepudepuuecKkoil MosMHENponaTHH
M MOHOKJIOHA/NbHOH A-ramMmanaTii HeoOXOIMMO HCKJIOUHTD
MepBUYHBIN aMUIoN03 (8], MpPH KOTOpPOM BO3MOXKHA Kapjuo-
¥ renatomeranust. OIHaKO OHUM U3 OTJHYUTE/IbHBIX TPH3HAKOB
aAMUJION/I03a CUHMTAETCS 3HAYHTEbHAS CyTOUHAs MPOTEHHYpHS
BIJIOTH 710 PA3BUTHsT He(PPOTHIECKOTO CHHAPOMA W TOJHAST HH-
TaKTHOCTb KocTeill. OKOHUATebHBIM J10Ka3aTeJbCTBOM CJIYHKHT
NPHKU3HEHHAST GHOTICHSI TIOUKH, [IeUeHH, JIECHBI, KOXKH, B PEIKHX
cJydasx npuoeraroT K OMONCHU MHOKapAA.

3. Jlnsi MHOXKECTBEHHOH MHEJIOMbl XapaKTepHo oOHapy-
»KeHHe B MyHKTaTe KocTHoro mosra Gosee 10 % onyxosieBbix
MJ1a3MaTHUYECKUX KJIETOK, BhISIBJIEHHE MOHOKJIOHAJBLHOTO HMMY-
HOIIOOYJIMHA B CBIBOPOTKE KPOBH HJIM SKCKPELIMH JIETKHX LieTel
¢ Mouo# 6oJiee 1 T 3a CyTKH, a Tak:Ke perucTpaiust oaHoro U3
C/IETYIOIMX TIPU3HAKOB OPTaHHON JAMC(YHKIMH: YPOBEHb KaJb-
1M B CHIBOPOTKE KPOBH Gosiee 2,75 MMOJb/J1, ypOBeHb Kpea-
THHHHA B CLIBOPOTKE KPOBH Gosee 173 MKMOJL/J1, cHUMKeHHe
KOHIeHTpalmK reMorsiobuna menee 100 r/n wiu nopaxenue
kocredi ckesieta [20].

B 3arpysHuTeIbHBIX Cllydasix U IpH MePexoHbiX hopMax
3aboJieBaHUsl pelIaloluM (HakTopoM JMAarHOCTHKH CJIYXKHT
onpenesenre VEGFEF B cbiBopoTKe KpoBH WJM B myiagme. Ero
yBesnuenne HabJgionaercss Toabko npu POEMS-cunnpome
[2].

Kakne e meTto/ipl 06¢/e1oBaHus CJIElyeT B3sITh 38 OCHOBY
munarnoctuku POEMS-cunnpoma? [pekne Beero, Heobxoanma
TIIaTebHAs OlleHKa oOlieHeBposornyeckoro cratyca. s
MHCTPYMEHTANBHBIX METOJI0B 00CJAE0BAHHS TPEANoUYTeHHE
cnenyet otnath DHMI, a u3 naGopatopHbIX nmokasateneid —
onpenenenuio yposHsi VEGE n npomyktoB pacnaga muennna
B KPOBH.

Teuenue

Teuenne POEMS-cungpoma xpoHuueckoe, BO3MOXKHO
MOsIBJIEHHE HOBBIX CHMIITOMOB, 4TO BCErJa CUMTAeTCs Tpo-
THOCTHYECKH HeOJaronpusiTHBIM — (PaKTOPOM.  YXyJIIaeTcs
BBIXKMBAEMOCTb MPH MOSBJICHUH PECTIHPATOPHBIX OCJI0KHEHUH.
[TpuunHamu cMepTH GOJILHBIX TMpH Hasuuud y Hux POEMS-
CHHApPOMa  ObIBAIOT  KapAHOpeCTUpaTOpHble  HapyLIeHHS,
pasBuTHe OynbOAPHOTO AMHO3 KAaK OCJAOXKHEHHS JeMHUEJUHU-
3UpyIOLIeH TOMMHEHPONATHH, TsKeJa0e TedeHHe JeroYHbIX
BOCMAJIUTE/bHBIX MPOLECCOB W XPOHHUECKAsl MoueyHast HeJlo-
CTaTOYHOCTb.

Jleuwenue

MHOrOLEHTPOBbIE  PAHIOMU3HPOBAHHBIE  HCCJIEI0OBAHHS
no oueHke 3(POEKTHBHOCTH Pa3MUHBbIX BWJIOB TEpanuH IpH
POEMS-cunnpome orcytctByloT. OCHOBOH €ro JieueHusi siB-
JIsileTesl Tepanust ocHoBHoro 3abodieBannsi — MBK i ocreo-
CKJIepOTHUECKOH (opMbl MHesombl. HanbGosee sddexruHoi
CUMTAETCs] BBICOKO03HAsT XMMHOTEparis ¢ TpaHCr/iaHTallei
reMOMO3THYECKHX CTBOJIOBBIX KJIETOK MepH(epHIecKoi KpoBH.
[1pn 3TOM MOMOKUTENBLHBIA 3PPEKT B BUAE TOJHONH peMHCCHH
MPHU OCTEOCKIEPOTHUECKOH (DOPME MHOXKECTBEHHOH MHEJOMbI
¢ POEMS-cunmpomom 6blt pocturnyt B 90 % caydaes, Ho
JleTaJbHOCTL coctapuaa 7,4 %, B To BpeMsl Kak MpH Teparuu
6e3 MNpPUMEHEHHs] BBICOKMX /103 LHTOCTATHKOB JIETAILHOCTD
Gbiia 2 %. Tlocne npoBeeHHON Tepanun peyKius Heiipona-
THM M KOXKHBIX M3MEHEHHIl HauMHasach B Cpok oT | o 6 mec.
¢ MakcumymoM 3¢ddekra uepe3 2—3 roma. Kiaunwuueckuit
sddekT Koppesnnposan ¢ uamenennem yposusi VEGF B kpoBu.
ITO MOATBEPXKIANO TATOrEHETHYECKOEe 3HAYEHHE MOBbILICHHS
ypoBust VEGF B passutuun POEMS-cunnpoma. ITpumenenue
y GOJIBHBIX CO CKJIE€POTHUYECKOH (POPMOI MHEJTOMBI KOMOMHALIMH
MeJsdanana ¢ NpeHU30J0HOM 0Ka3anoch MeHee 3(h(HeKTHBHBIM:
YHCJI0 JIOCTHTHYTHIX peMuccHil He npeBbiano 40 %.
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[TpeanpuHuMaIMCch TONBITKH HCMOJMb30BaHUS MPErapaTon
¢ anti-VEGF akTiBHOCTBIO, TAKMX KaK TaJMIOMUIL M JIEHAJH/I0-
MHJL, B COYETAHHM C HU3KHMHM J103aMH jlekcameTazona. OnHako
OTBETA Ha JieueHHE MOJyuuTb He yjajock. bonee Toro, mpu
MCTO/Mb30BAHNH TAJHAOMKIA HapacTaga 4yacToTa M TKECThb
nepucepudeckoit Heiipornatuu. O6HaAEKUBAIOLIHE PE3yJ/IbTaThl
OblH MoJTydeHbl Ipu puMeHeHnt y 6obHbIXx MBK ¢ POEMS-
CHHIPOMOM HHTepdepoHa-a. Yake uepes 3 Mec. Tepanuu y 60Jb-
ILIMHCTBA NalMeHTOB HabJII0/la/1ach PeyKLUs OJHHERponaTHH
1 opraHomeraJsiuu [2].

KJINHWYECKOE HABJIOAEHUE

[IpencraBnsieM coOCTBeHHOE HaOJI0eHHe GOJBLHOTO CO CMe-
[IaHHBIM THAJMHOBO-TJIa3MaTHYECKUM BapHaHTOM MHOTOLEH-
TpoBoil 6osesnn Kacimana, Kotopas ocnokHutace POEMS-
CHHIPOMOM.

Boabhoit C., 1958 r. p., B uione 2008 r. oGpatuics
¢ KajobaMu Ha KallleJb C OJAHOBPEMEHHBIM YBEJHUEHHEM
MOJMBIILIEUHBIX U MaX0BbIX JIUM(OY3J0B U OBICTPO YBEJHUH-
BAIOIIMMUCS OTEKAMH CTOIl, TOJIEHE W MOLIOHKH. B 370 ke
BpeMst cTajii 6eCrOKOUTD eXKeHEBHbIE MO beMbl TEMIIEPATY -
pbl Tesia 10 38 °C. 21 utoss 2008 1. 6bl1 rocnUTaNM3UPOBAH
B remaroJiornueckoe otaeseHue JlOpOKHON KJIMHMYECKOH
6oabuuibl (JIKB) OAO P)KI r. C.-Tlerep6ypra. Ilpu mo-
CTYTIJIEHHH COCTOSIHHE CpelHel TsKecTH. Temmeparypa TeJsa
38 °C. 3a nocaeaHuit MecsiL noTepsia 3 Kr macchl Teqa. [1pu
OCMOTpPE KOXKHBbI€ MOKPOBBI C MSITHUCTO-reMOpparuiecKiuMu
BBICHIIIAHUSIMH, BbIPAXKEHHBIH OTE€K MOLIOHKH M TOJIEHEH.
JInmoyaael Bcex Hapy:KHBIX TPyMN yBeJHueHbl, He3boses-
HeHHbIE TPH MaJblallii U He Crasiibl ¢ Koxkel. Kpaii neuenu
ompesessieTcsl Ha 3 ¢M HUKe pebepHolt ayru. Cese3deHka He
najibIupyeTcs.

[TpoBeneno obcnenoBanue. AHaIM3 KPOBH TPH MOCTYILIE -
HUM: reMoroOnH — 128 1/, pUTpOUUTHl — 4,1 X 1012/,
cpelHee coziepkaHue remorsio6uHa B spurpouute (MCH) —
31,3 nr, seiikountel — 7,2 X 10%/n, 3031HOGHIBT — 2 %,
najoukosiepusie Heiitpopuanl — 1 %, cermenTosiepHble
neiirpopuabl — 54 %, sumdouutel — 36 %, MOHOUMTHI —
7 %, TpomGormtel — 190 x 10°/1, COD — 34 Mm/u. B Te-
yeHne Mecsilia 00C/IeI0BaHHtsI 10 Hauasia Teparnuy B reMorpaMme
TIPOM3OLILIN CJIeyIOlIHe H3MeHeHHs:: TeMOrIoOnH — 86 1/,
IPUTPOLUTH — 3 X 10'2/n, MCH — 28,8 mr, JiefiKoiu-
Tl — 5,2 X 10%/71, s03unoduasl — 14 %, nanouxosjepHele
neiitpodusibl — 1 %, cermentosiiepHbie Hefirpoduas — 33 %,
aumbountl — 49 %, MonouuTsl — 3 %, TPOMOOLMTBH —
285 x 109/, COD — 54 Mm/u. AHa/13 MOUH 6e3 U3MEHEeHHUII.
Muenorpamma: 6s1acthble kietkh — 1,2 %, npoMueJouu-
™ — 1,6 %, muenountsl — 10 %, metamuesnountsl — 2,4 %,
naJoukosiepuble HelTpopuasl — 19,2 %, cermentosiepHble
neitpoduasl — 9,6 %, BCero KIeToK HeHTPOGHUILHOTO psiia —
42.8 %, s03unoduibl — 3,2 %, niasmMaTHueCKHe KJIETKH —
2,4 %, numdountel — 10,8 %, monouutsl — 1,2 %, 9pu-
Tpobaactel — 0,4 %, HOpMOOJIAaCThl 6azoduabible — 4,4 %,
HOPMOGJIACTDI ToJIMXpoMaToduIbHbIe — 25,6 %, HOpMOOGACTLI
okcHHIbHbIE — 5 %, BCEro KJIETOK 3PUTPOMAHOTO psiia —
38,4 %. Broxumuueckue aHann3bl KPOBU: OUIMPYGHH Herpsi-
Mol — 9 mmoain/n, TTTIT — 22 EJ/n (nopma no 52 EN/n),
ACT — 37 Ell/n, AJIT — 41 EN/na (nopma 1o 40 EI/n).
Kny6oukosasi dunbtpauus — 135 M/ MuH, KpeaTHHMH —
0,078 mmoub/ a1, C-peakruBHbIil 6esiok — 108 Mr/1 (HopMa
10 6 wmr/m). B MpoTeHHorpaMmMe: obumil 6emok — 79 /i,
anpoymunbl — 41,4 %, rao6yamus: a, — 7 %, a, — 9,5 %,
B — 145%, v — 27,6 %. Anrurena x natusnoit JIHK ne
o6HapyeHbl. AnTHHYKAeapHblil haktop B Kposu — 0,7 EJI/ M1
(nopma n10 1,2 EJI/mn1). Bakreprosornueckoe u cepoJoriye-
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Puc. 1. KomnbloTepHas ToMorpamMma rpyaHon knetkum 6onsHoro C. 29.07.08 1.
(06bsICHEHUS B TEKCTE)

CKO€ HCCJIeoBaHUsl KPOBH HA TeMOTPaHCMHCCHBHBIE HH(EKLIMH
JlaJT1 OTPHULIATE/IbHBIE PE3YJIbTaThI.

[Tpu Y3W OpioimHOM MONOCTH BBISBJACHO YBEJHUCHHE
ceseseHkn (147 X 58 mm; Hopma 110 X 45 mwm). B Boporax
cesie3eHKH M BOJIM3H TOJIOBKH TIO/LKEJYI0UHON JKeje3bl Bbl-
SIBJIeHbl yBesindueHHble 10 11 MM sumdoysabsl. CBoGoaHas
JKUIKOCTDb B OPIOLIHOH MOJI0CTH oTcyTcTBOBasa. [1pu dubpora-
CTPOCKOIHUH ONPEAC/ISAICT SPO3UBHBIA OyJbOUT M XPOHHUECKHT
racTPUT C MHOTOUMCJIEHHBIMH 3p03UsiMU. PUOPOKONOHOCKOTIHS
narosioruu He BoisiBusia. [pu crimpasnbhoit KT rpyntoil KneTku
ot 29.07.08 1. ¢ 06eux CTOpoH Cy6IUIeBPaIbHO ONpPENEsAINCh
YYaCTKH YIJIOTHEHHS JIEPOUHOTO PHUCYHKA M MeJIKME OvyaroBble
Tenu (puc. 1). JIumoysasbl Bcex rpymnm HECKOJIbKO yBEJHUEHbI
B pasmepe. MMmesoch ymJoTHEHHE MEXKI0JEBOH MJIEBPHI.
CBOGOIHOM JKHIKOCTH B TJIEBPAJIbHBIX MOJNOCTSX He Oblio. AK-
CHJITSIPHBIE JIMMOY3JTBI YBEJHUEHBI ¢ 06€HX CTOPOH 10 25 MM.
KocTHBIX JIeCTPYKTHBHBIX M3MEHEHHH B 30HE CKaHMPOBaHHsI
He onpenensnoch. [Ipu KT Optomnoit mosoctu oGHapyKeHO
He3HauuTeJIbHOE yBeJIMueHHe cejle3eHKH. B 3abpiolnHHOM
MPOCTPAHCTBE U B MaJIOM Tazy OMNPeJeJIsJIHCh MHOKECTBEHHbIE
JUMQOY3JIbl 1HaMeTpoM 10 30 MM.

[Tpr MHKPOCKOMHMYECKOM HCC/IeI0BAHHH GHONICHPOBAHHOTO
JMboy3sia yCTaHOBJIEHO, YTO CTPOEHHE JUM(OY3J1a COXpaHeHo,
HO OTMeYaeTcsi FHaJHHO3 COCYI0B, HE3HAUMTEbHOE paclInpe-
HHE MeXK(OJITHKYJISIPHOH 30HbI C MOBBILIEHHBIM COJIepIKAHHEM
nsa3MonToB. KpaeBoii 1 mpoMeKyToUHbIH CHHYChI Pa3/IHIUMBbl
Ha BCeM MPOTsKeHUH. B npocBeTe CHHYCOB BUAHBI THCTHOLUTHI.
JlumaTudeckrne HoJTHKYJIbl MeJKHE, C «BBITOPEBIIMMU» 11€H-
TpaMH Pa3MHOXKEHHUSI, PACIo/IaraloTcst BO BCEX aHATOMHUECKHX
3oHaXx. B mapakopTHka/bHOH 30HEe Ha (hOHE MeJKHX JUM(OnT-
HBIX KJI€TOK 0OHAPYKHUBAIOTCS paccestHHble OJIHOUHbIE KJIETKH,
UMelole CTPOeHHe UMMYHOO1aCTOB (puC. 2).

Pesysibrathl  MMMYHOIHCTOXHMHUYECKOTO — HCCJIE/IOBAHHS:
B (hoJuTHKyJIax MosioxkuTesbHas sKerpeccuss CD21 u CD23,
XapakrepHas yist pOJUTHKYJISIPHO-IEHAPUTHBIX KJIETOK (pHc. 3),
B-nmmdoumtsl, skenpeccupytope CD20 u CD79, 3anumaior
BCIO (OJTHKYJISIPHYIO 30Hy. DKenpeccus T-mumdoruro CD3,
CD4, CD5, CD7, CDS8 onpenensieTcst B e prUQOIHKYISIPHOH
30He 1 B MexK(OoJITHKyJIsipHOit o6acTu. IMMyHo6/1acThI B apa-
KOpTHKaJIbHOH 30He sKcnpeccupyior CD20 (L26) na memGpane
1 HepaBHOMepHO c1abo CD30 (Ber-H2) na mem6patne u B 3oHe

KIMHUYECKAA OHKOTEMATOJIOIMS



bone3nb Kacnmana n POEMS-cunppom

Pue. 2. PesynbraThl IMCTONOMMYECKOro nccnefoBaHns nnMmdoyana 60bHOro
C. ®onnnkyn ¢ o6edHEeHHbIM KNETKaMu repMuHanbHbIM LeHTpoM. FepmMu-
HanbHbINA LeHTP nokasaH 4YepHoi cTpenkoi. Cocyn, BpacTarowmin B don-
JIMKYN 13 MeXOnIMKynapHo/ 30Hbl, MokadaH 6enon cTpenkon. KneTtku
MaHTUIHON 30Hbl PACMONOXEHbI B BUAE NYKOBOW KOXWLbI. B Mexdonnuky-
NAPHOI 30He BUAHbI Mnasmatudeckune knetkun. OKpacka remaToKCUIVHOM
1 3031HOM, X200

Tonbmxu. 3akiouenue: Mopgosoruieckass i HMMYHOTHCTOXH -
MHUeCKas KAPpTHHA COOTBETCTBYET THCTOJOTHIECKOMY JIUATHO3Y
BK. C yueToM MOBBILIEHHOTO COAEPKAHUSA TJIa3MaTHUECKHX
KJIETOK B MeK(pOJIMKYNSPHOH 30HE JAHHYIO THCTOJIOTHYE-
CKYI0 KapTHHy MOXKHO OBIJIO pacleHMBaTb KaK CMeElIaHHBIH,
rMaJMHOBO-JIa3MOKIETOYHBIN, THIT BK.

[TLP na unpkynupytouyio B kposu JJHK HHV -8 nokazana
¢1a00MOJOKUTENBHBIA pedyJibraT. Takxke ONpenesuiv coaep-
JKaHue B KpoBH Y 6osibHOro MJ1-6, okazaBliieecsi moBbllLI€HHLIM
110 86 nr/ma (y 310poBbIX i — He Gosee 50 nr/mi). Takum
o6pasom, aarto3 BK y 60/bHOrO Obll MOATBEPAKIEH THCTOJO-
THYECKH, a TaKKe M0 IMPHUCYTCTBHIO B KPOBU LMUPKYJIUPYIOLIEH
JHK HHV-8 u nosbienuio yposusi MJ1-6 B kpoBH.

C yueToM BBIPAXKEHHOTO OTE€UHOTO CHHAPOMA W H3MEHEHHI
KOXKH TpH ycTaHoBjeHMH JuarHoda MBK 0Obl10 BbicKazaHo
npeanosoxKenne o passutiu y 6ombHoro POEMS-cunapoma.
JI1s1 ero moxaTBeprkAcHHsT OBLIH TPOBEACHBI JOMOJHUTEbHbIE
uccaenoanus. IHMI kak ocHOBHOH MeTon BBIMOJHEHA

TprwKbl 3a 1,5 roga HaGmonenusi. [1peacraBiieHHble pesyib-
tatbl DHMI npu nepBoM U 3ak/iouuTeNILHOM 00C/I€I0BAHUH
HAIVISJIHO JIeMOHCTPHUPYIOT OTPULIATEJ/IbHYIO JAMHAMUKY Helpo-
MBILIEUHOrO MpoBejieHus. KccsenoBanue poBOIUJIOCH 10 TSTH

L
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Puc. 3. Okcnpeccus CD21 honnmkynsipHO-AeHAPUTHBIMU KeTKamu 3apofbl-
LeBoro ueHTpa. immyHonepokenpasHas peakums, X400
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CHMMETPHUYHBIM TOYKAM Ha HHXKHHUX KOoHewyHocTsix. Jlist ana-
THOCTHKH COCTOSTHHSI MOTOPHOH MHHEPBALIMH PETHCTPHPOBANHCD
3JIEKTPUUECKHE TMOTEHLHANBl TIPH CTUMYJSILUHH TOAKOJEHHOTO
1 Masio6eproBoro HepBoB. CeHCOpHAs TPOBOJMMOCTb OLIEHHBA-
Jlach MO BeJIUIHHE JEKTPHIECKHX MOTEHIHANOB C HKPOHOXKHOTO
Hepsa. [1pn ncenenoBanny HeHPOMOTOPHON MepeaauH OlleHUBA-
Jlach aMILIUTyAa oTBeTa MoTopHasi (B MB), cencopHast (B MkB),
peaujiyasbHast JJaTEHTHOCTb OTBETA MbILILIBI (B MC) U CKOPOCTb
pacnpoctpaHenust Bo3Oy:xknenus (CPB) no nepsHOMY BOJIOKHY
(B M/c). YiKke NpH MepBOM MCCAeNOBAHHH ObLIO YCTaHOBJACHO
CHMKEHHE aMIUIMTY/bl OTBeTa, KOTOpOe B JajibHEHIIeM T1po-
IPECCHBHO yMeHbllanoch. Takxke Obl1a CHHXKEHA CKOPOCTb
MPOBEJIEHHsT UMITyJIbca Ha OTPE3KEe <TOJIOBKA MaJjo0eplioBOi
KOCTH — TIOJIKOJIEHHAsl sIMKa», KOTopasl TOXe TMpojoJKala
MPOrPECCHBHO YMEHBIIATbCS MPH Ja/bHEHIINX HCCC0BAHHSIX.
3akmountenbiasg DHMI 3apeructprupoBasa passutHe Hapyliie-
HUH MPOBEJCHNS U 110 UyBCTBUTENbHBIM BOJIOKHAM HKPOHOXKHOTO
Heppa. Tak, mpu nepBoM o6c¢/ae10BaHHHM GOJBHOTO aMIJINTYAA
cencopnoro otsera 7,1 MxB u CPB 43,2 M/C He OTJIHYAJIHCh OT
HOPMAaJIbHBIX BEJTMUYHH (AMIIJIUTY/1a CEHCOPHOTO OTBETA HE MeHee
6 MkB, CPB ne menee 40 m/c). [Tpu na6/onenun yepes 9 mec.
9TH T0Ka3aTe/n O0Ka3aJHChb CTOMKO CHXXEHHBbIMM: aMILIUTY/a
ceHcopHoro oteeta 110 3,2 MkB, CPB 5o 35 m/c.

[IpencraBiennbie pesyasratbl DHMI mosBosmnu aua-
THOCTHPOBATh B Hauasie 3a60JieBaHUsT MPU3HAKH TOJBKO MHHH-
MaJIbHOW JIMCTAJIbHOH CEHCOPHOM TMOJMHEHPONAaTHH HHXKHHUX
KOHEUHOCTeH M HapylIeHHs] MPOBeAeHHS MO MaJjo6eploBbIM
HEpBaM C JIBYX CTOPOH Ha JIBYX YPOBHSIX: MePeIHNX Tap3a/bHbIX
KaHaJIOB U Ha roJIoBKax MasoOepLOBbIX KOCTed, GoJiee Bbl-
pakeHHbIX cripaBa. B naunamuke 3aboseBanusi nannbie HMI
MO3BOJIUJIH CAEIaTh BLIBOJ O PA3BUTHH M CTOHKOM COXPaHEHHH
y GOJIbHOrO B TeueHHe mnocjaefyomux 9 mec. 10CTOBEPHOrO
YXy/LLEHUST HEBPAJILHOTO MPOBEACHHUS [0 MOTOPHBIM BOJIOKHAM
Ha YpOBHe Tap3ajibHbIX M (DUOYJSPHBIX KaHAJIOB, a TakKikKe
yXy/ULIEHHE NIPOBEJIEHHSI 10 CEHCOPHBIM HEPBaM HHUXKHUX KOHeY-
HOCTeH. DTO yKas3blBaJo Ha Pa3BUTHE y OOJILHOTO JAMCTAJBHON
MOTOPHO-CEHCOPHOH aKCOHAJIbHO-EMHEJIHHU3UPYIOLLEH MOJH-
HEMpOonaTHH HHKHUX KOHEUHOCTEH, KOTOpast CJIy?KUT OCHOBHBIM
cumntomom POEMS-cunnpowma (puc. 4—7).

Bropbim 6osblinM KpuTepreM, noarsepzkaatoinM POEMS-
CHHJIPOM, CTaJla MOHOKJIOHAJIbHAS TJ1a3MOKJIeTOUHast poJindepa-
Lus1, KOTopast Obl/1a BbIsIBJIEHA Y HALLETO O0JIHOIO TOJILKO CIYCTS1
1,5 roza ot Hauasia GoJie3HH, MOC/Ie TOro Kak Obljla 3aperucTpu-
poBaHa nosiHeliponartust. Jlo Hauana jedeHus y Hero oTMeyanach
GuKIOHaNbHAs rammanatus: IgG 36,5 wmr/ma, IgA 7 wmr/wmn,
IgM 0,8 mr/ma, 6es M-npoTenna npy saekTpodopese GeKoB
cbiBopoTkH. Takasi rpajgauust Gppakiuuii MMMYHOTJIOGYJIMHOB TH-
nuuna a1s POEMS-cunipoma, HO 13-3a OTCYTCTBHSI PH3HAKOB
TMOJIMHEHPONaTHH B TOT MOMEHT COJep:KaHhe CBOGOHBIX Lierneft
MMMYHOTI06YJIMHOB He orpeaessii. [1pu ucenenoBanuu uepes
1,5 rona yxe nocsie TpOBEIEHHOTO JIEUEHHs] U yCTaHOBJIEHHbIX
cTaOMUIbHBIX I3MEHEHHI HEBPOJIOTHIECKOTO CTaTyca cofiepKaHne
CBOOOIHOM A-LleN MMMYHOMJIOOYJIMHOB B CHIBOPOTKE KPOBH
GO/ILHOTO 0KA3a/10Ch He3HAUNTEJLHO MOBLILLIEHHBIM (5,4 MKT/ MJI;
HopMma He Gosiee 4,5 MKF/MJ]), a K-11eMd B CYTOYHOH Moue OblIH
pesko ysesiuenbl (64,1 mkr/mi; Hopma 110 20 Mkr/mi). Tpes-
CTaBJIEHHBIH C/ydai couetas B ceGe YepThl, THITMUHbIE KaK JIsl
POEMS-cunjpoma (A-uemu), Tak u 1j1st muesiombl bene-Jkonca
(K-1eru B Moue).

TpeTuil ryaBHbIA AMArHOCTHUECKUH KpPUTEpHH — ocTeo-
CKJIepo3, Obl1 Jl0Ka3aH PEHTTEHOJOTHUECKH MO YBEJHUEHHIO
KOPTHKAJIbHOTO ¢/1051 60J1b11e6ePLOBOI H Ma/l06ePLOBOI KOCTEN
criyers 1,5 roa ot Havaga 6o/1e3Hu (puc. 8).

UeTBepTbIM  auarHoctuueckuMm  kputepuem POEMS-
CHHZIpOMa CTaJia JoKazaHHast MOP(hOJOTHIECKH H HIMMYHOTHCTO-
xumudeckn bK.
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Puc. 4. OnekTpoHepomuorpamma (MoTopHasi) 6onbHoro C. B Havane obcrne-
foBaHWs. HopmanbHas CKOpOCTb PacnpocTpaHeHWs BO30YXAEHWS C Maro-
6epLIOBOro HepBa Ha KOPOTKYHO MbiLLILY CTOMbI

Pue. 5. OnekpoHelipommorpamma (MoTopHas) 6onbHoro C. npu passuTum
POEMS-cuHgpoma. CHMXEHWe CKOPOCTM pacnpoCcTpaHeHus BO36GYXAeHWUs
€ Mano6epLioBOro HepBa Ha KOPOTKYHO MbILLLY CTOMbl, OCOGEHHO B 0651acTu
npeansiocHbI
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Puc. 6. OnekTpoHeripomuorpamma (CeHcopHas)
6onbHoro C. B Havane o6cneposaHusi. HopmanbHas
CKOPOCTb pacrnpocTpaHeHusi BO36Y>XXAEHNA Mpu CTu-
MynALUK UKPOHOXHOIO HepBa
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Puc. 7. OnekpoHepomuorpamma (CeHcopHas)
y 6onbHoro C. npu passutum POEMS-cuHppoma.
CHWXeHWe CKOpPOCTW pacnpoCTpaHeHus BO36yxae-
HUS MPU CTUMYNALMU UKPOHOXXHOTO HEpBa

5 mc 10 mkB
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[TsTblit rnaBHbli KpuTepuii iuarnoctuku POEMS -cunipoma
W €ro BeJlyllHi aToreHeTHIeCKHH 3/1eMeHT — aKTHBALMsl 11Po-
aykuu VEGEF — 6bun onpesiesieH MMMyHOTHCTOXHMHYECKH HA
cpe3ax OHONCHPOBAHHOrO JIMM(OY3J/a YKe CIyCTsl Mecsil OT
Hauasia 3a6osieBanusi. [Ipu stom VEGF skcnpeccupyerest kak
SHJOTEJMEM COCYJOB, TaK W TIPAKTHUECKH BCEMH KJETKaMH
aumdoyana (puc. 9).

Takum o6pasom, y 6GosbHoro MDBK namuune POEMS-
cHHZIpOoMa ObIIO I0Ka3aHO OIHOBPEMEHHBIM MPUCYTCTBHEM BCEX
naTH 60JbIINX KpUTepreB. [1pu sToM Beayminii matoreHeTHye-
ckuit pakrop VEGF MHTEHCHBHO BBISIBISAJICS B TOPayKeHHOH
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TKaHH yKe B caMoM Hauase OOJIe3HHM, a HEBPOJOrHUecKHe
CUMIITOMbI MOSIBUJNCH Yepe3 8 Mec. U CTAaHOBUJIUChL HoJiee Bbl-
pa>KeHHbIMH.

M3 Tak Has3blBaeMbIX MaJ/blX KpPHTEPHEB JHArHOCTHKH
POEMS-cunnpoma y Haiero 60JIbHOTO Oblla BbISIBJIEHA Op-
raHoMerajius — yBeJMUeHHe ceJie3eHKH, 0GHapyKeHHOe yxKe
TMpH MEepPBOH TOCMUTAIN3aALMH MO pedyJsbratam Y3 Gproltoi
MOJIOCTH. 3aperncTpUpOBaHHasl JIerouHast rurepTeH3ust ¢ yBe-
JIMUCHHEM JIaBJEHUST B MaJiOM Kpyre 10 D2 MM pT. CT. TakxkKe
CJTY?KHT OJTHUIM U3 MaJIbIX THarHoCcTHIecKux Kputepues POEMS-
CHHpPOMA, a Pa3BUBIIAsCS Ha ee TMOouBe AUATalMs MPaBOro

Puc. 8. PeHTreHorpamma KoCTel roneHn 6051bHOro
C. YcuneHue KopTUKanbHOM MNAacTUHKK TpyByaTbix
KOCTEl rofieHn Kak oTpaxKeHne ocTeockneposa

KIMHUYECKAA OHKOTEMATOJIOIMS



bonesnb Kacnmana n POEMS-cunppom

Pue. 9. Okcnpeccust VEGF aHpoTennem CoCyaoB M BCEMU KneTKammn nnMdo-
y3na y 6onbHoro C. IMMyHormcToxmmmnyeckoe uccnegosanune, x200

JKeJlyJ104Ka, KoTopasi Oblia 3apeructpuposana Ha JxoKI, morsa
pacleHUBaThCs KaK NPOosiBJIeHHe OJIHOIO U3 BAPUAHTOB OpPraHo-
Merajiii — KapJHOMeraJiiH.

YuuTbIBasi HapacTaiollylo y GOJIbHOrO JIErOuHylo THIlep-
TEH3MIO C PA3BUTHEM JIETOUHOTO CEp/Ila, eMy OblJIO MPOBEAEHO
uceseoBanue (yHKUMH BHEILIHEro JbIXaHWs M ra3oo0MeHa.
YeTaHoBJIEHO CHU2KEHHE ra3oiupy3HOHHON CTOCOGHOCTH Jier-
kux o DLCO B 2 paza — 0 13,5 MJ1/MuH/ MM pT. CT. (B HOpME
He Metee 26,54 mu1/MuH/ MM PT. CT.) 3@ CUET H3MEHEHHsI CBOHCTB
JIEroUHbIX MeMOpaH. TakxKe BbISIBJIEHO yBesndeHue 00IIelH eM-
KOCTH JIerkuX 10 7,34 21 (119 % ot nosknoi Besmuuubl 6,17 1)
M 0CTATOUHOrO 06beMa Jerkux 10 2,7 1 (133,4 % oT aomKHOf
BesIndnHbl 2,02 J1) 1P OTCYTCTBHU NPU3HAKOB OPOHXO0OCTPYK-
UMK 1 6GpoHXocrasma.

Bropbim masbivm kputepuem POEMS-cunnpoma cuurasu
TIepBOHAYaAJILHO BbIPAXKEHHbIH OTEK HUXKHUX KOHEUHOCTEH H MO-
LLIOHKH.

Tpetbum masbiv  Kputepuem POEMS-cunnpoma cra-
JIO pasBUTHE H30JUPOBAHHOK TOHAJHON 3SHIOKPHHOMATHH.
HMcenenoBanne mpoBoauioch B AWHAMHKE TIPH TMEpBOH To-
CMUTANU3AlMH M CIyCTs TOA Tocsde JeueHus. [losydeHHble
M3MEHEHHS] TOPMOHAJMbHOrO (hoHA KacaluCh TOJBKO YPOBHS:
1) Tecroctepona. B nauasne 3abosieBanHusl OH OblT CHHXKEH J10
1,96 ur/ma (nopma y My>kuun 2,8—8,0 1r/mi), a uepes rof HOp-
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Puc. 10. MP-ToMorpamMma MUKpoageHOMbl runodu-
3a y 6onbHoro C. (CTpenkon nokasaHa MUKpoape-

HoMma runodmsa) cynoB y 6onbHoro C.

www.medprint.ru

Puc. 11. MP-tomorpamma MVKpOageHOMbI
rmnogpunsa nocne KOHTPacTMpoBaHUs ero co-

MasmzoBaJics 10 4,17 ur/ma; 2) ®CI. B navane 3abosieBanus
€ero ypoBeHb Gbl1 noBbiteH 10 21,7 MME/M1 (Hopma y My»KuuH
1,5—12,4 MME/ M) 1 coxpaHsJicsl BbICOKUM (25,17 MME/Ma)
cnyers rox; 3) JII. B nauane 3a6osieBanust oH Obljl MOBBIIIEH JI0
14,75 MME/mn (nopma y mysumn 1,7—8,6 MME/ma1) u uepes
TOJ1 TOXKE COXPaHsIJICS Ha BbICOKOM ypoBHe — 13,8 MME/mu1.

[IpencraBieHHble pe3y/bTaThl CBHACTEIBCTBYIOT O CTOHKHX
MpHU3HAKaX TOHAJHON JMCOHYHKLUMH Turopusa. YUuTbiBasi 370,
60JbHOMY Obl/1a MPOBEAEHA MAarHUTHO-pPE30HAHCHAs TOMOrpa-
thust (MPT) o6sactu rurodusa ¢ JI0MOJHATETbHBIM KOHTPACTH -
pOBaHHEM COCY/IOB rurodu3a.

[To pesyasraram MPT ot 25.02.2009 r. (puc. 10) runocus
Obl1 yMeHbLIEH B pasMepe 3a cyeT BbICOTH (5,1 MM), a TKaHb
runoguaa 6bl1a HEOAHOPOIHA 3a CUET HAJIHUHS B HUZKHEM JIEBOM
oTesie 06pa3oBaHUs MOHMAKEHHOH MHTEHCHBHOCTH OKPYTJIOH
hopmbl ¢ aMeTpom 4,7 MM, C HeUeTKMMHU, HO POBHBIMH KOHTY-
pamu. DTO MO3BOJNUIIO CACIATh 3aKA0YeHHEe 0 HAJTUUMH Y 6OJb-
HOTO MHKPO/ICHOMBI YMEHBILIEHHOTO B pa3Mepe runogusa.

Pesyasratsl MPT ¢ KoHTpacTHpoBaHHEM COCY/IOB rHnou3a
MarHepotoM (puc. 11) noarsepaniu Hajn4dMe B JIEBBIX OTeJax
runoguaa yyacrka IMOHHKEHHOrO HAKOIJIEHHsT KOHTPACTHPYIO-
1LIEro BELIECTBA OKPYIJIOH (OPMbI C HEUETKHUM KOHTYPOM pas-
MepoM 4,5 MM.

[1pu npoBenennn mosropHoi MPT uepes 5 mec. 6blI0
YCTAHOBJIEHO COXpaHEHHe MHKPOaJleHOMbI rurousa 1 Gopmu-
poBaHHe JIMKBOPHOH KUCThI MAayTHHHON 060JIOUKH B €ro 06J1acTH
(puc. 12).

[Ipm:kusHeHHAsi AHArHOCTHKA COYeTaHWs THMO(H3apHO-
TOHaHON ANCHYHKIMA C MUKPOafeHOMOH THMO(hH3a, MpH3HaKa-
MH YMEHbIICHHS THNo(H3a B oObeMe W H3MEHEHHH MayTHHHOH
COCY/IMCTO! 000J104KH Obl/a BBIMOJHEHA HaMK BriepBble. Panee
OMNHCHIBA/IACh TOJILKO [TOCMEPTHAst THIIePTPOhHUS NepeaHeit 101
rurnocusa y 60JbHOI ¢ HONAILHON (hOPMOI MHOXKECTBEHHOM MHU-
ejiombl, ocnoxkHulieiicss POEMS-cunnpomom [8]. Boamoxto,
POEMS-cunpom fefiCTBUTENBHO CIYKUT CBSA3YIOLIUM 3BEHOM
MEXKJy CKJIEPOTHUECKOH (DOPMOH MHOXKECTBEHHOH MHEJIOMbI
1 MBK;, o uem 6b1710 BbICKa3aHO MpejronokeHue patee [2].

Takum 06pasoM, y npejicraBjaeHHOro 60J1bHOr0 CO CMellaH-
HBIM THaJIHHOBO-MIa3MaTHueckuM TuroMm MBK ocnoxnenne
B Buie POEMS-cunipomMa 6b10 JI0Ka3aHO OJHOBPEMEHHBIM
coueTaHHeM BceX TATH OOJBIIMX KpUTepHeB (TMoJuHelipona-
THSI, MOHOKJIOHAJ/IbHAs TJ1a3MOKJeToYHast nposudepauus A-
u k-tunos, cama bK, akruauns VEGF na cpesax sumdoysnon
M pa3BHUTHE OCTEOCKJepo3a) C TPeMsi MasibIMH KPUTEpPHSIMHU

Puc. 12. MP-Tomorpamma runocusa nocne KoHTpa-
CTUPOBaHWSA COCYAOB MarHepotoM Yy 6onbHoro C.
25.09.2009 r. CoxpaHsitoLascs MUKpoageHoma rm-
nogmsa oTMeYeHa MasbiM OBasiom, a NosiBUBLLIAsACA
JIMKBOPHAA KMUCTa nayTUHHOW 060M0YKN — 6ONbLUNM
0Basniom
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(mosiMopraHomerasvisi, OTEKH M HIOKPUHONATHS) U YEThIPbMS
TaK Ha3bIBAEMbIMH BO3MOXKHBIMH H3MEHEHHSIMHU (MOTEPsT MacChl
TeJla, JIeroyHasl THIepTeH3Us, PeCTPUKTHBHbIE H3MEHEHHs] JieT -
KHX M [TPU3HAKH JUCTPODHH MUOKAp/IA ).

BBumy orcyteTBus ctanaaptoB s Jeuenuss MBKy naiero
6osbHOTrO Hemogb3oBanack cxema CHOP ¢ o6uienpuHAThIME
JI031poBKaMu mpenapatoB. OnHAKO HHTEPBAJ MEXKIy Kypcamu
Obl1 yBeJIHUeH 10 2—3 Mec. U3-3a OnaceHuil BO3MOKHOH aKTH-
Bauuu HHV-8. Beero 6b110 nposeaeHo 6 kypcos.

Jist oueHku sddekra JeueHUss HeOOXOIUMO pasJie-
JINTb  KJIMHUKO-s1abopaTopHble  pe3yJsbrathl Jedenus MDBK
1 POEMS-cunnpowma. Tak, olieHnBast 3¢ (eKTHBHOCTD BJIUSHHS
cxembl CHOP Ha MBK, caieyer oTMeTHTB, 4TO rocsie 3 KypcoB
y GOJILHOTO TOJIHOCTBIO HOpPMaJH30Baslach TeMIepartypa TeJa.
[Tocsie 6 KypcoB HOpMasM30BaJHCh MOKA3ATEIH KPOBH: IPH-
tpouuthl — 4,5 X 10'%/n, remornio6un — 145 r/a, MCH —
32,5 nr, MCV cpennuit 06beM sputpouuta — 87 i, JIeHKO1H-
Tl — 6,2 X 10%/71, 6azoduasr — 1 %, s03unoduasr — 1 %,
najouxosiiepusie — 1 %, cermenrosinepunie — 71 %, sumdo-
uutel — 24 %, monouutsl — 2 %, COd — 10 mMm/u.

[Tpy MOBTOPHBIX HCC/IEI0BAHUSIX B IpOLECCe JIeUeHHs!
U JasibHeliero HaoJ1to/leHHs 32 OOJIbHBIM Y HEro B KpoBH Obliia
otMmeuena auHamuka [THP na JHK HHV-8 u nanuuus anturen
[eG k HHV-8. Tak, nocsie 6 kypco CHOP nepBoHauasibHO 1o-
aoxutenbHast [TLP na JIHK Bupyca B kpoBu TpancopmupoBa-
Jlack B oTpuLaTesibyto. Hao60pot, HCXOnHBI cepoHeraTHBHbIH
orBeT IgG cmenunicst Ha cnabonodsoxkutesbhblil. CriycTs elie
6 mec., uepe3 1,5 roga KJMHMYECKOro HabJIONCHHUS, KPOBb
60s1bHOTO coxpanuia npuanaku canauuu: [P na JHK HHV-8
6blJ1a OTPULIATEIBHON C OTHOBPEMEHHBIM TMOSIBJCHHEM CepoHe-
ratusHoro oteeta IlgG Ha HHV-8. Y 6osbHOTO HOpMannsoBaics
yposenb UJ1-6 110 46 nr/mat.

[TosioxkuTeNbHBIE  JlaGOPATOPHbIE M3MEHEHHsT COMpo-
BOXK/JAJIMCh  MCUE3HOBEHHEM HapyXHOH JnuMdaseHonaTu,
pe3KHM yMeHblIeHUEM BHYTPEHHUX JIHM(OY3JI0B U HOPMaJIH -
3allMeil pagmepa cesiedeHKd. Ha cHUMKe OpIOLIHOI 110JI0CTH
¥ 3a6pIOLIMHHOTO MPOCTPAHCTBA BHJHO, UTO CeJsie3eHKa He
yBesinieHa. CBOGOAHON JKHIAKOCTH B OPIOLIHOMN MOJIOCTH HET.
B 3a6piotinHHOM MPOCTPAHCTBE MO-MPEKHEMY OTIPEIEsTeTCs]
MHOKECTBO JUM(OY3/T0B pazMepoM A0 15 MM, KOJHUECTBO
ux GoJibllle B HIKHUX OTAeNax OpIOMmIHON moJocTh. Takke
OTpeaeoTes JUMGOY3bl 10 12 MM 1Mo X0y COCy10B OpIoL-
HOIl [TOJIOCTH.

Anasiornunasi nosioxkutesbHast iuHamMuka otMedena npu KT
rpyaHoit nosioctu: Ha KT ocratorest yBesmueHHbIMK JIMMOY3JIbI:
BEpXHHE W HW)KHHe NapaaoprajibHble cripaBa W cjeBa — JI0
12 MM, a 6udypkaunonnsie — 1o 10 Mm. MHpuIbTpaTHBHbIE
M3MeHEHHS! B JIEFKHX OTCYTCTBYIOT, HO C 0GEHX CTOPOH CyOIJIeB-
paJibHO COXPAHSIIOTCS yYaCTKH YMJIOTHEHHOTO MHTEPCTHLHAIb-
HOTO PUCYHKA M MEJIKHE Ouari. YmjaoTHeHa MexKi0eBast riespa.
CB0GOIHOM ?KUIAKOCTH B MJI€BPAJIBHOH MOJOCTH HET.

O6cyxeHne KNMHNYECKOro cyYasn

Jast mmarnoctukn  BK  nocratouno  mopdosoruueckoro
uceseIoBanksl  GHoncupoBaHHoro JuMdoyana. [lpossaenus
POEMS-cunnpoma npu MBK mHoroo6pastubl 1 MOryT OfHO-
BPEMEHHO BKJII0YATh Pas/niHble KIMHHYECKHE, 3JeKTPOPUIHO-
Joruyeckue W JjabopaTopHble u3MeHeHMsl. PasHocTopoHHee
o6ciieoBaHie  GOJILHONO MO3BOJIMJIO BbISIBUT HMX IIMPOKHUH
JuanasoH. AHasM3 BCell KJIMHHYECKOH KapTHHBI MoKasas, uTo
Ha ¢done CHOP-tepanuu JOCTHTHYTO KJIHHHYECKOE yJyullle-
HHe, COBMaBllee ¢ Hopmasusauueil ypoHs WMJI-6, croiikod
orpuuaresabHoit TTHP na JIHK HHV-8 B kpoBH 1 pasBuTHeM
CepoHeraTMBHON peaklu CbIBOPOTKH KpoBH Ha HHV-8.

JleueOHbiil 3ddekt B oTHomeHuu nposisjaennii POEMS-
CUHpPOMA He HUMeJ TaKOH OJHO3HAUHON [0JOXKHTEbHOM
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mmHamukd. Kak  6buio pokasano OHMI, riaBHblil  Jjist
POEMS-cunapoMa CHMITOMOKOMIICKC —MOJHHEHPONATHH
MPOrpeccupoBa U ocraBascsi pedpaKkTepHbIM, HECMOTPs Ha
ofiHOBpeMeHHyto s dekTnBHOCTL Tepanuu MBK. Bropoii no
3HAUUMOCTH IMaTHOCTHUECKHUI KPUTEPHIT — TMJI1a3MOKIETOUHAs
MOHOKJIOHAIBHOCTb — TaKxKe MPO0JIKAJ BBISIBIATHCS HA PoHe
KJIMHUKO-BUpycosorudeckoin pemuccun MDBK. Onpenenuts
nosropHo VEGF B cpesax /uMdoysnoB B yCJOBHSIX MOJHOH
peyKLUHMH Hapy:KHOH JnMbaseHonatin OblI0 HEBO3MOKHO,
a GMOIICHST BHYTPEHHHX JIMM(OY3JIOB MPH YCTAHOBJIEHHOM JiHa-
rHoze MBK He nposoau/iach 13-3a OTCYTCTBHSI KJIMHUYECKHUX
[I0Ka3aHUM.

B oTHouennn Masbix kputepreB POEMS Heo6xoaumo ot-
METHTb, YTO MACCHBHBIC OTEKH HOT M MOLLIOHKH HCUe3J/H Y 60J1b-
Horo nocJe nepsoro kypca CHOP. I1puBenennbie pesysbrarsl
KT 6promiHoil MosioCcTH CMycCTsl TOA BBISIBUJIM HOPMasH3allHIo
pasMepa cesie3eHKH. DHAOKPUHOMATHS UMesa HeOAHO3HAUHYIO
JIMHAMHUKY: YPOBEHb TECTOCTEPOHA HOPMAJH30BAJICs, HO COXpa-
Hssicst Beicokuit ypoBeHs B kKposu PCI n JII a Takke npusnaku
MHKPOaJieHOMBI THnoduaa npu nosropuoit MPT.

JleueHue He MOBJHUSIO HA CHUXKEHHbIE MOKa3aTeJH razo-
U hYy3HOHHON CTOCOOHOCTH JIeMrKUX M HX PECTPUKTHBHbIE U3-
MeHeHus1. boJsiee 3ameTHa Obla AMHAMUMKA CO CTOPOHBI COCY/I0B
MaJloro Kpyra KpoBooGpallleHHusl 1 pa3Mepa MoJiocTeil cepaua.
Tak, naBnenue B JierodHoi apTepun CHU3UJIOCH C H2 MM PT. CT.
B okTsa6pe 2008 1. 1o 30 mm pr. ct. 05.10.2009 1, a dpakims
BBIGPOCA JIEBOTO JKeJylouKa Bo3pocaa ¢ 64 10 78 %, ucuessu
MPU3HAKH PETYPrUTALMK KPOBH B 06J1aCTH MUTPAJBHOTO KJa-
nasa.

Takum o6pazom, cumntombl POEMS-cunapoma oxasasnnchb
KIuHUYecku 6ojiee puriaHbiMu K Bozaefictsuio CHOP-rtepanuy,
ueM KJIMHUKO-JlabopaTopHble nposiejenns MBK, u ne saBucesu
OT JIMKBUJIALIUK BUPYCEMUH U HOpMasu3aLuu ypoBHs MJI-6.

BosbHoil mpono/kaer Hamu HabJI0aTbCsl B TeyeHHe
2 jier ¢ MoMmeHTa 3a6oJsieBanus. [TosIHOCTBIO coxpaHsieT pa-
6oTocnoco6HoCTb. [Ipu KOHTpoJIbHOM 0OC/IeI0BaHUN B Mae
2010 r. numaneHonaTus CoxpaHseTcs TOJbKO B T'PYAHOH
1 GPIOLIHON TTOJIOCTSX, JTUM(OY3JIbl HE YBEJIUUMBAIOTCS B pas-
Mepe Mo CPaBHEHHIO C MpejcTaBaeHHbIMU pesyabraTamu KT
cpagy mocJje JedeHus. Temmepartypa, moTepst Macchl TeJsa,
oTekH, creHomeranusi orcyrerytor. [TLP na JJTHK HHV-8
B KPOBH COXPaHSIETCS OTPHIIATEJIBHOH, HO B CHIBOPOTKE KPOBH
BHOBL CTaJli OMpenessiThcsl aHTuTesa K Bupycy HHV-8.
JlaBsieHue B JIETOYHOH apTEepUH OCTAETCs MOBBLILIEHHBIM J0
30 MM pT. cT. OAbILIKH Y GONBHOTO HET, HO MOSIBUJIOCH JIerKoe
M3MeHeHHe KOHLEBbIX (hajaHr MajblieB PyK 10 THIy «6apa-
6anHbIX nasouek». CoxpaHsiercst ruHeKkomactus. [ToBropHoii
XUMHOTEparnuu, kpome nposeneHubix 6 kypcos CHOP, 6oiib-
HOMY He Ha3HayaJloCb, €ro COCTOSIHME paclEeHHBaeTcs Kak
CTOMKasi PeMHCCHS.

BbIBO/1bl

1. BK muarnoctupyetcst ToabKO MOPGOJIOTHIECKH 110 OHOTICHH
aumdoyana. Jlnarno3 Moxket ObITh MOCTABJCH yXKe MPH CBe-
TOBOI MUKPOCKOIIMH C OKPACKOH MeMaTOKCH/JIMHOM H 903HHOM
Mo TUIMUYHOH KapTHHE pPEaKTHBHOrO JMM(AJEHHTa, HO CO
crielupuuecKuM 0OHIIbHBIM Pa3BUTHEM HOBBIX COCYJIOB B (hOJI-
JKyJax. PenkocTb 3a6o/ieBaHUsT CJy>KHT MPHUYUHON MaJsoro
3HAKOMCTBA C 3TOH MaToJNOrHell MOpdosoroB U KJAHHULKCTOB,
KOTOpble He Bcerja MOTYT NPaBHJbHO OLEHHTbL HMelollHecs
CUMINTOMBI M MOP(OJOTHUECKYI0 KapTHHY, MOJydeHHYIO MpH
OUOTICHH.

2. Ilpu mocraHoBKe anarHosa BK neo6xomumo mposectn
JIMarHOCTHKY PacCrpOCTPAHEHHOCTH JUM(aAeHONATHH C LEJbIo
onpeaeauTs hopMy 3aboJsieBaHHsl: 04aroBast UM MHOTOLEHTPO-

KIMHUYECKAA OHKOTEMATOJIOIMS
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Bast. Becem 6ogibHbIM BK catetyeT npoBonTh BUpycoJiorHueckoe
uccaenoBane Ha BUY-undekuuio, a Takke Ha NpPUCYTCTBUE
JIHK HHV-8 B kpoBu, uT0O B najbHelIlIeM MO3BOJUT OLEHHTD
3(eKT Tepanuu.

3. Y OGosbHbix MDBK co cMelIaHHBIM THCTOJIOTHYECKHM
BapuaHToM MoxKeT pa3Buthesi POEMS-cunipom, npu Kotopom
CaMbIMM PAHHUMH CHMIITOMaMH SIBJISIIOTCST OTEKH U CIIJIeHOMera-
Jist. BO3MOXKHBI CHMIITOMBI B BHJIE KapIMOMEraJii U JIETOUHOH
TUIIEPTEH3UH, KOTOpPble OLIMOOYHO TPAKTYIOTCS KaK pe3yJibrar
yBeJIMUECHHST TUM(OY3TOB 1 IMMdocTasa.

4. OcHOBHBIMH J0Ka3aTeJbcTBaMu Haiuuusg POEMS-
cunupoma ciayxKaT uamenenuss OHMI 1o Ty nemuesmHU3U-
pytollell akCOHaJNbHOH CEHCOPHO-MOTOPHOH MOJIMHEHpOnaTHH
1 BbicoKast akcnpeccus VEGF Bcemu knetkamu inmdoyana npu
MMMYHOTHCTOXHMHYECKOM HCCJIEIOBAHUH (TIPU STOM TMCTOXHMH-
yeckasi akruauusi VEGF B Tkanun sumdoyaiia y Hainero 60Jib-
HOTO Oblyla YCTAHOBJIEHA YKe depe3 Mecsll OT Hayasna 60J1e3HH
¥ COBIAJa/a C BbIpayKEeHHBIM OTEUHBIM CHHAPOMOM ). B pasButun
MoJIMHeHponaTud  HanGojiee OOGOCHOBAHHLIM IPEJCTABJISETCS
ydacTHe ToBbllIeHHOro cofep:kanus MJI-6 B kpoBu 1 akTHBa-
st cunresa VEGF (pyrux mpuunH pa3BuTHs MOJHUHEHPONATHH
He BbISIBJIEHO; NoJuHelponatust y 6oJbHoro MBK umena or-
CPOUYEHHOE TPOrPeCcCUpYIOlllee Pa3BUTHE C MAJIO BbIPAXKEHHOH
HEBPOJIOTHYECKOH CHMITTOMATHKOH ).

5. Hannuue MOHOK/IOHA/NBHBIX TJ1a3MaTHYECKUX KJIETOK
BBISIBJISIETCS TOJIbKO UMMYHO(EPMEHTHBIM aHaJM30M M OOHa-
PY2KHBAET OJHOBPEMEHHO A- 1 K-uenu. Hepe3kue nposisieHust
MOHOKJIOHAJIbHOCTH COYETAIOTCS ¢ MAJOMHTEHCHBHBIMH MPOSIB-
JICHUSIMH TIOJIMHEHPONATHH (3TO OTJIMYAJIO TaHHOEe HaGJIoIeHne
OT CJIydaeB TsXKeJIbIX MUACTEHHUECKUX PACCTPOICTB MPH Pa3BU-
tin POEMS-cunapoma y maiueHToB ¢ 0CTEOCK/IePOTHYECKOH
MUEJIOMOH ).

6. Croiikoe nobilienne yposHst @CI u JII' B KpoBu couera-
eTCsl ¢ NPU3HAKAMU MEePCUCTUPYIOLIEH MUKPOAEHOMbI THITO(H -
3a, UTo JiesiaeT nokasaHueiM npoBeaenHne MPT runocgusa y Beex
60sbHBIX ¢ POEMS -cunnpomom.
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