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Ypmurapuvle gvicoinanust mozym 6vims nepeblm nposeieHuem paiuitbix CUcmemMubIx 3abonesanui. B uacm-
Hocmu, cunopom LLIHuyiep — 5mo KOMNAEKCHAs RAMONO02US, BKIIOYAIOWAS. XPOHUUECKVIO KDANUBHULY, MOHO-
KIOHanvHyto IgM-eammanamuro, 60nu 6 Kocmax u opyeue KiuHudeckue cumnmomsl. Mot nabmooanu 3 601b-
HbIX (2 myorcuun u 1 dicenuuna) ¢ maxoti namonoauetl. Imo nepeoe onyoIuKo8anHoe HabIwoeHue CUHOpoMa
nuynep 6 Poccuu. Knunuueckuii ouaenos cunopoma LLHuynep Obii noOmeepicoer sucmonoeuieckumi u
nabopamoprvimu uccnedosanusmu. Credyem ommemums, umo y 1 60161020 Obl1 XOpowiuil Omeem na jeuenue
NeIOKCAYUHOM U pUMYKCUMAOOM, a Y 2 Opyeux YiyuuleHue Hacmynuio Ha QoHe SMUMUHAYUOHHOU Ouemal.
Kpome mozo, y amux 08yx nayuenmos mvl HAOM0OAU cunepumMmyHo2iooyiunemuro E — gpenomen, komopuwiii
He bblL onucan y 6onbHbIX ¢ cunopomom LLInuynep 6 iumepamype 00 HACMOsUE20 BPEMEHU.
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Urticarial skin lesions can be the first manifestation of various systemic disorders. Schnizler syndrome (SS)
is a rare systemic disease that includes chronic urticaria, monoclonal IgM-gammapathy, bone pain and oth-
er clinical presentations. In this report, we present two patients with diagnosed SS. This is the first recorded
observation of the syndrome in Russia. The patients are males of the same age group (47- and 50 years old).
The clinical diagnosis of SS was confirmed by histological and laboratory studies. It is of interest, that one
patient had a good response to the treatment with pefloxacin and rituximab while the other experienced
improvement on elimination diet. In addition, we observed hyperimmunoglobulinaemia E in one of patients
with SS, the phenomenon that has not been described in world literature so far.

Key words: monoclonal gammapathy,; Schnizler syndrome; urticaria; pefloxacin; rituximab; hyperimmuno-
globulinemia E; diet.

Cunapom Ulaniyiep (CLI)—penkoe 3a0oneBanue, K- Ienaro- U CIVICHOMETaNus, yBeJIHIeHHE TUM(paTHICCKUX
HUYECKMMH U JJa0OPATOPHBIMHU MIPOSIBICHUSMH KOTOPOTO  Y3JI0B, JIEHKOLNTO3, HoBbIIeHHE COD, apTpanrus/apTput
SIBIISTIOTCST YPTUKAPHAS CHITb, 00JTh B KOCTAX, TUXOpaaKa, ¢ MOHOKIOHambHas IgM-rammaratas [1]. Ero oTHOCST K
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ayTOBOCIIAIUTENBHBIM  3a00JIeBaHH-
siM. CHHApOM OBLT BIIEPBBIC OMHCaH
¢paniysckum gepmaroiorom Liliane
Schnitzler 8 1972 1. [2]. Ommcano
oxono 200 ciygaeB 3aboneBanus [1].
MHorue aBTOpbl Al JUAarHOCTHKU
CII pexoMEHIYIOT WCIONIb30BaTh
kputepun D. Lipsker u coasr. [3].
Jnst nedeHust MPUMEHSIIOTCS CIIey-
IOUIMe TPYNMBl MpenapaToB: aHTH-
TMCTAMUHHBIC,  TPOTHBOBOCIIAJIHU-
TeNbHbIEC, DIIIOKOKOPTUKOCTEPOUIbI,
nMMyHOcynpeccuBHble. Ho Bo MHO-
I'MX CIydasX IepeduciIeHHbIe Mpe-
naparbl OKa3bIBAIOTCSl HEIPPEKTHB-
HBIMH | JIAI0T CEepbe3HbIe TTOO0YHBIC
addextel. HoBbIN TepaneBTHYeCKUi
MOAXOJ, C MCIHOJIb30BAaHUEM AaHTAaro-
HHUCTa PELENTOpOB MHTEepieHKHHa- 1
(IL-1) — anakmHpa TMOKa3al CBOIO
3¢ HEKTUBHOCTD B TOCTIKEHUH KOH-
TPOJIsI HaJ BCEMHU IIPOSBICHUSIMU
JIaHHoro cuHIpoMma [4—6]. B HekoTo-
pBIX chydasx HaOmromancs dpQext
IpU  Teparmu LUKJIOCTIOPHHOM A
[7], nednokcarmaoM [8] U puUTyKCH-
Mabom [9]. OnHako mpu mpekpare-
HUM TIpHeMa yKa3aHHBIX MPENapaToB
00BIYHO IPOUCXOAUT peruaus. Kpo-
M€ TOTO, B JPYI'MX HCCJICAOBAHUSIX
TIOJTyYEHBI IPOTHBOPCUUBBIEC PE3YITh-
TaThl TAKOTO JICYEHHs, 0COOCHHO NIPU
MpUMEHEeHNH puTykcumada [10, 11].
[pumepno y 15-20% OombHBIX
CII gepe3 10-20 ner pa3BuBaeTcs
mumMponpormdeparnBHOe 3ab0eBa-
aue [1, 12], a Takxke AA-aMHAIONI03.
B mactosmieit myOonukanud Mbl
npencrasmsseM 3 cioydas CHI: y 1
0OJILHOTO MBI MOJMYYHJIM XOPOIIMH OTBET HA KOMOWHU-
POBaHHYIO TEpAIUIO PUTYKCUMAOOM U MeIOKCauHOM,
y 2 Apyrux — HaOJIOAaIN MHTEPECHBIC KIMHUYECKUE U
naboparopHble 0COOCHHOCTH TeueHHs 3aboiieBaHus U
MOJIOKUTENbHBIN 3G HEKT HMMMUHALIMOHHON AUETHI.

Knunuueckoe nadarooenue Ne 1

Bonwsuoit A, 42 ner, pycckuii, anarso3 CI 6611 ycranoBiIeH
B 2007 1. B Bo3pacTte 36 jeT. XpoHHUYecKkas KpanuBHULA, PEKYypPPEHT-
Has JIMXOpajika U 00JM B KOCTIX OTMedeHs! ¢ aexadps 2004 r. Bonb
B KOCTAX OblTa HanOoliee BBIpaKeHA B 0OJIACTH TOJICHEH U TIpearuIe-
ynii. JlaHHBIE CUMIITOMBI TIEPBOHAYATBHO OBLTH PACIIEHEHBI KaK Xpo-
HUYeCKasi KpanuBHUNA (pHc. 1), ¥ TaNUeHT NoyJa JeueHne aHTu-
THCTAaMHHHBIME ITpenaparamu 0e3 s dexra.

Pesynbrarsl 1abopaTopHbIX HccienoBaHuil: noseimenne COD
(36 mm/9), obmero IgM (5,6 1/1), NEHKOIUTO3, TOIOKUTEIHHBIN
C-peakruBHblit Oenok (CPB). Dnekrpodopes3 ChIBOPOTKM BBISBUI
MOHOKJIOHAJIbHYIO raMmanaruio kK-uenu IgM (4,7 r/n) u A-nenwm IgG
(cmensr). Kaknx-mn6o u3MeHeHHH B ypOBHE KOMITJIEMEHTA HE HaOII0-
nanock. KpnormoOymuuer, ANCA, ANA, aHTHTEa K KapJHOIHUITHHY
He 0OHAPYKCHBI.

B cBsI3u ¢ COXpaHAIOMUMHUCS YPTUKAPHBIMU BICBIITAHUAMHU IIPOH3-
BeJieHa OHoTIcHs KOXKH (pHc. 2). brorcus koctHOTrO Mo3ra crienudude-
CKHX MPHU3HAKOB MOPAKEHHST KOCTHOTO MO3ra He BBISIBIIIA, TaK e Kak 1
peHtreHorpadwsi, racTpOCKOI s 1 KosloHocKomvst. [TocTanen auar€os
CIUI n HazHaueHO JieueHue NpeqHn3010HoM (30 Mr B JIeHb) BHYTPb.

Puc. 2. Tor xe 60abHO . ['mcTomopdonorus ko-
xu. I'mcromopdonorudecku ObLI BBISABICH THIIEp-
Keparo3, CIOHTHO03, aTpodus SMHISPMHUCA, CKIEPO3
JIePMO-3ITH/IEPMAIBHOTO CTBIKA C TIEPUBACKYIISIPHBIM
oTexoM. B mimybokux ormenax JepMbl BUIHBI MEJIKHE
(oKychl IPOXYKTHBHOTO BacKynuTa. OKpacka rema-
TOKCUJIMHOM U 303UHOM. YB. 200.

Puc. 3. boasnoit U. Cuagpom LHuep. YpTukapHble BHICHIIAHUS Ha TPyad (a) U KOHEU-
HOCTSIX (0).

ADCONIOTHOE KOJIIMYECTBO HEHTPOMHIOB Mepesl HavajIoM JIeYeHus Co-
craswio 10,3 ¢ 10°/11. B nauane sieuenust ObUTa JIOCTUTHYTA KPATKOBPE-
MEHHasl PEMUCCHS], 3aKIIOYAIOIIAsACA B 3HAYMTEIBHOM YIy4IICHHH CO
CTOPOHBI KOKHOTO ITOKPOBA, YMEHBIIIEHNH OOJIH B KOCTSIX M ICUE3HOBE-
HUH JIMXOPAJIKH, 4TO MO3BOJIMIIO CHU3HUTB JI03y MPEIHU30I0Ha 10 20 M
B JICHb C NOCJICYIOIIMM JJOOABICHUEM K TEPAIUN T'HIPOKCHXIOPOXUHA
B 03¢ 400 mr B ieHp Ha 6 Mec. Ho Ha (oHe CHMKEHUS O3Bl TIpe-
HM30JI0HA YKA3aHHbIC CUMIITOMBI TTOSIBHJINCH BHOBb, UTO TIOTPEOOBAIIO
norcka 6omee 3G HEeKTUBHBIX U OE30I1aCHBIX PENapaToB.

[Nanmenty ObLT Ha3Ha4eH cynbdacanazuH 0e3 Kakoro-muoo 3¢-
(exra, a 3areM nediokcaH B 103e 1200 Mr B JeHb, YTO NPUBEIIO
K YMEHBIICHHIO yPTUKAPHBIX BhIChManuid. B 2010 . B cBs3u ¢ pa3-
BUTHEM TOJIMHEIponaTyy (110 pe3ynbraTaM deKTpoMHorpaduu: mo-
JHHEHPOIIaThs ¢ IOpaKeHHEM IMepH(EepUISCKUX TyBCTBHTEIBHBIX
BOJIOKOH CMEIIAQHHOTO THIId; MOTOPHAsi HEBPOIIATHS C ITOPAKECHHEM
n. tibialis) x nednokcanuny u npearn3oiaony (800 mr u 10 Mr B 1eHb
COOTBETCTBEHHO) OBLT J0OaBIIEH pUTyKcuMal B 103e 2 T, a 3ateM 1 T
KaXKJ[ble 6 MEC C IOYTH MOJIHBIM Pa3pelIeHHeM CHMIITOMOB, YIIyd-
IIEHWEM KavyecTBa XM3HH TAI[NeHTa, OTMEHOH IPEeIHU30JI0Ha, HOP-
Manu3anueil 1abopaTopHbIX MOKa3aTeNei, BKII0Yas yMEHbIICHHE
CeKpenuy naparnporenHa. boipHOM| 10 cux mop npedbIBaeT B COCTO-
SIHUM PEMUCCHH TIOCIIE 2,5 JIeT JICYeHHSL.

Knunuueckoe nabaooenue No 2

boanwuoit U., 50 ner, pycckuit. Jlnarno3 cunapoma Luuiyiep
6611 ycranosieH B ¢espainie 2013 1. C xorna 2007 T. OH IpebsBIISII
JKaJo0bI Ha 3y/sILIKe YPTHKapHbIe BHICBIIAHUS HA Koxke (puc. 3, a, 0),
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Puc. 4. Tor xe 6 0abHO U ['mcromopdonorus xoxu. OparmeHt
KOXKM C THIIEPKEPAaTO30M, HEPABHOMEPHBIM aKaHTO30M. B BepxXHHX
OT/IeNIaxX JIepMBI PhIXJIasi HepUBacKyIsIpHas HHOUIBTPANS U3 Mel-
KUX JTUMQOUTHBIX KJIETOK C IPUMECHIO IIa3MOLMTOB, THCTHOLIUTOB,
HEUTPODUIBHBIX rpaHynonnToB. Kapruna HeHTpopHILHOTO HepMa-
T03a. OKpacka reMaTOKCHIMHOM H 303HHOM. YB. 200.

Puc. 5. boasuasa b. Cuaapom LHummep. YpTukapHbIe BBICHITA-
HUsl Ha KOHEUHOCTSIX.

00JIb B KOCTSX (B 00JIaCTH TIPEAIICYHid, TUIeY U TOJIeHEH ), ctaboCTh,
MOTJIMBOCTb, YBEJIMYCHHUE TUM(ATHIECKUX Y3JIOB U JIMXOPAJIKY.

Panee on HaOmonancs y JepMarTolIoroB ¢ AWarHo3aMu "KparmuB-
Huna" u "amnepruueckuit nepmartut”. IlanmeHTt momywan nedeHne
AQHTUTHCTAMUHHBIME TIperiapaTaMyd U aHTHOMOTHKaMU 0e3 KaKoro-
00 MONOKUTENBHOTO ddekra. bonpHON o0pamian BHUMaHUE Ha
MOJTHOE pa3pellieHre BBICHIAaHUI Ha KOXe Ha ()OHE CTPOTroH -
MHUHALUOHHOHN TUETHI B TeUCHHE 1-2 Heam, KOTopas 3aKiIoYanach B
UCKJIIOYEHHH OCTPOTO M XKAPEHOTo, a TaKke (GPyKTOB U NPOLYKTOB,
coziep KalUX pa3iIMYHbIe MuIeBble fo0aBku. [lanuenT mor ymorpe-
OnATh TONBKO XJ1eO O6e3 100aBoK, KapTodeib, puc, HeoOpaboTaHHBIE
371aKH, MakapoHbI W3 NIIeHHUNb! (0e3 sMI]), pacTHTEIbHBIE Macia,
CBEXEe MOJIOKO, KpeM 0e3 CTaOMIN3aTopoOB, HATYPalIbHBIA HOTYPT,
Geutblii chIp, HEOONBIOE KOIUUECTBO chipa ["ayna, cBexee Msco Oe3
IIPUIIPAB, JIIOOBIE OBOIIH, COJb, JYK, 3€JCHBII JIyK, MHHEPAIbHYIO
BOY, Koe, YepHBIH 1 3eJIeHbli Yait (6e3 100aBOK).

[To pe3synbTaTamM 1a00PaTOPHBIX UCCIIEOBAHUN OBLIN BBISIBICHBI
neiikoruTo3, noseimeHne COD (25 mm/a), CPB (25mr/1), obuiero
IgM (5,1 r/m), obmero IgA (277 EJl/mi), peBmatonanoro daxropa
(436 EJl/mm), pubpunorena (7,85 r/m) n Hanuaue MOHOKJIOHAJIBHOM
rammanatuu K-enu IgM (5,7 /1), KpuornoOynuHe! 1 ayToaHTHTeIa
(anti-DNA, ANA, ANCA, anti-cardiolipin, anti-C1q) He oOHapyxe-
Hbl. KOHIIEHTpanuy ChIBOPOTOYHBIX KOMIIOHEHTOB KoMruiemenTa C3,
C4 Taxoke ObUIM B IIpeJiesiax HOPMBL. BHYTPHKOKHBIH TECT ¢ ayToJI0-
THYHOH CBIBOPOTKOM OBLT OTPUIIATEIEHBIM.

C 2011 no 2012 r. y manyeHTa MoCTOSIHHO HAOIONANICS BBICOKHUIT
yposeHs obmiero IgE. Ero cpennee 3Hauenue coctanmio 2000 ME/mit ¢
TeHJIEHIMEH K MOCTENEHHOMY CHIKEHHMIO. B To ke Bpems y manueH-
Ta He OBUIO aIepruy B aHaMHe3€e U ypoBeHb crenuduueckux IgE
Pa3HBIM ajepreHaMm ObLT B Ipesienax HopMbl. Kak u B IpepIymemM
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Puc. 6. Ta sxxe 6 015 Ha s1. ['ucromopgonorus xoxu. B nepme Bua-
HbI NIEPUBACKY/IAPHbIE MH(UIBTPATHI, COCTOSIINE U3 JTMM(OLUTOB,
Makpo(haros, MIa3MaTHIECKUX U TYIHBIX KieTok. CKiIepo3 Koyiare-
HOBBIX BOJIOKOH JiepMbl. Mop(osioruueckas KapTHHa XPOHHYECKOTO

nepmarura. OKkpacka reMaTOKCHIIMHOM 1 203uHOM. ¥YB. 100.

'y’

ciydae OblIa IpOBeAeHa OUOICHS KOKH U MPH MHUKPOCKOIIMYECKOM
HCCIIEI0BAaHUN OBUTH XapaKTepHbIE IPU3HAKH HEHTPOQHIIEHOTO Jiep-
maro3a (puc. 4). Kommbrorepnas tomorpadust u Y3U nmo3sonmim
00HapYXUTH JIMM(paJICHONIATHIO U TelaTOMErajInio. BrImomHuB pas-
JUYHBIE UCCIEN0BAHMS (TaCTPOCKOIHNIO, OHOTICHIO KOCTHOTO MO3Ta,
peHTreHorpauio), Mbl HCKIIOUMIM PACIPOCTPAHCHHBIC AYTOUM-
MyHHbIe, HH(EKIHOHHBIE, TeMaTOJIOTHIECKHE 3a00JIeBaHMs, acco-
[IMUPOBAHHBIE C KPAMBHULICH. BONbHOMY OB MOCTABIICH HArHO3
cunpoma [Inunmep.

C camoro Hadana 3aboseBanus B 2007 . manyeHT moxyyan pas-
JIMYHBIC JIEKAPCTBEHHBIE Mperaparsl, BKIIOYAsi aHTUTHCTAMUHHBIC,
AQHTHOMOTHKH, HECTEPOUAHBIC MPOTHBOBOCIAIUTEIBHEIE CPEACTBA
6e3 kakoro-mubo sddexra. bonee Toro, nmpuMeHeHHE MOCIECAHHX
TIPUBOJIMIIO K 000CTPEHNIO KPATHMBHHUIIBL.

B urone 2013 1. ObLIO HAYATO JICUCHHE, BKIIOYAIOIICE HIMMHUHA-
LUOHHYIO HeTy, peradanun 300 mr B neHb, neduokcanua 800 mr
B JICHb B T€UEHHE 3 HEZ C MOCIEAYIONIEH dYMIIMPUIECKON Tepanuei
npeanu3010HoM 500 Mr B IeHb, IapEeHTEPaIbHO, B TeUCHHUE 3 THEH,
YTO TPHUBEJIO K MOYTH ITOJTHOMY Pa3peIIeHHI0 KOXHBIX CHMIITOMOB,
3HAYUTEIIBHOMY YMEHBIICHHIO OOJIH B KOCTSX M UCYE3HOBEHHUIO JIH-
XopajKu. AGCOIIOTHOE KOJIMYECTBO HEHTPO(MIIOB Tepes HadaaoM
nedeHust Obw10 paBHO 9,5 ¢ 10°/1. IperaGanun ObLI HA3HAYCH He-
BPOJIOTOM B CBSI3U C KJIIMHWYECKOW KapTUHOW M JaHHBIMH JIEKTPO-
MHOTpaduH, YKa3bIBAIOIMMU Ha MOJHHEHPONATHIO C MOPaKEHUEM
CEHCOPHBIX BOJIOKOH.

Knunuueckoe nabnooenue Ne 3

Bonsuasa b., 49 nert, pycckas. [uarnos cunapoma Ilauiyiep
ObL1 ycTaHOBIEH B HOsiOpe 2013 T. B KIIMHMKE KOXKHBIX U BEeHEpHUe-
ckux 6onesneit [IMI'MY um. .M. Ceuenosa. C 2000 1. oHa mpeas-
SIBJISLIA JKaoObl Ha IMOSIBJICHUE 3YASIINX YPTUKAPHBIX BBICHITAHUI
Ha KO)Ke, aHTHOOTEKOB BEK, Ty0, Topia, a Takxke 0oieil B MeIKHX Cy-
cTaBax KHcTel u cton (puc. 5). bonbHast orMeuana obocTpeHue mna-
TOJIOTHYECKOTr0 Iporiecca Ha GoHe morpemmHocteii B auere. Habimo-
Jlanach y JAEpPMarojiora ¢ AMAarHo30M "XpOHMYECKas KpamuBHUIA'.
C anpens 2013 1. oTMEYaJIOCh BBIpAXKEHHOE 000CTpEeHUE OOJIC3HH,
©)KCJHEBHOEC TMOSIBIICHUE BBICHIIIAHUI HA MECTaX [UTUTEILHOTO ClIaB-
neHus (PEMEIIKOM CyMKH, 00YBbIO), YCHIICHHE aHTHOOTEKOB. AJliep-
TOJIOTUYECKUH aHaMHE3 He OTSTOIICH.

Tlo pesynbraram 1a00OpPaTOPHBIX UCCICAOBAHHIN, MPOBEICHHBIX B
teuenue 2013 r., BesBiaeHsl noseimenne COD no 35 mm/u, PO 1o
43 EJI/mi, m1r0Ko3bI 10 6,6 MKMOJB/J, TNIHKAPOBAHHOTO TeMOTIO0H-
Ha 10 6,3%, D-aumepa no 3,36 mxr/mi, ¢pubpunorena no 6,7 /i,
CHIDKEHHE TeMornobuna 10 116,4 r/i.

C 2002 r. y GonbHOI HaOIMIONANCS BHICOKHH ypoBeHb obruero IgE
(64 ME/M 82002 1, 58,4 ME/Mn B 2011 . ipy Hopme 4455 ME/mit, 178
u 540 ME/m B 2013 1. mpu Hopme 0—100 ME/mu) u IgM (3,92 r/n B
2002 r, 3,2 r/n B 2011 . mpu Hopme 0,5-1,9 1/m).

B nosope 2013 1. yposens obmiero IgM cocrasun 10,6 /i (pn
Hopme 0,4-2,3 1/i1), B CBSI3M C YeM MalMeHTKa OblIa HalpaBlieHa Ha
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Knannuko-nadoparopHble 1aHHbIe 001bHBIX ¢ cHHAPOoMoM IlHuuiep

TToka3zarenn

Hab6monenne Ne 1

Hab6monenune Ne 2

Ha6monenue Ne 3

Bospacr, ronst
[Ton
KoxHbie TposiBIICHUS

(anamHe3, 0CMOTD,
ouoricus)

Jpyrue knuHU4YeCKue
CHMITOMBI

47
M.
VpTHKapHbIH BACKYIUT/KpAUBHALIA

Jluxopaka, 03HOObI, MHAJITHH,
apTpairud, 00JH B KOCTAX, epude-
puueckas Heiiporatus

50
M.

YpTukapHblii BACKYJIUT/KpauBHUIIA,
KOJKHBIN 3y/1

Bosb B KOCTAX, 03HOOBI, IIOTIUBOCTb,
YBEIUUCHHE IMM(PATHYECKUX Y3TIOB,
0011 B 00J1aCTH JKHUBOTA, T€IATOME-
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XK.

XpoHHnueckasi KparuBHHIIA;
KPaIHMBHUIIA, OTCPOYCHHAS
OT JIaBJICHUS; aHTHOOTEKH
ry0, BeK, ropia

Bosab B 00nmactu Menkux
CyCTaBOB KHCTEH U CTOII

M-rpaauent (IgMxk), r/n 4,7
Pesynprarsl maboparop-  Jlelikonmros, T COD, CPB, IgM,
HBIX UCCIIEIOBAaHHN ¢ubpunorena

OHeHKa KadyecTBa »)u3Hu He oneHuBanm

(ommpocuux CU-Q,0L), %

Dddekt ot eueHus A/T, HIIBII, a3aTuonpuH, METOTPEK-
car, KOJIXHIMH, THAPOKCUXIOPOXHUH,
cynbdacanasut (-), IPeIHU30JI0H

(+/-), nedmokcaruH, purykcumao (+)

rajaus

5,6

Jleitkonuros, 1 COD, CPBb, IgE, IgM,
IgA, pubpunorena

78,3 (CHIKCHO HE3HAYHUTEIILHO)

A/T (-), HIIBII (o6ocTpenue), nuera

™)

4

Jleitkonuros, T COD, CPB,
IgE, IgM, P®, ITUK, ¢u-
OpuHorena, D-nimepa,

| remonioOuHa, xenesza
19,6 (BBIpa)KEHHO CHU)KEHO)

[Ipenuu3onon (+), aek-
camerasoH (+), A/T" (+/-),
miasmadepes (+), auera (+),
TUTAKBEHHII (-)

Ipumeganue. CU-Q20L — onpocHHK IS OLIEHKH Ka4eCTBa )KU3HH IAIIMEHTOB C XPOHWYECKOH KpanuBHULEeH, A/" — aHTUTHCTaMUHHBIE
npenaparsl, HIIBII — HecTeponIHbie MPOTHBOBOCTIAMTENLHBIE TIPETIApaThl, + — €CTh/ObLT MONIOKUTEIBHBIN P(EKT OT MPUMEHEHUS JIeKap-
CTBA WJIM COOMIONCHHUST IUETBI, - — ITOJIOKUTENILHOTO Y deKTa OT JeueHus He ObLI0, +/- — IepeMEeHHbIN WM COMHUTEIBHBIN YQHEKT.

HMMYHOJIEKTpodope3. Pe3ymsraTsl nccieoBaHns TOKa3aln OBBI-
uenue CPB no 18,4 mr/m, PO 1o 27,7 ME/mn, B,-MuKporiodynuna 10
3,16 mr/mn, obmrero IgM no 861 ME/mun. beut BeisiBiieH M-rpaiueHT,
oOpasoBaHHbIH mapanporenHoM IgMk, coctapmstomuii 5,9% ot 06-
1iero OerKa ChIBOPOTKH KPOBH, WK 4 T/11.

Ilo pesympraram ncclemoBaHHS IMyHKTaTa KOCTHOTO MO3ra OT
27.11.13 Gbu1a UCKITIOUCHA MHUENIOMHAs O0ne3Hb. Y GONBHOM MpoBe-
JieHa OMOICHS KOXKH M3 MECT BhIChIManui. Onncanne MUKponperna-
para f1aHo Ha puc. 6. BHYTpUKOXXHBII TECT C ayTOJIOTHYHOH CHIBO-
POTKOI1 OBUT OTPUIIATETEHBIM.

B navane 3aboneBanust OonmbHAs OTMedana XOpoumHid 3(pQext
AQHTUTMCTAMUHHBIX [IPEIapaToB, B TOM YHCIE B BHICOKHX /103X, KO-
TOPBII K HACTOSIIIEMY BpeMeHH ncue3. boiabHast mponuia HeCKOIbKO
KypcoB Iuiazmadepesa ¢ nojoxuteabHbiM dhdexktom. C depas
2013 r. 10 MOMEHTa TOCHUTAIN3ALMUN B KIMHUKY KOXKHBIX U BEHE-
puaeckux 6omnesneit [IMI'MY nm. 1.M.Ceuenosa B HosiOpe 2013 1.
00JIbHASI CAMOCTOSITENBHO Jielialla MHBEKIUH PEJHU30I0HA 25 MI' 1
JexcameTa3oHa 4 Mr 1 pa3 B 2 THS B CBSI3H C TSDKECTHIO BBICHIITAHUH C
MOJIOKUTETBEHBIM 3P ()EKTOM B BHJIE BPEMEHHOIO perpecca BbIChINa-
Huil. B nos6pe 2013 1. Bo BpeMst IpeObIBaHMs B CTAllOHAPE KIIMHU-
k1 O0TBbHOM ObLTa HA3HAUESHA JHeTa U MPOBEACHA aHTUTHUCTAMUHHAS
Teparusi B BBICOKHX J103aX (JIopaTaJyH, pylnaTaanH), a Takxke 4 1mpo-
nexyps! miasmadepesa. Ha ¢hone ykazaHHBIX MeponipusiTiid OoIbHAS
OTMETHJIa YMEPEHHOE YMEHBILICHUE KOJIMYECTBA BBICHITAHHH, 3y/ia U
BEIPAXKEHHOCTH aHTHOOTEKOB.

ITocre momy4eHus pe3yabTaToB OHOTICHN KOXKHU U 3aKIIIOYEHHs Te-
Marosora OOJIBHYIO IUIAHHPYETCs TOCIUTAIM3UPOBAaTh B I'€MaTOJIOIH-
YECKHH MM PEeBMATOJIOTHIECKHUIA CTallHOHAP JUTs TOI0opa crienudide-
CKOi1 TeparuH (B TIEpBYIO OYepe]lb PACCMaTPUBACTCS aHAKHHPA).

O06cy:xneHue

CymecTByeT HeCKOJIBKO PA3IMIHBIX MTPETapaToB IS
nedeHusl MaHHOTO 3abomeBaHus. OJHUM W3 TEpCIeK-
tuBHBIX sBIsieTcss IL-1Ra (amakwmmpa). [Ipumenenue
JTOTO JIEKAPCTBA OMPABIAHO TEM, YTO B KPOBU U KOXKE
nanueHToB ¢ CLL oOHapy)uBaloT BeICOKHE YpoBHH IL,
B yactHoctu IL-1 [13]. Onucana nomHasi peMuccus 3a-
OoseBaHusl Ha (OHE JUTUTEIHHOTO JICUCHUS aHAKUHPOUH
[4—6]. EcTh nokazarenbcTBa MOJOKUTEIBHOTO OTBETA
Ha Tonmim3ymab [14] u purykcumabd [9, 15], xoTopsie

MPUMEHSIIOTCS ¢ XOPOLIUM PE3yJIbTaToOM IIPU Pa3InIHbIX
ayTOMMMYHHBIX 3a00eBaHusx [16, 17].

Putykcumab — 3T0 MOHOKJIOHAJIbHBIE XMMEPHBIE aHTH-
CD20-anTurena, KOTOpBIE CENEKTUBHO CBS3BIBAIOTCS C
CD20-no3uTuBHEIME B-nmumdoriraMyn U BBI3BIBAIOT JIH-
31C WJIM allonTo3 B-KJIeTok ¢ nmocieayrommm yMeHbIIeHH-
€M YPOBHS MOHOKJIOHAIBHBIX MMMYHOIIOOYNIMHOB [18].
Ponbs putykcumaba B sedennn CLL 1o cux nop He onpe-
JIeJIeHa U3-3a MIPOTHBOPEUMBBIX JAHHBIX, UMCIOLIUXCS B
JUTEpaType K HacTosmieMy Bpemenu [9—11, 15].

OddextuBHOCTE MedIOKCAlIMHA TTOAHUMACT HHTE-
pecubie Borpocs! o naroreHese CII. Hexotopsie aBTOpbI
NpUIAIOT OOMNbLIOE 3HAUYCHUE (PUKCALMU B KAITMIUISpax U
BEHYJIAaX JIEpMbl MAaKPOMOJIEKYJISIPHBIX KOMILIEKCOB IgM ¢
MOCJIEAYIOIMM Pa3BUTHEM Hecleln(pruueckol BOCTIaIH-
TenpHOM peakimu [19]. [lpyrue orMevarot, YT0 IMMYHO-
(IIr0OpeCLIEHTHBIC HCCIIEI0BAHUSI [TO3BOJISIIOT OOHAPYKUTh
KOJKHbIE J1eTI03UThl IgM TOJIBKO y HEKOTOPBIX HALMEHTOB
[20]. AnpTepHATHBHAS THUIIOTE3a OCHOBHYIO ITATOTCHETH-
YECKyIO POJIb OTBOAWT MPOAYKIMHY OTHOTO MITH HECKOJIBKHUX
[IUTOKWHOB WJIM XEMOKHHOB. J[aHHBIN TOIXO/T TT03BOJISIET
OOBSICHUTh KIMHUYECKYIO d(P(eKTUBHOCTD neduiokcaiy-
Ha, HE CBf3aHHYyIO ¢ M3MeHenueM ypoBHs IgM. Iledumo-
KCalllH, KaK ¥ JApyrue (hTOPXUHOJIOHBI, Peau3yeT CBOH
OakTepHIIUIHBIA A(PPEKT TOCPEICTBOM HHIHOMPOBAHUS
JIHK-rupa3zer (Tomomzomepasa Il tuma). OTOPXHMHOIOHBI,
TTOMHAMO aHTHOAKTEePHATBHBIX CBOMCTB, TakkKe 00JIamaroT
CHOCOOHOCTBIO BIUSTH HA UMMYHHBIE M BOCTIAJIUTEIbHBIC
PEaKLUK MOCPEICTBOM BO3ICHCTBUS HA MEXaHU3MBI pery-
JISIIAY 00pa30BaHMs TaKUX IIUTOKUHOB, Kak IL-1 u IL-2 u
UX peLenTopbl, UHTep(EepOH-Y, TPaHyIOLUTapPHO-MaKPO-
(haranbHbI  KONMOHMECTUMY PO (akrop u 1L-13
[21]. Cunraercs, 4yTo TIeIOKCAIlH OONMagaeT Hanbomee
BBIPKEHHBIM 2(PEKTOM TI0 CPABHEHHUIO C JIPYTUMH IIpe-
naparaMu u3 3Toi rpymmsl s stederws CL [20].
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W3 Habmonaembix Hamu 3 6obHBIX CIII 2 6bUTH MY K-
YMHAMH OTHOW BO3PACTHOM IPYMITBI C TOXOKUMHU YPTH-
KapHBIMHU BBICHIIAHUSMH Ha Koxe, [gM-ramManarveit u
MTOBBIIIICHHBIMY YPOBHSIMH MapKepOB BOCIIAJICHHS B ChI-
BOPOTKE KPOBH. MBI OTMETHIIH, YTO Y BTOPOTO U TPETHE-
rO TalMeHTa OBUTH TaK)Ke TIOBBIIIEHBI YPOBHHU OOIIIEro
IgE B cbIBOPOTKE KPOBH, a KOKHBIE CUMIITOMBI HCUE3aIIN
WM BBIPAKCHHO YMEHBIIWINCH HA ()OHE CTPOTOU dIIH-
MUHAIMOHHON nueThl. KpoMe Toro, 3HaYuTENbHOE YBE-
JMYEHHE YpOoBHs oO1ero ceiBoporoynoro IgE mpu ot-
CYTCTBUHU KaKUX-JIMOO BTOPUYHBIX MPHUYUH (aJuIeprus,
MapasuThl U T.J.) SIBISETCS WHTEPECHON 0COOCHHOCTHIO
NIBYX TIOCTIETHUX cTy4yaeB. B qureparype 10 HacTOsIIero
BPEMEHHU OTCYTCTBYIOT coobmenus o komomHarmu CIII
U ranepuMMyHoriooymmaemud E wim 006 addexTuBHO-
CTH JUETHI IIpH 3TOM 3aboneBannu. Hann4ue runepum-
MyHOIIOOyanHeMuH E yka3piBaeT Ha HEOOXOAMMOCTH
W3y4YeHHUs IPYTUX MaTOTCHETHUYECKUX MEXaHU3MOB IPHU
JTAHHOM CHHAPOME ¥ 00BSICHEHHUS IPUYNH N30BITOYHOTO
cunTte3a IgE B oTHenpHBIX ciTydasx.

Bo Bcex ciyuasx TpaBWIBHBIA AWArHO3 OBUT ITO-
CTaBJICH COOTBETCTBEHHO uepe3 4, 5 1 13 jeT ot Havana
Oonesnu. [Ipy TpUMEHEHWHM AHTHUTUCTAMUHHBIX Mpe-
naparoB KIMHUYECKHHA 3 deKT oTcyTcTBOBaI MM ObLT
M3MEHYMB (B TPETHEM CITy4yae), HO OTBET Ha KOPTUKOCTE-
POUABI OBLT XOPOILIMM Y BCeX OONBHBIX (CM. TalJIHILY).

MpbI HAOMIOAH TTOYTH TTOJIHYIO PEMHUCCHIO Y TIEPBO-
TO MaIrMeHTa nociie MPUMEHEHUsT KOMOWHAINH PUTYKCH-
Maba, medIrokcaniia ¥ HU3KUX 703 MPETHI30JI0HA. DTO
MOJKET OBITh CBA3aHO C TIPUCYTCTBUEM ayTOAHTHUTEN [22,
23] u cBUETENBCTBYET B MOJB3Y ayTOMMMYHHON KOH-
Henuuu 3a0oaeBaHusl.

[IpeacraBnser uHTEpEC, 4TO y ABYX APYTHX MalH-
CHTOB COOJIIOIEHHE CTPOTOH SNMMMUHALUOHHON IHETHI
MIPHUBEIIO K BHIPAYKEHHOMY YMEHBIIICHHUIO BBICHITIAHUH Ha
KOYKE TP COXPAHEHUH CUCTEMHBIX CHMIITOMOB M OTCYT-
CTBUM WM c1aboM OTBeTe Ha aHTHTHCTAMHHHBIE TIpe-
napatsl. [louTn mosHas peMuccusi y BTOPOTO ManneHTa
HACTYITHJIA TOJIBKO ITOCJIEe AIMITUPUUECKOTO JISUCHUS TIpe-
rabaJmHOM, Ie(IOKCAIITHOM U MTPETHU30JI0OHOM.

Takum 0OpasoM, Bce TpU KIMHUYECKUX CIIydasi To-
Ka3bIBAIOT, YTO TEPATICBTUUECKAsI CTPATETUsI MOXKET pas-
JIMYaThCs TIPU OTHOM U TOM ke 3a0oJieBaHuU. B To Bpemst
KaK y OHOTO TaIlMeHTa ISl JICYeHUsT KOYKHOTO TIporiecca
MOYKET OBITh JOCTATOYHO TOJNBKO JMETHI, Y APYTOTO MOUCK
3¢ hEKTUBHOTO TpernapaTa MOKET 3aHAThH MHOTO BPEMEHH.

[Iporuno3 mpu CII B 11€710M JOCTATOYHO OJIATOIPH-
ATHBIA. 15-JleTHSIST BBKMBAeMOCTh cocCTaBisieT Oojee
90%. Onnako puck Tpanchopmarmu CIII B Makporio-
OynuHemHio BanbaeHcTpema yBennIMBaeTCs C TEUCHU-
eM BpeMeHH, aocturas 27% k 20-my roxy Oonesnu [1].
Nmerotcsi cooOmIeHnss 0 TpOTrpeccCHpoBaHUN 3aboire-
BaHMS B JUMQoIUIa3MaTndeckyto muMmpomy [24], MHO-
KECTBEHHYIO mMuenoMy [25] u B-knetounyro numdomy
[26], a Taxke O BO3MOXHOM Pa3BUTHH A A-aMUION103a
[27] xak ocnmoxkueHus Ha mo3aHux ctaausx CIII.

B03MOXXHOCTh MalUTHU3AIMK yKa3bIBaeT Ha HEOO-
XOJUMOCTD TIIATEIBHOTO HAOMIOACHHMS 32 TAKUMH OOJIb-
HBIMH B T€UCHHE MHOTHX JIET. Y HaOIIONaeMbIX HaMHU
MalMeHToB JaBHOCTH 00s1e3HM cocTaBiisuia 9, 6 u 13 et
COOTBETCTBEHHO, TTPH ATOM KaKUX-JTHOO OCIIOKHEHHH He
OTMEYEHO.

POCCWICKW XYPHAN KOXHbIX 1 BEHEPUYECKINX BONESHEN

Takum o6pazom, CLL — ouens peakoe 3a0oneBaHme ¢
[INPOKUM CHEKTPOM CHCTEMHBIX MPOSBICHUH, COMPOBO-
JKJaromeecs: pasTuyHbIMUA THAarHOCTUUCCKHUMHU HaXoKa-
MH, YTO JeJlaeT MPOLeCcC NOCTAHOBKY MPaBUIBHOIO IHa-
THO3a MPOJOJDKUTEIBHBIM M 3aTPYIAHSET BEICHUE TAKUX
MAIMeHToB. B cpeiHeM MoCcTaHOBKa AWArHo3a 3aHUMaeT
5 JIeT OT TMOSIBJICHUS MEPBBIX CUMNITOMOB. [1]. Takue ma-
IIUEHTHI MOTYT OOpaTUTHCS 32 KOHCYJBTAlMel K Bpayam
Pa3NUYHBIX CHENMAIBHOCTEHN: OT AepMarosora, aujiepro-
JIoTa ¥ peBMarosiora J1o remMarosiora v oukosora. Iloaromy
BpauaM, MPaKTUKYIOIIUM B JII000H 00IacTH MEAWLMHBI,
B&)KHO 3HAaTh KJIIOYEBBIC NIPU3HAKH JTAHHOTO CHHAPOMA,
aBHBIM 00pazoMm moromy, uro CILI moxer Tpanchop-
MHUpPOBaTbCI B MakKportoOyanHeMuro BambneHcTpema,
muMQpOMy M JIPyrHe TeMaroJIOTHYECKHe 3a00NIeBaHHS.
B Hamem uccnenoBaHuy Mbl OOHAPYKHIIH, YTO B TIEPBOM
KJIMHUYECKOM CITydae JIeUCHUE PUTYKCUMA0OM H MeIoK-
CalMHOM MPHBENO K PEMUCCUH OOJIE3HU U MTO3BOJIHIIO OT-
MEHUTD NpenHu3070H. Kpome Toro, BO3BMOXXKHO, YTO Ta-
Kasi Tepanusi CHU3WIA PUCK MaJIUTHU3AMH B OymyiieM, a
3G PEeKTUBHOCTD AMMMHUHALIMOHHON JUETHl B OTHOLICHUN
BBICHITTAaHUH 1 BRICOKHH ypoBeHb obmero IgE y nByx apy-
I'MX MAIMEHTOB MOTYT YKa3bIBaTh Ha HOBBIH MEXaHHU3M B
pa3BuTHU OOJIC3HH, YTO B OY/IYIIEM MTO3BOJIUT CIICIHAIIH-
CTaM ONTUMHU3UPOBATH JICYCHUE TAKUX OOJBHBIX.
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Kannuyeckue acneKTbl CTEPOUIHON PEe3UCTEHTHOCTH
MpH AyTOMMMYHHOM Ny3bIpYaTKe

Tennox H.II., Jlenexosa A.A.

Kagenpa koxHbIX 1 BeHepuueckux OosesHelt (3aB. — npod. O.10. Onucosa) neyeOHoro da-
kynsrera M. B.A.Paxmanosa 'bOY BIIO Ilepsriii MI'MY um. .M. Ceuenoa Mun3npasa

Poccun

Hexomopwie 6onvnvie aymoummynnou nysvipyamxoui (AIl) asnaiomes pe3sucmenmubiMy K MOHOMepanuu
CUCHEMHBIMU 2TIOKOKOPMUKOUOAMU, M. e. Y IMUX DONbHbIX HAOII00aemcs: CmepouUoHas pe3ucmenmnocne.
Pempocnexmuenulii ananuz ucmoputl 6onesnu 118 6orvnvix AIl 015 onpedenenus 603MONCHBIX MPULLEPHBIX
Gakmopos, cnocobcmeyowux nposaGIeHUuIo CMepoUOHOll pe3UCMeHMHOCIMU 68 medenue nepeoco 200a om
Hayana edenus, GulA6UL, Umo Cmepouopesucmenmmuvle DOIbHble 8 5 pasz uauje He cMO2IU YKA3amb npu-
yuny obocmpenusa All. Bozmooicno, cmepoudnas pe3aucmenmHocms y maxKux 00IbHbIX CEA3aHA C 2eHemu-
yeckumu gpakmopamu. Y 6cex OONbHbIX NAPAHEONIACIUYECKOU NY3bIPUAMKOU HAONI00ANAC, CMEePOoUOHAas
pesucmenmuocmy. Céa3b 000CMPeHUst CO CMPECcoM GbIABUNU MOTBKO ) CINEPOUOPEIUCTNEHMHBIX OOTbHDIX.
Yacmoe obocmpenue AIl 6 ces3u ¢ He0OCMAMOUHO MAKCUMANLHOU 0030U CUCEMHBIX 2NIIOKOKOPMUKOCHe-
poudos (CI'K) u 6vicmpoim chudiceriuem 003t CI'K 661110 6bis161€HO KAK Yy CIMEPOUOPE3UCEHMHbIX OObHBLX,
Max u'y 6onvHuIX 6e3 cmepoudHot pesucmernmuocmu. Cmamucmuyecku 3HaYUMOol C6:3u CmepouoHoll pesu-
CmMeHmHoCmu ¢ Kiunudeckumu nposenenuamu All, noxaruzayuei gvicuinanuii u cumnmomom Hukonvckoeo

He 6bls6J1eHO.

KnmouyeBbie cmoBa: AYMOUMMYHHAS NY3bIpuamia, KIuHu4YecKue adcnekmaol cmepou()HOﬁ pesucmernmHocmu,
cmepoudﬂaﬂ PEZUCMEHMHOCMb, mpucecepHbvle d)aK‘mOpbl,' JloKaausayus nepeudHblx
svicvinanutl, cumnmom Huxonvckoeo.

Caeznenust 00 aBTOpax:

Tennox Hamanua Ilaénosna — noxrop Men. Hayk, npodeccop (Teplyukn@gmail.com); Jlenexosa Anguca Anexcanoposna — acimpant
(anfisa.lepehova@yandex.ru).
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