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Leab — paccMOTpeTh BCTpevaroluecs B KIMHUYECKON MPaKTrKe MpodieMbl 1uddepeHIIaabHOi 1TMarHOCTUKI
Pa3MYHBIX BAPUAHTOB Mia3Marudeckux auckpasuit (IT1).

Marepuan u Metopl. Onucanbl 14 60JbHBIX (8 MyKUMH, 6 )XEHIIMH) B Bo3pacTe 52+12 JeT, y KOTOPbIX MCKITIOYEHbI
peBMaTuyeckue 3aboseBaHus (P3) u amarHocTupoBaHbl epBuyuHble [1/1: pazauuHbie BApUaHThl MUEJIOMBI Y 7 Malu-
€HTOB, MuesjoMa + AL-amuionios —y 2, AL-amwionio3 — y 3 u MakporjioOyinHemust BanbaeHcTpema —y 2.
Pesyasratsi u 00cyxkaenne. HanGosnee yactbiMu o1mbouHo auarHoctupyeMbiMi P3 'y 6ombhbix [1/] 6bu1n cepoHeraTus-
HbIii peBMaTouaHblii apTput (PA), cucteMHast KpacHast BoyaHKa, 6os1e3Hb LLErpeHa, u pazinuHble (hOpMbl BaCKYJIUTOB.
Haubonee yacteimu Mackamu P3 6bu11 nopakeHust ouek (78%), KOCTHO-cycTaBHOI cucteMbl (64%), cocyamcTbie Hapy-
enust (36%), nepudepuyeckre noauHeipornatuu (36%) v yBenueHUe CIIOHHBIX XeJle3 ¢ Kecepoctomueit (28,5%). Mm-
MYHOXMMHUYECKOE UCCIIe0BaHKUE CHIBOPOTKM KPOBH M MOYM HEOOXOIMMO MPOBOIUTH BCeM GOJTbHBIM, MMEIOIINM KITMHU-
YeCKHe MPOsIBIICHUsI CEpOHEraTBHOTO PA, CrIOHIMI0apTpUTa, MHTEHCUBHBII GOJIEBOIT CUHAPOM B KOCTSIX, SI3BEeHHO-HEK-
POTUYECKUIA BACKYJIUT, YBEJIMUEHHE MOAHVXKHEUETIOCTHBIX CIIOHHBIX XKeJIe3 C MAaKPOIJIOCCHEH, B OTCYTCTBHE MapKepoB ay-
TOMMMYHHOTO 3a00J1eBaHusl U151 CBOeBpeMeHHOI JuarHoctiku [1/1 v uckimoueHust P3. B craTbe mpuBOAMTCS OLIEHKA YyB-
CTBUTEJIbHOCTH U CIIELIM(PUIHOCTH OCHOBHBIX METO/IOB, UCIOJIb3YeMbIX B IMarHOCTUKE pa3IMYHbIX BapuaHTos [1/1.
KiroyeBble ci10Ba: 11a3MaTuyecKue JUCKpasiy, MHOKECTBEHHAsI MUEJIOMa, COTMTapHas Iiia3MoLuToma, Muesaoma beHe-
JI)KoHCa, aMMJIOW/103 JIETKMX LIeTNeii MMMYHOIJIOOYJIMHOB, MaKporio0yiMHeMus: BasibieHcTpeMa, cepoHeraTUBHbIN peB-
MAaTOM/IHBII apTPUT, CUCTEMHasl KpacHasi BOJTYaHKa, MOHOKJIOHAIbHbIE UMMYHOIJIOOYJIMHBI M MX JIETKUE K/A-Leri
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Objective: to consider clinical practice problems in the differential diagnosis of different types of plasma cell dyscrasias (PCD).
Subjects and methods. Fourteen patients (8 men and 6 women) aged 52+12 years, in whom rheumatic diseases (RD)
were ruled out and who were diagnosed as having primary PCD: different types of myeloma in 7 patients, myeloma +
AL-amyloidosis in 2, AL-amyloidosis in 3, and Waldenstrdm’s macroglobulinemia in 2, were examined.

Results and discussion. The most common maldiagnosed RDs in patients with PCD were seronegative rheumatoid
arthritis (RA), systemic lupus erythematosus, Sjogren’s disease, and different forms of vasculitis. The most frequent
masks of RD were kidney (78%) and osteoarticular system (64%) lesions, vascular disorders (36%), peripheral
polyneuropathies (36%), and enlarged salivary glands with xerostomia (28.5%). Serum and urine immunochemical
study should be performed in all patients who have clinical manifestations of seropositive RA, spondyloarthritis, inten-
sive bone pain syndrome, ulceronecrotic vasculitis, enlarged submandibular salivary glands with macroglossia in the
absence of markers of autoimmune disease for the timely diagnosis of PCD and the exclusion of RD. The paper esti-
mates the sensitivity and specificity of main methods used to diagnose different types of PCD.
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HNMMyHOTTOOYIMHBI, CUHTE3UPYEMBIE OfI-
HUM KJIOHOM KJIETOK, SIBJISIIOTCSI MOHOKJIOHAJb-
HBIMU, T. €. BCE UX MOJIEKYJIbl COCTOSIT U3 IBYX TSI~
JKEJIBIX 1IeTIeil oHOro Kiacca (cyOkiacca) M AByX
JIETKUX 1ierieit omHoro tumna [1]. MoHOK/IOHab-
Hasl CeKpeLnsi MOXKeT XapaKTepU30BaThCsl CUHTE-
30M aHOMAJILHBIX MOJIEKYT UMMYHOTJTIOOYINHOB
¥ BCTPEYAThCST TaKKe KaK TPOMYKIIVMS U30JIUPO-
BaHHBIX TOJIUMIEITUIHBIX 1ieTieid [2]. B mutepaty-
pe MCITOJIb3YIOTCSI HEKOTOPbIe TEPMUHBI, aJIbTep-
HATUBHbBIC TIOHATHIO «MOHOKJIOHAJIbHBIE MMMY-
HOMIOOYJIMHBI» (MOHOKJIOHAIBHBIN MpoTeuH, M-
MPOTENH, MOHOKJIOHAIBHBI KOMITOHEHT, IMapa-
npoTeuH). B ony0aMKOBaHHOM COOOIIIEHUHN COT-
JIACUTENIbHOIM MEXIYHapOAHOI KOH(MEPEHIIUU 110
MOHOKJIOHAJIbHBIM TaMMarnaTusiM o[ MOHSTUEM
«TapanpoTerH» TOAPa3yMeBaeTCs] UMMYHOIJIO-
OyJIMH, UMEIOIINI CTPYKTYPHYIO aHOMaIumo [3],
XOTsI 60JIee MMPOKO, B TOM UHCIIE B OTEUEeCTBEH-
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HoI1 uTeparype |2, 4], «mapanpoTenH» yrmoTpeo-
JisieTcsl KaK CMHOHWM MOHOKJIOHAJIBHOTO UMMY-
Horjo0ynuHa. B paHee orny0JMKOBaHHBIX 0030-
pax [5, 6] u cratbax [7—10] MBI OCTaHABIMBAINCH
Ha TMarHOCTHKE, KIacCU(PUKALINU, KITUTHUYECKUX
MPOSIBIICHUSIX M YaCTOTE OOHAPYKEHUS MOHOKJIO-
HaJIBHBIX TaAMMaIIaTUii MpU HEKOTOPHIX PeBMaTH-
yeckux 3aboneBanusix (P3).

Hekoropble BapWaHTBI 3710KaYeCTBEHHBIX
B-numdornutapHbix 3a6071eBaHU TPUHATO 00b-
eIVHSTh B paMKaX OIHOW TPYMITbI IO OOIIUM
Ha3BaHWEM TUIa3MOKJIETOUHbIX Auckpa3uit (IT/1):
pas3jinyHble BapUaHTbl MMEJIOMBbI, MaKpOIJo0y-
nuHemust BanpaeHctpema (MB), mepBUYHBIM
amuionno3 (ITA), 6oe3Hb TsKenbIx Lenei [11,
12]. Umenno Il mnpeacraBisiioT HauOOIbIINE
TPYAHOCTH B AUMGEPEeHIIMATBHON TUAarHOCTUKE
¢ ayTOUMMYHHBIMU P3, Tak Kak MMEIOT MHOTHE
KJIWMHAYECKUE W J1TabopaTOpHBIC TPOSBICHUS,
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npucyiue nocaeaHum [13—18]. B mocnennue 10 et 3HaYM-
TEJIbHO TIOBBICWJICSI MHTEPEC K B3aUMOCBSI3SIM MEXIy ayTONM-
MyHHBIMU W JuMdonponudepaTUBHBIMUA 3a00JIeBAaHUSIMU
(JIT13) B cBA3U ¢ BHICOKOM YaCTOTOM MX 0OHAPYXEHUS IpH 60-
se3nu Lérpena (BL) u cunapome Llérpena (CLU), peBmaTo-
unHoM aptpute (PA), cuctemHoit kpacHoii Bomuankoii (CKB),
KPHOTJIOOYIMHEMUIECKOM BaCKYJIUTE M BO3MOXHOM WX CBSI-
3bl0 C aHTUPEBMATUUYECKOU Tepamnueil, BKJoYas U JeyeHue
Pa3TMYHBIMA MOHOKJIOHAJTbHBIMM aHTUTEIAMU K peLernTopam
T- u B-xnetok [19—21]. DT B3auMOCBS31 BKJIIOYAIOT TPU OC-
HOBHBIX MOMeHTa: 1) mepBuyHbie [1]1 uau apyrue, B TOM 4ucie
OHKOJIOTUYECKUE, 3a00JIeBaHUsI MOTYT MPOSIBISITHCS CUMIITO-
MaMU MOPaKeHUsT MBI, CYCTaBOB, KOCTeil, COCYIOB U T. 1.;
2) P3 3a cuer cymiecTBOBaHUS ATUTEIbHON aHTUTEHHON CTHU-
MYJISIIIAA MOTYT CITOCOOCTBOBATh Pa3BUTHUIO JTMMQPOM, MUETIO-
npoaudepaTUBHBIX U COJUIHBIX OITyXOJIEBLIX 3a00JIeBaHUIA,
3) aHTUpeBMaTUUeCcKast Teparusi MOKeT WHIYIIMPOBATh Pa3BU-
THE 3JI0KAY€CTBEHHOI MaJTUTHU3ALH.

PeBmatuueckue nposiienus y natueHtos ¢ [1/] Bkiova-
10T LIMPOKUIA CIIEKTP MOPakeHU1 KOCTHO-CYCTaBHOTO arrapara
Y MBILIIL, CACTEMHBIX MPOSIBIEHUIA, ayTOMMMYHHBIX JJabopaTop-
HbIX HapyILIEHUIA, U UTHOTJAA 3T CUMIITOMBI MOTYT ObITh MEPBbI-
mu nposieiaenusimu JIT3 [13, 14, 22—24|. BeokuBaeMocTb 001b-
HbIX ¢ JIT13 HanmpsaMyro 3aBUCHUT OT paHHE# TMarHOCTUKU 1 CBOE-
BpEMEHHO HayaTol afmeKBaTHOM Teparmuu [25—27]. YuutbiBas,
4yT0 TMMGOATEHONATHSI, TeMaTOCTUIEHOMETaINsI, CUMIITOMBI B-
KJIETOYHO! MHTOKCUKAITMY HE BCEeTaa SIBJISTIOTCS TIEPBBIMU TIPU-
3Hakamu JIT13, HeoOXomMMO MCTIONb30BaHUE PA3TUIHBIX COBPE-
MEHHBIX METOIOB MCCJINOBaHUSI OOJBHBIX B PEBMATOJIOTHAYE-
CKUX CTallMOHApax C LeJIbl0 PAHHEH AMarHOCTUKU 3TUX COCTOSI-
Huii. B 3apyOexxHoOil U OTeuecTBEHHOM JIUTepaType MMEIOTCs
OMNUCaHUsI OTIENbHBIX ciydaeB BblsiBaeHUs [1Jl y OGoabHBIX
¢ ommboyHO nuarHoctupoBaHHbiMu P3 [14, 15, 22, 28]. Hacro-
siee UccaeoBaHue OCBellaeT HEKOTopbie MpodeMbl nudde-
PEeHUMAIbHOM TMarHOCTUKY pa3InyHbIX BapuaHToB [1/1, c koTo-
PBIMU CTAJIKMBAIOTCS BPayy B TEPANIEBTUUECKUX CTallMOHAPaX.

MaTtepuan u metofabl

C 1999 &. B ®I'BY «<HUUP» PAMH coBmectHo ¢ PI'BY
«HL» Munznpascoupaszputusi PO u OI'BY «POHILL
uM. H.H. bnoxuna» PAMH nipoBoasTcs ucciaenoBaHus Mo usy-
YEHWI0 MOHOKJIOHAJTbHOW CeKpelny U JmMdorpoardepaTus-
HbIX HapyireHui ipu P3. 3a epron 1999—2011 1. y 26 G0TbHBIX
JIMAarHOCTUPOBaHbI paziuuHbie BapuaHThl [11. Y 12 0onbHBIX
(3 MyxuuH, 9 xenumH) I11 pasBunuch Ha hoHe TeueHus: P3 [PA
+ MHOXecTBeHHas1 muesnioma (MM) — y 4; PA + muenoma beHc-
Hxonca (MBJ) —y 1; BLII + MM —y 2; BIII + MBJ —y 1; BLL
+ 11azmMonMTomMa IuMdatudeckux y3iaos — y 2; BII + MBJ —
y 2|, ¥ OHM MCKITIOUEHBI M3 HcCienoBaHus. Y 14 manumeHToB
(8 My>KumH, 6 XKEHIIH), BOILIEIIINIX B HACTOSIILIEE UCCIIEAOBAHIE,
nrarHo3 P3 UCKiTIoueH v IMarHoCTUPOBAaHbI Pa3IMUHbIC BapraH-
ToI iepBUIHBIX [1[1 [MM — y 4; conmurapHast Tia3MonmToMa Tuie-
yesoit Koctu (CIT) — 1; MBJ — 2; amwionno3 Jerkux uenei um-
MyHOIT00YIMHOB (AL) —y 3; MM + AL —y 2; MB — y 2]. Cpen-
HMI1 Bo3pacT O0JIbHBIX P MocTaHoBKe ArarHo3a [1/] coctapisin
52+12 net. MeaunaHa JUTMTETbHOCTU TeUeHUsI 3a00J1eBaHUs A0 M0~
craHoBKu auartosa I1]1 coctaBuia 24 mec (ot 6 1o 120 mec).

COBOKYMHOCTh KJIMHUYECKUX, MOP(POJOrMYecKruX, UM-
MyHOMheHOTUIMYeCKUX XapakrepucTuk [1/] oneHnBaiu Ha oc-
HoBaHuM knaccudukaruu BO3 (2001) [29].

JAnarHo3, UMMMYHOXMMUWYECKHE BapuaHTbl U cTaauu MM
CTaBWJIM Ha OCHOBaHUU KPUTEPUEB, OIMyOJMKOBAaHHBIX B «Py-
KOBOJZCTBe 110 remarojiorun» B 2003 1. [29].
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P3 uckmouanych Ha OCHOBaHUU KJIaCCU(PUKALIMOHHBIX
KpUTEPUEB, paccMaTpuBaeMbIX B HallmoHaabHOM pyKOBOICTBE
o P3 [30].

AL-amuionno3 v cBsi3aHHasl ¢ HUM OpraHHast TaTOJIOTHST
MMAarHOCTUPOBAIMCH HA OCHOBaHWM KputepueB 10-ro Mexmy-
HapOJHOI0 CUMIIO3MyMa 1o aMmuionaosy [31].

BceM 60bHBIM TIOMUMO OGIIETIPUHSITOTO KIMHUYECKOTO,
MHCTPYMEHTAJIBHOTO U JlabopaTopHoro oocienosanus B I'BY
«HUWP» PAMH npoBeneHbl yabTpa3ByKOBOE MCCJIEIOBaHUE
(Y3M) BHyYTpeHHUX opraHoB, a3xokapauorpapus (DxoKT),
MyJIBTHCTIMpabHas KoMmbloTepHas Tomorpadust (MCKT),
peHTreHorpadusi KocTeil ckeyeta, BHICOKOUYBCTBUTEIBHOE UM~
MyHOHe(eIOMETpUUYECKOe MccieaoBaHue ypoBHsS C-peakTuB-
Horo 6enka (B4CPB), peBmaTonaHoro dakrtopa (P®D), aHTHHYK-
neapHoro ¢dakropa (AH®) Ha xietkax Hep-2, aHTusimepHBIX
a"tuten K Ro/La, Sm, Scl-70, RNP-70, Centr-B, Jo-1, dsDNA,
PANCA u cANCA aHtureHam, C3- u C4-dpakuuii KoMmruie-
MEHTa, WMMYHOJJIEKTPODOPETUIECKOE WCCISIOBAHUE CHIBO-
POTKM KPOBY 1 KOHIIEHTPUPOBAHHOI MOYU B TeJie arapo3bl C IO~
caeayuieil iIeHcuToMeTpueit asiekTpodoperpaMM, UMMYHOMbUK-
caleil 1 UMMYHO3JIEKTPO(GOPEe30M ¢ MOHOCIELIM(PUIECKUMU
AHTHUCBHIBOPOTKAMM COIJIACHO METOIMKaM, OMcaHHbIM B Haru-
OHAJIbHBIX pyKOBoOACTBax [4, 29, 30]. Ins moaTBep:KAeHUS HaT -
YUs MMHUMAJTbHOTO KOJMYECTBA MOHOKJIOHAJIBHOW CEKpPELUK
HCTIOB30BaH METOM KOJIMYECTBEHHOTO OIpEIeICHUSI CBOOOI-
HBIX JIETKUX LieTieli B chiBopoTKe Freelite.

[nst ructonormyeckoit Bepuduxkauuu AlL-amuionnosa
OUOMTAThl MCCIIEMYyeMbIX TKaHel OKpallMBaTNCh KOHTO Kpac-
HBIM C TIpeIBapUTETbHON 00pabOTKOIM ITepMaHTaHATOM KaJIusl.
B kavecTBe abTepHATUBHBIX MECT JUTSI TUCTOJIOTUYECKOTO TOJI-
TBEPKIECHUST IUArHo3a WCIOJIb30BaHbI pa3IMYHblE TKaHU.
IToacuet muenorpamm, Mopdoa0ruyeckoe 1 UMMyHOMOPGhOJIO-
TMYECKOoe MCCeNoBaHWe TPeNnaHOOHMOMNTATOB BBIITOJHEHO BCEM
OOJIHBIM /IS TIOATBEPXKIACHUS WJIM UCKIIOUEHUST Pa3TUYHBIX
BapuaHTOB Mueaombl, MB u AL-amunonnosa. boiabHbIM ¢ na-
paopOUTAIbHOI TYPIypOii, YBEJIMUEHMEM OKOJOYIITHBIX,/TION-
HWDKHEUETIOCTHBIX CTIOHHBIX Xese3 (OYCXK/ITTHYCXK) u xa-
JI06aMM Ha CYXOCThb PTa/TJIa3 IIPOBEICHO IMOTHOE CTOMATOIOTH-
yeckoe (crajmoMeTpusi, cuajorpacdusi, OUOICHS MajbIX CITIOH-
HBIX KeJie3 HUXKHEN TyObl) U opTabMOoIOTnYeckoe 00cie10Ba-
nue (tect lLlupmepa, onpeneneHne BpeMeHN 00pa30BaHUsI «Cy-
XUX TISITeH» Ha POTOBUIIE, OKpAIMBaHUE POTOBUIIBI (ItoOpec-
LIEMHOM C MOCJIeAyIolIeii OMOMUKPOCKOITUEI) TSl TOATBEPXKIE-
Hus wim uckmodeHus: BLL u CIII.

BuonTaThl oLleHUMBAIUCh ABYMST HE3aBUCUMbBIMU MOP(dO-
JIoraMH, TperaHOOMONTaThl M MUEJOTPAaMMBbI — TOJIBKO COTPY/I-
nukamu ®I'BY «POHILL um. H.H. bnoxuna» PAMH.

PesynbTarsl

V 14 manmeHTOB MOCTYMUBIINX B CTAIIMOHAD C PA3TUIHbBI-
mu P3, nuarnoctuposansl iepsrunbie [1/1 (Tabsm. 1). Pazmmansie
BapuUaHThl MUeEJIOMBbI Habmonamich y 9 (64%) GONbHBIX, Y
3 (21,5%) GonbHBIX AUAarHOCTHPOBaH AL-amuonnos, B 2 (14%)
cirydastx oH codetaiicsi c MM ny 2 (14,5%) GobHBIX TUarHOCTH -
poBaHa MB. XapakrepucTrka O0JbHBIX 11O TIOJTY, BO3pAcCTYy, LI -
TEJILHOCTH TE€YEHUsI 3a001eBaHusI 10 TOCTAHOBKM auarHo3a [1]]
JaHa B Ta0j1. 2. Hanbonee yacTbIMM OLIMOOYHO AMArHOCTUPYe-
mbiMU P3'y 1/3 6onbHbIx T1]1 66111 cepoHeratuBHbI PA, CKB,
BIII, paznuuHbie BapuaHThl BaCKYJIMTA U, pexe, Ipyrue 3adoe-
BaHUsI, MPOTEKAIOIIIKE C TIOPAXKEHNEM CyCTaBOB U MBI, [luar-
Ho3 cepoHeratnBHoro PA, CKB, crcTeMHBIX BACKYJIUTOB CTaBU-
i 601bHBIM MM u MB. VY 6onbHbIX AL-amunounozom u MBJ
HanboJIee YacTo B KQUeCTBE OMIMOOYHBIX TUAarHO30B (DUTYpUpO-
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Baiu B, cucremnas ckneponepmust (CCJ1), BACKYJIUT 1 OITyXO-
nieBble 3a001eBaHus. boibHbie MM u M B umenu nHanbosee ai-
TeTbHBIE CPOKM TEUEHUsI 3a00JIeBaHUS IO YCTAHOBJICHUS TIpa-
BUJIBHOTO JMarHo3a — ot 12 10 96 mec. MIHTEpeCHO OTMETUTD,
YyTO y ABYX 00s1bHBIX MM MpaBUIbHBII AMATHO3 MOCTABJIEH MOC-
Jie mpucoenuHeHus1 AL-amuionmoza U OBICTPOTO HapacTaHWS
TSDKEJTBIX TIPOSIBJICHMIA, CBSI3aHHBIX UMEHHO C 3TUM BapHaHTOM
T1A. Tosmeko y omHoro 6oibHOro AL-amumoumosom (Nel2) 3Ha-
yurtenbHoe yennueHre [THYCXK Bo3HMKII0 3a monrre rofasl 10
TeHepaIu3alMy 3a00eBaHusl C MOCAEAYIOLIUM JIETATbHBIM UC-
XOJIOM uepe3 6 MeC OT MepPBbIX MPU3HAKOB MOPAXEHUsI Cep/ILia.

OCHOBHbBIC KJIMHUKO-J1a00paTOpHbIC MPOSIBICHUS 3a00-
JIeBaHWI IMPU MocTaHOBKe auarHo3sa [1/1 naHsl B Tab. 3.

Y 4 6onpHBIX purypuposanu auarHossl b1 u CILL, koTo-
pble OBUTM YCTAHOBJIEHBI B BUY HAJTMUMST KCEPOCTOMUM U 3HAYM-
tenpHOTO yBenmmueHus [THUCXK, HecMoTpst Ha OTCyTCTBHE UM-
MYHOJIOTUIECKUX MapKepoB 3abosneBaHuit. [IpoBeneHHOE cTOMa-
TOJIOTUYECKOE ¥ O TATBMOJIOTIECKOE 00CIIeIOBAaHIE TTO3BOJIIIIO
JIETKO MCKJTIOUYUTh ayTOMMMYHHOE ITOpaskeHHe CIIIOHHBIX/CIie3-
HBIX JKeJle3, a pe3yJIbraT UCCIeOBaHUS K/A\-1IeTleil B ChIBOPOTKE
KpoBu, myHKLMoHHON Ouorncuu [THYCXK, tpenaHoOGuoncuu
1 MCKT ckenera 6but1 XapakTepHbl 11t MM (Ne6), MM + AL-
amunonno3 (Ne9) u AL-amunounosa (Nell, 12) [28].

CKJIepoaepMONIOaA00HBII CUHAPOM C YIIJIOTHEHHUEM KO-
KU KUCTel U ToneHelt Habmonancs y aByx 6onbHbix (Nel, 11)

Ta6nuua 1 BapmaHTbl nnazmaruyeckux anckpasuin (n=14)
Bapuant NN n %

MM 4 28,5

MM + AL-amunongos 2 14,3
MepBUYHbI aMUNONa03 3 214
ConutapHas nnasmouuToMa KocTeit 1 7.2

MBJ 2 14,3

MB 2 14,3

Wroro 14 100

U SIBUJICS OCHOBaHMeM Uil moctaHoBku auarHo3za CCI. Y oxn-
Hoil u3 mamueHToK (Nell) mmenuch Takke cuHapom PeiiHo
U TiceBOOTUIepTpod st HEKOTOPBIX MbILIL. HapacTaroias Mbi-
1evHast cmabocTh MpenonpeaenuiIa MOCTAHOBKY AMarHo3a Mo-
mumvuosuta (I[TM) y omHoit 6ombpHOM (Ne3), HecMOTpsT Ha OT-
CYTCTBHE TOBBIIICHUS YpOBHS KpeatTnHdochoknHazel (KDK)
U KaKUX-JIMOO ayTOaHTUTEN B CBHIBOPOTKE KpoBU. buorcus
KOXXHO-MBIIIIEYHOTO JIOCKYTa, KOTOpasl IO3BOJWIA OOHapy-
JKUTh MACCUBHOE OTJIOXKEHUE aMWIONIA, U PE3YJIBTaThl UMMY-
HOXMMMYECKOTO MCCISIOBaHUs CHIBOPOTKM KPOBU M MOYU
SIBUJTMCh OCHOBOM [UIs1 AMAaTHOCTUKU NIepBUYHOTO AL -amuiion-
no3a (Nell), Torna kak oOHapykKeHHe MOHOKJIOHAJIbHOM CeK-
peuuu, a TakXKe pe3yabTaThl TPENaHOOMOIICUY U UCCIIE0BAHUS

Ta6nuua 2 XapaktepucTuka 60/IbHbIX N0 MOy, BO3PACTY, ANUTENIBHOCTU TEYEHUS
3a6onesaHnd 40 NOCTAHOBKW JMarHo3a nia3mMatuyeckux auckpasuim (n=14)
[nutenbHocTb [lnarxosbl, [narxo3sb!
Bospacr, 3aboneBaHus thurypupoBasLume nocne
rogbi/non [0 NOCTaHOBKM 10 NOCTYNNEHUA o6cnepnoBanus
nnarHosa, mec B ®IbY «HUAP» PAMH B ®IbY «HUAP» PAMH
1 47/m 6 PA cepoHeratusHbIit. MBJ
Cknepoaepmust
2 46/m 12** [edopmupyrownin apTpo3 MBJ
3 41/x 24 CKB. MM
Monnmuosut
4 51/x 48 PA. ConutapHas nnasmounToMa nneveBoii KOCTH.
[emopparmyeckmin BacKynmT Kpuornobynuuemus | Tuna.
CWHErHoHbIN cencuc
5 71/m 6 PA cepoHeraTusHblil. MM
OcTeoxoHApo3.
Octeonopos
6 42/x 96 bLU MM
7 71/m 36 [emopparnyecknit BaCKynur. MM
bonesHb Buxesaptepa-broprepa
8 47/x 24> CKB. MM +
MUKpPOCKONUYECKIUIA NONMAHTUUT AL-amunongo3s
9 59/m 36" bLU MM +
AL-amunongos
10 35/m 8~ IncbdyaHblit rnomepynoHedpuT. AL-amunongos
CKB
11 46/ 18 cca. AL-amunonao3
CLL.
Monumuosur.
Pak xenyaka
12 49/m 120* BLL AL-amunongo3
13 44/x 12 AyTOMMMYHHAA TPOMOOLMTOMNEHNS. MB
CKB
14 78/m 48 PA cepoHeratuHblit. MB
CnoxannoapTput

Tpumeyanne. *— norn6am B TeyeHne 3 Mec nocne NOCTaHOBKM AnarHosa MLI; **— nornbnan B Te4eHne 24 mec nocne NOCTaHOBKM

anarvo3a M.
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Tabnuua 3 OCHOBHbIE KNTNHWKO-Na60PaTOPHbIE NPOSABIEHNSA NNa3MaTUYECKUX AUCKPa3NiA
Knuhuyeckue npossnenus Bonbhbie
1 2 3 45 6 7 8 9 10 11 12 13 14

KOHBIOHKTUBUTBI + PR
Kcepoctomus + ¥ PR
Veenuyerne OYCXK/MHYCXK i t H+
YNNoTHEHWE KOXI KUCTEeR/roneHei -+ ++
ApTpuTbl/apTpanrun ++ I+ ++ I+ -+ -+ I+ -+
YTPEHHAS CKOBAHHOCTb + +
KOHTpaKTypb! K1CTEl + +
bonm B KocTAX + o+ o+ o+ o+ + +

- B pe6pax + o+ +

— B 06MacTh Tasa + + +

— B N03BOHOYHUKE + o+ +
YNnoTHeHWe MbiLuL + PR
®eHomeH PeiiHo + n n
Peunavsupytowas nypnypa + + o+ +
$13BbI roneHen + n
[aHrpeHa nanbLes cTon ¥ +
Matonoruyeckas yTomnsemocTb o+ o+ + o+ o+ +
3HaunTenbHas noteps maccol Tena (>10 Kr 3a rog) + 4 + + o+ o+ +
Jluxopapka + n n
JlumchoaaeHonatus
lenatomeranus + 0+ + + + o+ 4+ o+ o+ 4+ + o+ o+
Cnnexomeranus + g
OpraHomeranus F o+ O+ o+
Mnesput + + 0+ o+ o+ o+
Mepukapaut PR n
PecTpukTieHas kapanomuonatns (9xoKr) o+ o+ o+ o+
OTeku ronexei + v+ oo+ o+ o+ o+ o+
MonuHeiponarus + R n ¥
HehpoTnyecknit cuHapoM + + + + o+
MpoteuHypus >0,2 r/cyt o+ o+ o+ o+ oo+ O+ o+ o+ o+
XMNH + + 4 +
lemorno6uH <120 r/n o+ o+ 4 PR PR n
€03 >20 mm/y o+ o+ 4 n n ¥
B2-Mukporno6ynuH <2,4 mr/n + + 0+ o+ 7+ o+ o+ o+ +
CPB >6 mr/n + + + n + +
MoHOKNOHaNbHbIE UMMYHOTTIOOYMUHbI + 4+ o+ 4+ 4+ 4+ o+ 4+ -+ o+ o+ o+t
WK Nerkue Lenn B CbiBOPOTKeE
Benok benc-[hxoxca(BJ) B moye + o+ + + + -+ o+ o+ + o+ o+ - -

lpumeyanne. *— vccnefoBaque He NPOBOAMIOCH; **— Cene3eHka yaaneHa.

KocTelt ckenera moarBepauau Hamuaue MBJ (Nel) 1 MM
(Ne3). KimmAandeckue nposiBIeHUs 3a00J1eBaHNS B TIOCJIEIHEM
cJTydae TIpeICTaBIeHBI B OMMMCAHMSIX HAOTIONEHMIA.

boavnas /., 41 200a, cocnumanusuposana 6 aneape 2008 e.
6 kaunuxy OIBY «HUUP»> PAMH ¢ npednoarazaemvim ouacho-
3om: [IM, xponuueckoeo meuenus, — 6 c6s3uU ¢ HeapeKkmueHo-
cmbto mepanuu eatokoxopmukoudamu (I'K) u npoepeccuposanuem
3abonesanus. 2Kanobvl npu NOCMYNAEHUU: HA BbIPAJICEHHYIO 00-
wyto caabocms, 604U 80 8cex 0mMAeaax NO360OHOYHUKA, pebpax,
2pyOuHe, KOCMAX 6EPXHUX U HUNCHUX KOHEUYHOCMell, «CKOBAH-
HOCMb» NO360HOYHUKA, UHMEHCUBHYIO 001b CIMPENsue20 Xapax -
mepa 6 obaacmu npasoeo mazobedpeHHo20 Cycmaesa ¢ uppaouayu-
ell 6 npagyto Hoey. Anammue3 3ab01e6anus, npednoiaeaemvle ouae-
HO3bl U nposodumMas mepanus npedcmagaensvl Ha puc. 1. Ommeua-
A0Cb CHUMICeHUe YposHs eemoanobuna 0o 90 — 113 e/n, yeeauuenue
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yycaa aeiikoyumog do 13—18 < 10°, COD do 40—60 mm/4, Kou-
yenmpayuy Kpeamuuura 6 cvigopomie 00 105—133 mmonv/a,
npomeunypus 0,33—0,99 e/a. Yposnu CPb u K@K ¢ npedenax
Hopmbl. UMMYHOepmMermHbIM MemOOOM He BbIA6AEHO NOBbIUUEHUS]
Kakux-aubo anmunykaeaphulx anmumen, P® u kpuoeao6yaunos.
boavHas 06aicobl KOHCYNbMUPOBAHA 2eMAMOA02AMU 8 00AACIHOU
KAuHuyeckoi 6oavruye 2. Cmonencka. HMMyHOXUMU1eCKk02o uc-
C1e008AHUS CHIBOPOMKU KPOBU U MOYU, MPENAHOOUONCUU He Npo-
600UAUCD, a peHmeeHoepaUus Ma3a He NO360AUAA BbICKA3AMbCS
6 noawvsy muenomol. Tlockonvky napacmana mviuieunas caabocmo,
6bINONHEHA OUONCUS MbLUILUBL U NPOBEOeHO 3AeKMPoMUoepaguye-
ckoe uccaedosarnue. Juaenocmuposan [IM. B ces3u ¢ danvHeli-
Wum npoepeccuposanuem 3a001e6anus U omeymemeuem 3Qppex-
ma om npogodumoti mepanuu 'K boavHas eochumanusuposana
6 OIBY «HUUP» PAMH. [Ipu ocmompe 60abHOU 0mMMeHanucs
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«YMUHASL NOXOOK@», NO360AAGUIAS NPEONOAONCUMb NOPAJICEHUEe
Kocmell masa uau ma3o6e0peHHbIX Cycmagos, U OMmeKU HUMCHUX
Koneunocmeti. Coxpauanuco anemus, AeUKOUUMo3, OMMe4aniocsh
nosviuwenue COD do 70 mm/u, kpeamununa 0o 150 mxmonv/n
u npomeunypus 0o 1,5 e/cym. Ilpoba Pebepea evissuna cHudiceHue
Kayboukosoil puasmpayuu do 47% npu Kanaivyegoil peabcopo-
yuu 9o 97,5%. Ilpu ummyHoxumu4eckom uccie008aHuU 6 cbl8o-
POMKe Kpogu U MoUe blséaeHbl MOHOKAOHAMbHbLI IgAK+BJK, no-
svluleHUe YpoeHs [32-mukpoenobysuna (cm. maoba. 3). Penmeeno-
n0euteckoe obcaedosanue ckesema (puc. 2 u 3) nokasano Haauvue
MHOJICECMBEHHBIX OCMEOAUMU1ecKUx 04az08 6 KOCMAX 4epend,
masa, GepxXHUX U HUNICHUX KoHeuHocmel. B muenoepamme — uucio
KAeMOK NAG3MOUUMAapHo2o psaoa yeeauueno 0o 67%, npeobaada-
tom 3peavle ghopmol. B mpenanodbuonmame — oughgpyznoe paspac-
manue naasmamu4eckKux KAemok ¢ npU3HaKamu ymMepeHHoi amu-
nuu. Ilpu noemoprom uccaedoganuu 6UONMamMa Molidlybl NAMON0-
euHecKux usmeneHuil He oisi6aero. Ilo danHbIM ueonvuamoii s1ex-
mpomuoepaguu UCKAIOHeHO NepeUHHO-MbliieyHoe Hopadcerue
U Bbls6ACHbl USMEHEeHUs, XapaKmepHble 0151 aAKCOHAAbHOU NoAU-
netiponamuu. /luaenocmuposarna MM c cexpeyueii napanpomeu-
Ha P (IgAx + BJx), cmadus IIIB ¢ nopasicenuem kocmeil, houex
u nepugepuueckoil Heperoli cucmemsl. boavnas nanpaenena 6 ee-
mamonozuueckoe omoenenue 00Aacmuoll G0AbHUYbL ¢ peKOMeHOa-
yueti npogedenus noauxumuomepanuu no cxeme VAD.

ApPTPUT MEJIKMX CYCTaBOB KUCTEl B IeOI0Te 3a00IeBaHUS
Habmomaincs y 1Byx 60iabHbBIX (Ne1 1 4), Torma Kak y 5 00JIBHBIX
(Ne3, 5, 6, 11 m 14) ipuCyTCTBOBAJIM apTPAITMM U OCCAITUN
B Pa3IMYHBIX KOCTSIX cKeteTa. ToJbKo B ABYX cirydasix (Ne4 u 14)
BBISIBJISITACH KPUOTJIOOYJIMHEMUsI, M1 B OIHOM Cllydae OOHapy-
xuBajcs PO B ceiBopoTke KpoBu (Ne4). Hamuume xajno6, cBsi-
3aHHBIX C MOPaXEHMEM KOCTHO-CYCTaBHOTO aIlfapara, u BbICO-
kue 3HayeHust COD npegonpeneananm NoCTaHOBKY JMarHO30B:
PA, ceponeratuBHoro PA, cnoHauiaoapTpura, — HECMOTPS Ha
OTCYTCTBUE B OOJIBIIMHCTBE CIIy4aeB yTPEHHEN CKOBAHHOCTHU
¥ HETUTTMYHOE TeYeHHEe CyCTaBHOTO cuHApoMa. CI0KHOCTB To-
CTaHOBKU JMarHO3a MUEIOMBI Ha paHHEeH cTannu 3a60IeBaHusl,
TpY HAJTMYUK apTPUTa MEJIKUX CYCTaBOB KUCTEW M YTpeHHeEN
CKOBAaHHOCTH, IEMOHCTPUPYET Clieyloliee HabTioIeHNE.

Boavnoii A., 47 aem, cocnumanuzuposan 6 dexaope 2008 e.
6 OIBY «HUUP» PAMH ¢ npeononazaemvim 0uaeHo3om: cepore-
eamusnvlii PA. Ilpu nocmynaenuu npedssensan dcanrobdvl Ha 601b
U NPUNYXA0CMb AYHE3ANACIMHbIX CYCIMABO8, MEAKUX CYCMABO8 KUC-
meii, ome4Hocms U 604U 8 20A€HOCMONHBIX CYCMABAX, YMPEHHIO
cKko8aHHOCMb 6 meueHue 40 MUH u 4y6cmeo oHeMeHUs 8 NaNblax
xucmelti. boaen c urons 2008 e., koeda noseuncs omex cmon ¢ 08yx
CMOpoH, uepe3 2 Hed NPUCOeOUHUAUCL OMeKU Kucmeil, 601U 6 cyc-
maesax Kucmeil, 10KMeGbiX, 201eHOCHONHBIX U KOACHHbIX CYCMAa8ax
u ygeauuuaacs ome4Hocms eonetelil. JlabopamopHsie memodu! uc-
c1e008aHUsL He 8bIABUAU OMKAOHEHUL om Hopmbl. Qbcyxcoancs du-
aeHo3 aneuoHegpomuueckoeo omexka. B okmsabope 2008 e. aabopa-
mopHble Uccaed08anUs, 8 MOM HUce UMMYHOA02UHECKUe, He NOKA-
3b16a1U OMKAOHEHUTI OM HOPMbl, 3 UCKAIOYEHUEeM NPOMmeuHypuu
0,5—0,6 /1 6e3 uzmenenuii mouegoeo ocaoka. Penmeenoepagus
Kucmell U CMon He 8blA8UAA NPUHAK 08 IPO3UBHO20 npoyecca. Yuu-
mblgas NAOMHOCMb 0MeEK08 KUcmell, CMon u 2oaeHeil, 0ocyscdan-
cs 6onpoc o panneti cmaduu CCJl, o0nako buoncus Kodxcu He Gol-
Aeuna namonoeudeckux usmenenui. JuasHocmupoeatn ceponeea-
mueentii PA, u 6oavnoii Hanpaenen 6 kaunuky DPIBY «HUHUP»
PAMH. Ilpu nocmynaenuu omme4anucs npunyxaocms U 0cpaHute-
HUe NOOBUICHOCMU AYHe3aNICMHbIX CYCMAeos8, NPUNYXA0CHb
1V=V nacmuo-gananeosvix cycmaesos caesa, 11, IV u V cycmasos
cnpasa, ceubamenvrvle KOHMpaKmypul natvyes kucmeii. [lpunyx-
A0CMb U 60N€3HEHHOCMb NPU 08UICEHUSX 8 201€HOCIMONHBIX CYCMa-
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AHamHe3 6071e3Hu 2002 2006 11.2007 2008

06wwas cnabocTb M

bonu B KocTAx

C03, mm/y 60 40 70
locnutannaauus * * *
[narHo3 PeBmaTunyeckas Monumunoant MM
nonummantus,
CKB?
JleveHune N3, mr/cyt 45 40
MT, mr/cyt 7,5 10

Puc. 1. AHaMHe3, KNMHUKO-N1260paTopHbIe NPOsBIIEHUS 3a60€eBa-
HUS, NPEALIeCTBYIOLLME ANATHO3bI U Tepanus 60/1bHON .
M3 - npegHu3onoH, MT — meToTpekcart

6ax. Cumnmom cocamus cmon noaodcumensvuuiii. Ilarvnuposancs
Kpaii neveHu Ha 2 cm Hudice pebeproil dyeu. [lpu a30¢haeoeacmpo-
dyodeHockonuu ¢ 6uoncueii causucmoii 000104Ku deeHadyamunep-
CMHOU KUWKU NAMO0A0UMECKUX U3MeHeHUll He Habatodanocs. Y3U
u KT 6prowroii nonocmu evissuau eenamomeeanuto (+5 cm), oug-
@y3Hble UzMeHeHUsl NaPEeHXUMbL NeHeHU U N00JCeAYOOUHOU Jcene3bi.
Maenumno-pezonarcnas momoepaghus (MPT) xucmeii — evipa-
JICEHHBLI CUHOBUM NYYE3ANACMHBIX, MENC3ANACMHBIX U NACMHO-
ananeoswix cycmagos ¢ 08yxX cmopoH 0e3 I3po3UBHbIX USMEHEHU.
Boipaxcennwiii omex maexux mxauneii. MPT oucmanvhbix omdenos
CMOoN — YMepeHHblil CUHOBUM NAIOCHeDANAH208bIX CYCIMABOE, OMEK
MAKUX MKaHell 6 obaacmu smux cycmagos 6e3 KocmHo-0ecmpyx -
mueHbix nposieaenuil. Ilpoeedennoe nabopamoproe uccredosanue
He GblAGUAO UBMEHEHUIl 8 00uleM U UMMYHON02UHECKOM aHAAU3aX
Kpoeu. B 6uoxumuueckom anaauze Habarooanuco He3Ha4UumMenvHas
eunepypuKemus u 2unepeammaznooyiunemus 0o 28,6% (npu nopme
00 22%). Cymounas npomeurypus 0o 1,2 e/n. Ummynoxumuueckoe
uccnedosanue Kpogu u Mol 8vlaeulo Hatudue oeaxa BJA (credo-
80€ Koauuecmeo) 6 coieopomke u BJA 6 moue ¢ cymounvim ebidene-
Huem 0o 2,2 e (cm. maoa. 3). MCKT ue 6visasunra uzmeHeHuii Koc-
meii ckenema. Muenoepamma: naazmamuueckue KAemKu cocmag-
asiom 7%, ecmpeuaromes: 08yxssi0epHvle Gopmbl HAAZMOUUMOS.
Mopdgonoeuueckoe uccaedosanue kocmuoeo mosea — cmpeuarom-
cs1 8 HeDONBUIOM KOAUHeCmaee naamamu4ecKue KAemku, Komopble
pacnoaazaromes Kak no o0Holl, mak u o0pazys o4azogvie cKone-
Hus (uz 3—5 kaemox). Hmmynomopgosoeus kocmHoeo mosea —

Puc. 2. Pentrenorpamma tasa 6onbHoi [1. (okta6ps 2007 T.)
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Puc. 3. PentreHorpammel 60nbHOi [O. o1 aHBaps 2008 r.: Tasa (a), 4epena (6), 6eipeHHbIX (B) 1 naeveBblx (r) KOCTeN

naazmamuyeckue kaemxu sxcnpeccupyrom CD 138, CD38, aeekyro
yenv A. UMmyHo2UCmMOoXumMuueckas XxapaKkmepucmuka naasmamu-
YecKux KAemoK He npomueopevum OuacHo3y MHONICECMEEHHOU MU~
eaomul (A). boavromy duaenocmuposana MBJA, I cmadus.

Cocynuctbie u3MeHeHusi (cuHapoM PeitHo u mypriypa)
HabIIoIaUCh Y TpeX 00JIbHBIX (22%), TpUYEM y IBYX OOJIBbHBIX
¢ MuesnoMoit (Ne4 1 7) OHM CONPOBOXKIAIUCH Pa3BUTUEM SI3B
roJieHeil U TaHTpeHbI nableB cTor. O BO3MOXHOCTU 1e6oTa
MUEJIOMbBI C COCYIMCTBIX HapyLICHUI U TpoBeaeHun audde-
PEHIMATBHOW TUArHOCTUKK C BACKYJUTOM Tpu P3 MbI c000-
wanu paHee [14].

IMaromornyeckast yToMyisieMOCTh, 3HAUUTEIBHOE CHIKE-
Hue Macchl Tena (57%), renatomeranust (93%), oTeKu rojicHe
(64%), nonuHeiporatust U HedppoTruueckuit cuHapom (36%)
C MUHUMAaJIbHBIMU TIPU3HAKAMU XPOHUYECKOI MOYEUHOIi He-
noctatoyHoctu (XITH) Obliv Hambosee 4acTbIMU KIMHUYE-
ckumu nposiBneHusimu [1J1. CoueraHue pecTpUKTUBHOMN Kap-
JIUOTIATUU, OPraHOMErajuu U He(GPOTUYECKOro CHUHIpOMA
BCTpeyasioch y 5 (36%) mauueHTOB M ObLJIO XapaKTEpPHO s
oonbHbIX ¢ AL-amunoumo3zoM. Ha KiIMHUKO-J1aO0OpaTOPHBIX
nposiBieHusIX AL-aMuono3a Mbl TIOAPOOHO OCTAHABJIMBA-
JIVCh B TIPEABIAYyIEM coobeHun [28].

CHuXeHue ypoBHSI reMmorioOuHa, nosbilieHue CO3,
koHueHTpauuu CPB u (2-MuxkporiodyiuHa HalI0Aa10Ch
y 43—75% 6onbHbIX. [TpoTtennypust 0,5—16,0 T/1 BcTpeyanach
y 11 (79%) 6onbHBIX. TpOMOOLIMTOTIEHUS B e0I0Te 3a00jieBa-
HUs BcTpevaeTcs Kak npu P3, Tak u nipu nepBuuHbix [111. D10
MOKET MPUBECTU K OLIMOOYHOMY MPEINOIOKEHUIO O HATUYUU
CKB. B kauecTBe WTIOCTpALIMKU TPUBOAUM HAOJIOEHUE.

boavnasa H., 44 rem, nocmynuna ¢ OI'bY «HUHUP» PAMH
6 cenmsbpe 2004 e. ¢ acarobamu Ha 604U 8 NPABOM KOAEHHOM CYC-
mase u <«utym» 6 eonose. B cenmsope 2003 2. ¢ mamounvim Kpogo-
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meueHuem u CHuMceHuem vucaa mpomoouumog do 13 « 107 ovira
20CNUMANU3UPOBAHA 8 2emMamonoeu4ecKoe omoeneHue Kpaeeou
boavHuybl 2. Kpacnodapa. [lpu cmepranbHOl RYHKUUU NAMOA0UU
He evisienero. Ha gone newenus dexcamemasonom 16 me/cym 6 me-
ueHue MecAaya Yucao mpomooyumos HopMailu308aniocs, Ho 3amem
cHusunoce 0o 22 « 107, luaenocmuposana aymoumMmyHHAsS MPOM-
boyumonenus, npogodunoce aeuerue I'K oe3 sgpghexkma. B cesnsu
¢ n0003peHuemM Ha AUMPOMY cene3eHKU NPogedeHbl CNAeHIKMOMUS
u HadeaaeanuwHas amnymayus mamku. lucmonoeuveckux npu-
3HAKOB AUMPOMbL cene3eHKU He gblaeneHo. B sneape 2004 2. noseu-
AUCH apmpaneuid, pa3guacs Heg)pomuuecKuii CUHOPOM, OMMEHANUCH
npomeunypus do 3,2 e/a, nanyumonenus, gvicokasi COD u eunep-
eammaenobyaunemus 0o 30%. Yuumvieas mpomboyumonenuro 6 oe-
Orome 3a001e6anus u pazsumue HeghpomuuecKo2o cUuHopoma, ouae-
nocmuposana CKB u nHauama mepanus npedHu3onoHom 6 0dose
50 me/cym ¢ Hopmanuzayueii 2emamonocuueckKux npoaeaeHuil u pe-
epeccuposaruem Hegpomuueckoeo cunopoma. boavnas nocae 6vi-
nucku koncyaomuposana 6 OI'BY «THID> (uckarouena aumgoma
cenezenKu — nepecmomp npenapamog) u c ouaenozom CKB nanpa-
eaena Ha KoHcyasmauuio 6 PIBY «HUUP» PAMH. [Ipu ocmompe
bonvHOU He ommeyanocy eudumoii namonoeuu. Ilpu uncmpymen-
MANbHOM UCCAC008AHUU NAMOAOUL HE BbISBAEHO, 34 UCKAIOHEHUEM
He3HauumenvHo2o yeeauuenus neuenu. OQOwuil, OUOXUMUUECKULL
U UMMYHOA02UMECKUI AHAAU3bL KPOBU — 0e3 OMKAOHEHUI 0m HOp-
mot. IIpomeunypus do 0,2 o/a. Ilpoba Pebepea — 6e3 namonocuu.
HmmyHoxumuueckoe uccaedoganue Kpogu U MoHu GblAGUAO HAAUHUE
MOHOKAOHAAbHOU cekpeuuu MA (8,9 e/n), emopuunbiii UMMyHOOe-
Guuyum IgG u IgA (cm. maoa. 3).

Mopdghonoeuueckoe uccaedosanue kocmHoeo mo3ea: Kocm-
Hble 6aAKU ¢ A81eHUAMU 04a208020 paccacvléanus. Kocmuomoszeo-
8ble NoAOCIU NOYMU OUPPY3HO 8bINOAHEHbL NUMPOUOHBIMU KAeH -
Kamu HebOoAbIUUX pa3Mepo8 muna manvix aumgoyumos. Boises-
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1omes AUy MeaKue CKONnAeHus KAemok 3pumpo- U epaHyaonod3a.
Obpawatom Ha cebs BHUMAHUE Pe3KO BbIPAIICEHHBLI CKAePO3 U U~
anuHo3 CMeHoK cocydos. HUmmyHomopghonroeus kocmuozo mosea:
Kapmuna B-xaemounoeo aumghonposugepamuenozo 3aboresa-
Husi. Penmeenonoeuueckoe u paduouzomonHoe uccae0o8anue Koc-
meil ckesema — 06e3 Namoao2uu.

Takum obpazom, 6oavbHoll cHam duaenoz CKB, nauamo chu-
JceHue 003bl nPedHU30A0HA, uasHoCmuposar cundpom MB; 6oab-
nas nepesedena 6 PIBY «HI]» dasn danvheiiwezo aeuenus.

MoHOK/IOHAIbHbIE MMMYHOIJIOOYJIMHBI WM UX JIEerKue
ey ooHapykKeHbl y Bcex narreHToB ¢ [1/1:y 13 (93%) B cbiBO-
porke uy 11 (78%) Genok BJ B Mmoue. CrenoBasi cekpeliust 6e-
Ka BJ B cbiBOpoTKe KpoBHU BbIsiBiIsUIack ipu MBJ u AL-amuio-
unose. [1lpu Muenome oOHaApYKMBaIMCh KakK K-, TaK U A-LIEMU
B KPOBH, ToTraa Kak mpu AL-aMuonno3a omnpenensioch 3HAIM-
TeJIbHOE TIPeBaTMPOBaHUE A-1IeTIell B CBIBOPOTKE. MeTo KOmm-
YECTBEHHOTO orpeesieHust ¢cBoOoaHbIX Jierkux uereit (CJILL)
Freelite B chIBOpOTKe BBISIBIISLT COOTHOIIeHUE K/A-1erreir 0,03
U1 ObL1 Oosiee YyBCTBUTEIEH B AuarHoctuke AlL-amunounosa,
MO CPaBHEHUIO C UMMYHORJIEKTPO(hOpe3oM U MMMYHOGbUKCa-
uueit. HapyiiieHue cooTHOIIEHUS K/A IPU UMMYHO3JIEKTPOdO-
pe3e BBISIBIISIOCH ¥ 6 3 14 G0NBHBIX, TOTA Kak IMPU OIpeaesie-
auu CJIL B ceiBopotke — y 100% GonbHBIX. [MMOnpoTenHeMUst
B HallleM MCCJIEIOBAaHUU yalle Obula CBsi3aHa C TUIOATbOYMU-
Hemueit (50%) v runorammarinooynuHemueit (22%). Tpu T1]1
ofpefessics UMMYHOIEePUIIUT TONMMKIOHANbHBIX IgG, IgA
u IgM (cootBetcTBeHHO B 50; 22 11 47% ciydyaeB), 3HAYUTELHO
pexe BBISBISIIACH TUIIEPTaMMAaTrIOOyTMHEMUST C TTOBBIIIEHEM
YPOBHSI MOHOKJIOHajibHOro IgM mpu MB (14%), MoHOKIIO-
HaimpHOTO IgA (22%) 1 1gG (14%) — nipu Muenome. B Hatrem
WCCIIeIOBAaHNU aHTUHYKJIeapHble aHTHUTEJa OTCYTCTBOBAIU
y Bcex OonbHbIX, PD BBISBISICS TOJBKO y OMHOM OOJIbHOM
C MU1a3MoLUMTOMOM KOCTH U cericucoM (Ned4). Hu B onHoM city-
yae He BbIsiBJIeHO aHTUTeN K JIHK, Hukimyeckomy LUTpyin-

HUPOBAaHHOMY TIENITUAY U CHIKeHUe ypoBHeil C3/C4-komrio-
HEHTOB KoMIUIeMeHTa. TOJbKO B IByX CJydasiX BBISIBJISUICS BbI-
COKUI ypOBEeHb MOHOKJIOHAJIbHOW KPUOTIOOYIMHEMUU Y GOJTb-
HOU ¢ TutazmonutoMoit koctu (Ne4) u GompHOTO ¢ MB (N2 14)
0e3 MPU3HAKOB CHIDKEHUsT (PpakIuii KOMIUIEMEHTA.

OCHOBHBIE METOJIbI, TTO3BOJIMBIINME TIOATBEPIUTh HATH-
yue [1[1, npeacrasieHsl B Tad. 4. UMMyHOXMMUYECKOE UCCIe-
JIOBaHUE CHIBOPOTKM KPOBU (72%), KOJUYECTBEHHOE OIpe/e-
nenne CJIL (100%) u ummyHo31eKTpodopes mouu (86%) mo-
3BOJIMIN Mpeanosioxuthb [1/] B HallleM ucclea0BaHUM U TTOM-
TBEPAUTh NpU JajibHeleM oOcienoBaHuu. Muejgorpamma
(64%) vimena MEHBLIYIO TMATHOCTUYECKYIO LIEHHOCTb, 4YeM
Tpenanobuorncust (86%). Mopdosornueckoe HccieaoBaHUE
KOCTHOTO Mo3ra (orpejieieHHbIN pe3yisrat — 43% u Heorpe-
nesieHHas TpakToBKa — 21,5%) 6bu10 MeHee MH(MOPMATUBHBIM,
yeM UMMyHOMopdoJiorndeckoe uccienoBanue (86%). MCKT
yJIaBJIMBaJla o4yaru rnopaxeHust Kocrei ckeneray 7 u3 13 00Jb-
HbIX (54%), Torma Kak Mpu peHTreHorpaduu KocTeil ckenera
M3MEHEHUs BBISIBJISUTMCH TOJTBKO Y 2 13 14 6onbHbIX (14%). bu-
oricus TutedeBoii KocT (Ne4) U ImyHKIIMOHHAasT OMOIICHUST TTOYKU
(Ne10) moHamoOMIKCh 1151 AMArHOCTUKM TIa3MOLIMTOMbI KOC-
TU nipearuieybs U AL-amuionnosa cooTBeTcTBEHHO. B ocTasnb-
HbIX ciydasx AL-amunonnosa 3abosieBaHre TMarHOCTUPOBAHO
C TIOMOIIbIO OUOMNTATOB, MOJYYEHHBIX M3 alIbTePHATUBHBIX
MmecT. [TynkimmonHas 6uoricust yBennueHHbIX [IHUCXK ¢ moc-
JIEYIOIIEe OKpacKoii Ha aMUJIOU]I OKa3aiach MHGOPMATUBHOR
Bo Bcex ciydasix (100%), Torna Kak GUOTICHST IECHBI U TTOIKOX-
HOM XKMPOBOU KJIETYATKU XKUBOTAa UHOTIA JaBaJla OTPULIATENb-
HBbI pe3yJIbrar.

O6cyxpeHue

B crathe paccMOTpeHBI HEKOTOPBIE MTPOGIEMBI, ¢ KOTO-
PBIMU CTAJIKUBAIOTCS TePAINeBThl, PEBMATOJIOIM U OHKOTeMaTo-
JIord B avarHoctuke npu coyetanuu P3 u I1]1, a takke npu

Tabnuua 4 [narHocTuyeckne nccnefoBaHus, No3BONUBLLINE
NOATBEPANTL LUArHO3 NjaasMaTtuyeckux AuckKpasuii
WccnenoBanus Bonbhbie (1=14)
1 2 3 45 6 7 8 9 10 11 12 13 14

Mwenorpamma + 0+ + -+ 4+ 4+ -+ - -+ -t
Tpenano6uoncus FooF o+ -+ o+ o+ o+ -+ o+ o+
Mopdhonornyeckoe nccnefosaHue -+~ + -+ o+ - -+ -+ -+t
immyHOMOpchonoruyeckoe nccnesoBaHne o+ 0+ -+ o+ 4+ o+ o+ -+ o+ o+t
Buoncus fecHbl y - - %
buoncus manbIx CRIOHHbIX Xene3 +
Buoncus MHYCXK n P
Broncus npamon Kuwwkm +
Buoncus nofkoXHOIM XXUPOBOIA KNETHATKM XMBOTA -
Buoncus noyku n
Buoncusa Koctu +
Buoncus KoXXHO-MbILLEYHOr0 NOCKyTa + +
CumHTUrpadus KocTeil ckenerta +- +- -
PeHTreHorpadus KocTen ckeneta S+ o+ -+ - - o oo oo
MCKT kocTen ckeneta -+ e e
/IMMYHOXUMUYECKNI aHANK3:

KpoBy o+ o+ o+ o+ 4+ o+ - - - - 4+t

¢ + o4+

MO4M + 0+ + + + -+ 4+ + 4+ + + - o+

Mpumeyanne. — 0TPULATENbHBIA PE3YNLTAT, +/- TPYAHbIA AN YETKOA TPAKTOBKM Pe3ynbTar + NONOXUTENbHbIA PesynbTaT npose-

[EHHOr0 1CCIea0BaHMS.
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Pa3BUTHUM Pa3INYHBIX PEBMATUYECKUX MPOSIBICHUI Y OOJIBHBIX
¢ niepBuyHbiMu [1]1. KnuHudeckue MposIBIEHUST TTIEPBUYHBIX
I11 u P3 Bo MmHOTOM cX0mHBI. M3yyeHuto Macok P3, Habmoma-
foImxcs B 1e6rore mepBUYHBIX [1/1, 1 MOCBSIIEHO HACTOSIIIEe
ucciaeoBaHue. XOpOIIo YCTAHOBIEHHBIM (haKTOM SIBJISIETCS
OobOHapyKeHHe MOHOKJIOHAIBHOMN ceKpeliun y 3—4% OOJIbHBIX
PA [32, 33] u 15—20% 60abHbix B [5, 33], mo3TOMY BBISIBIIE-
HKME MOHOKJIOHAJIbHBIX UMMYHOTJIOOYTMHOB WJTM UX JIETKHUX L€~
Meil B CbIBOPOTKE KPOBU WJIM MOYE HE BCernaa sIBJSIETCS MOM-
TBepxKaeHueM Hanuuust [1/]. Panee Mbl mogpoOHO ocTaHABIM-
BaJIMCh Ha IMAarHOCTUKe W auddepeHInaaIbHON TMarHOCTUKE
MOHOKJIOHaNbHO# cekpeumu mipu P3 [10]. Kak mokasano Ha-
cTosilee MCCleA0oBaHMe, OTCYTCTBHE KJIacCHYECKMX Jabopa-
TOPHBIX MapKepOB ayTOMMMYHHOTO 3a00JIeBaHUS TTO3BOJISICT
MIPEATIONIOKUTE BO3MOXHOCTh pa3BuTus [1J1 y GOIBHBIX C Ha-
JINYMEM MOHOKJIOHAJIBHOM CEKpEeLIMU, HECMOTPS Ha KITMHNYE-
CKHUE CUMITOMBI (TIOpaXkeHWe CITIOHHBIX XeJie3, KOCTHO-CYC-
TaBHOTO arrapara U COCY/I0B), CXOAHbIE C TaKOBbIMU TIpu P3.
B nureparype 6bu1a ornrcaHa BO3MOXHOCTb Pa3BUTUSI HEKOTO-
PbIX ayTOUMMYHHBIX HapyiueHuii pu [T [15—19, 22—25], Ko-
TOpbIC Y HAIlMX OOJBHBIX He BeTpedanruch. PO M MOHOKIIO-
HaJIbHasl KpUOTJIOOYIMHEMMST HAOTIOAIMCh Y ABYX HAILIMX Ma-
ureHToB. CrenyeT OTMETUTh, YTo | TMI KpUOrIo0yIuHEMUN
HauboJjiee yacTo BcTpeyaeTcsl y 6oabHbIX 1/ 1 mpakTuyecku
He BoIsiBIsIeTcs nipu P3 [5, 7, 8, 15, 34]. B 3apybexxHoii u oTe-
YeCTBEHHOI JTUTepaType ONMUCHIBAINCH OTAeabHbIe ciaydan [1/1,
NeOIOTUPOBABILIKE C Pa3BUTHUS CyXoro cuHapoma [28, 35, 36],
apTpUTa MEJIKUX CYCTaBOB, APYTUX M3MEHEHUI KOCTHO-CYCTaB-
Horo amapara [16, 22, 37, 38] 1 13BeHHO-HEKPOTUYECKOTO Ba-
ckynuTta [14, 15, 27], omiubouHo nuarHoctupyembie Kak BILI,
CepoHeraTuBHBIN PA, CITOHAMIOAPTPUT U pa3IMUHbIC BapruaH-
Thl Backynuta. PA u nuddysHbie 00Je3HU COeIMHUTEIbHON
tkanu (CKB, CC, I[IM) HepeaKo AMarHOCTUPYIOTCS B 1e010-
Te 3n0kadyecTBeHHbIX JITI3 [37]. OmnbiT, HAKOIJIEHHbIM TpU
M3ydyeHUM OoJibloi rpynibl [T, 1MarHoCTUPOBAHHBIX B Of-
HOM KJIMHUYECKOM LIEHTpE, MO3BOJISIET OLIEHUTh Hanbosiee ya-
CTO BCcTpevarolurecst Macku P3 B me6roTe 5Toi rpyniibl 3a00J1e-
BaHuii. Kiraccmueckuii apTpUT MEJIKMX CYCTaBOB KHUCTEM C yT-
peHHEl CKOBAaHHOCTBIO B TeYCHHUE Yaca BCTpedasicsl B IeOIoTe
MUEJIOMBI TOJTbKO Y ABYX OOJIBHBIX, TOT/Ia KaK apTPajJTuu, WH-
TEHCHUBHBIE OCCAJITMH B Pa3TMIHBIX OTIEIaX cKejleTa Habona-
ek B 50% ciydaeB. JleCTpYKTMBHBIE TTPOLIECCHI B TJIOCKUX
KOCT$IX, TTO3BOHOYHUKE, CBOJIE Yeperia, TPOKCUMaIbHBIX TPYO-
YyaTblX KOCTsX (I1e4o, 0eapo) HaOMI0AaINCh Y OOJbIIMHCTBA
OOJIbHBIX U SIBUWIMCH CIEACTBUEM MOPAKEHUSI KOCTEH MpU MU-
enoMe. [lpoBeneHHast orepallOHHas OUOTICHUSI Y OOJBbHOM
C COJIMTApPHOM MIa3MOLIMTOMO TIJIEUeBOM KOCTU BhISIBUJIA Ha-
JINYKME MacCUBHOW MH(MWIBTPAIIMHY TIJ1a3MaTUUYEeCKUMU KIIETKa-
MM O0JIaCTM mMaTojormyeckoro rmepenoma [14]. IlepBuuHbIiz
aMWJIOWIO03 C MapanpoTeMHEeMHUE TTPOSIBIISIICS KIacCUIeCKOM
opraHoMeranueit (3HauntesnbHoe yBeanueHne [THYCXK ¢ mak-
poryioccuei, KapauoMeTaius, TermaToMeraius, yBeIndeHUe
pa3MepoB XeJynKa, TUIepTpodust MBIIIIIT), @ OTCYTCTBHE TUTa3-
MaTHU3allMi KOCTHOTO MO3Ta, TTOpaskeHUsT CKeJleTa U Pa3BUTHE
MacCCHBHBIX OTEKOB ITPY OTCYTCTBUU MOBBIIIIEHHOTO AJl 1 IpH-
3HAKOB MOYEYHON HEAOCTaTOYHOCTHU IO3BOJUIO UCKIIOUUTH
MM y Tpex 00ibHbBIX. B ABYX ciiydasix IMarHOCTUPOBAHO coue-
TaHue MM (Haiuuue BICOKOTO CONEPXKaHUsI MJIa3MaTUUYeCKUX
KJIETOK B MUeJIoOTpaMMe U TperaHOOuonTare, mopaxkeHue Koc-
Tell B OTHOM cJlydae, a TakKxke HOpMaJIbHbII ypOBEHb aTbOyMU-
HOB B CBIBOPOTKE IMPHU MacCUBHBIX OTeKax) 1 AL-amuionmosa.
CregyeT OTMETUTD, YTO CUMIITOMATHKA TTOCICAHETO MPeBaN-
poBaja B KIMHUYECKUX MPOSBICHUSIX Y 3TUX OOJBHBIX.

42

Haire uccnenoBanue mokasano, YTO METOJ KOJTUUECTBEH-
Horo onpeneneHust CJIL] B ceIBOpoTKe KPOBU MTO3BOJISIET OOHA-
PYXWUTbh MUHUMAJIbHBIE YPOBHU MOHOKJIOHAJIBHBIX JIETKUX TIe-
Tieli u siBJisieTcst 6osiee MHMOPMATUBHBIM, TI0 CPABHEHUIO C M-
MYHO3JIEKTPO(OPE30M ChIBOPOTKU KpoBU Tpu AL-amuiionno-
3¢e. MBI cuuMTaeM, 4YTO MPW 3HAYUTETHLHOM YBEJIWYEHUU
TTHYCXK nomxHa ObITh BBIMOJHEHA MyHKIIMOHHAsI OMOMCUS
JKeJie3bl ¢ MOCIeAyoeil OKpackoil Ha aMUJIOU, YIUTHIBasI ee
100% wHbopmaTuBHOCTh B Hammx ciydasx. [IHUCXK moxer
OBITh BKJTIOUEHA B CITMCOK aJIbTePHATUBHBIX MECT JUIsI TUCTONO-
ruJeckoit Bepudukauu AL-aMuionno3a, yauTeiBasi IpoOCTOTY
BBITIOJTHEHUSI €€ OWOTICMM M OTCYTCTBUE OCIOXHEHUi [28].
Ha muddepenumanbHoil TMarHOCTUKE CYyXOTO CUHApOMA MPU
AL-amuonnose, Tak ke Kak U Ha IPYTUX KITMHUTIECKUX TTPOSIB-
JIEHUsX 3a00JIeBaHUsI, MBI TIO[POOHO OCTAHABIUBAIHUCH B TIpe-
IbIIymux uccrenoBanusx [10, 28]. CiieayeT OTMETUTD, UTO, KaK
U B 0oJibLIOM UcciieioBaHuM bocToHckol cepun 00bHBIX AL-
aMUJIOUI030M, CPEIU OIMOOYHBIX IMArHO30B HanuboJiee 4acTo
durypupoBaniu nuddy3Hble 00Je3HN COSNUHUTEIBHOM TKaHU
(BIL, CCA, CKB, I1M) [39]. lebt0T MUEOMBI C SI3BEHHO-HEe-
KPOTUYECKOTO BacKY/IMTa OMUCHIBAICS B OTAEJIbHBIX HaOMI01e-
Husx [14, 15], a peuuauBUpyloLLIas MypIypa siBJIsSeTcsl OTHUM
13 BAapUAHTOB MOPAXXEHUs MITKUX TKaHel npu AL-aMmuionao-
3e [1, 39], moaTomy ommboyHass AMATHOCTUKA PA3IUYHBIX TTEp-
BUYHBIX BaCKYJIUTOB Hepeako BerpeuaeTcs npu [T [27]. VY tpex
OOJTLHBIX B HAIIIEH CEPUU TeMOpparnieckKuii BACKYJINT, O0JINTe-
PUPYIOIINIT TPOMOAHTUUT U MUKPOCKOMTMIECKUI TIOTUAHTUNUT
OBITM TIEPBBIMU KJIMHUYECKUMU ITUATHO3aMU JI0 TTOCTAHOBKU
nmarHo3a MueoMbl U AL-amumonno3a. OTCyTcTBUE aHTUHEH -
TPOMDWIBHBIX aHTUTEN U CHIKeHUsT ypoBHeit C3/C4-dpakiuit
KOMITJIEMEHTA, a TaKKe OMOTICUST HETIOPakeHHOM KOXM C TT0-
crenylolleil oKpackoil GuonraTa Ha amMWJIOMIO3 MO3BOJISIIOT
npoBecTd auddepeHIIMaabHy0 IUAarHOCTUKY, HECMOTpPSl Ha
TPUCYTCTBUE BO MHOTHUX CIy4yasix MOJMHENHpoInaThu, KoTopasl,
Kak TMPaBUJIO, SIBJISIETCS CIEACTBUEM MOHOKJIOHAJIBHOM cekpe-
uuu [18]. Hamm HaGoneHUsT TOKa3bIBaIOT, YTO UMMYHOMOP-
domnornueckoe nccrenoBanure KoctHoro mo3ra 1 MCKT xoc-
Teil cKeJeTa SIBISTIOTCST 0OJiee UyBCTBUTENLHBIMU METONAMU
B IMarHOCTUKE TIOPaXKEHUsI KOCTHOTO Mo3ra u kocteit mpu [1/1,
10 CPAaBHEHUIO C UCCIIENOBAHNEM TOIBKO MOPGhOJIOTUN KOCTHO-
ro Mo3ra 1 0ObIYHOM peHTreHorpadueit Kocreit. AHanu3 00J1b-
Hbix [1/] moka3biBaeT, 4To, HECMOTPsI Ha CXOAHbIe ¢ P3 KiuHu-
YecKHe TPOSIBJICHUS, OTCYTCTBUE MapKepoB ayTOMMMYHHOTO
MopaxXeHusl MpU J1abopaTOPHOM MCCIENOBAHUM TO3BOJSIET
npeanoaoxuTth Hamuuue [1/] y maleHToB ¢ MOHOKJIOHATbHOM
CeKpeLyreit U ¢ TOMOLIbIO AOMOJIHUTEIbHBIX METOOB UCCIeN0-
BaHUs (TpernaHOOMONCUU ¢ MOP(HOIOrMYEeCKUM/UMMYHOMOD-
dosornueckuM n3ydeHmeM kKocTHoro mosra, MCKT kocreit
ckeJieTa, MOpGOIOTMUECKUM UCCIeOBAaHNEM OMOTTATOB C TO-
CTIeyIoIell OKpackoil Ha aMIJIONI03) TUATHOCTUPOBATh pa3-
JnyHble BapuaHThl [1/1.

BbiBOAbI

1. Haunbosee yacteiMu peBMaTuyeckumu mackamu [1/]
SIBIITIOTCST TTOpakeHUe MOoYeK (MPOTEMHYPUs, OTeKN HWKHUX
KOHEYHOCTel, HehpOoTUIeCKU CMHIPOM) — 78%, KOCTHO-CYC-
TaBHOI CUCTEMbI (APTPUTBHI CYCTABOB, apTPAIITUU, OCCAITUU KO-
creii ckenera) — 64%, cocyaucTbie HapylleHus! (CuHApoM Peii-
HO, IypIIypa, sI3Bbl TOJIEHEN ¥ raHIPeHa MajblieB crom) — 36%,
nepudepryecKoil HEepBHOM CHCTeMbl (TOJMHEWpOMNAaTUs) —
36% u yBeImueHMe CIIIOHHBIX Xee3 ¢ Kcepocromueii — 28,5%.

2. B me6rore I1/] muarHoctupytorcss P3: ceponeratus-
HbIil aptput/crnionaunoaptput, CKB, BIII (28,5%), paznuy-
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Hble BapuaHThl Backyurta (21,5%), CCI/TIM (14,3%) u, pe-
Xe, IereHepaTuBHO-IUCTpoduueckure 3abojieBaHUS CyCTa-
BOB/II03BOHOYHHUKA.

3. UMMYHOXUMUYECKOE UCCIIEIOBAHKIE CBIBOPOTKH KPO-
BY ¥ MOYM HEOOXOIMMO TIPOBOJIUTE BCEM GOJTbHBIM, UMEIOTITUM
KJIMHUKO-JIA00opaTOpHBIE MPOSIBJICHUST CEPOHETATUBHOTO apT-
puTa, CIIOHAWIOAPTPUTA, SI3BEHHO-HEKPOTHMUYECKOTO BaCKYIIM-
Ta, WHTEHCUBHOTO 0OJIEBOrO CHHIpPOMAa B KOCTSIX, aHEMMIO,
TpoMOoLMTOTIeHWIO U TIoBbIIeHHe COD, TTpU OTCYTCTBUU UM -
MYHOJIOTMYECKMX MapKepOB ayTOMMMYHHOTO 3a00J1eBaHusI.

4. BoJibHBIE C OTEeKaMU TOJIEHE, TPOTEeMHYpHeit 0e3 1o-
BoilieHUs1 Al u nabopatopHbix npusHakoB XITH, opranome-
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