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PE®EPAT

O6ocHoBaHue. [NapunanbHaa KpaCHOK/eTo4YHasa annasus
(MKKA) — pegkuii CMHOPOM, KOTOPbIA XapakTepusyeTtcs
YMEHbLUEHMEM KONUYeCTBa MpeaLecTBEHHUKOB 3pUTPO-
WOHbIX KIETOK B KOCTHOM Mo3re. M-rpagveHT, npeacras-
NEHHbIN OAHUM KN1AaCCOM TSXEsbIX U OAHUM TUMOM JTIErKNX
uenen y 6onbHbix NMKKA, — pefkoe codeTtaHue, KOTOpoe
BbIAE/IEHO B OTAENbHYO hopMy 3ab6oneBaHus.

Uenb. MNpeactaButb KAMHNYECKYIO KapTUHY, BO3MOXHOCTH
ANarHoCTUKKU u pesynbtatbl nedeHns NKKA, npoTtekatoLei
Cc M-rpagueHTom.

Martepuanbl M meTtogbl. AHanu3ly MOABEPrHyTbl AaHHble
10 nauMeHToB. IMNUPUYECKUN YCTaHOBEHA Hanbonee adek-
TMBHaA cxema nedeHus: umknodochammg no 200-400 mr
2-3 pas3a B Hefento Ao cyMMapHon go3sbl 6—10 r 1 npegHnso-
NOH yaapHbIMK kypcammn 100-120 mr BHYTpb 1 180—240 mr/cyT
B/B B TeueHwne 5 gHeit. Ha 6-1i AeHb MHbeKLUMN NpeaHN30/10Ha
OTMEHSININCh, @ C 7-ro AHSA HaUMHANIOCh CHMXXEHME A03bl Npena-
paTta onsa npvemMa BHYTPb C MOSTHOM OTMEHOI Yepes 2—3 AHs.
C uHTepBanom 1 Hea. kypc noeTtopsinca 1-3 pasa. Y 4 60nb-
HbIX MPOBEAEH MPULENbHbIA MMMYHO(EPMEHTHbIA aHanu3
M-rpaguneHTa ¢ uenbio onpeaenutb, ABNFeTCa i M-rpagneHt
CYMMOW aHTUTEN K 3pUTPOKapuoLmMTaMm M aHTUMAMOTUNMYE-
CKUX aHTUTEeN BTOPOro nopsgka K NepBbIM aHTUTE1aMm.
PesynbTtatbl. ¥ 7 n3 10 nauMeHTOB NOMyYEHbl NOMHbIE pe-
muccumn MNKKA B cpok oT 9 mec. go 22 net HabnogeHusa, y
3 — pemuccnn He AOCTUrHyTbl. M-rpagueHT npencraBneH
onuroknoHamu IgG (n = 9) n IgA (n =1). MNMpwn TMNIMpPOBaHUK
OH cocTtoan us IgGA (n = 4), IgGk (n = 5) n IgAk (n =1). Mocne
BbINO/THEHNA UMMYHOEPMEHTHOIO aHanm3a M-rpagueHTa
nokasaHo, YTo npegnosiaraeMble aHTUTeNa NepBoro n BTO-
pOro NopsiAKOB He BbIABMEHDI.

3aknoueHue. onyyeHHble pes3ybTaTbl NO3BOAAT pac-
cmaTpuBatb rammanatumio npu NKKA kak pesynbTat onu-
rOK/IOHaMbHOW rMNepnpoaykumMm MMMYyHOr100ynnHoB 6e3
YCTAHOB/IEHHOM MaTOreHeTU4Yeckon CBA3n mexay M-rpa-
anenTom un MNMKKA.
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ABSTRACT

Background. Pure red cell aplasia (PRCA) is a rare syndrome
characterized by a decrease of erythroid progenitor cell
count in the bone marrow. M-gradient with both a light and
a heavy chain types in PRCA patients is a rare phenomenon
which is considered to be a specific form of the disease.
Aim. To review a clinical presentation, diagnostic capabili-
ties, and treatment outcomes of PRCA with M-gradient.
Materials & Methods. The analysis included 10 patients. The
most effective empirically established treatment program
was 200-400 g of cyclophosphamide 2-3 times a week
to a total dose of 6-10 g and loading courses of 100-120
mg of oral and 180—240 mg of intravenous prednisone daily
within 5 days. On the 6th day prednisone injections were
discontinued, and from the 7th day the oral dose of predni-
sone was gradually reduced to permanent discontinuation
in 2—3 days. This treatment course was repeated 1-3 times
at intervals of a week. Targeted enzyme immunoassay of M-
gradient was performed in 4 patients in order to determine
whether M-gradient is the sum of two antibody types, i.e.
erythrokaryocyte antibodies and secondary anti-idiotype
antibodies against primary antibodies.

Results. The total of 7 out of 10 PRCA patients reached
complete remission within the period from 9 months to 22
years of follow-up, in 3 patients no remission was achieved.
M-gradient contained IgG (n = 9) and IgA (n = 1) oligoclones.
In typing it consisted of IgGA (n = 4), IgGk (n = 5) and IgAk
(n =1). M-gradient enzyme immunoassay showed no primary
and secondary anti-idiotype antibodies.

Conclusion. The obtained results allow to regard gammopa-
thy in PRCA as an effect of oligoclonal hyper-immunoglobu-
lin without any pathogenetic connection between M-gradi-
ent and PRCA.
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BBEJEHME

[TapnuanbHast KpacHokJjeToyHas amsasus ([IKKA) —
pefKui CUHAPOM, XapaKTepU3yLUMKcs NapLUalbHON
WJIM TTOJIHOU pefyKIuel sapuTpokapuouuToB (< 5 % B Mu-
esjorpaMme). 3a6osieBaHuMe IPOSIBJISETCS HOPMOXPOMHOH,
HOPMOLIUTApHOW aHeMHUel, PEeTUKYJOLUTONeHuel Me-
Hee 1 %, oTMeyaeTcss 3aBUCMMOCTb OT TpaHCcy3ui
3pUTpOLUTHON Macchl. Co3peBaHMe KJIETOK JIEHKOILU-
TapHOTO U TPOMOOLUTAPHOI'O PsJI0B He HapyllaeTcs.
CozepkaHMe 3pUTPONO3THHA NOBbIIeHO. OnpesesseTcs
neperpyska »ejie3oM (BbICOKOe cofiep>kaHhe pepprUTHHA
YW ChIBOPOTOYHOIO »Kesje3a), YTO HNPUBOAUT K MOCT-
TpaHCPY3MOHHOMY TI'eMOCH/epo3y MapeHXHWMaTO3HbIX
OpraHOB U KOXH U, KaK pe3yJbTaT, JIeTaJIbHOMY HCXOLY
OT JleKOMIIeHCallM1 KpOBOOOpallleH!s, Mppo3a NeyeHu U
nHoekuuu [1-5]. B ocHoBe [IKKA s1e2KUT ay TOUMMYHHBIN
MpoILlecc, YTO NMOATBEPKAAETCS 0OHApPYKEHUEM aHTUTeJ
K MA3SM (MeXBU/I0BOU aHTUTEH 3PUTPOOJIACTOB MJIEKO-
NUTAKIIUX) U aHTUTeJ K Prl-aHTHUreHy 3pUTPOLUTOB.
K Apyrum npuyrHaM oTHOCATCSA HHPEKIMs TapBOBUpYyca
B19 u cunapom 5q-.

[TKKA y B3pocC/bIX B cOYeTaHUU ¢ M-rpaZjueEHTOM —
camocTosATesbHass ¢opMa 3aboJieBaHUsA (COIIacHO KJac-
cudukauuu [NIKKA, npennoxenHoi JL.U. UxenbcoHoM u
coaBT. B 1983 1. [6]), Kor/la B CbIBOPOTKE KPOBU GOJbHBIX
onpefie/iieTcs] TOMOTeHHbIH WMMYHOIVIOOYJIMH, COCTO-
SIIMKA U3 OHOTO KJlacca TSXKeJsIbIX U OJHOTO THIIA JIETKUX
ueneid. Ha apuTponutax o6GHapyXKHUBawTC aHTU-Pril-
a"Ttutena. 3 Hamux 134 naguenTtos c [IKKA y 10 (7,4 %)
OHa coyeTasach ¢ M-rpaZjueHToM.

Mpb1 06Hapyxuan Tosbko 10 nybankanuii B PubMed
110 TeEMe, He NIPOJIMBAIOIIUX CBET Ha IPUPOAY 3TOTO coye-
TaHus [7-14]. Haubosiee cyiiecTBeHHOM SIBJSIETCS My 6J11-
kauus N. Korde u coaBT. [15], B KoTopo#i u3 51 60/1bHOTO
[TKKA, na6usogaBmuxcs ¢ 2001 mo 2013 r., M-rpagueHT
BbIsiBJIeH y 12. VI3 HUX 7 nayUeHTOB M0J1yYaayd IPOTUBO-
MHEeJIOMHYI0 Tepaluio C BKJIYeHUeM JIeHaIUJOMU/a, y
2 60abHBbIX pocturHyta pemuccus [IKKA, M-rpagueHT
rcyes.

Llesb uccaea0BaHUA — NPEACTAaBUTh KIMHUYECKYIO
KapTHHY, BO3MO)XXHOCTM [WArHOCTUKH U pe3yJabTaTbl
sneuenusd [IKKA, npoTekaroieit ¢ M-rpaijueHToM.

MATEPWAJIbl U METO/1bl

B uccinenoBanue Bkto4eHO 10 60JibHBIX (4 KEHILIUHBI,
6 my>unH) [IKKA ¢ M-rpaguenToM B Bo3pacTte 33-65 j1eT.
[TaeHTh! HAaXOAUIUCH 10J, HabJI0eHHeM OT 9 Mec. 70
22 netT (Tabs. 1). Panee 60/IbHbBIE JIEYUJIUCh B Pa3JIMYHbBIX
MeJIMIIMHCKUX YYPEXAEHUAX OT 3 MeC. 10 HECKOJIbKUX JIET
C MarHo3aMu: aljlacTU4YecKas aHeMHUs, MHOXKeCTBeHHasi
MHeJIOMa, XPOHWYEeCKHMH TrenaTHUT, MHUeJoAUCIIacTHYe-
CKUH cuHJpOM. OCHOBHBIMM MeETOJAMHU JieueHUsl ObLIN
pery/sipHble TpaHCPy3UH 3PUTPOLUTHON Macchl U KOp-
THUKOCTEePOU/IHble FTOPMOHBI.

CeiBopoTku 10 60/IBHBIX HCCAe0BaHbl CTaHAAPTHO,
4 W3 HUX — NpULEJbHO. M-TpaZi]UEHT U3 CbIBOPOTKHU
4 GOJIbHBIX BblJleJleH M OXapaKTepH30BaH B H303JIeK-
TpopOKYCUPOBAaHUM U METOJJOM HMMYHOMEPMEHTHOTO
aHasnu3a [9], NOCKOJIbKY CTaBUJACh 3a/lauya ONpeJesnTh,
ABJaseTcAa J1 M-rpaZjueHT CYMMOH BYX TUIIOB aHTUTEJ:
aHTHUTEJ] K 3pPUTPOKAPUOLUTAM U aHTUTeJ BTOPOTO IO-
psAZiKa K NepBbIM aHTUTeJaM, T. €. aHTUIPUTPOKAPHUOLIU-
TapHBIM,.

B Tab6.1. 2 npejcTaBieHbl HEKOTOpPLIE JlabopaTOpHbIe
nokasatesy nanueHToB ¢ [IKKA g0 nonyyenus pemuccuu.

Kak BuJHO W3 NpescTaBJeHHbIX B TabJ. 2 JaHHBIX,
[0Ka3aTeJU TeMOIVIOOMHA 4Ype3BblYallHO HU3KUE —
MeHee 50 r/u, Hepeako no 30 r/n. B Ma3ke 3pUTPOLUTHI
HOPMOXPOMHbIe, HopMolLuTapHble. CoZiep:kaHue >keJe3a
B CbIBOPOTKE y BCeX IMAallMeHTOB IpEeBBIIIAJI0 HOPMY B
HEeCKOJIbKO pas. Y1 cJ10 peTHKY/IOLUTOB Y BCeX NalMeHTOB
6blJ1I0 HU3KOE, HepeIKO OHU He BBIABJISINCh BoBce. Kosu-
4eCTBO JieMKoUuTOB 3-8 x 10°/1. OTMeueHO MOBbILIEHUE
yucaa JuMouutos Ha 30-70 %. [Ipu AMHaMHYecKOM
HabJII0JleHUH B TeueHHue JecITUIeTHs UX YPOBEHb Yallie
cooTBeTcTBOBal 30-50 %. UMMyHOodeHOTUNHpOBaHHUE,
npoBeJeHHoe y nauueHTa N2 6 ¢ 60 % suMboLUUTOB NpHU
yucae jsedkouuToB 3,4 x 10°/s, nokasaso cieayioliee:
cocTaB JUMQOLUTOB reTeporeHHbld. B-kieTku He OT-
JINYAIOTCA B 11eJI0M OT HOpMbL. Cpefiy T-K/1eTOK BbISIBJIEHO
yBeJMUeHUe aKTUBHBIX GOpM B 2 pasa, OTMeyeHa MH-
BepCUs COOTHOILEHUS XeJIlIepoB/CyNpeccopoB BJBOE, T. €.
dyHKUMOHANBHO peobagaoT T-cynpeccopst (CD8).

B 1 ciydyae 3aperucTpupoBaHa CTOWKas 303UHO-
dunus fo 18 % nelikonuToB. KosnuecTBo TpOMGOIIUTOB
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Tabnuua 1. Xapaktepuctnka 6onbHbix NMKKA ¢ M-rpagmeHntom (n = 10)

Mpoponxu- Mpoponxu-
TeNbHOCTb TeNbHOCTb
Mon, nevyexuns go 3aboneBaHus u
MauyneHT BO3pacT NOCTyNNEHUA B HabnogeHus B MpopomxurensHocTb
N° (ner) KNUHUKY, MeC. K/IMHUKE pemuccun ConyrcTBylowme 3a6oneBaHus
1 M, 51 24 22,3 ropa 268 mec. —
2 M, 42 12 8,6 ropa 1-9 pemuccns 48 mec., 2-9  13BeHHas 601e3Hb XenyaKa, XPOHUYECKNii renatut ¢
pemuccus 3 mec. MCXOZOM B LIMPPO3 NeyeHn
3 M, 65 7 9 net 1-a pemuccnsa 72 mec., 2-9  CTE€HO3 yCTbs a0pThl, MemMryeckas 601e3Hb Cepaua,
pemuccus 5 mec. Kapanocknepos
4 X, 50 10 6 net 1-a pemuccus 3 mec., 2-9 HBV-nHekums, uMppo3 neyeHu, Xen4HokaMeHHas
pemunccns 48 mec. 60n1e3Hb (X0NeUNCTIKTOMMS), TPOMOONEOUT HUKHIX
KOHe4HoCTen
5 M, 48 9 16 net 72 mec. ¢ peunansom MKKA  13BeHHbI CTEHO3 NpMBPaTHUKA
X, 39 12 10 net 6 mec. ¢ peungmsom MNKKA  XKenuHokameHHast 6011€3Hb (XONELMCTIKTOMUS)
7 X, 50 84 17 net 72 mec. Ty6epkynes nerkux (no6akromus); ABKJ1, BbisBNEHHas 3a
rof, A0 CMepTH
8 M, 33 12 6 net Het HBV-uHhekuus
M, 39 3 9 mec. Hert [Mepdhopauns CUrMOBUAHO KULLKKW, NEPUTOHNT,
NeTanbHbI UCX0A,
10 X, 62 5 13 net Het lMocTTpaHCy3nNOHHbBI FeMOCMAEPO3, LUPPO3 NEYEHH,

n3neyeHHas nHhekuns napsosupyca B19

HBV — Bupyc renatuta B; IBKJ1 — auddy3nasn B-kpynHoknetounas numdoma; NMKKA — napumnanbHas KpaCHOKNETOYHas annasus.

y Bcex 60JIbHBIX, KpOMe 0/HOT0, He u3MeHeHo. CO3J yBesu-
YyeHa y Bcex 00JIbHBIX, B IepHO/, aHEMHUU OHa NpeBbIlIana
40 mMM/4. Bo BpeMsi peMuccUM aHEMHUH, HeCMOTpPs Ha
octawmuiicsa M-rpaguenT, CO3 He cHUKa1aCh.

[I[yHKTaT KOCTHOTO MoO3ra y BCeX O0OJIbHBIX OblJa
KJIETOYHBIM C JIOCTaTOYHBIM KOJIUYECTBOM Merakapuo-
IUTOB. ['paHy/I0LIUTapHBIN POCTOK HE U3MEHEH, B CIyyae
303UHOQUJINU KOJMYECTBO CO3pPEBAIOLIMX 303UHOPUIIOB
YBeJIUYEHO.

KpacHbI# pOCTOK Y TOJIOBUHBI 60JIbHBIX peAyLpOBaH
[0 eIUHUYHBIX 3pUTPOKAapUOLUTOB. Y 1 manueHTa NpH
MHHHMMaJIbHOM YPOBHE IreMOIJIOOMHA KOJINYeCTBO KJIETOK
KpPAaCHOTO psiia ObLIO HOPMaJbHbIM, HO B JiaJibHellleM
OTMeydasoCb UX pe3Koe cokpalleHHe. B 1 HabutofeHun
HOpMaJ/IbHOEe YHCJI0 3PUTPOKAPUOLUTOB BHayajle CHU-
3WJIOCh, 3aTeM OTMevaJacb TUMepIJasus. Y Jpyroro
nanyeHTa KapTHMHa He3(()EeKTUBHOTO 3PUTPOI033a
CMeHWJIaCb HOPMaJIbHbIM YHCJIOM 3PUTPOKAPHUOLIUTOB.
JTU HAxOAKU COOTBETCTBYIOT BblisABaAseMoMy npu [IKKA
IIMPOKOMY [JiMana30Hy M3MeHeHWH KpacHOro POCTKa OT
arJiasuu JIo runepiiasuu (HeapdeKTUBHbBIN 3pUTPONO33)
B [IepHO/] BbIPQXKEHHON aHEMUH. YBeJIMUeHHe KOJIMYecTBa
nrMonuToB 70 50 % oTMeuyeHO y 2 6OJIbHBIX, XOTS NPU
JIMHaMU4YeCKOM KOHTpOJIe MHeJIOTPaMM OHO ObLIO Herno-
CTOSIHHBIM. 3HA4yUTeJbHOe IMOBBIIIEHUEe YMCIa 3PesbIxX
maa3MaTuyeckux kjaetok (zo 30 %) BeisiBJeHO y 1
60JIbHOM, MeCTaM1 — CKOILJIEHHUS], HO Yepe3 HECKOJIbKO JIET
HabJ/I10/leHUs1 KOJIMYeCTBO KJIETOK YMeHbIINI0Ch 10 5 %,
X0Ts1 M-rpaZilueHT B CbIBOPOTKE OCTAaBaJICH. ¥ OCTaJbHBIX
9 nanueHTOB KOJNYECTBO JIa3MaTH4YeCKUX KJIeTOK BapbH-
posasio ot 1 1o 10 %, B cpesnem coctasisas 7 %.

B Tpenano6uonTaTax Mo/B3/0LUIHON KOCTU KJETOo4-
HOCTb KOCTHOT'O M03ra 6blla HOpMaJ/IbHOM C TeH/leHIIuen
K TMIOIJIa3UM WM TUIlepNjasuu NPHUMePHO Y paBHOIO
yucaa 60/bHBIX. KosiMuecTBO MerakapuonuToB GbLIO B
HopMe. M3pesika oTMeuasicsl o4aroBbiid ¢pub6PO3.

TakuM o6pa3oM, HapsAy C HOPMAJbHOU CTPYKTYpOH
KOCTel cKeJieTa, BKJIlOYas 4Yepel, NpU JAUHAMHUYEeCKOM

WCC/IeJOBAHUM B TeYeHHe MHOTMX JIeT YeTKUX JJaHHbIX 3a
auMonposrdepaTuBHoe 3ab60sieBaHHe, BKJO4Yasg MHO-
»KECTBEHHYI0 MUeJIOMY, He TI0JIy4eHO Y 9 nmalreHToB. Y na-
yueHTa Ne 7 auarHoctupoBaHa uMoMa B ucxoge AUTA
(ayToMMMyHHasi reMoJIMTHYeCcKasl aHeMUs, IpoTeKarolas
kak [IKKA [5]) c peTukynouutonenueid u M-rpajueHToM,
KOTOpbIM BbIABJsICA B TedeHue 10 JieT. 3a roj Ao Je-
TaJIbHOTO MCXOJa y HEero AuarHocThupoBaHa AUdPy3Has
B-kpynHoksaeTouHas JjauMmdoma ([ABKJI) cpemoctenus c
BOBJIeyeHHeM JIMMdaTHYeCKUX Y3JI0B Bbllle AUapparmsbl.
M-rpafiueHT B 3TO BpeMsi He BbIABJAsJCA. MoxHO [o-
MYCTUTb, YTO 3TO OTPaXKaJO0 TedeHHe NepudepuuecKon
arMonposrndepanuu c npogykuyen IgAx u cuMnToMaTu-
yeckod AUT'A c peTukysnouuToneHuel, HeadpPeKTHUBHBIM
3puTponoa3oM. [IpuMeHeHre 6-MepKaNTONYPHHA, LIUKJIO-
dochamuza, npegHU300HA [ dedeHus AUTA caepxu-
BaJIo IporpeccupoBaHue onyxosin. AUT'A 6blia u3jeyeHa.

PeTukysnouuToneHusi M CHIDKEHUE 4YHCJIA 3PUTPO-
KapHUOLUTOB Ipesonpese/uId OTCyTCTBUE TUIEepOUIu-
pyOMHEMUM 3a c4yeT HemnpsMod ¢pakuuu. [loBbilieHUE
YPOBHSI GUIHMPYOHHA 3a cYeT MpsiMor PppaKLUKU HapsiAy C
yBeJIMYeHHeM aKTHBHOCTH aMHHOTpaHCpepa3 OTMeyeHO
y 3 GOJIbHBIX. Y 2 NMalleHTOB BbIsSBJIEH NOBEPXHOCTHBIH
antureH renatuta B (HBsAg). [lepeurcieHHble GUOXUMU-
Yyeckue OTKJIOHEHHsI CBU/IETEJIbCTBYHOT O CbIBOPOTOYHOM
renatuTe Ha GpoHe MHOTOKpPATHbIX MHOTIOJIETHUX TpPaHC-
$y3uil 3pUTPOLUTOB. Y NallMeHTOB Pa3BUJIC XPOHUUECKUH
relnaTUT C UCXOZ0OM B LIMPPO3 IleYyeHH, OFJHAKO CUHTe3 du-
OGprHOTeHa U MPOTPOMOHHA OCTaBaJICs B ITpeieslax HOPMBbI.

[Ipo0/KUTENBHOCTD KM3HU 3PUTPOLMTOB IO IIO-
KasaTeJssaM tl/2 Cr*' y 3 6o/1bHBbIX cocTaBuIa 21-29 aHel,
y 2 — 6bli1a Ha '/, ykopoyeHHOH (16-17 gueit). ITH mo-
Ka3aTeJsIU He CBU/IeTebCTBYIOT O BbIpa>KeHHOM reMoJIi3e
3pPUTPOLUTOB KaK BeAyllel NpUYMHe aHeEMUH Y JaHHOH
KaTeropuu 60JIbHBIX.

ChIBOpOTOYHbIE aHTUTeNA NPOTHUB AHTUI'EHOB 3pPU-
TPOKapHUOLUTOB He oOHapyeHbl HU ¥ 1 us 8 obcneno-
BaHHBIX NAlMEHTOB.
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Tabnuua 2. JlabopaTtopHble nokasatenun 6onbHbIx NMKKA B covetaHum ¢
M-rpagueHTom fo nony4vexunsa pemuccum (n = 10)

Yucno
_ GonbHbIX
Mokasartenu YpoBeHb abc. %
[emorno6uH, r/n 50-56 4 40
42-30 6 60
Petukynoumtbl, % <0, 10 100
JeiikoumTsl, x10%/n 3-4 6 60
41-6 3 30
6,1-8 1 10
JNinmchountsl, % <30 3 30
30-40 4 40
41-50 2 20
51-70 1 10
J03uHOhUNbI, % 18 1 10
JpUTPOKapNOLMTLI B lMepBnyHoe MoBTOPHOE
KOCTHOM Mo3re, % obcnepoBanne  obcnefoBaHne
0,4 1,9 4 40
2 5 2 20
6 20 2 20
25 0,5 1 10
60 12 1 10
[Tna3matnyeckune 21 7 7 70
KNeTKn B KOCTHOM 23 10 2 20
mo3re, % >20-30 1-5 1 10
KneTto4HocTb HopmanbHas 2 20
KOCTHOr0O MO3ra B [MoBbliweHa 5 50
TpenaHobuonTate [oHwxeHa 3 30
Bunupy6uH
Henpsamorn Hopwma 9 90
[MoBbIwweH 1 10
[Mpamoii Hopma 7 70
MoBblLweH 3 30
AmunHoTpaHcdepasbl Hopma 7 70
(ANT, ACT) [MoBblLeHbl 3 30
HBsAg He BbisiBNIEH 8 80
BbisiBneH 2 20
®OubpuHoreH Hopma 10 100
[poTpom6mH Hopma 10 100
CbIBOPOTOYHOE Xene3o Hopma 10 100
[pononxuTensHoCTb 21-28 3 60
XU3HN 3pUTPOLLUTOB 16-17 2 40
t,, Cr' (n=5), aHu
CbiBOpOTOYHbIE 1gG- Het 8 100
ayToaHTMTENa
MPOTUB aHTUreHa
3PUTPOKAPUOLUTOB
(n=8)
AyToaHTuTENa Ha
puTpoLuTax
[Mpsimas npoba Hert 9 100
Kymb6ca (n=9)
lMpo6a AT'A (n = 8) la 8 100
Mertog ELISA (n=1) [MonoxurenbHbl 1 100
AHTU-Pr1 (n = 6)
AHTn-IgA 4 66,7
Antn-lgG 2 333
IpUTPONO3TUH Hopma 0 0
CbIBOPOTKM (11 = 3) MMoBbIweH 3 100
Lintorenetnyeckuit Hopma 6 100
aHanu3
MUENoKapnoLuToB
(n=6)
CopepxaHue obLiero 70-80 3 30
6€e/Ka B CbIBOPOTKE, 81-90 3 30
r/n 91-97 4 40

KTMHNYECKAA OHKOTEMATO/ON 4

Yucno
60/bHbIX
Mokasartenu YpoBeHb abc. %
Y-rno6ynuHbl, % 20-30 8 80
31-40 2 20
XapakTepucruka
CbIBOPOTOYHOrO
M-rpagmeHTa
IgGA 4 40
IgGk 5 50
IgAk 1 10
JNlerkue uenn Hert 10 100
MMMYyHOr106yNNHOB
B MOYE N0 [JaHHbIM
anekTpoopesa
[llectpykuun Koctei Het 10 100
CKeneTa, BK/oYas
yepen

ELISA — tBepaochasHblil UMMyHO(hepMeHTHbIN aHann3; HBsAg —
NOBEPXHOCTHbIA @aHTUreH Bupyca renatuta B; ATA — arperar-
remarrnotuHauuns; AJIT — anaHuHamuHoTpaHcdepasa; ACT —
acnaptatamuHoTpaHcepasa; [MKKA — napumnanbHas KpaCHOKNEeToYHan
annasus.

AHTHUTeNa Ha NMOBEPXHOCTH 3PUTPOLMUTOB IIPU HC-
cefl0BaHUM B IpsiMoli npo6e Kym6ca He BbIsiBJIeHbL. [Ipy
WCII0JIb30BAHUM arperaT-reMarrloTHHAIMOHHOHN Mpo6bl
aHTHUTeJIa Ha 3pUTPOLUTAX 0OHAPYKeHbI y Bcex 8 obcite-
JIOBaHHBIX NMalMeHTOB. Y 4 60JIbHBIX aHTUTeJIa Ipe/iCTaB-
Jenbl IgA ny 4 — I1gG. [Ipu onpefeneHnu cneiuGUIHOCTH
BbISIBJIEHO, UTO Yy 6 NALMEHTOB aHTHUTeJa HalpaBJeHbl
NPOTHUB aHTWUTEHa, pa3pylIaeMoOro MPOTeOJUTHYECKHUM
depmenTom Prl-antureHa [16].

[TokazaHo, YTO Aenpeccusi KpacCHOTO POCTKa KPOBET-
BOpEHHUs OCYILECTBJ/SETCS B3aUMOJEeHCTBUEM aHTHUTeJ
¢ Prl-anTureHoM MeMOpaHbl KJETOK KpacHOro psja.
B03MOXXHBIM BTOpPbIM MeXaHHW3MOM [IeIPeCCUH 3pUTPO-
KapUOLUTOB MOXET CJAYXKHUTb OOHapyXeHHasl y NMaljueHTa
Ne 6 cybnonyssnus CD8 nupkyaupyomux T-1tumdonuTos.

Coziep>kaHMe 3PUTPONOITHHA B ChIBOPOTKE U Moue
3 06cJ1e/Jo0BaHHBIX 60JIBHBIX 0Ka3a/10Ch BbICOKUM.

KoHueHTpauusa obuero 6eaka B  CbIBOPOTKe
6 6osbHbIX cocTaBusia 70-90 r/a, y 4 — 91-97 r/n,
NpyUYyeM B TeYeHHe HeCKOJIbKUX JIeT 60/1e3HH OHa He 0CTa-
BaJlacb NOCTOSIHHOW. KNIMHUKY CUHAPOMa rUNepBA3KOCTH
y NalMeHTOB 3TOM IPyMIbl He HAab/10Aa1ach.

M-rpaaueHT coctosiy u3 IgGA B 4 cayyasx, IgGk — B 5
u IgAx — B 1. 3aBUCUMOCTU MEXKAY Te4yeHUueM 60JIe3HU U
THUIIOM JIETKUX LleNleld UMMYHOIJIOOY/JIMHOB He BbISIBJIEHO B
rpynmne ¢ M-rpaguenToM IgG. M-rpagueHT IgA o6HapyxeH
y nanueHTa Ne 7, y koToporo pasBusack [JBKJI B dpunase
60Jie3HM, a M-TpafiueHT, CyllecTBOBABLIMN He MeHee
10 s1eT, K 3TOMY BpeMeHHU HcYes.

TakuM 06pasoM, JlabopaTopHble NMoKa3aTeau Xapak-
TEpU3YIOT IPynNny OOJIbHBIX C BbIPaXKeHHON aHeMuel,
KoTOpasg mouTu Bcerga HocuT xapakTep I[IKKA, pexe
npoTekaeT Kak HeapPpeKTUBHBIN 3pUTPOINO33, BCErAa CO-
yeTaeTcs ¢ M-rpaguentom IgG (k/A 1:1).

B Tabs. 3 mnpexcTaBieHbl JlaHHble, OTpaKawliue
JHMHAMUKY CbIBOPOTOYHBIX MMMYHOIJIOOYJIMHOB Ha NpO-
TSXKEHUU 60JIE3HU.

TakuM 06pasoM, cyliecTBEHHble M3MeHEeHHUs B CO-
Jlep>KaHUU CbIBOPOTOYHBIX UMMYHOIJIOOYJIMHOB 3a BpeMs
60J1e3HY, B 6OJILIIMHCTBE CJy4yaeB U3MepsieMOM roflaMH,
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Tabnuua 3. CogepxaHne CbIBOPOTOHHbIX UMMYHOMT00Y/TMHOB Y 60/1bHbIX MNMKKA B codeTaHun ¢ M-rpagneHTom B AnHamuke (n = 10)

19G IgA IgM
Hopma, M + m, ME/mn
Maument N° Bospacr (Bpems HabnogeHus) ®daza 6onesHu M-rpagueHT 152+ 2,4 129+ 2,4 283+7,9

1 51rog (22,3 roza) 06ocTpenue lgGk 272 104 255
0O6ocTpenue lgGk 240 75 200
Pemuccuns Ectb 250 80 220

Pemuccus Ectb 170 95 120
Pemuccus Ectb 230 160 200
Pemuccuns Ectb 270 200 250

Pemuccus Ectb 250 210 70
2 42 ropa (8,6 ropa) Pemuccus lgGk 250 270 320
Pemuccus lgGk 400 280 280

06ocTpexue Ectb 400 190 190
3 65 ner (9 ner) 06ocTpenue lgGk 165 175 500
Pemuccuns lgGk 210 86 220
4 50 ner (6 neT) O6ocTpenue IgGA 290 250 240
Pemuccus IgGA 340 340 400
Pemuccus Ectb 350 360 300
5 48 net (16 ner) 06ocTpexue IgGA 360 135 260
Pemuccus IgGA 300 140 155
Pemuccus Ectb 240 210 250

06ocTpexune Ectb 220 220 310
06ocTpenue Ectb 950 210 500
06ocTpexune Ectb 270 155 360

06ocTpexue Ectb 850 60 130

6 39 nert (10 ner) 06ocTpexne IgGA 190 15 160
06ocTpenue IgGA 220 130 100

06ocTpenue Ectb 520 215 72

06ocTpexne Ectb 400 86 120

7 50 ner (17 ner) Pemuccus IgAk 115 1100 70
Pemucens IgAk 110 900 60
Pemuccus Ectb 230 31 390
Pemuccus Ectb 240 30 580

33 ropa (6 ner) O6ocTpenue IgGA 740 72 165
39 nert (9 mec.) 06ocTpenune lgGk 260 196 320

10 62 ropa (13 ner) 0O6octpeHue IgGk 1000 — —
06ocTpenue 1gGk 331 196 86

0O6ocTpexue lgGk 195 270 79

06ocTpenue lgGk 275 230 28

He BbIsBJeHbl. [lopa3suTesIbHON SBJSIETCS CTOMKOCTH
M-rpaguenTa. Hanpumep, y naguenTta Ne 1 oH coxpaHsica
B TeueHUe 22 jeT nosHou pemuccuu [IKKA. Y nauueHTKH
Ne 7 npekpaTtuJica cuHTe3 IgAk 3a roZ 40 yCTaHOBJIEHUS
auarHosa JIBKJL.

B pesysnbraTe npejlIeCcTBYIOLIMX MHOTOYMCIEHHBIX
TpaHcPy3ull 3PUTPOLUTOB KoxKa OGOJIbHBIX NpPUOOGpesa
«AbIMYATbI» OTTeHOK. I[lepudepuueckue aumobaTu-
YyecKUe y3Jbl, cejle3eHKa U NeyeHb He yBeJuveHbl. 13-
MeHEeHHUs] CUCTeM OpPraHOB OTpPaXXajJu CONyTCTBYMOLIMeE
3a6osieBaHus (cM. Ta6.1. 1).

JletanbHoe u3yyeHUe M-rpaiUEHTOB M03BOJIMJIO
WCKJ/IIOUUTD UX OIlyX0JieBoe NpoucxoxaeHue y 9 us 10 na-
uueHTOoB. B 1 HabstoneHuu (nanuenTka Ne 7) M-rpagueHT
nepecTtas ONpesessATbCsl, HO Yepe3 HeCKOJbKO MecslieB
AuarHoctuposana JIBKJL.

PE3YNIbTATbI

JleyeHHe O6OJIBHBIX aHeMHUeH HayMHAJOCh [0 MOCTY-
IJIEHUS B CHIELMaIM3UPOBAaHHBIN CTAl[MOHAP U BKJIIOYAJI0
TpaHC)y3UH 3SPUTPOLUTOB, Ha3HAYEHHEe BHUTAMHUHOB
rpynnsl B, mpenapaToB Kesje3a BHYTpPb U IapeHTe-

paJbHO, aHA0O0JMYeCKHX TOPMOHOB M HeGOJIbLIMX 03
npeaHusosioHa (4-10 mr B cyTku). [Ipemapatsl xese3a
YCHUJIMBAJIU FeMOCH/IePO3, TPeHU30JI0H — CKJIOHHOCTb K
nHPpeknuaM. 06beM epeIUThIX 32 MHOTHE TO/lbl 60/1€3HU
aputpouuToB gocturas 60-80 1 Ha KaxJ0ro nalueHTa.
JleueHue, BKJIIOYasl CIIJIEHSKTOMMUIO, U €ro pe3ysbTaThl, a
TaK)Ke NPUYUHBI JIeTaJbHbIX UCXO/0B y GOJIbHBIX Npej-
CTaBJIeHbI B Ta0J1. 4.

TakuM 06pa3oM, 60/1bHbIe HAOIIOAATUCH AJUTENbHO:
MaKCUMaJIbHO 22 rojia, MUHUMaJIbHO 9 Mec. Y nallueHTKU
Ne 7, nepeHecuied B IOHOCTU TybGepKy/e3 JIerKMX U
JIOG3KTOMMUIO, pa3BUIach TPOMOOLMTONEHUsI C reMoppa-
FAYEeCKUM CHUHApOMOM, noBbliiieHrneM CO3J, ymMepeHHOH
aHemuel. [I[pyuMeHeHueM 6-MepKaNTONYpHUHA, IPeJHNU30-
JIOHa, nukaodpochamMuia LUTONU3 KyIupoBaH. Yepes He-
KOTOpOe BpeMsi Bo3HUKaeT AUT'A c peTUKY/IOLUTONIEHUEN
Y TUIlepNJIa3uPOBaHHbIM KOCTHBIM MO3TOM, MOSIBJISIOTCS
NpU3HAaKKU reMosiM3a. PeMuccust focturaeTcs Tepanuen
XJIOpaMOYLIUJIOM U PeJHU30JI0HOM, HO PerUCTPUPYeTCs
M-rpaaueHT IgAk, mepCcUCTUPYIOIIUNA MHOTO JIET Mocje
CTOMKOM HOpMasu3aluy ypoBHS reMoryno6uHa. [Ipu ove-
pe/iHOM HccaejoBaHUM M-rpaZijueHT He BbISBJISIETCS], YPO-
BeHb HOpPMaJIbHbIX UMMYHOTJIOOYJMHOB CHUKeH. Yepes
roJi Npyu 6MONCHUU NOJMBILIEYHOTO JUMPATUUECKOTO y3J1a
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ycTaHoBJieH AuarHo3 /[IBKJI, u Bckope 6o/ibHasi ymupaeT
OT reHepa/iM3al M ONyX0JeBOro Npoliecca.

U3 ocTanbHbIX 9 60JIBHBIX ¥ 6 JOCTUTHYThI PEMUCCUHU
[IKKA, y 4 U3 HUX PEMUCCUH CTOWKHE, MHOTOJIETHHUE,
C MAaKCUMaJbHOM MpOJAOJ/DKUTENbHOCThIO 22 Troja.
Y 2 60sbHBIX (N2 5 1 6) 6GbLIM NOJTyYeHbl PEMUCCUY C T10-
caeyouM pequauBoM, ay 3 (mauueHTsl N2 8,9 1 10) He
OBIIM JOCTUTHY ThHI BOBCE.

JddekTUBHOMN OKa3aach IMIUPUYECKH ITOA0OPaHHAS
cxeMa Tepalvy: Ha ¢oHe BBefleHUs LUKAopochamMuia B
noze 200-400 mr 2-3 pasa B HeJleJIi0 10 CyMMapHOH 103bl
6-10 r Ha3Haya/JM NPeJHU30J0H KOPOTKHUMHU YJAapHbIMU
kypcamu 100-120 mr BHyTpb U 180-240 mr/cyT B/B B
TeyeHUe 5 aHell. Ha 6-i1 AeHb mapeHTepasbHbIA Npe-
HU30JI0H OTMEHsJICS, a € 7-T0 JJHA — TabJeTUPOBaHHbIN
3a 2-3 gH4. C uHTepBasioM 1 HeA. 3TOT KypC NOBTOPSJIU
1-3 pasa. [Ipy HaIMYUK NPOTUBONOKA3aHUN [Js IMepo-
paJibHOTO IpueMa KOPTUKOCTEPOUHBIX TOPMOHOB (s13Ba
JKeJIy/iKa, JIBeHaZllaTUIIepCTHOM KMILKHM) IpernapaT BBO-
JIMJIM TOJIbKO BHYTPUBEHHO B /103€, BTPOe NpeBbllIalolei
Jlo3y Jijis mpyreMa BHYTpb (Hanpumep, 300 Mr B/B BMecTO
100 Mr BHyTpb). ¥ mauueHTta Ne 1 neppas pemuccus [IKKA
NoJlyyeHa TakuM 06pa3oM B TedyeHHe 4 Mec. Tepanuw, a
penuauB yAaloch KynupoBaTh 3a 7 Hel,. [Ipofo/nkuTeb-
HOCTb 2-i peMUCCHHU COCTaBUIIA 22 To/ja.

Y 2 60JBHBIX C ITOJ03PEHUEM Ha TUMOMY IpOBejieHa
TUM3KTOMHUS. ['McTO/I0TMYecKast KApTUHA B Y/laJIeHHbIX BU-
JIOUKOBBIX »KeJie3axX COOTBETCTBOBaJIA XKUPO3aMellleHHOMY
TuMycy. OZlHaKO BbIIIOJIHEHME TUM3KTOMUHU K PEMUCCHHU He
npuBesio. OHOMY M3 3THX NALIUEHTOB 10CJIe Hey/Jaul KOH-
CepBaTUBHOM Tepanuu YAaJUJIU Cesle3eHKY, peMUCCUsl Y
Hero 6bLja [oJIy4yeHa 03e KOMOMHUPOBAaHHO! Tepanuein
nukaodpochamu/ + yaapHble Kypchbl IpeJHA30J10Ha.

CnyieHaKTOMMSA BbINoOJHeHA 4 6GoJsbHBIM. Macca
yAaJleHHbIX ceje3eHOK coctaBuya 150-450 r. Ilpu ru-
CTOJIOTHUYECKOM HCCJe[JOBaHUM cejle3eHOK B 1 ciyyae
BbIsIBJIEHA MMeJIOUJiHasi MeTaljla3usi, 4YTO B YCJOBMAX
MHoroJieTHell [IKKA, BeposiTHO, oTpa)kaeT KOMIIeHca-
TOPHBIM MHeJI0N033.

[lpyynHamMmu cMepTu B ycaoBusAxX pemuccuu [1IKKA
CTajJd THEBMOHMUs, s3BEHHble KeJyJOo4yHble KpOBO-
TedyeHHUs], HaJANOYeYHUKOBAsl HEJOCTATOYHOCTb, T. e.
OCJIOKHEHHUS NpeAlIecTBYOLed MHOTroJeTHEH Tepanuu
KOPTUKOCTEPOUJAMU U UMMYHO/leIpecCaHTaMH.

[TokazaHo, 4TO M-TpaiueHT NpeJCcTaBIeH OJUTOKJIO-
Hamu IgG (n=9) u IgA (n = 1), npu TUMUPOBAHUU COCTOSI
us IgGA B 4 cnyyasx, IgGk — B 5 u [gAk — B 1. [locsie BbI-
NOJIHEHUs] UMMyHOdepMeHTHOr0 aHaM3a M-rpaJjueHTa
npejoJiaraeMblX aHTUTeJI IEPBOr0 U BTOPOTO NOPSIAKOB
He BbISIBJIEHO.

OBCYXAEHUE

Hab6tozas1 B TeueHue AMTe/IbHOT0 BpeMeHU 10 60/1bHBIX
[TKKA ¢ M-rpaZiueHTOM, Mbl IOCTaBUJIU NepeJ; cO60H He-
CKOJIbKO 3a/a4, Cpe/id KOTOPBIX:

@ BbISICHUTb BO3MOXHYIO CBSI3b MeXJy NOCTOSIH-
HbIM M-rpa/jueHTOM U BO3HUKHOBEHHEM peMHUC-
cui [IKKA;

@ oxapaKTepusoBaTb M-rpajiveHT.

Y 6 u3 9 60sbHBIX (6€3 yuyeTa nayueHTKH Ne 7) noJy-

yeHbl nosiHble peMuccuu [IKKA (cM. Ta6.1. 4), U3 KOTOPBIX
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4 6bL1M MHOTOJIeTHHe. He3aBUCHMO OT TOro, Kakasi cxeMa
JleyeHUs1 IPUMeHsJ1ach, OblJ1a peMUCCHUsl IEPBOM HJIM 11O~
BTOPHOM, KOPOTKOH WJIH AJIUTEJbHOU, y HAGII0[aeMbIX
60JIbHBIX M-rpaileHT ocTaBasICs IOKU3HEHHO.

B sinutepatype onucaHa nosiHasg pemuccus I1KKA c
“c4ye3HOBeHUWEM M-rpaZiueHTa NpU NpHMeHEeHUU Ipo-
THUBOOIYX0JIEBOW Tepanuu MHOXEeCTBEHHOH MMeJIOMBl,
BKJIIOYaBIIEN JeHaaugoMug [15].

[IpefnpuHATa NONBITKAa OXapaKTepH30BaTb CIIElU-
duyHOCTL M-TpaZiueHTa, T. €. U3yYUTh aHTUTEJIbHYIO0 aK-
THUBHOCTb COCTABJISAIOLMUX €r0 OJUI'OKJIOHOB K aHTUTeHY
aputpokapuonuToB (MAIM) U BbIIBUTb aHTUU/JUOTHUIIU-
yecKUe aHTUTeJsa K aHTUTeJaM IepBoro nopsijaka. Takoi
cneiPUIHOCTU He BbISIBJIEHO.

3AK/TIOMEHUE

TakuM o6pasoM, npejacTaBieHbl AaHHble 1o [IKKA B
coyeTaHUM ¢ M-rpasueHToM. [lpuBeJieHbl AaHHblIe IO
KJWHHKe, MOpG}OJIOTUM, [JUArHOCTHKe, pe3yJbTaTaM
JleueHUs U HAOJIIOJJeHUH B CPOK OT 9 Mec. 10 22 JieT, yKa-
3aHbl NPUYUHBI cMepTU. Y 7 u3 10 60JbHBIX MOJyYeHbI
peMHuccud KOMOWHalued 2-3-MecYHOro NpHUMeHeHUs
nukaodpochamuia v 2-4 yiapHbIX KYpPCOB IPeJHU30JI0Ha,
Y3 HUX Yy 4 NalMeHTOB PeMHUCCUM ObLIM MHOTOJIETHHE
(MakcuMasibHas 22 roja).

[logpo6HO TmpeJjcTaBjJeHa HWMMYHOJIOTHUYeCcKass U
MMMYHOXMMHUYecKasl XapakTepucTuka M-rpaguenTa. [lo-
Ka3aHo, UTO B CbIBOPOTKe 0GOJIbHBIX HET aHTUTEJ K 3pU-
TPOKapHUOLUTAaM, HU NPSAMbIX, HU aHTUUUOTUIINYECKHUX.
M-rpasiueHT mpejcTaBjeH osurokjgoHamu IgG (n = 9)
u IgA (n = 1). lIlpu TunupoBaHuu oGHapy:keHbl IgGA B
4 nabawogeHusx, IgGk — B 5 u IgAk — B 1. OHU nepcu-
CTUPYIOT NMOXU3HEHHO BHE 3aBUCHMOCTHM OT XapaKTepa
peMuccuy (nmoJsiHasi, YaCTU4YHas, NepBas UJIM NOBTOpHas,
MHOTI0JIETHAS WX KopoTKas). [loslydyeHHble JaHHbBIE I0-
3BOJIMJIM paccMarpuBaTh rammanartuto npu [NIKKA kak
pe3y/IbTaT OJINTOK/JIOHAJbHOW THUIEepPNpPOAYKLIUA HMMY-
HOIJIOOY/INHOB, 6€3 YCTaHOBJEHHON NaToreHeTHYeCKOH
cBsI3U Mexay M-rpaguentom u [IKKA.

Ha spuTpouuTax o6HapyKeHbl ayToaHTHUTea K Prl-
aHTUTeHy 6e3 BhIpa)KeHHOT'0 reMoJ1h3a 3PUTPOLUTOB.

Jtot BapuaHT [IKKA, He oxapakTepu30BaHHbIHN MO/ -
POGHO B IUTEpPATYpE, CAelyeT cCYUTaTh popMoi ¢ 6Jaro-
NPUATHBIM NPOrHO30M B OTJIMYME OT HUAMONATHYECKOH
[IKKA y B3pocJbIX.

KOH®JIUKTbl UHTEPECOB

ABTOpBI 3aABJAIOT 06 OTCYTCTBUM KOHQJIUKTOB HHTeE-
pecoB.

MCTOYHUKN PUHAHCUPOBAHMUA

I/ICCJIeAOBaHI/Ie He UMeJIo CHOHCOpCKOﬁ MOoALEPIKKHU.
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