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Onucanbl déa nayuenma (wcenwuna 50 nem u myxscuuna 72 aem), y Komopwvix KAUHUYECKUe NPOs6ACHUS 136€HHO-HEKPOMUYECK020 8acC-
Kyauma 3a doaeue 200bl npeduecmeosan NOCMaHo8Ke OUAHO3a MHONCECMBEHHOU MUeaombl. B nepeom cayuae MOHOKAOHAAbHAS KPUO2AO-
oyaunemus I muna 6vi3v16a1a A36eHHbIe NOPAIICEHUS C PA3BUMUEM CYXOUl 2AHEPEHbl NANbYE8 CHION U NAPANPOMeUHeMU1eCK020 nopaice-
Hus nouex. Bo emopom cayuae 36eHHO-HEKPOMUHECK U 8ACKYAUM C PA3GUMUEM CYXOU 2AH2PeHbl NAAbUYA ObLA NPOSEACHUEeM MOHOKAO-
HAAbHOUL napanpomeuHemuu 6e3 NPU3HAaK08 KpuoeaodyauHemuu. B oboux cayuasx evis6a581uch MOHOKAOHAAbHAS cekpeyus (PIgGN u
PlgGx) 6 kposu u 6eaok bernc-/uconca ( BIN+BJx, BJx) 6 moue npu omcymcemeuu umMmyHoA02UHECKUX MAPKEPO8 8ACKYAUMA, PA36U-
8aKOWE20CS Y DONBHBIX peeMamu1ecKumu 3a001e6anuamu. UMmyHoXumuueckoe uccaedoeanue coleopomKky Kposu,/Mo4u U, npu ooHapy-
JHCEeHUU MOHOKAOHAAbHOU cekpeyuu Plg+BJ, danvheiiuiee 06ciredosanue Ha Haruvue naamamuieckKux OUCKpasuil Heobxo0umo npogo-
Jumb 60 6cex cAYHAAX cOCYOUCMBIX HAPYUeHUll (X0100068as anepeus, cundpom Peiino, nypnypa, s36vl eoneneii, eanepervt OUCmManbHblx
Ganane kucmeii/cmon) y 60AbHbIX ¢ HeMURUYHLIM Mmevenuem sackyiuma. Ce0eepemMeHHO NPo8edeHHOe UMMYHOXUMUHECKOE UCCAe008AaHIUe
Kpo8U U MOYU NO360AUM OUACHOCIMUPOBAMb NAA3MAMUYecKUue OUCKPazuy (paziuyvHvle 6apuanmol MUeAOMHOU 004e3HU, MAKpPOA00yAUHe-
muro Baavoencmpema, nepeuunblii amusoudo3) Ha panHel cmaouu 3a0604€6aHUS U UCKAIOHUUMb HEONPABOAHHO OUACHOCMUDYeMble 8ACKY-
AUMbL Y OOABHBIX C HEMURUYHBIM MEYeHUEM COCYOUCbIX NOPANCCHU.

Karouesvle caosa: muensoma, 8ackyium, UMMYHO2A00YAUHbL, KPUORAOOYAUHbL, CENCUC
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The paper describes two patients (a 50-year woman and a 72-year man) in whom the clinical manifestations of ulceronecrotic vasculitis
had long preceded before the diagnosis of multiple myeloma was made. In the former, monoclonal cryoglobulinemia type I induced ulcera-
tive lesions with the development of dry toe gangrene and paraproteinemic renal lesion. In the latter, ulceronecrotic vasculitis with the
development of dry toe gangrene was a manifestation of monoclonal paraproteinemia without signs of cryoglobulinemia. Both patients were
Jfound to have monoclonal blood secretion (PIgG\ u PlgGx ) and urine Bence Jones protein (BJ\+BJx, BJK) in the absence of immuno-
logical markers of vasculitis developing in patients with rheumatic diseases. Immunochemical study of serum/urine and, when monoclonal
secretion of PIg+BJ is detected, further examination for plasma cell dyscrasia should be performed in all cases of vascular disorders (cold
allergy, Raynaud's syndrome, purpura, ulcers of cruses, and gangrene of distal phalanxes of the hands/feet) in patients with atypical vas-
culitis. The timely immunochemical study of blood and urine will make it possible to diagnose plasma cell dyscrasia (different types of
myelomic disease, Waldenstrom macroglobulinemia, primary amyloidosis) at the early stage of the disease and to rule out unjustifiably
diagnosed vasculitis in patients with atypical vascular lesions.
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Kpuorno0yamHemuss Kak OMOXMMUYECKOE HapylleHue
Obuta BmepBble omucaHa B 1929 1. M. Heidelberger u
EE. Kendall, a B coueTaHuM ¢ KITMHUYECKUMU NPOSIBJICHUSIMU —
4 romamu mto3zxke M.M. Wintrobe u M.V. Buell [1] y 56-neTHeit
JKEHIIMHBI CO MHOXKECTBEHHOI MMEJIOMOM, MPOSIBIISIONICHCS
nporpeccupyoimmM ¢eHoMeHoM PeiiHo, peluauBUpyoIeit
MypIypoii, rernarocryieHoMeraarMeil 1 TpoM0030M BEH ceTyart-
ku. Kpuornooynunsl (KI') — 6e1ku, KOTopble MPEeLMIUTUDY-
10T Nipu Temrnepatype Huke 37 °C 1 pacTBOPSIIOTCS MPU Harpe-
Banuu. JIo 1980 r. KI' mpeumyiiecTBeHHO 0OHApYKUBaIUCh Y
OOJIEHBIX MUEJIOMO#1, TMM(OMaMH 1 peXe TPU IPYrux 3a00Je-
BaHUsX [2, 3]. C MOBBILIEHUEM YyBCTBUTEIBHOCTH JTAOOpaTOp-
HbIX MeTo0B KI' cTann BBISIBISITHCS HE TOJBKO MPpU JIUMbOMax
U maazMaTudeckux auckpasusx (I1J1) — Takux kak Muenoma,
MakporjaooyinHemMus BambmeHcTpeMa, TIepBUYHBIA aMUJIOM-
1103, — HO ¥ TTPU MH(MPEKIIMOHHBIX, ayTOUMMYHHBIX, TEIaTOOM -
JIMApHBIX 3a00JIEBAHUAX, SCCEHIIMATBHOM KPUOTJIOOYIMHEMU-
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yeckoM BackynuTe (KB) u B HeOOMbIIMX KOHLUEHTpALMSIX Y
310pOBbIX JUIL [4].

B 1974 1. J.C. Brouet u coaBT. [2] peaIoXWIM HanboJiee
yIauHYI0 KJIMHUYECKYIo Kiaccupukauuio KI' B 3aBucumoctu
OT KJIacca U CBOMCTB UMMYHOTJOOyMHOB (Ig), BXOmAINX B
coctaB KT, BeienuB Tpu ux tuna: I — TOIbKO MOHOKJIOHAb-
Hele, II — cmemannbie KI, cocTosiiye n3 01HOro MOHOKJIO-
HajabHoro Ig ¢ monuknoHanbHbIM Ig apyroro kinacca, I1T —
CMellIaHHbIe KPUOTJIOOYJIUHBI, COCTOSIIME U3 MOJUKIOHATb-
HbIX Ig B pasnuuHbIx coyetaHusx. KI™ SIBISIOTCS OMHUM U3 TH-
OB IUPKYJUPYIOIUX UMMYHHBIX KoMmruiekcoB (LIMK), tak
KaK collepxKaT COOTBETCTBYIOIINE aHTUTEHBI, aHTUTeNa, Huod-
POHEKTUH WM [PYTe UMMYHOPEAKTAaHTbI, UTPAIOLUE POJIb B
Pa3BUTUM KJIMHUYECKUX MPOSIBIEHUI OCHOBHOTO 3abojeBa-
Hust [4—6]. B coBpemenHoit kiaccudukanuu KI' paccmaTpu-
BaeTcs Takke mpomexyTouHblit Mmexy 11 u [T Tunmamu KI' Ba-
pUaHT, cColepXallluii OJMTOKJIOHATbHEIE g B KpUOTpenumm-
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tatax [7]. BoamoxHocTb yuactus KI' B maToreHese Takux cuc-
TEMHBIX MMOpaXXeHUi, KaK MmypIypa, apTpairuu/apTpuThl, ¢e-
HoMeH PeiiHo, s13BBI rosieHeil, roMepynonedpurt, nepudepu-
yeckas MoJIMHEUPOIaTus U 1iepeOpoBaCKYIUT BCIEICTBUE Ba-
CKYJIUTa MEJIKUX, PEXKe CPEHUX U KPYIMHBIX COCYI0B, B HACTO-
sIIee BpeMsI XOpoIllo ycTaHoBjeHa [7—12]. BaxHo momuepk-
HYTb, UTO ITypITypa HAOIIONAETCS B CBSI3U C PA3TUIHBIMU KOX-
HBIMM BacKyiautamu, He cBs3aHHbIMU ¢ KI, KB, u cayxur
TOJIBKO OTHOW M3 MHOTMX NMPUYUH TaKUX MposiBaeHuit. [1po-
BEICHHbIC B IMOCJEIHME TOAbl UCCAEAOBAHUS TOKa3alu, YTO
KT ne tonbko 1, Ho u Il Tuna sBist0TCS NPEAUKTOPOM pa3BU-
TUST Pa3NUIHBIX JUM@OTporudepaTUBHBIX 3a00JIeBaHU
(JII13) y 0OAbHBIX C KIMHUYECKUMHU TposBieHusIMu KB [7—
12]. TenepanusoBanHblii KB Hepenko ornpeaensier MmporHos
MpU PEeBMAaTUYECKUX, XPOHUUYECKUX TernaToOuIMapHbIx 3a00-
JIEBaHUSIX Y 3HAYUTEbHO CHUXKAET BBKMBAEMOCTh OOJIbHBIX C
renatutamMu C u 6osnesnbto Lllerpena [11—13]. Hanuuue KB
TpeOyeT THIaTeTbHOTO 00CIeOBaHNS OONIBHBIX IJIST UCKITIOUe-
HUS TUIA3MATUYECKUX AMCKPa3Uil, HEXOMKKUHCKUX JTUMGbOM
(HXJT), ayTOMMMYHHBIX pEBMaTUYECKUX M XPOHUUECKUX Te-
narobunuapHeix 3adosneBanuii. CiaenyeT OTMETUTD, YTO €CIU
cBsa3b KI' ¢ MHOXeCTBEHHOI MUeTOMOi ocBelllajiach B OT-
NeJIbHBIX 3apyOexxHbIx mnyOnukauusix [1—3], To omnucaHuit
cllyyaeB e010Ta MUEJIOMbI C COCYAUCTOTO nopaxeHus 6e3 KI'
MBI B JUTepaType He Hauuii. [1o-BUIUMOMY, peaKOCThIO Jie-
010Ta MUEJIOMBI C COCYUCTBIX MOPAKEHUI MOXKHO OOBSICHUTD
OTCYTCTBME OINMCAHUI MOpPaXEHU! COCYAOB MPU MHUETIOME B
TTOCJIETHUX OTEUECTBEHHBIX PYKOBOICTBAX, TTOCBSIIIEHHBIX OH-
KoreMaroJiorudyeckum 3adosieBanusm |14, 15].

B omHOM HabmomaBIIeMcst HAMU CITydae XOJ0I0Bast aj-
neprust 3a 10 jeT U Takue peBMaTUYeCKue MPOSIBIICHUSI, KaK
apTPUTHI MEJIKMX/KPYITHBIX CYCTaBOB, YTPEHHSISI CKOBAHHOCTb,
(enomeH PeliHo, penuauBupytolast KpUOMypIypa u faiee Tsi-
KeJible S3BEHHO-HEKPOTUYECKUE MOPAXKEHUSI C Pa3BUTHEM
FaHTPeHbl MaJbleB CTOI, 3a 4 roga MpeauIecTBOBAIM MOCTa-
HOBKE IMarH03a MHOXECTBEHHOI MuenoMmbl. Bo BTopoM ciry-
Yyae peluuANBUPYIOLIAs MypITypa ¢ 00pa3oBaHUEM $I3B Ha KOXe
roJieHei M B JaJIbHEMIeM ¢ pa3BUTUEM TaHTPEHbI OOJIBIIOIO
najblia IpaBoi CTOMbI 3a 3 ronxa MpeauiecTBoBaia KIMHUYE-
CKOMY IMarHO3y MHOXECTBEHHOI MUeJIoMbl. B 00oux ciryyasx
y OOJIBHBIX IMaTHOCTUPOBAJICSI TEMOPPATrMUECKII BAaCKYJIUT; BO
BTOPOM cllydyae B JaJbHEHIIeM AUarHOCTHPOBAIACh OOJIe3Hb
Bunuaprepa—broprepa. llenp onucanuii AByX OOJBHBIX —
MO3HAKOMUTh Bpayeii-peBMaTONIOTOB C BO3MOXKXHOCTBIO Pa3BU-
THSI MHOXXECTBEHHO! MUEIOMBI C BBIPaKEHHBIX CYCTaBHBIX U
COCYIUCTBIX TTOpaXKeHUH (apTPUTHI MEJTKUX CYCTaBOB KUCTEIA,
crubaTesbHbIe KOHTPAKTYPHI KUCTeH, cuHapoM PeitHo, mypiry-
pa, MHOXECTBEHHBIE SI3BBI TOJIEHE! U CTOII, TAHTPEHA MaJIbIIeB
CTOTI), YTO TIPMBEJIO K MIOCTAHOBKE OITMOOYHOTO TMarHo3a PeB-
MaTOMJIHOTO apTpUTa B OOOUX CIIyyasiX, lajee BacKyJauTa Wiu
00IUTEpUpPYIOILEro TPOMOAHTMUTA BO BTOpoM ciyvae. [IpuBo-
UM HalIW HaOIIOIEHMSI.

boavnaa b., 50 nem, 28.04.2009 2. nocmynuaa ¢ cmayuo-
Hap HUU pesmamonoeuu PAMH ¢ xcarobamu na obpazoéarue
MHO2ICECBEHHbIX 00NE3HEHHbIX 5136 C SHOUHbIM OmoensemMbiM Ha
20N1€HAX U CIONAX, 2eMoppazueckue @biCbiNaHus Ha Kodice 2oae-
Hell u myaosuwa, auxopaky 0o 39 °C, evipasicenHyro carabocms u
HEeB03MOIICHOCIb CaMOCHOAMENbHO NePedsUueambCsl, NOGbIUEHHYIO
YYGCMBUMENbHOCMb KONCU K MUHUMANHOIM NOHUICCHUAM MeM-
nepamypol oOKpyicatouieii cpedvl, UHMeHCU8Hble 60U 6 1e6oil nae-
4egoli Kocmu nociae HedasHe2o nepeaoma.

U3 anamnesa: 6 40 rem nayuenmky cmana 6ecnoKkoums
BbIPAJICEHHAS X010008a5 annepeusi, NPOAGAAIOUWAACA NOKPACHe-
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HUeM U OHeMeHUeM KOHUUKO8 HOCA, YUIHbIX PAKOBUH U Nosiéae-
HUeM 3PUMEeMAmMO3HbIX 8bICOINAHUL HA KOJCe HUMNICHUX KOHEeUHO-
cmell U mya08uwa npu MUHUMAALHOM CHUICEHUU MeMNepamypbl
okpyxcarouell cpedvl. boavrnas ecro ycusnwv dcusem 6 Auixabaoe,
ede npakmuuecku He Obleaem MUHYCOBbIX 3HAYEHUI memnepa-
mypot. B 2005 e. y 604bHOU NOABUAUCH APMPUMbL MEAKUX CYC-
maeoe Kucmeil, 601e3HeHHOCMb NPU UX NAAbRAYUU, 004U 8 Nae-
YeeblX CYCMAagax, YMpeHHss CKOBAHHOCMb NPOOOAICUMENbHO-
cmoro 00 1—2 u, cmaau gopmuposamscs ceubamenvHvle KOHM-
pakmypul Kucmelti, daiee npucoeOUHUNUCH A6AeHUs (PeHOMeHA
Peiino. boavHoil duacHocmuposan peemamoudHviii apmpum,
npoeedeHo neueHue HecmepoOUuOHsIMU NPOMUBOBOCHANUMENbHbL-
MU npenapamamu u cocyoucmoimMu npenapamamu 6e3 emKozo
Kaunuuecko2o yayvuienus. Yepez 6 mec npucoeOuHUAUCH peyu-
dusupyrowue eemoppazuieckue 8viCblNaHUs HA 20AeHAX, a 3a-
mem cmanu noseaimvca 001e3HeHHble A3604KU HA NAAbyax
cmon u eonensax. boavHoil duaenocmuposan eemoppacuveckui
8ACKYAUM, U NOCAe UCHOAb30BAHUS OapoKamepbl HACMYNULO
pesKoe yxyouleHue: ycuaeHue 4acmomol 2eMoppacueckux 6bl-
CbINAHUI, PA3BUAACH ULEMUs. CIMON C pe3KUM 001e6biM CUHOPO-
MOM U Y8eAUHUAOCH KOAUHECMBO A36EHHbIX Oepekmos.

Hauam npuem 30 me npednuz010Ha ¢ NOAOICUMENbHBIM pe-
3yAbmamom: pedce cmaiu OecnoKoUmd biCbINAHUs, HabA0a-
Aacy peepeccusi A36eHHbIX nopaxcenui. Yepez 200 nabaodanrace
Yacmu4Has pemuccust, npedHU30A0H 0bll OmMeHeH, O0AbHAS NPU-
cmynuaa K pabome, 00HAKO nepuodu4ecKu NOABALNUCH A360UKU
HA KOHYUKAX NAAbles CMON, COXPAHAMUCH S6AeHUs QeHOMeHa
Peiino. B nosabpe 2008 e. y 604bHOIL 6HO8b B03HUKAU 2ceMOppazute-
CKUe GbICLINAHUSI HA 20AeHSX, CMAAU NOSABASMbCA S136eHHble Dede-
Kmbl Ha Kodice eonerell cmon. JleueHue 2opMOHANbHbIMU Npenapa-
mamu — 30 me npedHu3010HA, 6a3aNPOCMAH — U N0KAAbHAS Me-
panus 6e3 noaoxcumenvHoli dunamuxu. Hapacmanu s3eennvie
nopaiceHus, pazeunacs CyxXas eaHepena MHO2UX Nanibles cmon, U
6 anpene 2009 2. nosaguaucy UHMeHCUBHbIE 00AU 8 1e80M NOKMe-
6om cycmase. [Ipednonaearu naruvue mpombo3a een u3-3a vac-
moix gHympugennvix eausanuii. 14.04.2009 e. npu omipsiganuu
KOHCepeHOll 6aHKU O0AbHASI NOYYBCINB08ANA UHMEHCUBHYIO 001b
obaacmu neeoll naeuesoll kocmu. /luaeHocmuposan nepeaom ae-
801l naeuesoli kocmu, Harodxcer eunc. CHUMKU 538eHHbIX deghek -
moe 2onereli 60AbHOU OblAU 3A04HO PACCMOMPEHbL, U C NPEOnod-
2aemvim OUAeHO30M KPUOA0OYAUHeMUMeCKULl 8acKyaum 060abHas
20CNUMANU3UPOBAHA 8 CIAUUOHAD.

Ilpu nocmynaenuu: cocmositue 60AbHOU KpaiiHe msdicenoe,
CamMocmosmensHo He nepedaueaemcs U3-3a CUAbHbIX 001ell 6 HUIC-
HUX KOHEUHOCMSX, 1€60Il naeueoll Kocmu U 0bixamenabHoll Hedoc-
mamounocmu. Temnepamypa om 37,5 do 40 °C. Koxwcnvie nokpo-
6bl Onednvle, aenenus penomena Peiino na kucmsax. Ha kooce eo-
JNeHell, CMon — MHOJcecCmeeHHble 00Ae3HeHHble 136bl OUAMENMPOM
1—10 cm, enybunoii do 1 cm, nokpvimole QUOPUHOM U SHOUHBIM
omadensemMbiM ¢ UHMEHCUBHBIM 31060HHbIM 3anaxom. Cyxas eaH-
2peHa écex OUCMAnbHbIX arane naivles cMon, omeKu 2oneHell
(puc. 1). Cuamue odesna npu ocmompe 60AbHOU GbI3bIEANO NOSAE-
JNeHue pesuaiiuux Ooaell 6 obaacmu KoHeuHocmeil. Ha koxce my-
A08UWA OMOeNbHbIe 04a2U 2eMOPPACUHECKUX BbICbINAHUL Pa3AuY-
Hoeo pazmepa u odaenocmu. Yacmoma Ovixanus om 30—45 &
1 mun, YCC 0o 100—130 6 1 mun, A 110—140/70—110 mm pm.
cm. Ha neeoil pyke euncoeas nossaska. B neexux dvixanue 6 Hudic-
HUX 0MOenax pesKo 0caabaeHo, ¢ GoNbUUM KOAUYECBOM BAANC-
Hoix xpunos. [leuensv gvicmynaem na 4 cm u3-nod kpas pebephoii
dyeu, anacmuueckoll KoHcucmenyuu, 6ezoonesnennas. Ilo dpyeum
opeanam u cucmemam 6e3 UOUMOL NAMOA0UL.

Jlaunvie obcaedosanus: Hb 79 e/a; 3. 2,9x10°/a; a.
14x10F/n; n. 18%; c. 68%; aumep. 9%; mon. 5%; mp. 355x10°/a;
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Puc. 1. Muoscecmeennvie 536b1 conenell, eanepeHa narvlyeé cmonwl

COD 60 mm/4. B kposu mokcuueckas 3epHucmocms; My. 1; mmy.
2. buoxumuueckoe uccaedosanue: kpeamurur 173 MKMOAb/n
(Hopma 44—97); mouesuna 23,0 mmonav/n (nopma 1,7—8,3); 06-
wuti 6enrok 49,0 e/n (nopma 67,0—87,0); areoymun 31% (nopma
52,4—69,4); au-enobyaunvt 7,5% (nopma 1,3—3,9); az-enobyau-
ot 20,6% (nopma 5,4—11,6); B-enobyauner 13,2% (Hopma
9,0—17,4); y-enobyaunst 15,8% (nopma 9,3—20,3); opyeux Hapy-
weHuil 6 Ucciedo8anusx He GulaeaeHo. Auanuz mouu: Oenok
0,7—1,3 e/a, yurundper euasunogvie 1—2; 3. 1-2, 2. 5—6. Cy-
mounas nomeps 6eaxa 1,4 e. UmmyHnonoeuueckoe uccaedosanue
kposu: 6.4.CPb 67 me/ma (nopma 0—5,0), kpuonpomeunwvt 0,956
e/ (nopma do 0,016), PO 43 ME/ma (nopma 0—15). Jpyeue um-
MyHonoeuueckue nokazameau — AH®, Ro/La anmusdepuoie arn-
mumena, Cs-, Cr@paxyuu komniemenma, a-AHK, AKJI
1gG/IgM — 6 npedeaax Hopmanvubix eeaudun. Ilpokarsyumonu-
Hosblll mecm noaoxcumensvhwiil. Iloces kposu, kaara, omoensiemo-
20 u3 pan dan pocm Pseudomonas aeruginosa, uz kara makoice
gvicesanuco opodcicenododrvie epubku Candida spp. Cuneeroii-
Has NAanouKa Oblaa 4y8CMEUmMensHa K UMUNEHeMY, MeponeHemy,
aAMUKQUUHY, RDOMUBOCUHecHOUHOMY Oakmepuogaey. Humepecho
ommemums, umo KI' MeHogenHO @binadaru 6 0cadok 60 epems
63amusi Kpogu npu KOMHamHoi memnepamype. Ha penmeeno-
epamme 1e6020 npeodniewvbs — yseaudeHue peHmeeHonpo3paHHo-
cmu, MHOJCecmeo Kucm. Boipajicennas nepecmpoiika KOCMHOU
mKauu ducmanvroll 1/2 naewesoii kocmu co 3HAMUMENbHOU nepu-
ocmanvHoll peaxkyueil. KopmukansHoiil ca0il wacmu nie4eeoil Koc-
mu noanocmoio paspyuien. HMmeemcs namonoeuueckuii nepeaom
1166011 naeuesoll Kocmu 6 HudicHell mpemu (puc. 2). Penmeenoepa-
@us epyOHoil Knemku — KapmuHa 08yCmoporHeil NHe6MOHUU ¢ 10-

Puc. 2. Ilamonoeuueckuii nepenom naeuesoil Kkocmu
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LpashA

CK020 nepenoma (npednieuve Qurcuposa-
A0Cb MOAbKO MACKUMU MKAHAMU) ¢ Aeued-
HOUL U OuaeHOCMU4ecKoil ueavio nposede-
HO onepamugnoe 6Meulamenbcmeo, He-
CMOMPSA HA MAIHCECMb 00Ue20 COCMOAHUA:
ocmeocuHme3 NYHKOM Cnuy ¢ 3an0AHeHU-
em degpexma Kocmu cneyuanbHvim OUono-
AUMEpHbIM Mamepuaiom. B mopgonoeu-
YeCKOM U UMMYHOMOPHON02UMECKOM Md-
mepuane (puc. 3, 4) 6uonmam npedcmae-
JNeH ONYX01e60i MKAHbI0, COCMOsAUwell U3
dughgyzusix  pazpacmanuil  ymepeHHo
NACHOMOPPDHBIX NAAZMAMUYECKUX KACMOK

Puc. 3. Ilrazmokasemounbiii unguibmpam npu OMKpuImMoi GUONCUY KOCmU.
Cybcmpam naazmouumomvl: @ — yumonoeuveckuti npenapam x 1000; 6 — eucmonoeu-

yeckuil npenapam x400

W ABRan

RT

Puc. 4. Humynocucmoxumuueckoe uccaedosanue buoncuiinoeo mamepuana

Kaauzayuei 6 NPUKOPHEBbIX 0mOeaax ¢ NosieHueM 8 0anbHeli-
uem UHQUALMPAUUY U YHACIMKO8 CYUWeHUSL 1e20UH020 PUCYHKA U
KapmuHbl 08YCMOPOHHE20 naeepuma, 6onee 8bipaidceHH020 Cnpa-
6a. B danvueiiwmem npu npogedenuu MCKT 6ceeo ckeaema 6vi56-
AeHO nopaicerue 1egoll nae4egoll U 1e60i N008300UHOL Kocmel U
VIII pebpa cnpasa, a makice eenamomezanrus. XpoHuueckuil
nancunycum. Juggysnoiii nneemockaepos. Ouoposnvie uzmene-
Hus 6 VI ceemenme npasoeo n1e2k020 U 6 s3bI4K08bIX CeMeHmax
n1e6020 neekoeo. [Iposedennoe ummyHoXumMuyecKoe ucciedosanue
KPO8U U MOHU blAGUAO HUSKUI YPOBEHb MOHOKAOHANLHOLU CeKpe-
yuu GA do 2,4 e/a. Boipaxcennas kpuoerobysunemus. B moue na
hone unmencusHoll KAy0604K080l npomeunypuu GuiaeaeH 0ea0K
bBenc-Jlnconca (BJN 1,3 2/n); kpome moeo, npu ummyHoukcayuu
6 30He Mu2payuy mpaxnceppuna o6HapyIceHo credogoe Koauve-
cmeo 6eaxa muna BJx. Buicokuii yposenvs CPb. Y3U enympen-
HUX 0peaH08 8bls8UN0 Yeeauyenue npagoil doau neveru 0o 170 mm
(+30 mm) 6e3 kaxux-aubo dpyeux omraonenuii om nHopmot. Hee-
1e008aHUe MUEN02PAMMbL U MOPHOA02UHECKOe/UMMYHOMOPHOA0-
euueckoe uccaedoganue mpenanobuonmama KOCmHo20 mMo3ed He
8bIAGUNU USMEHEHUIl, XADAKMEPHbIX 015 MUEAOMHOU Oonre3Hu. B
nyHKmame u3 o6aacmu NAmMoA0UHECK020 HepesomMa MoAbKo 6
00HOM U3 CMeK0A OOHAPYIHCEHO CKONAeHUe NAA3MAMUYeCKUX Kie-
mok. B cea3u ¢ unmeHcugHoviMu 604aMU 6 061acmu namoao2ute-
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6 hubpo3HOll coeOUHUMENbHOU MKAHU U
Mexncdy baskamu Kocmuou mxanu. Mop-
gonoeuneckas u ummyHomopgonsoeuve-
ckas kapmuna coomeemcmeyem cy0-
cmpamy naa3moKAemoYHoOl MUeaoMbl.

Kaunuueckuii duaenos: eenepanu-
308AHHbLI CENCUC, BbI3BAHHLII CUHe-
HoliHoll naaoukoii. MHoocecmeennas
Muenoma ¢ nopaiceHuem Kocmel, ¢ cex-
peyueti PIgG\ +BJ\+BJx na gpone pas-
GUMUS 2eHePaANU308AHH020 KPUO02A00Y-
AUHEMUYECK020 BACKYAUMA C A36€HHO-
HeKpOmMu4eckum nopasceHuem Koxucu
(cundpom Peiino, kpuoerodysunemuue-
cKas peyuousupyruas nypnypa, MHo-
JcecmeenHble A36bl 20AeHell, CYXAas eaH-
2peHa nanvyeg cmon) u nouexk (napa-
npomeuHemuueckuii Hegppum c Heppo-
muuecKum CUHOPOMOM).

Takum o6pazom, y 604bHOI X01000-
6as annepeusi U pasgumue Kpuoeaooyau-
HeMU4ecKo2o 8acKyauma Obiau nepebimu
KAUHUYECKUMU NPOSBACHUAMU MHONICECH -
6eHHOl mueaomsl. Omeymemeue namoze-
Hemu4ecKu 000CHOBAHHO20 NeUeHUs. CHO-
€o0Ccme06an0 eeHeparu3ayu npoyecca ¢
paseumuem namonou4eckKo20 nepesoma
naewesoll KOCMU U nopajceHuro nouex ¢
pazeumuem noveyHoil Hedocmamounocmu. Headexeamnas me-
Panus npueeaa K 6MopuHHOMY UHDUUUDOBAHUIO MHONCECHBEH-
HbIX SI36CHHBIX NOPAJICEHUN U PA3BUMUI) 2eHEPANU308AHHO20 CeN-
cuca, 8bl36AHHOR0 CUHESHOUHOU NAN0YKOIU. Yuumvieas xapakmep
3a001€6aHUs, HECMOMPS HA HAAUMUE MANCEA020 CeNMUYECKO20
cocmosnusi O0AbHOU, 0OHOBPEMEHHO HA4ambl AeveHue cencuca u
npomueoonyxonesas mepanus: muenam 500 me x 8 ¢hnakonog 6
cymku 14 oneil, dasee dopunpexc 500 me x 3 ¢aaxona 6 cymxu
BHYMPUBEHHO KaNeabHO 6 meyenue 14 Oueil 6 kombuHayuu c eu-
gendom 200 me eHympuseHHO KaneavHo, 6aHKomMuuyun 250 me
4 paza e densw, dughniokan 200 me excednero, nPOMUBOCUHESHOU -
Hblil 6axkmepuogae enymps. Tlpumensaucey spumpomacca, ceedice-
3amopodcennas naasma, 10% arvOymMuH u 6HympugeHHoe Kanenb-
Hoe esedenue 20—40 e okmaeama 06axcobl Ha NPOMSICEHUU Ne-
puoda eocnumanuzayuu. Tepanus mMuesomvl 0Cyuecmensnacsy
bopmeszamubom (eakeiid) no cmandapmuoii cxeme: 1,3 me/m? Ha
1, 4, 8, 11-it denv c unmepganom ¢ 21 denv u oHosbili npuem
& me memunnpednuzonona. Hauama mepanus 3omemoii énympu-
6enHo Kaneavho 1 pasz é mecay. Mecmmo 53661 00padamvi8anucy
NPOMUBOCUHECHOUHBIM OaKmepuopazom, UCHOAb308AACS CHeyU-
anvHblii nepegszounblil mamepuan. Ilocae noanoii peepeccuu cen-
MU1ecKk020 cOCMosiHUA U NPogedeHUs: 08yX Kypcog mepanuu mue-
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A0MbL € 3axCUBANOUUMU A36eHHbIMU deghekmamu 16.06.2009 e.
00/1bHAs BbINUCAHA 05 OanbHellule20 NPOXoJcoeHUs AeveHUs o
mecmy ycumenscmea. Ilpu konmponsHom o6caedoganuu nocae 6
Kypcos eenkeiioa, 16.11.2009 ., ycmanoeneno, ymo docmueHyma
pemuccusi Mueaomul (6 Kposu namoaoudecKux epadueHmos He
8bisieneHo, 6enok BJ ne evisignen, ¢ mom uucie npu uMmMyHoQuK-
cayuu ¢ aHMuUCbIBOPOMKAMU K AeeKUum K- U h-yensm). Ypogens
UMMYH02A00YAUHO8 6 npedenax Hopmbl. UmmyHoxumuueckas pe-
muccusi. Hopmanshvie 6uoxumuueckue u ummyHonoeu4eckue no-
Kazameau, Kpuoeaobyaunemus He onpedeasemcs. Ilpu kowm-
poavrom KT-uccaedosanuu kocmelii 6ceco ckeaema 6vis84€HO,
4Mo COXPAHAIOMCs UBMEHeHUsl NPeUMYUleCmeeHHO 6 1e60ll naeve-
6oil kocmu. CocmosiHue nocie memanioocmeocunmesa. Ommeua-
emcsi noaHoe 3ajicueneHue A36eHHbIX degekmos, 00AbHAS NPU-
cmynuna K pabome. Ilnanupyemcs nposedeHue CheyuanbHo20
ONepamueHo20 8Meuwamenbcmea Ha HUdCHel NOA08UHe Ne6Oll
naexegoil kocmu.

boavnoii C., 72 nrem, nocmynua ¢ cmayuonap HUUP
PAMH c scanobamu Ha 604U 8 HUNICHUX KOHEUHOCSX 80 8DeMS
X00b0bl, peyudusupyroujue 2emMoppacuveckKue GulCblNAHUs Ha
KoJice 20neHeil, eunepnueMeHmayu Koxcu Ha mecme 8blcblna-
HULL U peyuoussl 136 Ha Kodce 2oaeHell, houepHeHue 60abul020
naavya npagoii cmonvi.

U3 anamuesa: ¢ 2006 e. nayuenma cmana 6ecnoKoums pe-
yuousupyowas RypRypa Ha Koice 204eHell, 8 CESI3U CO HCHCeHUeM
U OmeKom eoneHell KOHCYAbmuposan depmamonoeom. uaeHo-
CMUPOBaH 2emoppazuyecKuil 6ackyaum, 60AbHOU HANPasAeH K co-
cyoucmomy xupypey. B mae 2007 e. duaenocmuposan OHM,
boavHol cocnumanusuposar ¢ I'Kb No71. Henenus nypnypor npo-
epeccuposanu, u ¢ mapma 2008 e. cmanu noseasmocs meaxue s3-
6eHHble Degpekmul Ha Koce eoaereil. C ageycma 2008 e. ommeua-
emcsi 00paz08anue KPynHoiX sI36eHHbIX 0eheKmos Ha 20AeHsX,
boavlue cnpasa, KOMopble CAMOCMOIMENbHO He 3aXCU8ANU, NOsi-
BUNACH NEPEMENCAIUSASC XPOMOMA C UHMEHCUBHBIMU OOAIMU 6
UKPOHOMNCHBIX Mbluiyax. B nosope 2008 e. ¢ 6oaamu 6 npasom Ko-
JNeHHOM cycmage, 0anee 8 HUNICHUX KOHeYHOCHSX, C GbiPAIICEHHOI
uwemueil narvyee cmon u noveprenuem I u Il narvyes npasoii
cmonwl 001bHOU cochumanuzuposar 6 eocnumany MBJI. Heodno-
kpamusle Y3HU cocydoe npusnakoe obaumepayuu cocyoucmoix
apmepuanbHulX Cmeoa08 He 6viAeasau. Jluaznocmuposana 60-
ae3ub Bunueapmepa— Bropeepa u nauamo aevenue npeoHu30a0-
Hom (12 mabnemok @ cymku, ¢ NOCMeneHHbIM CHUMCeHUeM 003bl
do 3 mabnemok). [lpexpamuaucy peyudusol eemoppasuveckKux
BbICHINAHUL, NOAGUAACH 2UNEPRUSMEHMAUUs KOJCU 20eHell, HO
noanocmoto novepren I nasey npasoii cmonst. boavhoii 6 HosOpe
2009 e. koucyavmuposan ¢ HUUP u 6 ceszu ¢ omcymcemeuem
YemKUX KAUHU4ecKux nposenenuii 6oae3nu Bunueapmepa— brop-
2epa 20CnUManu3upo8aH 04s 00c1e008aHusl.

TIpu nocmynaenuu: Ha Kodxce 2oneHell y4acmKu eunepnue-
MeHmauuy Kocu u pyousl om 3aicugieHus 136eHHbIX 0edheKmos.
Ha npasotii eonenu menxue s3eennvie deghekmol U cyxas eaHepena
I nanvya cmonwt (puc. 5). Apmepuanvuas nyavcayus Ha 6epxXHUX U
HUJICHUX KOHeYHOCmAX He Hapyulena. I1o dpyeum opeanam u cuc-
memam 6e3 8udumMoli namono2uu.

Jannvie oocnedosanusn: Hb 135 e/a; a. 7,3x10 °/a; n. 3%;
¢. 55%; 3. 2x10°/n; aumep. 34%; mon. 6%; mp. 285x10°/2; COD
12 mm/u. Anaauz mouu: beaox 0,04 e/a; kaemounwvlii 0cadoK —
Hopma. Anaauz mouu no Heuunopenxo — nopma. Ummyrnonoeu-
yeckoe uccaedoganue kposu: AH® Hep-2 1/160 Sp (nopma); Ro
11,6; La 5,1 (nopma <25); 6.4.CPb 41,9 me/n (nopma <5); kpuoeno-
oyaunvt 0,041 (nopma <0,016); p-ANCA 0,1; c-ANCA 0—1,0;
Cs-¢ppaxyus komnaemenma 1,0; Co-gppaxyus komnaemenma 0,4;
PD < 9,5 ME/ma. Hmmynoxumus kposu: obuuii 6esox 69,0 e/a;
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Puc. 5. Cyxas eanepena I nasvya cmonvt, eunepnuemeHmayus
U nocms3zeeHHble degpeKmol KoJcU

anvoyaun 50,0% (nopma 62,4—72,2); ou-enobyaunvt 2,1%;
az-enobyaunst 10,8%, B-enooyaunst 10,9%, y-enobyaunst 26,2%
(nopma 8,5—15,1). M-epaduenm @ y:-30ne obpazoean napanpo-
meunom Gx u cocmasasiem 20,9% om obujeeo 6eaka cvbl8o0pomKu
kpoeu, uru 14,4 /.

Hmmynoenobyaunsi: 1gG 299 ME/ma (nopma 95—235); IgA
66 ME/ma (nopma 250—355); IgM 32 ME/ma (nopma 60—405);
NIgG 98 ME/ma (nopma 95—235); kpuoenobyiunst omcymcmay-
tom; Pz-mukpoenrobyaunst 3,6 me/a (nopma <3,0); CPb 16,4 me/a
(nopma 6,0). Bmopuunas eunozammaenofyaunemus no IgM.
benok BJx do 0,7 e/cym. Buoxumus kposu 6e3 namoaoeuu, npu-
3HAK06 SUNEPKANbUUeMUU U NOBbIUEHUS YPOGHEl KPeamuHUHAa U
MOHEBUHbL He BbIABNEHO.

Tpenanobuonmam — HOPMOKAEMOUHbLI, UOHbL 6CE POCIKU
2eMon033a.

Muenoepamma — uucao naasmamu4eckux KAemok ygeaute-
Ho do 17,4%, naazmoyumor eunu4Hble.

Buoncus kodcu ¢ HenopajicenHHo20 y4acmka: 6 Kojice 80Kpye
€ocy006 KanuaisipHo20 muna GUOHbL UHMUALMPAMbL U3 MEAKUX
KAeMOK — NPU3HAKU 8ACKYAUMA.

Penmeenoepagus epyonoii knemku, yepena, maza — 6e3 na-
monoeuu.

Y3U: napenxuma nouex 10—12 mm, ucmonuena, cuHycol
pacuupenst, Konkpemernmot 3 wim. no 3 mm. Y3H cocydoe nudicHux
KOHeuHocmeil — 0e3 8UOUMOI Namoao2ul.

Takum obpasom, y 6016H020 KAUHUYECKUE NPOAGACHUS
no muny peyudusupyioujeli nypnypoi ¢ pazgumuem s36eHHO-He-
KPOMU4ecK0e0 8acKyAuma u 2anepeHsvi 601bu020 naabya npa-
601l cmonbvl npeduecmeosan OUazHoO3y MHOICECMEEHHOU Mue-
aombl 3a 3 eoda. B dannom cayuae nypnypa ne ceszana ¢ KI' 6
Kposu, a omcymcmeue KAUHUMeCKUX NPOAGACHULl 2eHepaiu3o-
BAHHO20 GACKYAUMA NPU HANUYUU 2AHPEHbL NAAbYA U CIBOPO-
MOUHBIX MAPKepo8 6ACKYAUMA ¢ HOPMAAbHLIMU YDOGHAMU
Gpakyuii KoMnaeMeHma NO380AUAU UCKAIOYUMYb BACKYAUM,
CBA3AHHbLI ¢ peemamuueckumu 3abonresanuamu. Haruuue cek-
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peuuu PlgGx+BJK u naasmamusauyuu 6 muenoepamme no3eo-
AUN0 OUACHOCIUPOBAMb MHOICECIBEHHYI0 MUEAOMY, a Haaudue
eackyiuma 6 Ouonmame HenopaNCeHHOU KOJcU Mpakmosams
KaK napaneonnaacmu4eckKyro peakuyuro npu naAasmamueckoll
duckpasuu. BoavHoll Hanpasien Kk OHK02eMAMON0eaM ¢ PeKo-
menodayueil npogedenus KT ckesema 043 uckaoueHus ouazog
nopascenus Kocmeil (penmeeHonocuteckoe o6cnredoganue He
BbIAABUN0 04A208 NOPAdICeHUs KOocmell) U Hauana mepanuu MHO-
JICeCmeeHHOl MUEAOMbL.

O6cyxpaenne

B3anMocBs3u MexXIy cuMIToMaMu peBMaTHUECKOTO 3a-
OomneBaHUs U TUMOOMaMU B HACTOSIIIIEe BPEMsI XOPOIIIO yCTa-
HOBJIEHBI. PeBMaTtmueckue mnposiBieHus y OonabHbIX ¢ JIT13
BKJIIOYAIOT LIMPOKHUI CMEKTP MOPAXEHUI CycTaBHO-MBbILIEY-
HOW CHCTEMBI (apTPaITMu, OCCAITUU, apPTPUTHI METKUX/KPYTI-
HBIX CYCTaBOB, YTPEHHsIS CKOBAaHHOCTb, MUAJTUU, MHUO3UT),
cocynoB (dbeHomeH PeiiHo, myprnypa, ypTUKapHbIe BbIChIMNA-
HWSI, SI3BBI TOJICHE, MUCTAIbHBIE TAHTPEHBI MTATbIIeB KUCTEN 1
CTOII) U IpYTHE CUCTEMHBbIE TIPOSIBJICHUST (CEPO3UTHI, TIIOMEPY-
JioHepuT, monnHelponatus) [16, 17].

B nHammx cirydasix xoyionoBast aJuieprusi, mopaxkeHue cyc-
TaBOB, CUHIPOM PeitHo, KprormoOyimHeMudeckas Imyprypa u
B TAJTbHEMIIIEM TSDKEJIbIi sI3BEeHHO-HEKPOTUUECKUI BaCKYJINT B
TIEPBOM CJIy4yae U MypITypa ¢ WIIeMUeil TaibleB CTOI BO BTO-
pOM ciydae HabJIOaTUCh 3 JOJTHE TObI 10 MIOCTAHOBKU AM-
arHo3a MHOXECTBEHHOW MUEJIOMBI.

MoHoknoHanbHbIe Ig MOTYT 0OHApYXUBATHCS TTPU PEB-
MaTHYEeCKMX 3a00JieBaHUSIX, XPOHUUYECKUX TermaToOuaInap-
HBIX 3200JIEBaHUSIX, M YaCTOTA UX OOHAPYXKEHUST 3HAYUTEIb-
Ho yBesmuuBaeTcs rpu Hammuuu KI' [17—22]. [1IpoBeneHHbIE
HAMU B TOCJIEAHUE TONbl MCCIENOBAaHUS TOKA3bIBAIOT, UYTO
npu ooHapyxeHuu Il tuna KI' y 60yibHBIX ¢ peBMaTUYECKU-
MU ¥ XPOHUYECKUMMU TeNnaToOUIMapHbBIMU 3a00JIEBAaHUSIMU Y
50—60% w3 Hux ymaercs nuarnoctuponathb JII13 [§—10, 13,
20—22]. B 0630pe 200 onucaHHbBIX CyyaeB BacKyJuUTa, CBsI-
3aHHOTO C MaJurHusaiuei, 155 ciayyaeB ObLIM acCOLMUPO-
Banbl ¢ JII13, 11, u Hamnbonee 4acCTHIM TUIIOM BacCKyJIWTa
ObUT JIEHKOLMTOKIAacTUYeCKii BackyauT [16]. Ilypmypa c
pPa3BUTHUEM SI3BEHHO-HEKPOTUYECKUX M3MEHEHUI U raHrpe-
HOI TTaJTIbLIEB CTOTI MPEIIeCTBOBAIA PA3BUTUIO MHOXKECTBEH -
HOI MUE€JIOMBI BO BTOPOM HatieM cirydae. OTCyTCTBYE KPUOTJIO-
OyTMHEMUU TIPU KaYeCTBEHHOM HMCCIIeOBAHUY, HOPMATbHbIE
UMMYHOJOTHYecKue nmokasaTtenau kposu (AH®, PO, Ro/La-
antuted, p-ANCA, c-ANCA, Cs;- u Cs-(ppakuuii Komruie-
MEHTa) B COYETaHUU C BbICOKUM ypoBHeM CPB, moBbileHu-
€M YPOBHS [32-MUKPOTJI00YJIMHA U MOHOKJIIOHAJIbHOU cekpe-
uueir IgGk+BJk no3sonuno uckmouuts KB y GosbHOTO.
Hanmnune neifKonmMTOKIACTUIECKOTO BacKyJluTa TpU OMO-
TICUU HETIOPaKeHHOTO YyJ4acTKa KOXM C OTCYTCTBUEM KIIMHU-
KO-71a00paTOPHbBIX, MOP(POJIOTUYECKUX MTPOSIBJIECHUI 001UTE-
pUPYIOIIEr0o TPOMOAHTMUTA MO3BOJUI UCKIIOYUTH OOJE3HBb
BunuBaprepa—bBroprepa U AMarHoCTMpPOBaTh MHOXECTBEH-
Hylo MuesoMmy. [lapaHeomiacTuyeckuil BacKyJIUT KpaiiHe
penko, B ommure or KB, omuceiBaiau B muteparype [16, 24]
Kak TMPOsIBICHUE MUETOMbI, C YeM MBI CTOJKHYJIUCH BO BTO-
pom ciaydae. JltoOble remaTosorMueckue HapyuieHus, KOTo-
pble CBSI3aHBI C CUHTE30M MOHOKJIOHaJbHBIX Ig, MOryT mpo-
nyuuposaTh | Tun KI, HO 0co6eHHO YyacTo 3TH B3aMMOCBS3U
Ha0JIIOIAI0TC TIPU MUEJIOME U MaKporjoOyiuHeMuu Basb-
neHcTpeMa [22—24].

XoJromoBast ajuieprusi, BA30MOTOPHbIE HAPYIIIEHUS, CY-
CTaBHBIE MPOSIBICHUS M PELUAMBUPYIOIIAST MypIypa CTalu
MEePBBIMU KIMHUYECKUMU TPOSIBICHUSIMU MUEJIOMBI y Ha-
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et mepBoit 60abHOI. ClienyeT OTMETUTh, YTO B KJlaccuye-
CKOI paboTe, IMOCBSIIEHHON M3YyYeHUI0 OMOJIOTMYECKOTO U
KJIMHUYECKOIo 3HaueHus: KpuoriaooyauHemuu, J.-C. Brouet
M COaBT. [2] yKa3bIBaiu, YTO 3TU MPOSBICHUS MOTYT BO3HU-
KaTh 32 JIOJITAE TOMIBI IO TOCTAHOBKHU JMArH03a MHOXKECTBEH-
HOI MUEJTOMBI. ABTOPBI CUMTAJIN, YTO CBOEBPEMEHHOE OOHa-
pyxenue KI, MoHOKIOHaNbHBIX Ig Yy OOJIBHBIX C XOJI010BOM
ajjeprueii 1 Ba30MOTOPHBIMU HapPYIIEHUSIMU MO3BOJIUT JM-
arHOCTUPOBAaTh MUEJIOMY Ha paHHEl cTaliuu U OOJIbHbIE MO-
IyT u30eXaTh Pa3BUTHS TSIKETBIX KU3HEHHO-YTPOXKAIOIIMX
MPOSIBJICHNI, TAKUX KaK TaHTPeHa MayIbIeB, CETICUC, HEBPO-
JIOTUYECKME HAapYIIeHUS U TJIOMEPYJTOHEDPUT, HEPEIKO O~
CBhIBA€MBIX B PAaHHUX ITyOJMKALIMSIX, C YeM MBI M CTOJKHYJIUCH
B HallleM ciyvyae. Mbl He UMeJIM BO3MOXKHOCTHU Y€TKO MPOBE-
ctu auddepeHunanbHyo guarHoctTuky mexay I u I tTunamu
KT B Hamem ciryyae, OJJHAKO TSIKeJIble XOJIOIOBbIe PEaKIINH,
oOHapyXeHue o4yeHb BbicOKOro conaepxanusi KI, Hanuuue
TaHTPEHBI BCEX ITaJIbIIEB CTOIl, MHOXECTBEHHBIC SI3BEHHBIC
nedeKThl Ha KOXe TOoJICHEe, MosIBJIeHNUE SI3BeHHBIX 1e(eKTOB
KOXH Ha TYJOBMIIE U BEPXHUX KOHEYHOCTSIX BO BpeMsl Tepa-
nuu, orcyrcTBue cHUXKeHUs1 Cs- u Ca-pakLinii KOMITJIEMEH -
Ta, HU3KUe ypoBHU P® m OBICTPHIN OTBET Ha JeUYEeHUE Bes-
KeWI0M TP MUHUMAaJIbHOU Teparuy METUITIPEIHNU30JI0HOM
MO3BOJISIOT TIPEATIONOXUTh, UTO B HAIIEM CJIydae MBI CTOJIK-
Hyauch ¢ | Tunom KI. Takue KimHu4eckure NposiBIeHUs Hau -
OoJiee xapakTepHbl Kak pa3 ais | Tuna KI, cBsizaHHOro ¢ Mu-
esiomoii [2, 3, 7, 23]. Ipeuunuraliis MOHOKJIOHaIbHBIX Ig ¢
pPa3BUTHEM THUIEPBI3KOCTU M OKKIIO3UM MEJIKUX COCYIOB,
0CO00eHHO TepudepuIecKrx, MPUBOIUT K PA3BUTHUIO UTIIEMU-
YecKUX HeKpo30B. OTIOXeHNE KOMILUIEMEHTa B CTEHKAX CO-
Cyl0B, ogHaKoO, HaoOmwogaercs pexe, yem npu KB Il Ttuna
[16]. PaGoras B Teuenue 35 net co Il u I1I Tumamu KI, mbr
HUKOTI/Aa HEe CTAJKMUBAIMCh ¢ TAKOM TSKEJ0N XOJIOJ0BOM aj-
Jieprueidi M MHOXKECTBEHHBIMU SI3BEHHO-HEKPOTUIECKUMU
MOpaXkeHUsIMU C Pa3BUTHEM TaHTPEHBI BCEX MajblIeB CTOTI.
Kak mpasuio, 20—30% mnauueHToB ¢ 6ose3Hbio IllerpeHa,
ayTOMMMYHHBIMU T'eNaTOOUINapHBIMU 3a00J€BaHUSIMU ME-
1ot KT, u y 40—50% onu npencrasiaenbl KI' 11 tuma ¢ Bbico-
KMM copepxaHueM IgM peBmaTougHoro ¢dakropa, T. €. MO-
HOKJIOHaJIbHbIE Ig mpencrasieHbl peumyliecTBeHHO IgM u
HEe3HAUYNTEJbHOE KOJIMYEeCTBO OOJIbHBIX MMEIOT K/A JieTKue
nernu Ig B Moue |5, 8,9, 13, 18—24]. OcobeHHOCTSIMU Hallle-
ro HaOJIOAEeHUS SABJISIOTCS HaJIMYME MaTOJOrMYeCcKOro nepe-
JIoMa KOCTH Tjieya y 00JbHOM C TSXKEJIbIMU COCYAMCTBIMU Ha-
PYILIEHUSIMU, XapaKTePHBIMU [JIsI MHOXECTBEHHON Mueso-
MBI, ¥ OTCYTCTBHME U3MEHEHU B MUeJIOTpaMMe U TPeraHOOU -
orrtaTe MpU MOCTAaHOBKE IMAarHO3a MHOXKECTBEHHOUW MUEI0o-
™Mbl [14, 15]. B mepBoM ciydae oGcyXmajics BOIIPOC O HaIM-
YU COJUTAPHOM TJIa3MOLIMTOMBI, KOTOPAs SIBJISIETCS PEAKUM
BapMaHTOM MUEJIOMBI U BeTpevaercs v 1—4% 6o0abHbIX [27],
OJIHaKO HaJuyuhe MUHUMAJbHBIX U3MEHEHUN B APYIMX KOC-
Tax npu TwareasbHoM MCKT-uccienoBaHum CKJIOHWIO Ya-
1Ty BECOB B TIOJIb3y MHOXECTBEHHOU MUenoMbl. HekoTopbie
HWCCIIeI0OBaTeIM pacCMaTPUBAIOT COJUTAPHBIC TJIa3MOIIUTO-
MBI KaK CTaOMJIbHBIN BapuaHT WM HadalbHYIO a3y MHOXKe-
CTBeHHOI Muesiomsl |14, 15, 23]. [IpoBeneHHast Ouorcus Ko-
CTM TUIeya, HaIM4YMe HEe3HAUYUTEIbHBIX U3MEHEHUU B JEBOM
noB3noiHoi Koctu u VIII npaBom pebpe, HECMOTpsI Ha OT-
CYTCTBUE TIOATBEPXKIEHUS MTOPaXXeHUs B MUETOTpaMMe U KO-
CTHOM MO3T¢ M HaJIM4YUsI MUHMMAJIbHOTO YPOBHS MOHOKJIO-
HaJbHOU CEKpelMH, TTO3BOJIMIO B HAIIIEM CJyyae BhICKA3aTh-
Cs1 B MOJIb3y MHOXECTBEHHOU MUEIOMBI, a HE COJIUTAapHOM
MJIa3MOLUTOMBI, OJHAKO KJIMHUKO-J1abopaToOpHbIe MPOsIBIe-
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KAWHUWYECKWUE HABNIOAEHNS

HUs1 1 MUHUMaIbHble n3MeHeHnst Ha MCKT kocTeii ckenera
HE IO3BOJISIIOT MOJHOCThIO MCKJIIOYUThH B HAIleM cliydae CO-
JIUTApHYIO TUIa3MOLIMTOMY KOCTH Iuieda. MIHTepecHO OoTMe-
TUTb, UTO Hallle JUTUTEJIbHOE HabJIIoAeHUe 3a O0JIbHOI 00s1e3-
Heio lllerpeHa ¢ miazMouUTOMON JUMGMATUUECKUX Y3JIOB
[24], umeromeit pemuccuto B TeueHue 10 JIeT, TO3BOJISIIOT CO-
[JIACUTHCS C TOYKOM 3peHUsI HEKOTOPBIX ABTOPOB O MOTEHIIM -
aJbHOI BO3MOXHOCTH M3JIEYEHUST 3TOrO BaprMaHTa MUEJIOMBbI
[14, 25]. CnoXHOCTb TepalMy B HalleM cjiydae MUETOMBI
Oblla CBSI3aHA C pa3BUTUEM TeHEpaJM30BaHHOTO cericuca,
BBI3BaHHOTO Pseudomonas aeruginosa, CMEPTHOCTh OT KOTO-
pOTro B CIIELIMATN3UPOBAHHBIX PEAHUMALIMOHHBIX CTAllMOHA-
pax B Hacrosiuee Bpemsi cocrabisteT 60—70% [26]. Mcnonb-
30BaHME BeJikeiina (6opre3oMuda), KOTOPhI XOpOIIO 3ape-
KOMEHIOBaJ ce0s1 B Tepaluy ILIa3MaTUISCKUX TUCKpa3uid

[27—29] B KOoMOUHALIMM C COBPEMEHHON aHTMOAKTepUalb-
HO# (TMeHaM, TOPUIPEKC, MPOTUBOCUHETHOMHbBIN OaKTepu-
oar, BAHKOMUIIMH) U MPOTUBOrPUOKOBOM (BUbeHA, AUD-
JIIOKaH) Tepamnueil, Obu10 HauboJjiee onpaBAaHHBIM U 0€30-
MacHbIM METOJIOM JieueHUs B HalleM ciiydyae. Hamu Habio-
IeHUST TIOKA3bIBalOT HEOOXOIMMOCTh 00S13aTEIbHOTO TINA-
TEJIbHOIO UMMYHOXMMUYECKOIO UCCIeIOBaHUSI KPOBU U MO-
Y1 y OOJIbHBIX C KITMHUYECKMMM MPOSIBIICHUSIMU BaCKYJI1Ta, a
TakKe TO3BOJISIIOT MPEAnoJ0XUTb, YTO 0opTe30Mub (0Opa-
TUMBIi WHTUOUTOP XUMOTPUIICUH-TIONOOHONW aKTUBHOCTU
26S-11poTeacoMbl) MOXET ObITh UCITOJIB30BAH HE TOJIBKO B Te-
panuu [1/1, HO 1, BO3MOXHO, OyzmeT 3(h(hEeKTUBEH TIPU CMe-
IIAHHOW MOHOKJIOHaJIbHOW KpuoriooyauHemuu Il Tuna,
pedpakTepHOil K rOpMOHAaJIbHOM, LIUTOTOKCUYECKOU Tepa-
MUU U KpruoadepesaM.
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