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PEDEPAT

XpoHuyeckuin numdonerikos (XJ1J1) — camblin 4acTeii BUA, Nenko3oB B 3anagHon EBpone. HeCMOTpst HA OTHOCUTENBHYIO Ya-
CTOTY 3TOro BMAa nenkosa, nybamkaumm o nopaxeHumn novek npu XJ1J1 sctpeyatotcs peako. Heppoburoncum pyTMHHO He Bbl-
NOJHAOTCS 3TUM 6OSIbHBIM NP NOSBNIEHNN HEPPOTUHECKOrO CUHAPOMA UM HESICHOM NOYEYHOM HEAOCTAaTOYHOCTH, B PE3YJb-
TaTe 0 MexaHM3Max noYevHoro nopaxexus npu XJ1J1 n3sectHo mano. K HacToswemMy BpeMEHU B InTepaTtype OnmcaHo BCEro
okono 130 cnyy4aeB MOMEPYNSIPHBIX YU MHTEPCTULMANBHBIX NOPaxXeHnin novek npu XJ1J1, NOATBEPXAEHHbIX pedynbraTtaMmm
Hedpoburoncuin. Hanbonee yactori popmoii rmomepynonaTnu, BeldbliBatoLer HedpoTmieckmii cuHapom npu XJ1J1, aensetca
MemMOpaHHO-NponndepaTUBHLIN rMOMepPyNoHedPUT, pexe BCTpedatTcs 60/1e3Hb MUHMMaNbHbBIX U3MEHEHUIA, MEMOPaHO3-
Haa HedponaTus; GokanbHO-cerMeHTapHbIi rnomepynockiepos (PCIC) sanseTcs peakocTblo, U K HACTOSLLEMY BPEMEHU
ony6nunkosaHo 6 cnyvyaes PCIC, accoummpoBaHHoro ¢ XJ1J1. Mbl npeactaBnsieM KIMHUYECKNIA CllyYaii, ONMChIBaIOLWMIA NaLm-
eHTa, cTpagaswero XJ1J1, y KoToporo passuics HedppOTUYECKUIA CUHOPOM, Bbi3BaHHbIM DPCIC, yCneLwHo Ne4YeHHbI PUTYKCU-
MaboM , a TakxKe NUTepaTypHblii 0630p NO NapaHeonIacTUYECKMM rOMepPYIonaTusaM, acCoLMMpoBaHHbIX ¢ XJ1/1, nposiensiio-
LWMMcsa HeppOTUHECKNM CUHOPOMOM.

KnioueBblie cnoBa: HePPOTUHECKNIA CUHOPOM, XPOHMYECKUA NM@ONernkos, napaHeonnacTnyeckne rnomepynonaTunuy,
doKanbHO-CErMeHTapHbI IMOMEPYIOCKIEPO3, PUTYKCMMAO.

ABSTRACT

Chronic lymphocytic leukemia (CLL) is the most frequent form of leukemia in Western Europe. Despite of high frequency of this
type of leukemia, kidney involvement associated with CLL is rarely reported in the literature. Renal biopsies are not routinely
performed in patients with CLL to evaluate unexplained renal insufficiency or nephrotic syndrome (NS). As a consequence,
little is known about mechanisms causing renal abnormalities in CLL. Collectively, 130 cases of biopsy-proven glomerular or
interstitial renal abnormalities due to CLL have been reported in the literature to date. The most common type of glomerulone-
phritis causing NS during CLL is membranoproliferative glomerulonephritis, less frequent causes include membranous neph-
ropathy, minimal-change disease. Focal segmental glomerulosclerosis (FSGS) is a rarity; we met only 6 observations of FSGS
associated with CLL that have been published to date. We present a rare case of CLL-associated FSGS with clinical resolution
of the NS after successful treatment with rituximab and literature review on various nephrotic glomerulonephropathies associ-
ated with CLL manifestative with NS.

Key words: nephrotic syndrome, chronic lymphocytic leukemia, paraneoplastic glomerulopathies, focal segmental glomeru-
losclerosis, rituximab.

BBEOEHUE

Xponwndeckuit ymmporneiikos (XJUJI) — cambrit
4acThId BUJ J€iiko30B B 3anagHoil EBporne, nuarnos
KOTOPOTO YCTaHABIIMBAETCS IPH BBISIBICHUH Ooiee

Amnukonosa JI.M. 195067, Cauxt-IletepOypr, IluckapeBckui, a. 47.
CeBepo-3ana/iHblil TOCYAapPCTBEHHBIH MEIUIMHCKHI YHUBEPCUTET UM.
W.1. Meunukosa, kadeznpa BHyTpeHHUX Oone3Hel n Hedpororun. Ter.:
+7(921) 963-99-22; e-mail: anikonovaspb@mail.ru

5x10°n nmumdounToB B mnepudepuyeckoil KpOBH U
pe3yNbTaToB UMMYHO()EHOTHITNYECKOTO HCCIeI0Ba-
Hus (kinetku XJIJI skenpeccupyror anturen CD5 u
B-xnerounsie mapkepst CD19, CD20 u CD23) [1].
Menuana Bo3pacTa NanydeHTOB HA MOMEHT YCTaHOB-
JICHUsl TUarfHoza 65 JeT; My)XYUHBI OOJICIOT dalle.
Teuenue XJ1JI BapuadenbHoe, 0kosio 40% mnanueHToB
HUMEIOT MEIJICHHO-IPOrpeccupylolee TeueHue, mpo-
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JOJDKATENBHOCTD MX JKM3HM ONM3Ka K OOILIeTomyIs-
HHOHHOU. B 3101 cBs13u npu XJIJI npunsaTa TakTHKa
BBDKUIATEILHOTO HAOIONEHUS /10 TOSBICHUS TIOKa-
3aHu# K Tepanuu [1].

HecMoTpss Ha OTHOCHTENBHYIO YacTOTy STOTO
BUJIa JIGWKO30B, IyOIMKAIMNA O IIOYEUHBIX MTOPaXKESHU-
ax npu XJUJI mano. B 1957 1. Scott mepBeiM cooOmun
o cBs3u Heporuueckoro cunapoma (HC) ¢ XJIJI. C
KoHIa 1960-X Tof0B cTajau HNOSIBIATHCSA CTAThH, OIIU-
CBIBAIOIIME PA3NUYHbIE MOP(OIOTHIECKHE (OPMBI
He(dponaruii B accoranuu ¢ XJIJI, mposBistomuxcs
HC unu noueunoit qucdynkuueii. OiHaxo ooiee Ko-
JIMYECTBO TPEJCTABICHHBIX B JINTEpaType OOIBHBIX
0CTaeTCs HEOOBIIHM.

XJIJI, kak 1 MHO’K€CTBEHHAsI MHUEJIOMa, OTHOCSITCS
K B—kierounsM smmdornponudeparuBHbIM 3a001e-
BaHUSAM. IIpH MHOXECTBEHHON MHEIOME 3J0Kaye-
CTBEHHBIH KJIOH B-mumQonuroB xapakrepusyercs
nponudepanmei mia3MaTHIecKiX KIETOK, KOTOPbIE
MIPOAYIHUPYIOT B TOBBIIIEHHOM KOJIWMYECTBE MOHO-
KJIOHAJBHBIA UMMyHOTOOyuH (MIg) B BHIe cBO-
OOIHBIX JIETKUX/TSKENBIX IeTed WM HHTaKTHOTO
MIg. ITouku SBAAIOTCS OPraHOM-MUIIEHBIO IIPYU MHO-
JKCCTBCHHON MHEJIOMEe, W TP 3TOH omyxonu (op-
MBI HX MOpPaXEHUS U3y4YeHBl JJOCTATOYHO XOPOIIO U
CBSI3aHBI WM C 3aKYMOPKOW KaHAJbIIEB CBOOOJHBIMHU
JICTKUMH TETSIMH (LIMUIMHAPOBAsT HeQpOIaTHs), HITH
nenonupoBanuem Mlg B miomepymax (AL-/AH-/
ALH-amunonno3, Randel- n ne-Randel-Tun otioxe-
Hust MIg, IMMYHOTaKTOMIHBIN IIIOMepYyIoHeQPHUT U
ap.) [2]. Hpu XJUJT u numdome u3 Manbix TuM@OIH-
toB (ananor XJIJI, ormnyaercsa ot XJIJI orcyTcTBHEM
auMdonuTo3a B nepudepruueckoil KpoBH) cyocTpa-
TOM OITYXOJIH SIBIISIFOTCS B-muMdonuTel, KoTopbie He
muddepeHIUpyoTes 10 TUIa3MaTHYECKUX KIETOK,
U COOTBETCTBEHHO MIg He mpomyuupyercss Wid ce-
KpeTupyercs B HeOONbIINX KoaudecTBax. Kak cien-
CTBHUE, NIOMEPYJIsIpHbIe Iopaxenus npu XJIJI Bo3Hu-
KaloT 3HAYUTENBHO peXe, YeM NMPU MHOKECTBEHHOU
MHEJIOME, IPUYEM CIeKTp nopaxenuil npu XJUI
Oosee pa3HOOOpA3HBIN, a MyTH MATOTeHE3a HE BCETaa
MIOHSTHBI, UMes TUTTOTETUYECKHM XapakTep.

B pe3synbrare Toro, uto HC cpaBHUTENEHO HEYACTO
paszBuBaetcs npu XJIJI u peakocTy BBINIOJIHEHUS He-
(hpobuoricuii y 5THX OOJIBHBIX, B TUTEpAType HAKOITHU-
J0¢k Beero okofio 130 cirydaeB rmopaskeHui moyek mpu
XJUI, nokazaHHBIX OUOTICHEH, U3 KOTOPBIX MPUOTU3H-
TebHO Yy 80 MaIlMeHTOB BRISBIUIN KIIyOOUKOBBIC ITOpPa-
JKEHHSI, Y OCTAJIbHBIX — MHTEPCTHLIHATBHEIC [3, 4].

Hawnbonee wactoii Qopmoii mapaHeoruiacTude-
CKHMX IJIOMepyJomnaruii, acconuupoBaHHbeix ¢ XJUJI,
Ha CBETOONTHYECKOM YpPOBHE SIBIISICTCS MeMOpaHHO-
nponudeparuBHbli omepynonedpur (MBIIT'H), 3a
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KOTOPBIM CJEAYIOT 00JIe3Hh MUHUMAJIBHBIX H3MEHE-
uuit (BMU), memOpanosnas vedponarust (MH), AL-
aMmmiIon103. B nureparype HaM BCTpETUIIOCH BCero 6
ciydaeB (OKaIbHO-CErMEHTAPHOTO ITIOMEPYIIOCKIIe-
poza (PCI'C) kak nmpuuunsl HC npu XJIJI [4-9].

IIpencrapisieMblii HaMU KIMHUYECKUM Cllydai
OTMCHIBACT MAIMEeHTa, Y KOTOPOTO 4epe3 6 JIeT mociie
ycraHoBiieHus: auarHo3a XJUJI pa3Buiica TspKenblid
HC c ocTpbIM noBpekaeHneM MoYek, a 1Mo pe3yabra-
TaM HedpoOuoricuu Obu quarHoctupoanbl GCI'C
U OCTpble KaHaublieBble moBpexaenus. HC perpec-
CHpOBAJ JIO TIOJIHOW PEMHUCCHH, TIOYeUHAs (DYHKIHS
BOCCTAaHOBWJIACh BCJEJ 3a HOpPMajH3alfei dvucia
TUM(OIMTOB TIPH JICUCHUN PUTYKCHMAOOM.

OnwuchiBaeMbIi MAIMEHT O00CIeoBaANICS U TIO0-
Jydan JieueHHe B HEPPOJIOTHYECKOM U T'eMaToIO0IU-
yeckoM otneneHusx C3I'MY um. .M. Meunuxkosa.
[Tpoananu3upoBaHbl ONYOIMKOBAHHBIE KIMHHYECKUE
ciydau U 0030pbl, HHAeKcHpoBaHHbIe B PubMed kak
«HEePPOTUYECKUH CHHAPOM, aCCOLMHUPOBAHHBINA C
XPOHHYECKUM JUM(OIEHKO30MY.

KJIMHUYECKUI CITYYAN

MyxunHa, 51 ToI, MOCTYHHI B HEPPOIOTHICCKYIO KITH-
HuKy 22.09.2015 roza c xanobaMu Ha TOSBICHHE U OBICTPOE
HapacTaHUE OTEKOB C MPUOABKOI Macchl Tena B 15 Kr B Teve-
HHE MOCIEAHUX ABYX HEAENb, OMBIIIKY IPH HE3HAYUTEIHHON
(usnveckoli Harpys3Ke.

Hemopus 3abonesanus. B mapre 2009 r. mpu gucnas-
cepu3alK BBISBJICH JICHKOLUTO3 C a0CONIOTHBIM JIUM(QO-
uuto3oM  (umdonutoB 77x10%1), yBeNUYCHHE IICHHBIX,
MOAMBIIICYHBIX, TTAXOBBIX JIUM(pATUYECKUX y3J0B. B HOs0pe
2009 r. oOciieoBaH B reMaTOJIOTHYECKOM OTAEJICHUH, TIe
JIUarHOCTUPOBAH XpOHUYECKHid numdoneiiko3 11 craauu mo
Rai. [lmarHo3 ObUT TONTBEPXKIEH PE3ylbTaTaMH IPOTOYHOM
UTOPIFOOPUMETPUN — UMMYyHOJIoTHUecKuit penorun: CDS*,
CD19", CD20*, CO23", ¢ xodKcmpeccrueir Ha 9acTh KIETOK
CD22. Iurorenermyeckoe wuccienoBanne — 46XY, IILIP-
nuarnoctuka Ha 13ql4, 17pl3, 11ql13, CEP12- nmatonoruu
He BbIIBWIA. B manbHelmmem HaOmrogancs reMaTrojorom Mo
MecTy KUTeIbCTBY. B mepuon ¢ mapra 2009 1. o ceHTs0ph
2015 r. B KJIMHUYECKUX aHAJIN3aX KPOBU OTMEYAIMCh KoseOa-
Hust TuMGONUTOB B uanasone 37-70x10%/1; ron ToMmy Haszan
OBUIO PEeKOMEHIOBAHO HA4aJIo criel(puyecKoi Tepamnuu, oj-
HAaKO OT JICYCHUS MalMeHT ykioHsuica. CormyTcTByommas na-
tonorust: UBC, nmocTuHapKTHBIN Kapanockiepos (He-Q-UM
B 2002 1.), runeprornyeckas 6one3np Il cranuu, crenens 11
(mmarnoctupoBana B 2002 1.).

C 05.09.2015 r. oTMeTHII IpOTpEeCcCUpYIOlee HapacTaHNE
OIMMCAHHBIX BBIIIC JKaJI00, BBISBICHBI HM3MEHEHHS B aHAIN3aX
MOYH, B CBS3M C 4eM ObLI rocnutaiuzuposad. [locTostHHO
MPUHUMAET KOHKODP 5 Mr/cyT, sHananpui 10 mr/cyt, Tpombo-
ACC 100 mr/cyT.

Oobvexkmuensle Oannple. OOlEee COCTOSIHUE CpenHEH
Tsokectd. Poct — 185 cm, macca tena — 101,7 xr. Iepude-
pHYECKHE OTEKH CTENEHH aHacapku. MHOXECTBEHHBIC IOJ-
YEIIOCTHBIC, IICHHbIE, MMOAMBIIICYHbIE, MaXOBble JNMQaTH-
4YecKue y3Ibl pasmepoM 10 3—4 cm. Ilynec 84 yn/munH, AJl



ISSN 1561-6274. Hedponorus. 2016. Tom 20. Ne6

150/100 mM pt. ct. YA — 18 B 1 MuH, Ipu ayCKyIbTaluH —
xKecTkoe pixanne. Opaunarsl nedenu no Kypiosy 16x12x10
cM. B ocTansHOM 6e3 3HAYUTEITBHBIX OTKIOHCHUH OT HOPMBL.
Jlabopamopusie u uHcmMpymMeHnmManbHsle UCCIE006AHUA.
B kiIMHUUYECKOM aHaIIU3e KPOBU reMortoOnH — 144 /1, nefiko-
Tl -108,3 x10%/, mamdornmtsr — 84,4 x10%/11, TpOMOOIIUTET —
243 x10'%/71, COD — 20 mm/4. Cytounast otepst 6enka (CIIB) —
5,3 r; B ocazike MOYM — MHKporeMarypus. B Onoxumudeckom
aHajM3e KpoBH: oOmmii Oenok — 47 r/n, anpOymuH — 22 r/i,
kpearuHuH — 108 Mxmouw/1 (pCKD-EPI — 69 mi/mun), oOmmii
XO0JecTepuH — 9,8 MMOJIb/J1, MOueBas KUCI0Ta — 525 MKMOJIB/JL.
VY3U nouek: pazMepsl IpaBoil nmouku — 128x52 mm, s1eBoi —
130%54 MM; H3MEHEHHIT SXOCTPYKTYPHI IIOYeK U Ae(hopMaIiii
YaIIeqHO-I0OXaHOYHOIT CHCTEMBI He OTMEYEHO.

B

Puc. 1. NaumneHT, 51 roa, guarHos XJ1J1. a — cBeToBas MUKPO-
ckonusa. Knyboyek ¢ cerMeHTapHbIM CK1EpO30M B TyByNSipHOM
MoJIIOCE — «MEHUCTbIE» KNETKU, MHCYAAaTUBHbIE N3MEHeHUst, pop-
MUpOBaHue cuHexun. nomepynsipHas 6asanbHas Mem6paHa 6e3
naTosIormyecknx USMeHeHui (MMnperHaLms conssmm cepedpa no
IxoHey. YB. 200). 6-B — MMyHOdNI0OpECLIEHTHAs MUKPOCKOMNS.
6 — akcnpeccus IgM B yHacTke cerMeHTapHOro rnoMepynockie-
po3a (IgM. YB. 200); B — akcnipeccus C3 B y4acTke CermeHTapHoro
rnomepynockneposa (C3. Ye. 200).

B rteuenue Ommxaiimmx 2-3 Hex 0TMEHallOCh IpOrpec-
CHpYIOIllee HapacTaHWe YHCia JICHKOIUTOB ¢ aOCONIOTHBIM
TUM(POLHUTO30M, MX MaKCHMaJlbHble 3HAYEHUs COCTaBHIIH
162x10°%n u 144,1x10°1 coorBeTcTBeHHO. Ilapasiens-
Ho niporpeccupoBain HC u moueunas nucoyukius — CITb
Bo3pocia 10 32,9 r/24 u; ypoBeHb KpeatuHuHa — 10 0,247
MMOJIB/JI, albOyMUH KpoBU cHu3mics jgo 20 r/n. IlamueHt
Obu1 00CNIenoBaH Ha TUTP AHTUHEHTPOMWIBHBIX LUTOINIIA3-
marndeckux anturen (AHLIA), Hanuuue aHTUTEN K TIIOMEpy-
JsipHOM GazanbHOM MemOpane (antu-I'bBM), AH®, yposens
xomiiementa C3,C4, koTopsle ObUIM B IIpeaenax pedepeHT-
HBIX 3HAYEHHI; KPHOIIOOYIMHBI TAKKe HE BBISBICHBL. KOH-
HEeHTpaIMsl CBOOOIHBIX JIETKUX IIeTIed B CHIBOPOTKE KPOBU
K-THIIa — B IIpeiesiaX HOPMbI, A- Tunia — 14,4 Mxr/mi (Tipu HOp-
Me 2—10 MKr/mit), B MOYE — MPEBBIIIIEHHE HOPMBI B J[Ba pa3a:
K-t — 19 Mkr/mi, A- tun — 8,5 Mxr/mi (ipu HopMe 3-8 u
0,3—4,2 MKr/MI1 COOTBETCTBEHHO). Cepoiornyeckue MapKephbl
HCV-/HBV-undexuun e BoisiBnersl. MCKT rpynHoii kiet-
KM, OPIOLIHOHM MOJOCTH: KapTHHA BHYTPHUIPYIHOMU, 3a0pro-
HIMHHOHW M Ta30BOM JInMQoaeHonaTnu (TUMQpaTn4ecKue y3ibl
pasmepom 110 6,8 cM); IBYCTOPOHHHII THIPOTOpPAKC (CIIOMH
JKUIKOCTH 22 MM). BepTukaibHblii pasmep mpaBoii 101U Te-
uyeHu 164 mm; cenesénka — 63x109x146 mm. Hedpobuoncus
ObLTa OTIIOXKCHA N3-32 TSHKECTH COCTOSIHUSI OOJIBHOTO.

B cBs3u ¢ npu3HAKaMH MPOTPECCUPOBAHMS T€MATONOTH-
YeCcKOro 3a00JIeBaHus MAIlMEeHT MepeBeeH B TeMaToIoTHye-
CKO€ OTJEeJIeHWe, Ie NMPU CTePHAIBHON MyHKIWH OTMEYeHa
cyOTorasibHas TuMponIHas HHPHUIBTPALKS KOCTHOTO MO3Ta
(78,8%), penMyIIECTBEHHO 32 CUET 3PENbIX JTUMQpOUIHBIX
2JIEMEHTOB M €IMHUYHBIX TepexonHbix Gopm (1,4%), ¢ mpu-
CyTCTBHEM JIUM(OUIHBIX dieMeHTOB Makporeneparus (0,8%)
C HENpaBUJIbHBIMU AJJpaMH, CIVIaKEHHON CTPYKTYpOI Xpoma-
THHA, cepo-roiay0oi nuTomna3Moi. JlaHHbIE MHEIOrPaMMBI
U Tiepudepruueckoil KPOBH yKa3bIBaM Ha BO3MOXHYIO JICH-
KEMU3AIHIO 3pesioil TMM(ONTHOM OITyX0JH, OHAKO pPe3yIlb-
TaThl MPOBEICHHOW Jajiee MPOTOYHON HUTOPIFOOPUMETPUH
COOTBETCTBOBaJM nuarnosy B-rirerounoro XJIJI/mumdome
13 MasblX JuM@onuToB. CyMMapHBI (PEHOTHIT KJIETOK Ie-
pudepuueckoii kposu: CD19" CD5* sKappa*® CD23" CD200*
CD22dim* CD20dim™ CD79b- FMC7*- CD38. 15.12.2015 .
MaIMEeHTy cenana HegpoOuornicus (Ha (GOHE JieueHHs).

buoncua nouxu. CBeTOONTHYECKOE HCCIIENOBA-
HHE BBIIOIHEHO 12 Mapa()nHOBBIX cpe3ax C UCIONIb30-
BaHUEM CIIEAYIOLINX OKPACOK: FEMAaTOKCUIMH-D03HH,
PAS-peaxnus, Tpuxpom no MaccoHy, uMnpersanus
consimMu cepedpa o [)koHCy, KOHTO KpacHbIH. B ma-
Tepuane HeppoOUONCUN NPEICTABICHbI KOPKOBBIH
¥ MO3TOBOH CIIOM TKaHW Nodky; 23 xiybouka (CM-
10, UD-13), 13 HUX MOIHOCTHIO CKIEPO3UPOBAHBI 3
(13%) xmybouka (CM-1, Nd-2). KinyOouku 3HAYH-
TEJIbHO YBEJIUYEHBI; C OTHOKOHTYPHOM KanuuUIApHON
CTCHKOH; ¢ (DOKaJBbHBIM M CErMEHTapHBIM HE3HAUH-
TEJIbHBIM PaCIIMPEHHEM ME3aHTHaJIbHOTO NMPOCTPaH-
CTBa 3a CUET BHEKJIETOYHOIO MaTpHKCca M €ro cia-
OOBBIPaKEHHOM THIEPKIETOYHOCTH; O€3 MPHU3HAKOB
SHJIOKAMMWUIAPHON THUIEPKIETOYHOCTH U (OPMHUPO-
BaHMA NONYayHUH (puc. 1A).

103



ISSN 1561-6274. Hedponorusa. 2016. Tom 20. Ne6

I'momepynapubie 0azanbHbIe MEMOPAHbBI BU3yallb-
HO HE YTOJIICHBI, PaBHOMEPHO HMMIIPETHUPOBAHEI
comsiMu cepedpa. B TyOymsapHom momtoce 5 (22%)
kiry0oukoB (CM-3, UD-2) — cermMmeHTapHBIN CKIIEPO3
B MPOMEKYTOYHON M MO3IHEN CTagusX SBOJIOLIHU:
yMEepeHHasl TUMEPTPOHS TOIOIUTOB, IICHUCTHIC)
KJIETKH B IPOCBETaX BOBJICUEHHBIX KAWIIISIPOB, HH-
CyJIaTUBHbBIC U3MEHEHUS U (pOpMHUpOBaHUE CPAIICHHH
¢ Kamcynoi kimyOoukoB (cMm. puc. 1). Ilurorumazma
STUTENHUST KaHAIBIIEB KPYITHO3EPHUCTAS, MYIBTH(O-
KaJJbHOE OCTPOE MOBPEKICHUE IUTENUS KaHAIIBIICB
B BUJIC yTPATHI IETOYHON KaiiMBbI H Y4CTUYHOTO YIUIO-
HICHUS KJIETOK. B mpocBeTax kaHalbIIeB MO3rOBOTO
CJIOSI HEMHOTOYHCIICHHBIC TMJIMH/PHI, PEICTaBIICH-
HbIC maTonorudeckuM Oenkom. Jndy3Ho-ogarosas
HE3HAYUTENNbHAS arpousl KaHAJIBIIEB C YTONIICHUEM
1 CMOpIIUBaHUEM TyOyisipHOW 0a3anpHON MeMmOpa-
HBl (20%). duddy3Ho-04aroBelii craboBbIpaXKeH-
HBIM HHTepcTUIMANBHBI (ubpo3 (20%). Crenku
apTepUON U apTepUil MEITKOTO KaJMOpa 3HAYUTEILHO
YTOJIIIEHBI 32 CYET BBIPAKCHHOW THIEPTPOPHU MbI-
HIEYHOTO CJIOSI U HEPAaBHOMEPHBIX 0YaroBbIX MHCY/IA-
TUBHBIX U3MeHeHNH. CTEHKH apTepHil CpeaHEero Ka-
nubpa pe3Ko YTONIIEHBI 32 CUeT TshKeIoro Gudposa
WHTHMBI.

NmmyHOo(DIoOpecieHTHOE — MCCIe/IOBaHHE — BBI-
MOJTHEHO Ha KPHOCTATHBIX CPe3ax ¢ UCTIOJIb30BAHUEM
FITC-KOHBIOTHPOBAHHBIX aHTUTEN K YeJIOBEYECKUM
IgA, IgG, IgM, C3, Clq, ¢ubpuny, JIErKuM LEMIM
kappa u lambda. B yuacTkax cermMeHTapHOTO TJIOMe-
pynockiepo3a — akcnpeccus IgM 3+ u C3 4+ (cm.
puc. 16-B). B crenkax aprepuon — auddysHas cyosH-
norenuanbHas skcpeccust C3 3+,

3akmtouenue. [ucronornueckast kKapruHa (HoKaib-
HOTO CETMEHTApHOIro TIoMepyiockieposa (22%),
BapuaHT «tip-lesiony», ¢ MynbTH()OKAIEHBIM OCTPHIM
MOBPEKJCHUEM KaHAIBIEB, HE3HAYUTEIBHBIM TY-
OynonHTepcTHIHANEHBIM (udpozom (20%) u Bbipa-
JKCHHBIM apTEpHOJIO- apTEPUOCKIICPO30M; ITOIHBIH
ckiepo3 13% xmy6ouxoB. Ilpu3HakoB MMMYHOKOM-
TUIEKCHOTO | MapanpoTeHHEMUYECKOTO MTOPAKEHUS B
MPECTAaBICHHOM MaTepHase Her.

OKOHYATEIHHBIN TUATHO3: TAPaHEOILIACTUICCKUN
(hokaIbHO-CEerMEeHTapHBIN ITIOMEPYIOCKIEPO3, Baph-
aHT «tip-lesion». Hedpporuueckuii cunapom. Octpbiit
kaHajbleBbiit Hekpo3. OIII C2 ot 28.09.2015 .

Tepanusa u npocnekmuenoe nadnwoenue. Y4u-
TBIBasl PA3BUTHE TSKEIIOT0 HEPPOTUIECKOTO CHHJIPO-
Ma ¢ HapacTaloUMM CHIKEHUEM MOYCYHOU (DYHKITUH
Ha (oHe mporpeccupoBaHus JUMPOIpoIudeparus-
HOTO 3a00JIeBaHus, OBIJIO MPUHSATO pelIeHre o0 Hava-
ne cneruduyeckort Tepanuu. C 15.10.2015 1. Hagara
MOHOTEpAIHs PUTYKCUMa0OM; BCETO B KAUECTBE HHU-
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UUAJIIBHOM TEpanuu MalMeHT MOJYy4YMJl 5 BBEIECHMM
putykcumada mo 800 mr (375 mMr/m?): 4 U3 HUX C UH-
TepBajamMu B Heemo u nocaeanee — 22.12.2015 . C
MOMEHTA TOCTIMTAN3AI[NN Ha3HaYeHbl MaJjoCOoJIeBast
nmueta, u-All® (mpuanumaet ¢ 2002 1.), cTaTHHBL, MET-
neBble quypetuku (dypocemun). ComyTcTByromas
Tepanus BKJIOYaia MPOQUIAKTHYSCKUN MPHEM KO-
TpuMoKcasona o 960 mr 2 pasza B JeHb Yepe3 JICHb,
KapJIMOTPOITHBIC MTPETaparhl.

Ha 2-if neHb mocie BBeIEHUSI PUTYKCHUMa0a JTHM-
dormro3 ynan B 3 pasa (¢ 144,1 no 52,3x10°/mmn).
Crycers 2 Hen obmuit nefikonutos cocraBui 10x10°%/
MJI, YUCITO JUMGOIUTOB — 5,4x10°/Mi, 3HaUeHMs
OCTABaJIUCh MPAKTHUCCKU TAKUMH KE UEpPEe3 MEeCSI]
Y MOMEHTY OKOHYaHUS MHUIUAIBHON Teparnuu (JIei-
KoruTo3 — 9,5 x10°/ ™1, muMdoruter — 5,2x10°%/mi).
JuHamuka kpeaTuHHHA ObLTa Ooiee 3aMe/IeHHOM.
Ha 2-3-ii mensp mocie BBemEHUS PUTYKCHMMabda OT-
MeJasoch naxe ero Hapactanme ¢ 0,247 no 0,332
MMOJIB/JI, 3aT€M HauajoCh CHIKCHHE, U CITyCTS HE-
JICJIF0 YPpOBeHb KpeatuHuHa ynai a0 0, 165 MMois/m,
a yepes Mmecsil konebdancs B quamazone 0,08 — 0,09
MMoOITB/1 (puc. 2 a,0). beicTpo HameTHiICs perpecc
oteyHoro cuaapoma. CrrycTs 2 Hex Macca Teia CHU-
3minack Ha 10 Kr, nepudepruueckue oTeKn ObLTH MU-
HUMaJIbHBIMH. TeM He MeHee, y MalueHTa COXPaHs-
JIaCh NPOTEUHYPHUsT HE(PPOTUUECKOTO YPOBHS: Yepe3
2 wen CIIb Obna 25,6 r/cyT, MoCiie OKOHYaHHS MHH-
[IUANBHOTO Kypca jedeHus — 8,5 r/cyT. B 1o xe Bpe-
Ms1, HAMETHJIACch TOJIOKUTENbHAS TUHAMHAKA YPOBHS
anpO0yMIHA, YPOBEHb KOTOPOTO MOCHE Kypca Tepaniuu
0611 26,8 1/11.

[MarmenTt ObLT BBITUCAH Ha aMOyIaTOPHOE Jieue-
Hue 28.12.2015 . ¢ pekoMeHAaUsIMU MPOJOJIKECHUS
MoJIep KUBAIOIel Tepanuu puTykcumadbom 1 pas3 B
3 Mec, COONIOMEHUsT MaJOCOJICBONW JHMETHI, IIpUeMa
u-Alld, pypocemuma (1o moTpeGHOCTH), COMYTCTBY-
0Ll Tepanuu B mpexkHeM oObeme. B amnpene 2016
T. BBIIIOJTHEHO IIJIAHOBOE BBEICHUE puTykcumaba (800
Mmr). CrycTs 5 Mec OT Hadaja JISYeHHUS PUTYyKCHMa-
OOM OTMEUeHO CHIKEHHUe MpoTeuHypun 1o 1,8 r/24
Y ¢ HOpMalu3alueil KOHIEHTPAI albOyMIHA ChI-
BOpoTKHM KpoBu (38 r/im), oOmiero xonecrepuna (4,5
MMOJ/T); TUMQOIHTHl TMepudeprudeckoil KpoBU —
3,96x10°/mm?; kpeaturuH coiBOPOTKH -0,09 MMOJTB/IT
(cm. puc. 2 a-n). [larueHTt codmrogan mpekHue peKo-
MeHanuu. Yepes 8 Mec oT Hauasia Kypca pUTyKcuma-
0a momydens! crnenyromue pesyasratel: CIIb — 0,046
r/n, ansOymuH kpoBu — 41 1/1, Xomectepun — 5,1
MMOJB/J, KpeatuHuH kposu — 0,11 mons/n (pCKD-
EPI — 67 ma/mun). JlnarHocTupoBaHa IoJIHAS PEMHEC-
cusg HC, XBII 2 cragnm.



ISSN 1561-6274. Hedponorus. 2016. Tom 20. Ne6

160000
140000 %

120000 *
100000 5
80000 5

60000 *
40000 <
20000 x

N
250

Jlumdpouutel (B 1 M)

200

\. === KpeaTuHuH (MKMosb/n)
150 =

.
b4

gt

100

—
p————— L

50

45
40 —==
35
30 N /&'
25 o~
20 Tommmmmt \
15 \ — CYyTOYHas NPOTEUNHYPUS (I)
10 AN

: \\

0 T T T T T
0 1 2 4 5

-
ULt

=m== AnbOYMUH

6 mecsuy

Puc. 2. OuHamunka nokasatenein ynucna nmmepoumToB (KNeTok/
MJ1), KpeaTuHMHa (MKMOJb/N), CYTOYHOW noTepu 6enka (r/cyT),
anbOymuHa (r/n) ¢ Havana kypca putykcumaoa.

OBCY>XAEHUE

[lonsaTne mnapaHeorIaCTHUECKOW IIIOMepyJomna-
T Obu1o BBeneHo B 1922 r. J. Galloway, onmcas-
IIUM TanueHTa ¢ JTuMpomMoi X0oKKUHA, OCI0KHHIB-
LIelcsl MpoTeuHypuel. B coBpeMEHHOM NMOHUMAaHUU
KOHLIETIIUS TTapaHeoNIacTUYECKON IIIoMepylonaTun
npuinuia ot P.M.Ronco, oTmetuBiiero, 4ro MaHude-
cTalus IapaHeoIUIaCTHYECKOTO CUHIPOMA HE CBA3a-
Ha HEMOCPEACTBEHHO C OypHBIM POCTOM OITyXOIIH,
WHBAa3UECH WM METacTa3aMM €€ B IOUKY, a BbI3bIBa-
eTCsl CeKpelHel OIMyX0JeBbIMH KJIETKAMU TOPMOHOB,
(haKTOpOB POCTa, IUTOKWHOB, OITyXOJIEBOTO aHTHUTCHA
[6]. KnaccnueckuMu KpUTEpUSMHU TapaHEOIIacTH-
YEeCKOHM TJIOMEpPYJIONaTHH CYUTAIOTCS: 1) cyliecTBo-
BaHUE XPOHOJIOIMYECKOW CBSI3U MEXKIY JUarHo30M
JIOMEPYJISIPHOTO CHHAPOMA U OIyXOJW; 2) mapa-
JIeNbHAST ABOJIOIMS OMYyXOAU U CUHApPOMA JOCTHI-
HYyTOH crienu(UYeCcKol MUTOTOKCUYECKOH Teparuei;
3) cyllecTBOBaHHE MATOIEHETUYECKON CBSI3U MEXKIY
[JIoMepyJIonaTHel 1 ONMyXoJblo (HanpuMmep, MpoayK-
nus omyxonsto Mg, kpuormoOyianHoB, «dakropa
npouuaemocty) [6, 10, 31]. Ha npaktuke no 50%
ciydaeB napaneoruiactuaeckoro HC onepexaet npo-
SIBJICHUSI OITyXOJIH, HEPEAKO CIOCOOCTBYS €¢ BbIsBIIC-
HUIO; HE BCET/Ia OTMeYaeTcs Mapanmean3M Mexay pe-
UUIMBAMU OMYXOJW M MOYCUHBIM CHAPOMOM, TaKKe

HE BCer/ia y/1aeTcsl yCTaHOBUThH MOJIEKYIISIPHYIO C3513b
MEX]ly OIYXOJIBIO U TIOYEUHBIM TTOPaKEHUEM.

JnurenbHoe BpeMs MyOJUKAIMKM O MOYEYHBIM
ocnoxkHenusiM XJIJI ObliM mipenacTaBiieHBl OMHCA-
HUEM eIMHUYHBIX citydaeB. [lepBas camasi Gonbiiast
cepus, BKJItoYMBIIAs 13 maueHToB, Obljia MpeIcTaB-
neHa B. Moulin u coast. B 1992 roay [7]. B 2015 1.
Obuto omyOnmukoBaHo wuccienoBanue A.L. Poitou-
Verkinder u coaBt. u3 ®pannuu u padora P.Strati u
COAaBT. U3 KIIMHUKU M»iio, IpeACcTaBUBLIIMX CEPUN U3
15 1 49 manueHToB COOTBETCTBEHHO |3, 4].

K nacTosiimeMy MOMEHTY CyMMapHO B JIUTEpaType
uMmeeTcs onucanue okono 130 manueHToB ¢ moued-
HBIMH TNOPAXEHUSIMH, accouuupoBaHHbIMU ¢ XJIJI,
KOTOPBIM BBITIONHsUIACH Hedpoduorncus B cesizn HC
WIN HESCHOU movyeyHoi auchynkuuei. M3 stux mna-
ueHToB y 104 muarHOCTHPOBAHbBI TIIOMEpYISIpHbIC
nopakeHus, a y 26 — TyOyJIOMHTEpCTHIMAIbHBIC
(mumponnHas MHGUIBTpaLUs 0e3 ITIOMEpPYJIONaTHH,
TyOyJTIOMHTEPCTUIIHANBHBIN HeQPHT).

B Tabauue cymMMHpOBaHBI Ciy4yaW IIOMepyIsip-
HBIX TIOPAYKEHH, OIMCAHHBIX B JIUTEpAType KaK KIIH-
HUYECKHE CITyyau, CepUU WIN YIOMSIHYThIe B 0030-
pax [3-9, 12-30].

Kak cnenyer 3 tabmwumpl, mamueHTs ¢ XJIJI sB-
JISIOTCSL TETEPOTeHHBIMU TI0 XapakTepy IMOYeYHOTO
nopakenus. M3 romepynomnartuii Hanbojee 4YacTo
Bcrpedaercs MBIITH (36%), 3a koTopsIM cleayeT
BMU (16%) u mMemOpano3Has Hedpomarus (14%).
OcranbHble cIy4au IpeICTaBlIeHbI IPYTUMHU GopMa-
MU nposnepaTuBHbIX riomepynonedpuros, DCI'C,

Tabnuua
CneKTp rmomMepyJsiipHbIX MOPaXXeHnM,
aCCOLMMUPOBAHHbIX C XPOHUYECKNUM
numdonenkosom/numdpomoin us masnbix
numoouuTtos [3-9, 12-30]

BapwvaHTbl rnomMepynonatuii no pesynsratam Konnye-
MOpP@ON0rn4eckoro NccnenoBaHuns CTBO na-
LIMEHTOB,
n (%)
Memb6paHHonponudepaTrBHbIV rmomepynoHedpuT | 37 (36)
BonesHb MYMHUMaNbHbIX U3MEHEHWUI 17 (16)
MembpaHo3Has HedponaTtus 15(14)
®dokanbHO-cermeHTapHbIi rmomepynoHedpuT 7*(7)
[pyrve nponudepaTtusHble rmomepynoHebputel | 12 (11)
Amunnonaos 11(11)
BonesHb OTNOXEHNA MOHOKIOHAIbHOIO 3(3)
MMMYyHOTNo6ynnHa
VIMMYHOTaKTONAHbIV roMepynoHebput 8**(8)
DPrUBPUNNAPHBINA rNoMepynoHedpuT 4** (4)
Heknaccuduuypyemble n3aMeHeHus 2(2)
Bcero 104 (100)

*BmecTe ¢ onucbiBEMbIM MaumeHToM; **cnyyau, knaccuduum-
pOBaHHblE 00 YILTPATPYKTYPHOro UCCNen0BaHus Kak apyrue
Mopddonoruyeckme Gopmbl rOMepyIoHEPPUTOB.
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AL-/AH-amumongo3oMm,  OOJE3HBIO  OTIOKECHMS
MOHOKJIOHAJILHOTO HUMMYHOITIOOY/IMHA (IIpEeUMyIIie-
CTBEHHO JICTKUX IICTICH).

Ces3p momepynonaruu ¢ XJIJI manbonee yOe-
TUTENbHO YaeTCs MOATBEPANTH, KOTJIa MOSBIAETCS
B-kJoH, cexpeTupyromui KprormoOynuHbl (KpHO-
roOynuuemus | nmm Il Thma) wiam HEKpHOIpeIH-
nutupytomuii MIg (MHTaKkTHBIN WM QparMeHTHl B
BHJIe CBOOOAHBIX 1emneil). [ToBpexxnenne KiryooIKoB
MOJKET BBI3BIBATHCS MPSIMBIM JIenIoHHpoBaHueM Mg
(mponudeparuBubiii I'H ¢ gemo3uramMu MOHOKIIO-
HaneHOTO IgG, mmmynorakrounnsrii ['H, AL-/AH-
aMUJION03, 60ne3Hs nenonupoBanus MIg), MoHO-
KJIOHAJIBHOTO KPHOIIOOyIuHa (KPUOTIOOYIMHEMH-
yeckuid 'H) wim apyrumu, HENpsSMBIMH TYTAMHU
(MBIIT'H 6e3 memo3utoB MIg U KpHOTIOOYIHHOB,
ONOCPEOBAHHBIA JU3PEryIsueld aabTepHATUBHOTO
Ty TH KOMIJIEMEHTA).

Ucnonp3oBanne CcBETOBOH, UMMYHOQIIOOpEC-
LICHTHOM, 3JEKTPOHHOM MHMKPOCKOIIMM U KJIMHHUKO-
7a00paTOPHBIX MOKa3aTesnel MO3BOJIAET TUATHOCTH-
poOBaTh  CIIEAYIOIIUE  KIMHUKO-MOpQoIornuecKue
BapuanTel MBIII'H, accouuuposannoro c¢ XJII:
1) xpuormobynmHemuueckuid ['H; 2) mpomudepa-
TuBHBIM I'H ¢ pgemo3utamMu MOHOKJIOHAJIBHOTO HM-
myHorooynuaa I1gGl; 3) ummyHorakrounnsiii I'H
¢ MOHOKJIOHaNbHBIME [gG-neno3uramu; 4) GpudpuI-
nsapHbiid ['H, npenMyiiecTBEHHO C MOJUKIOHAIbHbI-
mu IgG-nenosuramu; 5) C3-romepynonedpur [3, 4,
6, 13, 15].

Crnenyer OTMETUTh, YTO y TAIIMEHTOB C JIETIO3H-
tamu Mg B kimyOoukax (1o pesynbraraM UMMYHOQ-
moopecteHn) MIg B CIBOpOTKE (METOIOM UMMY-
Ho(uKcaIN) BBISIBIISICTCS HE Y BCEX, HO 4acTO OOHa-
pyXUBaeTcs HapyIIEHHOE COOTHOIICHHE CBOOOIHBIX
Herei K:A.

['momepynsapHble OpakeHHs, CBSI3aHHBIE C KPHO-
[JI00YTMHAMM, BBI3BIBAIOTCS MMMYHHBIMHA KOMILIEK-
caM¥ WIH MIPUCOEINHEHUEM MOHOKJIOHAIBHOTO KPH-
ormoOyliMHa K MECTHOMY WJIM BHEIIHEMY, OCEBIIEMY
paHee aHTUTeHY in sity, ¢ TOCIEAYIOIIEeH akTUBauen
kxomIieMenTa. KpuornmoOynuunemuueckuii MBIIT'H
nMeeT HEKOTOpble MOP(HOJIOrHIeCKHEe 0COOCHHOCTH:
HaJW4ue BHYTPUKAIWUIIPHBIX TPOMOOB, COCTOS-
LIUX U3 IPEHUITUTATOB KPUOTIIOOYIMHOB U NMEIOIINX
BUJI MUKPOTPYOUATBIX CTPYKTYp MpPHU DIEKTPOHHOMN
MUKPOCKOIIMH;, MaccUBHasi MHOUIBTpanus Kiy0od-
KOB Makpodaramu; BacKyJIUThl apTepuil MEIKOTO M
cpenHero kanuopa [29].

Ummynorakrounusii 'H — penkas ¢gopma T'H,
onHako B accouuanus ¢ XJIJI BcTpewaercs 3Ha4u-
tenpHO yate (8%), 6oee Toro — mpenMyIeCTBEHHO
pu XJIJI [30]. Jlmarno3 ycraHaBiuBaeTcs MpH JCK-
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TPOHHOM MHUKPOCKOIHH; YIBTPACTPYKTYPHBIM IPH-
3HAKOM SIBJISIIOTCSI OPTaHU30BAHHBIE IETIO3UTHI B BUJIE
MHUKPOTPYOOUeK (B OTCYTCTBHE KPHUOTIIOOYTNHEMHUH).
MuxkpoTyOyasipHble 1eM03UTHl MOHOTUITHBIC, UX UH-
TEHCHUBHOCTH CBsI3aHa ¢ KosinuectsoM MIg, cekperu-
pyemoro B-knetounsiM kionom (MIg npu ummyHo-
¢dukcanuu BeisiBISieTcsT B 63—86%). AHanoruvHbIe
MHUKPOTYOYJIsipHbIe 00pa30BaHUs HaXOJAT B arapare
lonpmku 37M0Ka9eCTBEHHBIX TUMGOIUTOB. B oTim-
gue oT kpuontooynuHoBoro MBIIT'H nns mmmyHO-
takrougHoro ['H He XapaktepHbl MakpodaraibHas
UHQHUIBTPALUS, TPOMOBI U COCYAUCTBIE TOBPEXKIIE-
uus [4, 30].

Huchynkuuio  T-muMdonuToB paccMarprBaroT
B KadecTBe npuunHbl passutus BMU/OCIC, koto-
pble HaxoAAT y yacTu 60mbHbIX ¢ XJIJI B oTcyTCcTBHE
kpuornoOynunoB u Mlg. Ilatorenes bBMU u ®CI'C
9acTo 00CyKIaeTcst BMecTe, KaKk BApPHMAHTOB MOJIOIIH-
TOTIATHH, W, KaK B ciydyae nepsuynoit BMU/OCIC,
JI0 KoHI]a He ToHAT. OCHOBHOM SBJSETCS THUIIOTE3a,
yro HC nmpu BMU/OCI'C sBisiercs pes3yiabraroMm
T-xneTounoit AWCHYHKIIMU C MOCICAYIOmEH TMpo-
JTYKIHeW IIUTOKWHOB, HApYIIAIOIINX TPOHUIIAEMOCTh
KIIyOOUKOBOTO (UIIBTpa, B TEPBYIO OYepellb, Mopa-
JKAIOMIMX TOAOIUTHI. MHOXECTBO MOJIEKYI SBJISAIOT-
csl KaHJHMJATOM Ha POJib (aKTopa MPOHHUIIAEMOCTH,
BBI3BIBAIOIINX JUCPYHKLIMIO MOJOLUMTOB, BKJIIOUYas
JTUMQPOKHUHBEI.

BMU/®CI'C acconumpyercsi peuMyIIeCTBEHHO
C OITyXOJISIMH, UCXOAAmuMH 13 B-kierok (94,4%), B
1-10 ouepenp, ¢ TuMpoMO XOMKKIHA (BCTpeUaeTcst
y 1% OonbHBIX), TO3TOMY BHUMaHHUE HCCIIE0BaTe-
Jieit coKycUpoBanioch Ha 3TOH Oone3Hu. beLio mo-
Ka3aHo, YTO YPOBEHb MHTepielknHa-13 npu amumdo-
Me XO/KKHHA TIOBBIIICH B HECKOJBKO pa3 [10, 32].
Taxoke obHapyxkeHno, yto C-maf — nHAYIUpPYONN
0eJIoK, MPEMNSTCTBYIONIMH B3aMMOJICHCTBUIO HE(QpH-
Ha ¢ THUPO3MHKHHA30H fyn, 4YTO MPUBOAMT K JI€30p-
TraHU3alluy IUTOCKeNeTa W CIUSHHUIO HOXEK IMOJ0-
IIUTOB, U30MpaTEIbHO TOBBIIMIAETCS B MOAOLUTAX U
B KJIeTKax bepeszoBckoro—Pun—IlItepabepra (kieTku
B-KJIETOUHOTO TPOUCXOKIEHUS, THCTOJIOTHYECKHUI
MpU3HAK JIUMPOMBI XOKKUHA) TOJIBKO T€X OOJILHBIX
muMdomoit, y koro amarnoctupoana bBMU/DCIC
[31, 32]. OrcyrcTBue 3dekTa OT CTaHIAPTHOM Tepa-
nuu HC npu mumdome XomKKuHA U OBICTPBIA Pe3YIib-
TaT IocJjIe Havaja CrenupuIecKoro JeUSHHs Oy X0JIn
SBIISIIOTCS] CHJIBHBIM apTyMEHTOM B TOJIb3y TOTO, YTO
37I0Ka4eCTBEHHbIE KJIETKH MPOAYLHUPYIOT TOKCHYE-
ckuit paxtop. Hapyiienus B mpoayKunu IUTOKHHOB
HaXOJISAT U MIPU HEXOKKUHCKHUX JINM(POMax, BKITFOYast
XJIJ1, Taxxe ocnoxkusromuxcss BMU/OCI'C. Moxket
nokaszarbcsa crpanHbiM, uTo BMU nu ®CI'C BecTpe-
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YaroTCsl B OCHOBHOM INPU B-KJIETOUHBIX OMMyXOJsX,
XOTsl Bce OOJIbIIE JaHHBIX B TOJB3Y AUCHYHKIUH
T-xnetok [23, 31]. OmgHako ciegyeT YYHUTHIBATH,
YTO B-KieTku urparoT BaKHYIO POJIb KaKk UMMYHO-
pPEeryasTOpHBIE KIETKH, TECHO B3aMMOJEHCTBYIOT C
T-kieTkaMu, aHTUTEH-TIPEICTABISIONUMU  KJIeTKa-
MH, CaMH Y4acTBYIOT B TIPOLIECCUHTE U MPe3eHTANN
AQHTHUIeHa, CEKPETHPYIOT IUTOKUHBL. 37I0KaYE€CTBEH-
Hble B-KJIE€TKM MOIyT IpOAYLHpOBAaTh CBOMH IIPO-
(Wb MUTOKUHOB, MO3TOMY COUETaHHAS AUCPYHKITUSA
T-xierok U B-KJIETOK MOXET paccMaTpuBaThbCsl Kak
OCHOBHOM (hakTop B maroreHeze BMU/DCI'C npu
B-xnerounsix onmyxomsax [23, 31].

B nwureparype omucano 17 ciaywaee BMU u 7
ciyqaes @CI'C (BMecTe ¢ HalIMM MalMEHTOM) TPH
XJUJI/numdome u3 Mansix tumdoruros [3-9, 11-15,
23, 33]. Huskas Bctpeuaemocts @CI'C, mo cpaBHe-
Huio ¢ BMMU, MoxeT OBITh CBsSI3aHa ¢ TUIIOUAarHOCTH-
ko ®CI'C, ocoOeHHO eciiu OMOIICHS BBIIIOJIHSIETCS
Ha paHHUX cTamusax Oonesnn. HC moxer mpemmre-
CTBOBaTh (32 3 MeC) TUArHOCTHUKE OITyXOJH, IOSIB-
nsaThCst onHoBpeMeHHO (50%) nm B Teuennn XJIJL.

B mamewm ciygae soxensriit HC (mpoteunypust 1o
32 r/cyTt, anbOymun 20 1/11, X01€CTepuH 9,8 MMOJIB/I,
PE3UCTEHTHbIE OTEKH CTENEHN aHaCapKH ) pa3BHIICA
gepe3 6 yer mocie nuarHo3a XJIJI, Ha dome mpo-
rpeccupoBanus omyxoiu. HedpoOuoncusi BesiBHIA
OCI'C co ckiepo3om 13% kmyOboukoB Ha (oHE cocy-
JUCTBIX U3MEHEHUN. DIEKTPOHHAS MUKPOCKOIHUS HE
BBINIOJTHSIIACH, TAK KaK MPH UMMYHOQII0OPECIICHIIH
He OBII0 00HAPYKEHO JIeTTO3UTOB Ig.

VY nanuenrta ObUla TONy4YeHA TIOJHAS PEMHCCHSI
HC na done neuenus purykcumabom. Putykcumad —
XHUMEpPHOE MOHOKJIOHAJIbHOE aHTHUTEJNO, CHEeIU(H-
yecku cBssbiBarorieecs ¢ CD20 na B-mumdonurax,
¢ nokazaHHoH 3¢ ¢exkruBHocThi0 mpu XJIJI. CBs-
3pIBaHNe puTykcumaba ¢ CD20 na B-mumdormrax
BBI3BIBAET JM3UC B-kilerok. B nuTeparype umeercs
OINMCAaHNWE KIMHUYECKUX CiydaeB 3()(EeKTHBHOCTH
putykcumaba npu pesucteHtHoM PCI'C. Onnako
CTOJIb OBICTPBIN APQPEKT Tepanuu, HapaBICHHON Ha
B-knerku, mosly4yeHHbI y Halllero nauueHTta, JaeT
OCHOBaHHE CYMUTaTh, YTO MPOU3OIIJIO BOCCTAHOBIIE-
HUE (YHKIMH TTOJIOLUTOB, TOCKOIBKY MPEKPAaTHIIACH
MPONYKIIMS 3I0KA4YeCTBEHHBIMH KIeTKaMu Hedpo-
TOKCHYECKOTO [UPKYIHPYIONIEro IUTOKMHA.

MemMOpano3Has HepomaTHsi BCTPEUACTCS MPH
XJUJI/numdome u3 mManbix uMdoruroB B 15-19 %
CIIy4aeB cpenu Apyrux roMepyionatuii [7-9, 15-22,
34]. IMapaneornactauueckass MH TunmudHO accoruu-
pyercs ¢ comuaabiMu onmyxonsamu [10]. Cnenytomime
MEXaHU3Mbl MOTYT YydacTBOBaTb B paszButuu MH:
1) oOpa3zoBanme MMMyHHBIX KoMmIiuiekcoB (MK) in

Situ, KOTIa aHTuTena o0pa3yloTcsl MPOTUB OITyXOJie-
Boro antureHa (Hanpumep I1CA), nokann3oBaHHOTO
B CyOSIUTENHAIEHOM POCTPAHCTBE, FIJTH TPOTHB T10-
JOIUTAPHOTO AHTUTEHA, UACHTUYHOTO WM CXOXKETO
C OIYXOJICBBIM; 2) CITOCOOHOCTEH OIYXOJCBBIX aHTH-
reHoB opmupoBath nupkynupytomme UK, ocenaro-
e 3aTeM B KIyOoukax; 3) BO3JeHCTBHE BHEUTHHX
(baxTopoB WK HAPYIICHHE HIMMYHHOU (YHKIINH, BbI-
3pIBalOIIME MapajuiensbHo omyxons u ['H [10, 31].

OTH K€ MEeXaHU3MBl MOTYT YUYWTBIBATHCS TIPHU
MH, accouuuposannoii ¢ XJIJI. Kpome Toro, pa3su-
tro MH B 3TOM citydae MOTYT CrtocoOCTBOBATh YCH-
JICHHE ayTOMMMYHUTETa BcCleCTBUE T-KIeTOYHOMN
JTUCPETYISALNY, THUIEPIIOOyIMHEMHUs, I[TMTOKUH-
00yCJIOBJICHHOE TOBBIIIEHNE KITyOOYKOBOW MPOHM-
maeMoctu [34].

Y dYacTu ManueHTOB CBETOONTHYECKH HAXOMAAT
arunuHyo (hopMy MeMOpaHO3HOW Hedpomartuu, a
MIPH YABTPACTPYKTYPHOM aHAIN3E — CyOSMTUTENHAb-
HBI€ JICTIO3UTHI, OPraHU30BaHHbBIE B MUKPOTPYOOUKH,
WIN B JIPYTUX CIy4asx — QUOPUILISIPHBIC JICTIO3UTEI,
COOTBETCTBYIOIINE KPUTEPUAM UMMYHOTAKTOHTHOTO
wm pubpumsproro I'H [6, 7].

AL-/AH--amunon1o3 Bcreuaercs npu XJLJI pexe,
9eM MOYKHO OBLITO OBbI OJKHIATh, YIUTHIBAS, 9TO 10 35%
6ompHBIX XJIJI MMeroT HapylleHHOE COOTHOIICHHE
CBOOOMHBIX JIETKHX Ieneil. Teopetmueckum o0OBsic-
HEHHEM MOXET OBITh TO, YTO KOJTMYECTBO CBOOOIHBIX
nene oOBIYHO yMepeHHOe, W KIOH B-kietok mpu
XJUJI vamie npoayuupyet kappa-iemnu, KOTopbie Me-
Hee amuonioreHHele, yeM lambda [25, 26]. Pexe
MoYeyHasi TaTONOTHA TMPOSBISIETCS TPU3HAKAMU,
XapaKTepHBIMU UIsI  OOJIe3HM OTIoKeHus MIg
(MIDD) unmu Randell-tuma otnoxenus Mg [4, 7].

Octpoe noBpexaenne moyek (OINI) — Hepeaxoe
ocnoxkuenne npu XJIJI, Bctpewaercs B 7,5% Ha Mo-
MEHT auMarsosa u euie B 16,2% B TeueHue 00ye3HU
[35]. IMarorenez OIIIl MoXkeT OBITH Pa3TAIHBIM.
IIpuunHOl, HemocpencTBeHHO cBs3aHHON ¢ XJIJI,
SBJSIETCS. MHQWIBTPAINS TTAPSHXUMBI OIYXOJICBBI-
MU JTUM(OIMTAMH, KOTOpas Mpu OOBIYHOM MOpdo-
JIOTHYECKOM HCCIIEIOBAaHUH HMMEET MHOTO OOIIEeTo
C OCTpBIM TyOYJOWHTEPCTUIIMATBHBEIM HEPPUTOM
(OTHH) [4]. B monp3y omyxoieBoro HHGWIbTpa-
Ta CBHUJIECTEIHCTBYIOT OOJBIINE CKOIUICHHUS MajbIX,
MOHOMOP(HBIX JTUM(OIUTOB; TUATHO3 MTOATBEPKAA-
eTCSl WJIN UCKJIIOYAeTCs] TPU MMMYHOTHCTOXHMHUYE-
ckoM okpamuBanun Ha CD3, CD20, CD5 u CD23.
OnyxoneBas uHuisTpaus B 44—90% ciydaeB BbI-
SIBIISICTCS HA ayTOTICHH, OJIHAKO TIPH KU3HU Harie oec-
cumMnToMHa. HecMoTps Ha TO, 4TO MOKa3aHUSAMU IS
He(poOHoTicun y ommchiBaeMbIX O0ombHBIX ¢ XJUJI,
KaK y)ke orMedanoch, 6put HC wmm nesicaas OIII, B
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JUTEepaType UMEIOTCS MEHEE JIBYX JIECATKOB CIIy4aeB,
KorJia MHQUIBTPALUS SBJSUIACh TIIABHOW NMPHYUHOM
noyeyHoi maronoruu [3]. Hdpyrue moTeHIMaNbHBIE
npuuuHbel OIIIl — KoHTpacT-WHAYIMpOBaHHAsA He-
¢ponarua (KMH); cunapom nu3uca Omyxoniu, TOK-
CHYHOCTHh XMMHOIPENapaToB, OOCTPYKIHS MOYETOU-
HUKOB YBEJIMYCHHBIMU TUM(DaTHUSCKUMHU Y3IIaMH.

B namem ciiydae y manueHTa B MEPHOJ MaKCH-
ManbHOU Tiporennypud (32 1/24 u) ormeuyena OIIIT
Il craguu (AKIN). HccnegoBanue nedpoduonrara
(Onorcus, BeITOIHEHHAS 1TOCJIE BOCCTAHOBJIEHHUS T10-
4yeyHoi (QyHKIUHM Ha (oHE JIeUeHHs] PUTYKCUMAOOM,
Ho coxpausrommmcs HC), momumo ®CI'C, mokazaio
HaJuuue CIabOBBIPAKEHHOTO JTU(PY3HO-04aroBOro
HWHTEpCTUIHANBHOTO (prbpo3a Ha (PoHE 3HAYUTEIIb-
HO YTOJIIEHHBIX CTEHOK apTepHOI, apTePUid MEJKO-
ro kKanulpa W cpefHero kajaulpa, 4To coriacyercs
C JUarHO30M TUIMEPTOHUYECKON OO0Je3HH, a TakKke
MPU3HAKKA MYIBTH(OKATBLHOTO OCTPOTO TIOBpEXk/ie-
HUSl KaHAJIbLIEB B BUJE yTPaThl SIUTEIHUEM IIETOY-
HOH KaliMbl 1 YaCTUYHOI'O YIUIOIIECHHUSI KJIETOK, TEHE3
KOTOpPOTO OCTaJICSl HE BIOJHE SICHBIM. [Ipenmomnoxu-
TEIBHO OCTPOE TMOBPEXKJICHUE SIUTENNs KaHAJIbLIEB
MOTJIO OBITH BBI3BAHO MAaCCHUBHOW IMPOTEHMHYpHEW B
COYETAaHNU C pelyKIueil KpoBOTOKa (apTepuosio- U
apTepUOCKIIEPO3), YTO MPUCYTCTBOBAJIO Yy HAIIEro
MaIlMeHTa U ¢ YeM MbI Ha MPaKTUKE HEPEIKO BCTpe-
yaemcs. C APyroi CTOPOHBI — MOBPEKACHUS MOIIU
OBITH CIIPOBOIIUPOBAHBI UIIEMHUEH TOYKH, TOCKOJIBKY
y TalueHTa ¢ MpeACyIeCTBYIONEH penyKIiueil Kpo-
BOTOKa HEJb3s UCKIIIOUUTH JIOMOJTHUTENBHBIN (hakTop
TUIOBOJIEMHUH B MEPHOJ TSHKEIOT0 M PE3UCTEHTHOTO
K TUypeTHKaM OTE€YHOTro cHHApoMa. Jlanee manueHTy
BeimonHs1ach MCKT OpromniHo# mMoIOCTH U TPYIHOM
KJIETKH C BBEJCHHEM PEHTTeHOKOHTPACTHOTO IIpe-
napara (npodunaktuka KMH mpoBoaunacs B BuUze
nHOY3UH Qu3pacTBopa JI0 U MOCIE HCCIEIOBAHUS,
npueMa aneTUIIUCTEHHA), 9T0, 0e3yCIOBHO, MOTJIO
651Th MpuunHOil OIIII.

Cranmaptom Tepanuu XJIJI y oTHOcUTEIbHO MO-
JIOABIX TAIMEHTOB C XOPOIIMM COMAaTHMYECKHUM CTa-
TycoM siisiercst pexxuM FCR (dmynapabun, nmkio-
docdan, puTKycrmMab), KOTOpBIH sBIIsieTCsS Hanbomee
3G PEeKTUBHBIM, OTHAKO (UIyTapaOH MOXKET OKa3bl-
BaTh BBIPAXCHHOE UMMYHOCYTPECCUBHOE JEHCTBUE.
[Ipenapar na 40—60 % BBIBOIUTCS MOYKAMH, MTOITO-
My TIPU CHIXKEHUH CKOPOCTH KITyOO4KOBO# (hrbTpa-
LMY TIPOTUBOIIOKAa3aH M3-32 YCUIJIEHUS! TOKCUYHOCTH;
ONTHMAJIbHBIM BBIOOPOM Tepamnuy B TAKUX CIydasx
sBisgeTcs cxema BR (GermamycTuH + putykcmumao).
Jl1st i IpeKIIOHHOTo BO3pacTa NEpBOW JIMHUEH Te-
panuu SABJISIeTCA XJIopamMOyLWi, WCHOJIB3YIOT TaKxkKe
Oonee addexTuBHBIE 0€3 YCHUJICHUS TOKCHYHOCTH
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cxembl Chl-R (xmopamOymmn + putykcumal) win
FCR-Lite. [lo moka3aHusM Ha3HAYaKOTCS JAPYTHE,
OCHOBaHHBIE Ha puTykcumabe, pexumbl: R-HDMP
(puTykcruMab + BBICOKHE J03bI METHOIPETHU30JI0-
Ha), R-CD (purykcumad, nukinodocdan, nexcamera-
30H/mipearn3onoH), R-CD ¢ jgoGaBiieHueM BHUHKpPH-
CTHHA U T.JI.

[To manubiM nuteparypsl, pu MBIITH sddek-
TUBHBIMH (C TMapauIeIbHONW I'eMaTOJIOTMYecKOn pe-
muccuerr u pesomonuerr HC) ObUTH pEXKUMEI, CO-
JepKalye ankuiaupyoomue mpenaparsl: R-CD (£
BUHKPUCTHH), MOHOTEpAIUs XJIOpaMOyLIHJIOM WIN
xynopam6Oy1 + crepoussl, Chl-R. Taxke ormedeno,
YTO MPU MOHOTEPANUU PUTYKCUMAaOOM MJIM COYeTa-
HUHM PUTYKCHMaba C KOPTHUKOCTEpOUAaMHu SPQeKT
HaOmofaIcs y MEHbIIeH YacTu marueHTos [3, 4, 7].
Bceem nanpenTaM HazHa4aJIMCh MajloCcoOJIeBas AHETa,
nuypeTtuxu, u-Alld.

Y 6ompaBIX ¢ XJIJI ¢ BMHU ucnonp3oBaiuch pas-
HBIE CXEeMBI JICUeHUs: pUTYKCUMal + MpeTHU30JI0H,
MOHOTEpanusi B BHIE OOMHYTy3ymaba (TyMaHH3U-
pOBaHHOE MOHOKJIOHaJbHOE aHTUTeno Kk SD20) win
XJopaMOyIHa, pUTyKcuMaba, mpeaHu3oiona [3, 4,
23]. Pemuccun HC Obiv osTyueHbI y BCeX OONBHBIX,
OJTHAKO MpPH MOHOTEPANUU MPETHU3OJIOHOM 4Halle,
YeM Ipu crenuduyueckoi 1 KOMOMHHPOBAHHOM Tepa-
MUY, pa3BuBaIMCh peunaussl (77,8 u 25% cooTBet-
CTBEHHO) [23].

[Momunas pemuccus OCI'C, cormacHO MpeabITy-
UM HAONIONCHUSM, OTMEUYajach MPU KOMOUHHUPO-
BaHHOU Tepanuu 1Mo cxeme FCR [5]. B namem cirygae
pesomionuss HC Obina monyuyeHa mpu MOHOTEpanuu
puTykcumaboM depe3 8§ Mec OT Hadaja JIeueHus], Ha
(boHe HOpMaNM3aIUY Yuciia TUM(OIUTOB.

[Ipu neyennn MeMOpaHO3HON HedpomaThu, ac-
couuupoBanHoii ¢ XJIJI, ormeueHo, yTo Haumbonee
aKTUBHBIM TIpernapaTom OblT (rrynabaprH, KOTOPHIH B
HacTosIIIee BpeMs peKOMEHI0BaH Kak Ipernapar mnep-
BOH JIMHUHM TIPH 3TOM 3a00jeBaHuu [34].

B nenom, enuHuYHbBIE HAOMIONECHNS U aHAJIH3 BCEX
OIyOJIMKOBAaHHBIX CIIy4aeB CBHJIETEIbCTBYIOT, YTO
arpeccuBHas XUMHUOTepanus ABJseTcs Hanbosee 3¢-
(eKTHBHOM, YTOOBI MHAYIIMPOBATh MOJHYIO U TPO-
nomkurenbHyto pemuccuto HC, cBsazannyro ¢ XJIJI
[3-5,7, 10,21, 23, 34].

SAKJIKOMEHUE

s XJIJT xapakTepeH HIMPOKHNA CHEKTp Moved-
HbIX mopaxkenuit, 1 ®CI'C — penkas popma rmome-
PYJIONaTHH, aCCOIIMUPYEMasi C 3TUM BUIOM OITyXOJIH.
Pazsutne ®CI'C npu XJIJI He sBnsgercs ciydaiiHo-
cThio, yunThiBas nosieienrne HC na ¢one mporpec-
cuposanust XJIJI. ITapannenbHas perpeccus Onyxoiau
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n HC Ha ¢oHe Tepanuu puTykcMMaOOM, HaIllpaBiieH-
HOM Ha 3710Ka4e€CTBEHHBIEC KIETKH, SIBIISIETCS KOCBEH-
HBIM, HO YO€IUTEIbHBIM apTyMEHTOM B IOJIB3Y TOTO,
YTO CEKpEIHsi TOKCHYECKOro (pakTopa OmyXoJIeBbIMH
KJIETKAMU MOXET OBITh MPUYMHON IUCHYHKIMH M
MTOBPEXICHUS TOIOIIMTOB, a MPEeKpalleHne CHHTe3a
TUM(OKMHOB TI0]] ISHCTBUEM TIperiapara IMpUBOIUT K
BOCCTaHOBJICHUIO (DYHKIINH TTOIOLIUTOB.
Hedpobuoricus npenocrapiser BaKHY0 HHPOP-
MaIiio, 0COOEHHO B CITy4asX MOYEYHOH MaTOJIOTHH,
nporekarommx ¢ HC wmm OIII1, mo3Bomstonryto nc-
KIIOUUTh ¥ 00mbHBIX ¢ XJIJI moTeHImanpHO TOKCH-
YeCKYI0 U 00bIYHO Hed(P(HEKTHBHYIO B 3THX CITydasx
CTaHJAPTHYIO TEPaNuIo IJIOMEPYJIOHEPPUTOB H C
y4eTOM HAKOIUIEHHOTO MEXHAIIMOHAJIBHOTO OIbITa
IIPOBECTHU B COAPYKECTBE C FeMaTOIOraMU CHEI(H-
YEeCKOE JICYCHNE C ONTHUMAILHBIM PE3YJIbTaTOM.
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