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AYTOMMMYHHUTET ¥ ayTOBOCIIAJICHUE B MATOreHe3e
MMMYHOBOCHAJIUTEJIbHBIX 3200JIeBAaHUMN
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Pesiome

PeBmaTinyeckme 60AE3HM OTHOCSATCS K rpyrnne MMMYHOBOCMaAUTEAbHbIX 3aboaeBaHuit (MIB3), B natoreHese KOTOPbIX MMEIOT 3HaueHMe Kak
AYyTOMMMYHHbIE, TaK 1 ayTOBOCMAAUTEAbHbIE MPOLIECChI.

LleAb. MpeacTaBuTb reTeporeHHbIi NatoreHes passuTus BocnaseHus npu MB3.

Martepuanbi 1 MeToabl. O6creroBatbl 260 60AbHBIX € MB3: 242 — ¢ cUCTEMHBIMM @y TOUMMYHHbIMM 3a00A€BaHUSIMU: 65 — CUCTEMHOW KPaCcHOM
BOAYaHKOW, 50 — cuCTeMHOM ckAaepoaepmmeit, 127 — cuctemHbiMu BackyauTamu (CB) u 18 AnuL ¢ ayToBOCMAAMTEABHBIMU 3a00AEBaAHUAMN:
8 — 6oae3Hblo bexueta, 2 — nepuoAnyeckoit GOAE3HbIO, 5 — CeMeHOM XOAOAOBOM KparuBHULEN, 2 — MAMOMATUHECKMM AOOYASIPHBIM
MaHHUKYAUTOM M T — PELIMAMBUPYIOLLIMM MOAUXOHAPUTOM. [POBEAEHO MCCAeAOBAHME KOMIAEMEHTA, aHTUreHa dakTopa doH Buarebparaa
(DB:AT), aHTUHYKAEAPHbIX aHTUTEA, QHTUTEA K HaTUBHOM AHK, aHTMIHAOTEAMAABHBIX aHTUTEA, aHTUTEA K Tornounzomepase | (aHTu-Scl-70),
AHTUHENTPOMUABHBIX LIMTOMAAZMaTHYeCKMX aHTUTeA (AHLIA), aHTHKkapAMoAnnuHOBbIX aHTHTeA — aKA (aKA 1gG u aKA IgM), kproraobyAnHos,
CO?3, C-peaktuBHOro HeAka.

PesyAbTatbl. AyTonmMyHHble 3a60AeBaHKs (AB3) XapakTepu30BaAUCh CUHTE30M LWMPOKOTO CMEeKTPa aHTUTEA: OCHOBHBIMU CEPOAOTMUECKMMM
MapKepamu Mpu CKPUHMHIE CAEAYeT CUMTaTb aHTMHyKAeapHble aHTuTera (y 75%). TMpakTuueckn y GOAbHBIX BCEX Fpyrn MMeAa MecTo
rMNOKOMMIA@MEHTeMMS CO CHMxkeHnem C3- 1 C4-komnaemenTa. [pu cMCTEMHOM KpaCHOM BOAHaHKe CEPOAOTMHECKMM MapKePOM SBASIOTCS aHTUTeA]
Kk HateHOM AHK (y 71%), npu cuctemHoim ckaepoaepmmn — aScl-70 (y 17%), AHLA-accounmnposartbix CB-AHLIA (y 94%), aKA (y 14%). Mpu
rpaHyArematose Berenepa AHLIA onpeaereHbl y 94% GOAbHbIX B aKTMBHOM CTaAuM, oTMeudeHa Koppeasiumst AHLIA ¢ MHAEKCOM KAMHWYeCKOw
AKTMBHOCTM BaCKyAMTa. B ocTaAbHbIX rpyrnax 60AbHbIX CB AHLIA BLIAGASIAUCH B €AMHMUHBIX CAyHasiX. KpUOrAoOyAm HbI OTMeH€EHb! Y BCeX NMaLMEHTOB
C KpHOrAoByAnHemMmydeckum BackyauTtoM. akKA IgG u akKA IgM siBASIAMCL MapKepammu aHTUPOCEHOAUMUAHOTO CUHAPOMA. AHTUIHAOTEAMAALHbIE
aHTUTeAA MMEAM 3HAUMTEAbHbIN CrieKTp koaebaHuit. Beicokue nokasatean MB:Al oTMeUeHbl MPU BCeX YKa3aHHbIX HO30A0rMYeCcKMX hopmax,
0cobeHHO Npu rpaHyArematose BereHepa u remopparmyeckom BackyauTte. Cpean AabOpaTOpHbIX TECTOB aKTMBHOCTM Mnpolecca Hauboree
3HaUMMbIMM CAeAYeT cumTaTb onpeaereHne CO3, C-peakTusHoro Heaka n MB:AT, KOTOpPbIN TakxKe CUMTAETCS MApPKEPOM MOPaKEHUS! COCYAUCTOM
CTeHKM. AaloTCs 3Tanbl AMArHOCTUYECKOTO NOMCKA, KAMHKUYeCKast XapaKTepuCTHKa M M3MeHeHUst AabOPaTOpHbIX NoKasaTeAei y 6oAbHbIX AB3.
3akAloueHue. BoiaereHne u3 rpynnbl MB3 60AbHEIX AB3 CAYXXMT NokasaHMEM AASl F€HETMUYECKOTO MCCAEAOBAHMSI 3TOrO KOHTUHIEHTa C
anpobalimeit UCMIOAb30BaHUS AAS MX AeYeHUst BUOAOrMYECKO Tepaniuu.

KatoueBbie cAoBa: HMMMYHOBOCTIAAUTEAbHbIE 3360AE‘BaHMﬂ, ayTOBOCTaAUTEeAbHbIE 3a6OAeBaHMﬁ, OOAE3Hb Eexqera, peLlMAMBMpyIOlLlMﬁ
TTOAMXOHAPUT, CEPOAOTMHECKNE MAPKEPBbI.

Ans umtmuposanms: Wnakmuna H.TT., Macuna M.B., Apsxenkosa M.B. u Ap. AyTOMMMYHUTET M ayToBOCMaAeHue B [aToreHese
UMMYHOBOCTaAMTEAbHbIX 3ab0reBaHuit. TepanesTuaeckmii apxmus. 2020; 92 (12): 120-125. DOI: 10.26442/00403660.2020.12.200442

Autoimmunity and autoinflammation in pathogenesis of immunoinflammatory diseases
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Rheumatic diseases relate to the group of the immunoinflammatory diseases (1ID), in pathogenesis of which have a value both autoimmune
and autoinflammatory processes.

Aim. To present the heterogeneous pathogenesis of inflammation in IID.

Materials and methods. It is inspected 260 patients (pts) with 1ID: 242 pts with systemic autoimmune diseases (SAD): 65 systemic lupus
erythematosis, 50 systemic sclerosis, 127 systemic vasculitides (SV) and 18 patients with autoinflammatory diseases (AID): 8 Behcet’s disease,
2 periodic disease, 5 familial cold fever, 2 idiopathic lobular panniculitis and 1 relapsing polychondritis. Is carried out a study of complement,
antigen of von Willebrand factor (FW:AG), antinuclear antibodies, antibodies to DNA, anti-endothelial antibodies, antibodies to topoizomeraze |
(anti-Scl-70), antineutrophilic cytoplasmic antibodies (ANCA), anticardiolipin antibodies (aCL IgG and aCL IgM), cryoglobulins, VS, CRP.
Results. SAD were characterized by the synthesis of wide antibodies spectrum. As the basic serological marker at the screening it follows to
consider antinuclear antibodies (75%). Practically in all groups it took place hypcomlemetemia with reduction of C3 and C4 complement. With
systemic lupus erythematosis are revealed antibodies to DNA (71%), with ANCA-associated SV-ANCA (94%), aKL (14%); with SSD — aScl-70
(17%). At Wegener granulomatosis ANCA are determined in 94% patients in the active stage. It is noted correlation ANCA with the index of the
clinical activity of vasculitis. In the remaining SV groups ANCA were separated in the single cases. Cryoglobulins are noted in all patients with
cryoglobulinemic vasculitis. aCL IgG and aCL IgM were the markers of antiphospholipid syndrome. Anti-endothelial antibodies had significant
oscillation spectrum. High indices FW:AG are noted with all above nosologic forms indicated, especially with Wegener granulomatosis and
vasculitis hemorrhagic. Among the laboratory tests of inflammatory activity should be considered the determination of VS, CRP and FV:AG,
which is also considered the marker of vascular wall defeat. Is given clinical characteristic and changes in the laboratory indices at AID:
Conclusion. Isolation from the group IID of patients with AID serves as indication for a genetic study of this contingent with the approval
of use for their treatment of biological therapy. Isolation from the group SAD patients with AID serves as indication for a genetic study of
this contingent with the approval of use for their treatment of biological therapy.

Keywords: immunoinflammatory diseases, autoinflammatory diseases, Behcet’s disease, relapsing polychondritis, serological markers of
autoimmune rheumatic diseases.
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O naroreHese HUMMYHOBOCINAAUTEAbHbIX 3aboreBaHmi

AB3 - ayToBocnanmirenbHOe 3a00/eBaHNIe

A3 — ayTouMMyHHOe 3a00sieBaHne

aK/JI — aHTHKapANONMINHOBOE aHTUTEIIO

AHA — aHTUHYKJIEapHOE aHTUTEJIO

AHIIA — anTHHEHTPO(UILHOE IUTOMIA3MATHIECKOE AHTUTEIIO

Bb — 6one3Hb bexuera

I'pB — rpanynemaro3 Berenepa

NB3 — uMMyHOBOCTIANUTEIbHOE 3a00J1€BaHIe

MKB-10 — MesxnyHnapopHas kiaccudukanus 6onesneit 10-ro nepe-
cMoTpa

P® — peBmaTonpublii hakTOp

CB - cuctemHblil BACKYJIUT

CPB — C-peakTuBHBIi 6eJ10K

CCIJI — cemeitHasi cpeiu3eMHOMOPCKast JIMXOPajIKa
OB:ATI — pakropa on Bunnebpanpia anturen

Ig — umMMyHOrOGYIMH

IL — unTepneikuH

TNF-a — hakTop HEKpo3a onmyxoJu o

B Hacrosiiee Bpemsi peBMaTuiyeckue 60Jie3HU paccMaTpu-
BaIOTCS Kak IMMYHOBOCTIAJIUTENIbHBIE 3a00seBanus (MUB3), ko-
TOpbIE B 3aBUCHIMOCTH OT MPeOoOIafIaloniX MEXaHU3MOB aKTH-
BallMM MMMYHHMTETa TOJPA3JCNSIOTCS Ha ayTOMMMYHHbIC
3aboneBanns (AM3) m ayroBocnmanuTesbHble 3a00JEeBaHUS
(AB3). ITaTorene3 A3 cBsA3aH ¢ aHTUTCHUH[YIUPOBAHHbIM
CHHTE30M aHTUTeJ Wi akTuBanyen T-mmdporutos. M3 rpynmbl
NB3 Boiienens AB3 — reHeTnuecku ieTepMUHUPOBAHHBIE 3a-
60JIeBaHNs, B OCHOBE KOTOPbIX JIESKUT HApYLICHUE PeryJIsiuu
MeXaHU3MOB Bocrajenus [1, 2].

AB3 BkurouaeT uenblil psii 3a60seBaHMil, IPEX/e BCEro
MOHOT'€HHbIE NEPUOINYECKIE JIMXOPAJIKH, B TOM YHUCIIE CeMeN-
HYIO cpefiuzeMHOMOpcKYto nuxopasiky (CCJI) unm nepuopnye-
CKYI0 00JIe3Hb, KPUOTTMPUHACCOLMMPOBAHHbBIE CUH/IPOMBI THUIA
CEMENHOM XOJIOI0BOM KPAaNMBHULbI, & TAKXKE HEMOHOTE€HHBIX
(MynbTHakTOpanbHbIX) 3a00JeBaHuii THNa 6oe3Hn bexyera
(BB) mnp. [1,2]. AB3 oTHOCSATCS K HACIIEICTBEHHBIM COCTOSI-
HUSIM, CBSI3aHHBIM C MyTalell ONpeJieIeHHOro reHa. B ocHoOB-
HOM 60JIe3HU JJAHHOT'O MPO(UIISI AUATHOCTUPYIOT TEANaTpPhI,
XOTsl PEBMATOJIOTM MOTYT BCTpeuaTh UX U B GoJiee CTapiinx
BO3pACTHBIX rpynnax. AB3 xapakrepu3yroTcsl HAIM4MeM Te-
PHUOIMYECKUX MPUCTYIOB JIMXOPAJKU U KIMHUYECKOH CUMIITO-
MAaTHKW, HAMOMIHAOIIEN MH(PEKIMOHHBII MPOIIeCC W peBMa-
THUYecKkue 3a00JieBaHusl, HO HU MH(EKUMOHHOIO areHTa, HU
MMMYHOJIe(ULITA, HU BLICOKUX TUTPOB KaKMX-JIMOO aHTUTEII,
xapaktepHbIx 1yt AW3, He onpenensiercsi. Bo3BpaTHble anu-
30/1bl CUCTEMHOT'O BOCHAIUTEILHOTO MPOLECCa MOMUMO JINXO-
PAJIKM TIPOSIBJISIFOTCSI ACENTUYECKUM BOCTIAJIEHMEM CEPO3HBIX
000J1049€K, CyCTaBOB, MUH/IAJINH, KOXKHBIX TOKPOBOB, CIU3U-
CTBIX 000JI0UeK [2—4].

B ocnoBe nmatorene3a AB3 nexxaT akTHBaiysi BPOKIEHHOTO
MMMYHUTETA U PA3BUTHE CUCTEMHOT'O acenTUYeCKOro Bocnase-
HUS, CBSI3AHHOTO C M30bITOYHBIM NPEBPALICHUEM HEaKTHBHOM
(popmel unTepieiikunaa (IL)-1p B aktusayro dopmy [5]. TIpen-
MOJIAraeTCsl, YTO TUMEPIPOAYKIMS MPOBOCTIATUTEIBHOTO IUTO-
kuHa [L-1f3 BO MHOrOM ONpefIesisieT «[epeKpecT» MEXK/Y ayTo-
MMMYHHUTETOM U ayTOBOCIAJIEHUEM, XapaKTEPHBIN /171l MHOTUX
NB3[1, 6].

JlanHOE cooOIIeHNe KacaeTcs B OCHOBHOM M3yUeHMs 1aTo-
reHe3a y 6osbHbIx AW3 1 TpyHOCcTei i depeHInanbHOM -
armoctuku AB3.

Henp uccnenoBanusi — NpeCTaBUTL reTEPOreHHbIN MaTO-
TeHe3 pa3BUTHS BOCTIAJICHUS TPU UMMYHHBIX BOCTIAINATEIBHBIX
3a00JIeBaHUSIX.
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Marepnaabl u MeTOABI

O6cnenoBanbl 260 6onbHbIX ¢ UB3: 242 — ¢ cucteMHbIMU
ayTOMMMYHHBIMU peBMaTHYeCKUMU 3a6oneBanusivu (AM3): 65 —
CUCTEMHOI1 KPacHOI BOJYaHKOM, 50 — CUCTEMHOI CKJIepofiep-
mueii, 127 6ombHbIX cucteMHbIMU BacKysutamu (CB): 15 — y3en-
KOBBIM TosmapTepuntToM, 20 — 06IMTepupyoM TPOMOAHT M-
ToM, 31 — HecneyuguyeckuMm aoptoaptepuntom, 30 —
reMopparnuyeckuM BacKyJuToM, 24 — rpaHynemaro3oM Berenepa
(I'pB), 7 — KpUOrIOOYIMHEMUUECKUM BacKyuToM U 18 — AB3:
8 — bb, 2 — nepuoanyeckoii 60J1e3HbI0, 5 — CEMEMHON XOJIOI0BOI
KPanMBHULEH, 2 — WIMONATUYECKUM JIOOYJISIPHBIM TAHHUKYJIUTOM
1 1 — peuuaMBUPYIOLMM NOJUXOHPUTOM.

ITpoBepeHo uccnegoBaHUe KOMIUIEMEHTA. Y POBEHb aHTH-
SH[IOTEJIMANBHBIX AHTUTEJ]l ONPENENsiId METOIOM TBepaodas-
Horo ummyHodepmenTHoro aHanusa (K.B. Canoxun u coasr.,
1995). TeepaodasHblil UMMYHO(EPMEHTHBIIT AHAJIN3 MCIIOJIb30-
BaH U /|15l ONpefieJieHns] aHTUHyKJeapHbIx anTuren (AHA), an-
tuten K JHK, antuten k Tononzomepase 1 (antu-Scl-70), an-
TUHEATPOMUIBHBIX LUTOMIa3MaTnyeckux anturen (AHIA),
aHTUKapauoaunuHoBbIX anturen (aKJI) uzorunos IgG u IgM,
KPUOIJI00YIMHOB, KOHLEHTPALUU aHTUreHa hakropa o Bun-
ne6panna (PB:Al') u C-peaktusHoro 6enka (CPB).

Pe3yAbratbl M 006CyXKA€HHE

AN3 xapakTepn30BaAIMCh CHHTE30M IIIMPOKOTO CIEKTPa aH-
TUTEJ: OCHOBHBIMU CEPOJIOTMUYECKUMH MapKepaMu MpH CKpHU-
HuHre ciepyet cuutaTb AHA (y 75%). IlpakTudecku y 60:b-
HBIX BCEX TIpYNI MMela MECTO T'MIOKOMIUIEMEHTEMUS CO
cHkenneM C3- u C4-kommnemenTa. [Ipu cuctemMHOl KpacHo
BosTyaHKe BbIsiBeHbl antutena K JJHK (y 71%), npu AHLIA-ac-
coupmpoBanHbIx CB-AHIIA (y 94%), aKJI (y 14%); cuctemHoi
ckiaepogepmuu — aScl-70 (y 17%), I'pB AHIIA onpepeneHsl y
94% GONbHBIX B aKTHBHOHN CTaiuy, OTMEYEHA KOPPEeIsus
AHIIA ¢ uHpeKcoM KIMHUYECKOW AaKTHBHOCTHM BacKyJWTa
(r=0,64; p<0,01). B ocranbhbix rpynnax 6onsHbix CB AHIIA
BBIJICJISUTUCH B €IMHUYHBIX ciTyyasix. KprnornoGyamHbl oTMedeHbl
y BceX 7 OOJbHBIX KPUOTIOO0yIMHEMIYeCKIM BacKynTom. aKJl
IgG u aKlJI IgM siBastich MapkepaMu BTOPUYHOIO aHTUOC-
chomunupHOro cuHApoMa. AHTUSHIOTEIMAJIbHbIE AHTUTENA
UMENY 3HaUUTEJIbHbII CIEKTP Konebanuit: ot 47% 1pu y3eJKo-
BOM mnosmapTepunte 10 6% OG0JBHBIX MPU 00IUTEPUPYIOIIEM
TpoMbGanrunte. Beicokne nokazarenn ®B:Al" oTmeueHs! npu
BCEX YKa3aHHBIX HO30JI0rMYecKuX popmax, ocooeHHo npu I'pB
U remopparuyeckoM Backynure (y 61 1 46% GOIbHBIX COOTBET-
ctBeHHO). Cpefn 1TabopaTOPHBIX TECTOB AKTUBHOCTH TMPOIIecca
Hanbosee 3HAUMMBbIMM CJeAyeT cuuTaTh onpepeneHne COD,
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H.I1. lLinakuHa m coasBr.

CPB u ®B: AT, KoTOpbIil TaKXKe ONpefiessieTcsl Kak MapKep Mo-
Pa>KeHusl COCYIUCTON CTEHKU.

Bb otHocutcs k rpynne CB, koTopast UMeeT 3THUYeCKue
ocobenHocT (M35.2. no MeskayHapopHoi Kiaccudukauum 60-
ne3nent 10-ro nepecmorpa — MKB-10). B Hamreir crpane kiac-
cryeckumu ctam paboTel 3.C. Anek6epoBoi MO IMarHOCTHKE
1 JIeueHuto 3Toi 60s1e3uu Benvkoro 1esnkosoro nmytu [7, 8]. bo-
ne3nb/cunpom bexuera npefcrasnser co6oit CB cocynos pas-
JIMYHOTO THUMA U Kanuopa, 3aTparuBaroLIuil KOXY, CIIM3UCTbIe
000JI04KH, CYCTaBbI, I71a3a, apTepUH, BEHbI, LIGCHTPAJIbHYIO HEpPB-
HyIO0 cucTeMy («Heilpo-bexueT») M >KellyJo4YHO-KHUIIEeUHbI
TpakT [9]. W panee peBMaTOI0rM OOpALLa/Id BHUIMAHUE, YTO 9TO
3a60J1eBaHue N0 TEYEHHUIO HECKOJIBKO OTIIMYAIIOCH OT TUIMMYHBIX
BACKYJIUTHBIX CUH/IPOMOB, XOTSl ONMCBIBAJIM 1 TaK Ha3bIBAEMbIi
«BacKyno-bexueT» [9], HO yallle BCcero ero NposiBJIeHUEM CUU-
TaJI0Ch NIOPAKEHNE BEHO3HOIO PycJla, IPEUMYILECTBEHHO B BUJIE
Tpom603a rTy6OKHUX BEH.

[Ton nabmonenrem Haxomunch 8§ 60mbHBIX BB, MyskunH Mo-
Jofioro Bo3pacta, 5 u3 Koropbix ¢ CesepHoro Kagkasa, nmesnu
MECTO THUNWYHbIE imarHoctruueckue kpurepuu Bb [10]: adpTo3z-
He1ii croMatuT (100%), 513861 B 06:1acTy reantamii (50%), mo-
paxenust rna3 (75%) n xkoxu (37%). Inu30/Ibl TUXOPAKKU OT-
MeueHbl Y BcexX, mpuyeM B 3 ciydasix oHa jocrurana 38,5°C.
YKazaHHble CepOJIOrnuecKue MapKephbl, TUMuHble st A3, st
6onbHbIX BB HexapakTepHbl, YTO, KOHEYHO, BCErjja 00palaio
Ha ce6st BHUMaHKe. Y BCeX MalMeHTOB B EpUOJ, 000CTPEHNS Mo-
BbIlieHbl COD u CPB. Y 4 GoabHBIX Cie/laH TeHETUYECKUI aHa-
u3 ¢ onpeyiesieHreM reuetuueckoro mapkepa bb — HLA-B51,
KOTOPBII 0KA3aJICsl MOJIOXKUTEIbHBIM.

B neyeHnn ncnob30BaIM rIFOKOKOPTUKOCTEPOU/bI, BKITHO-
yasi MyJbC-Tepanuio, ¢ MOCTOSHHON MOJIep>XKUBAIOLIel Tepa-
nuel B HeOOJIbILINX [I03aX , UMMYHOCYIIPECCAHTBI C Ha3HAUCHUEM
LMKJIOCTIOpPUHA A, Y 3 GOJIbHBIX C MAaHYBEUTOM IOCIIE KOHCYJIb-
Tauym npocpeccopa 3.C. Anek6epoBoii, YTO MOMOTJIIO U36e3KaTh
pa3BUTHs ClIeNOTbl. ['eHHO-MHKEeHepHbIe OMOJIOrMYecKHe mpe-
naparbl B BHjle MHrMOUTOpa (hakTOpa HEKpO3a OMyXOJn O
(TNF-o) naparkcumaba NpUMEHsINCh B 1 cilyyae ¢ MoJIoKu-
TeNbHBIM 3(pheKTOM.

Anpo6anyst ucnosb3oBaHus s Jeyenns Bb nHruéutopos
TNF-a — napnmkenmabda u ajanumyMaba npejicTaBiIeHa B pa-
6ote C.O. CanyruHoii u coasr. [2]. Beissnennoe npu BB nosbI-
menue [L-17 oTKpbIBaeT nepcneKTUBbLI UCMOIL30BaHMS TIpena-
paTta CeKyKMHyMa0 — MOHOKJIOHAJIbHbIX aHTUTen K IL-17 [11].

Y 2 My>X4MH AMarHOCTHpOBaHA Mepuojndeckasi 00Je3Hb,
WM CPeAIN3EMHOMOPCKAs JIMXOPajiKa, KOTOPasi COOTBETCTBOBANA
CYIIECTBYIOIIMM B HAacTosiIIee BpeMsi Kpurepusim [2, 12]. Y on-
HOTrO U3 HUX, OCETHHA M0 HAIMOHAIBLHOCTH, 3a00JIeBaHie Hava-
Jock B Bo3pacTte 10 JieT 1 XapakTepu30BaIoCh CTEPEOTUITHBIMU
MPUCTYTaMM JIMXOPAJIKA B TeYeHUe 2—3 JiHEl, paclipOCTpaHeH-
HbIM MEPUTOHUTOM U MOHOAPTPUTOM MPABOI'O KOJIEHHOTO CY-
cTaBa; 5 pa3 onepupoBaH 1o MoBojy 60Jell B XKUBOTE, BKIIIOYast
ANMEeH3KTOMUIO U XOJIELIMCTIKTOMUIO. Y 2-10 GOJILHOTO, apMsi-
HMHA 110 HAMOHATILHOCTH, Ha4asio 60JIE3HN OTHOCUIIOCH K 7-71eT-
HEMY BO3pACTY, MPOSIBJISLIIOCH MPUCTYIaMU JIMXOPAJIKU, TIOJIUCe-
po3uTa C BOBIIEYEHMEM OpIOLIMHBI, MJEBPbI, NEpUKappa 1
MOHOAPTPUTOM JIEBOI'O FOJIEHOCTOITHOT'O CYCTaBa C BbIPASKEHHOM
aKkccypauueit. OnepupoBaH 7 pas. Y 000UX GONBHBIX BO BpeMst
MPUCTYTOB TOBBIIeHbI ocTpodazoBbie Mmapkepsl (CO3, CPB),
yBEJIMYeHUs JIeKOLMTOB He oTMevanock. Yepes 15 u 17 ner
GOJBbHBIE YMEPJIM OT XPOHUYECKO 60JI€3HN MOYEK, OCJIOKHEH-
HOII XpPOHUYECKON NMOYEYHON HEIOCTATOYHOCTEIO.

O6c¢nenoBaHbl 5 O0JbHBIX , HAMPABJIEHHBIX HA KOHCYJIbTALIMIO
AepMarosioraMu st uckioyenust A3 ¢ quarHo3om «xosopo-
Bas KpanvBHHULa». BosbHbI ¢ eTcTBa. [IBoe n3 HUX 3abonenu
ocJIe mepeesyia u3 TerIoro Kiaumara B 6osee XoofHbIi. Peru-
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JMBUPOBAJIN BBICBIMAHNS HA KOKE YPTUKAPHOTO XapaKTepa B X0O-
JIOJIHOE BpeMsl T0fla, B CBSI3U C YeM B TE€UEHHE HECKOJIbKUX JIEeT
4 yesoBeKa He XOWIIU B ILIKOJY , 3aHUMANUCh iomMa. Tpoe 601b-
HBIX HE MOIIIM YHOTPeOIsITh X0IoAHyto nuiy. O6paiianu Ha
ce0s1 BHUMaHNe HEBBICOKME TUTPBI IIMPOKOTO CIIEKTPa aHTUTEN
WA UX OTCYTCTBUE, OTPULATEIIbHbIE TPOObI Ha BCE ObITOBBIE,
3MUjiepMaJIbHbIE, bUILLEBbIE U MUIIEBbIe AllIePreHbl, HOpMallb-
Hble L PbI KPUOITIOOYIMHOB, & TAKXKE IOCTOSHHO BBICOKUE T10-
kaszaremu IgE — no 1015-1946 ME/mn. D¢ dekTa oT IMPOKOro
CIEKTpa aHTHUAJJIEPrUYeCcKUX MpenapaToB He UMeNoch. [ moKo-
KOPTHKOCTEPOU/IbI He Ha3HAYAJIUCD.

JIBoe OOJIbHBIX HANpaBJICHbl HA KOHCYJIbTALMI0 B MOCKBY
JJ1S1 IPOBEJICHUST MOJIEKYJISIPHO-TEHETUYECKOTr0 aHaIM3a 1 Ha-
3HAYEHUs] TEePaNnu, eciii OyAyT BbISBICHbI MOKa3aHus, OMOJIO-
TMYECKN aKTUBHBIMU MpenapaTamMiu.

B HacTosilee BpeMst 3TU cilydyau OTHOCSITCs K rpynne AB3
THUIMA KPUOTMPUHACCOUMHUPOBAHHBIX MEPUOANYECKUX CUHIPO-
MOB: CeMelHas X0JI0/J0Basi KPANMBHUIIA KPUOMMPUHACCOLMMPO-
sanHasi — FCU (Familial Cold Urticaria) [13].

Y 2 GONbHBIX AUArHOCTUPOBAH MANONATUYECKUIl JTOOYJIsp-
HBIN NAHHUKYJIUT (MaHHUKYJIuMT Bebepa—Kpucuena, M35.6 no
MKB-10). 3a6oneBanue XxapakTepr30BajIoCh PEUINBUPYIOIIEH
JIMXOPAJIKOi, 6OJISIMI B CYCTaBax M MBILLILAX,, TOSIBIICHUEM y3JI0B
B OIKO>KHO->KUPOBOI1 KJleTyaTKe. [InarHo3 NocTaBleH ¢ UCHOIIb-
30BaHKeM anropurma, npeasnoxensoro O.H. Eroposoit u coasr.
[14]. ITpu nccnenoBanny 6uonTaTa KO>KA 1 MOJIKOXKHO-KIPOBOI
KJIETYATKH BbISIBJICHBI: JIEKO-TMMOLUTApHAs MH(UILTPALHS,
€[JMHIYHblE MHOTOSIJIEpHble KJIETKU, OYaru HeKpo3a 1 npoJmude-
pauyst IMMOUMTOB. BeposTHBIMI MHULMUPYIOIMMU (DaKTOpaMn
MOKHO CUUTATh B OJIHOM CJlyYae XMpPYpruyeckoe BMelllaTellb-
CTBO, B IPYI'OM — KYPChI «CYXOI'O T'OJIOJJaHHs1» , UCTIONb3yeMble
J71s1 CHUYKEHUS] MACChl TeJla NPU OXKUPEHUN.

3HauuTeNbHbIE TPYAHOCTH BO3HUKIIM NPU IUATHOCTHUKE 3a-
6oneBanus y 6ombHOro C. (1960 rop poxaenus, apmsiaus). Ciy-
yaii ony6nmkoBaH Hamu paHee [15]. [Ipu nocrynnenun B crauuo-
Hap OH NPEJbsIBIISI 2Kano0bl Ha JIMXOPajKy C NepUOAUIECKUMU
nogbemMamu Temnepatypsl 10 38,5-39,0°C, noxyneHue 3a 2 mMec
Ha 5 Kr, CHUXKEHUE anmneTuTa, MOTIMBOCTb B HOYHOE BpeMs,
o6uyto cnadoctsb. Bosen okono 6 Mec. HanpasiieH B crauionap
7151 0OCJIEI0BAHNSI C JUATHO30M «JIMXOPa/Ka HESICHOTO FeHe3a» .

DTarbl JUArHOCTIYECKOTO MOMCKA COCTOSIIN U3 UCKITIOUYEHUS
MH(EKIMOHHOTo 3a00JIEBaHUsI C ONpPE/IeIeHNeM 1IMPOKOTo CreK-
Tpa BO3MOXKHBIX BO30yauTenel, TyoepKynesa, NH(PEKIMOHHOIO
9HJOKAPAUTA — PE3YJIbTaThl OTPULATE bHbIE. 3aTeM Npefnoiara-
JIOCh HAJIMYME CENTUYECKOTr0 COCTOSHUS B CBSI3M C BbIPAYKEHHOM
JIEHKEMOUTHONM peaklueri KpOBY MUEJIOUIHOTO TUIA U HAIMYUEM
TOKCUI'€HHON 3€pHUCTOCTH HENTPOhUIOB B nepucepuyeckoit
KPOBU U KOCTHOM MO3re.

I'emMokynbTypa, B3siTasl 10 Ha3HAYEHUS aHTUOMOTHKOB, U
MOCJIelyolHe TPEXKPATHbIE MOCEBbl KPOBU, & TAKXKe TOJICTast
Kanssi Hanuust Bo30yauTenst He BbIsiBUIM. [lepBUyHbIN ouar
TaK>Ke He onpefiesieH. AHa/IU3 KPOBU Ha MIPOKAIILLIUTOHUH OTPU-
natesbHbld. [IpoBogunack nuddepeHunanbHas JMarHocTuKa ¢
MapaHeOoIIaCTUYECKUM CUHJPOMOM BCEMU JIOCTYTHBIMU KITMHU-
YeCKUMHU, (DYHKLMOHATILHBIMU U JTyYeBbIMU METOIAMU MCCIIEI0-
BaHUSI C HETATUBHBIM PE3yJIbTATOM. BbIpaskeHHble U3MEHEHUs!
1py 3 MOBTOPHBIX MYHKIMSX KOCTHOTO MO3Ta MOCITY>KUJIN MOBO-
JIOM 1711 00CIe/IOBaHMs Ha Hamuue 3a00J1eBaHus KPOBU, IPEK]IE
BCEro MUEJIOMHOI1 GOJIE3HH,, HO TIOJTy YeHHbIE IaHHbIE MO3BOJIMIIN
TPAKTOBATH U3MEHEHUS! TOJIbKO KaK PEAKTUBHbIE.

[Ipu cTepHanbHON MyHKUMM B MUEJIOMIHOM pOCTKe OOHa-
py*Xenbl Hegud epeHurpoBannbie 61acTol — 3,4%, mpomue-
nouuTel — 8,2%, muenouutsl — 16,0%, MeTaMUENOUUTHI —
20,0%, nanoukosinepHbie HelTpodunsl — 15,0%, cermeHTo-
siepHble HeliTpoduibl — 10,2%. O6paluano Ha ceOst BHUMaHNUE
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O naroreHese HUMMYHOBOCINAAUTEAbHbIX 3aboreBaHmi

7 yBeJMYEHUE YHcla Mia3mMaThuyecknx ajeMeHToB o 10,4%,
3aTeM MMeJl MeCTO POCT Ma3MaTUYecKnX KieTok o 15,0%.
Cpeny HUX BCTPEUANUCh IBYX- M TPEXbsjilepHble KIJIETKHU, 00-
HapY>KUBAJIUCH U HEOOJbIINE UX CKOIJICHUS. 3aKIIoueHue:
KapTHMHAa KOCTHOTO MO3ra 0oJbllie COOTBETCTBYET PEaKTHB-
HOMY €ro COCTOSTHUIO, OfTHAKO, YUUTBIBAasi HEKOTOpPbIe MOpgo-
JIOTUYECKHE OCOOEHHOCTH MJa3MaTUUYECKUX KJIETOK, HeJlb3sl
HUCKJIIOYUThL O4YaroByto ¢opmy muesomsl. ToT ciayuaii, korga
MaTepua B3SIT He U3 OMyXOJIEBOIrO y3Ja.

BoinonHeno MMMyHOIOrn4ecKoe uccieoBanne KpoBy, B KO-
TOPOM TIOJTyueHbI Bbicokue 3Hauenus IgE 1014,5 ME/mn (npu
Hopme Hizke 100 ME/min), He3HaunTennbHOe noBblieHne IgA no
4,97 r/n (Hopma o 4,0 r/nm) u P® o 21,5 U/L (npu HOpMe HIKe
15 U/L). AHA otpunarensubie. AHIIA: kK Muenonepoxcuaasze
IgG 13,42 otH. en./mMa (Hopma Huxke 20), aHTUTENA K MPOTEU-
Haze-3 IgG 0,37 otH. ef./ma (Hopma Hizke 20). He onpepensinn
aHTHUTeNA K Koyutareny I1.

BonbHoMy Ha3HavyeHa aHTHOAKTeprabHAasI U Ie3MHTOKCHUKA-
upoHHast Tepanusi. COCTOsIHUE €ro He YTy YIIMIIOCh, COXPaHSUINCh
mixopajka 10 39,0°C, 6051 B HISKHUX KOHEUHOCTSIX , BBIPASKEH-
Hast o61ast cnabocTh, oxo ammetut. COD yBenmuumiach o
75 mm/a, CPB — o 133 mr/a. K Tepanuu nopkiroueH JeBoIiok-
cauyH 500 Mr BHYTPMBEHHO B JieHb. D(eKTa oT MpoBOANMON
Tepanuu He 3apuKCUpoBaHo. [Ipy 3TOM Ha nprueM HeCTePOMIHBIX
MPOTHBOBOCHAIIUTENBHBIX MPENapaToB HAOIOAAI0Ch CHIDKEHNE
TeMIepaTypbl, MHOTJIA 10 HOPMAJLHBIX 3HAYEHHIT, HO C TIOCJIe-
AYIOLIJM ObICTPBIM MOJTLEMOM.

Ha 23-i1 ieHb npeObIBaHMS B CTALMIOHAPE Y TTAlMEeHTA TTOSIBU-
JCh pe3kue 601 B 06J1aCTH YIIHBIX PAKOBUH, JIEBasl yILIHAs pa-
KOBMHA yBEJIMUMIIACH B Pa3Mepe, TIOSBUIIACH BHIPAsKEHHAS THTIe-
pemusi, 3a UCKIIOUeHneM Mouku yxa. Ha crnemyroumii neHb
AHAJIOTUYHBIE SIBIICHUS PA3BUITICh CO CTOPOHBI IPABOTO yXa, Ha-
GJIIOJIANCh OTEK UM TUMEpeMusi B 00JIaCTH TNEPEeHOCULIbI, OTEK,
runepemMust 1 60Jb MPU ABVKEHNHU B 00JIACTH TOJIEHOCTOMHBIX
CyCTaBOB, 00JIM B KOJICHHBIX CyCTaBax.

[MaupeHTy BbICTaBIIEH AMArHO3: PELUMBUPYIOLINI MO~
XOHJIPUT C TIOpPaYKEHUEM Xpsilliell YIIHbIX PAaKOBHH, HOCA, peak-
THUBHBIM aPTPUTOM I'OJICHOCTOMHBIX 1 KOJIEHHBIX CYCTABOB, JIeH-
KeMOoMJIHOW peakuyeir MuesnonHoro tuna (knacc XIII. M.94.1
MKB-10) [16, 17].

BonbHOMY Ha3HauyeH MpeIHU30JI0H, HauMHas ¢ 103bl 60 Mr
BHYTPHUBEHHO C TIOCJIE/TYIOIIIM CHIKEHMEM U TIOJIePKUBAIOILEH
Tepanueii. COCTOSIHUE 3HAUMTENILHO YIIyULIAJIOCh: TEMIepaTypa
CHU3UIIACH JI0 HOpMbI. ['unepemust n 60,1 B 061aCTH YUIHBIX pa-
KOBUH YMEHBIIWINCH, OTMEYAJINCh PErPECcCusi CyCTaBHOTO CHH-
ApOMa, YMEHBIIEHNE Pa3MepOB MeUeHN U CEeNIe3eHKU, MOJIOXKH-
TeJIbHasl JMHaMKMKa CO CTOPOHBI KpoBHU co cHikeHueM COD o
50 mm/4, oprako CPB nepkancs Ha Bbicokux mudppax (130 mr/m).

Taxum o6pa3oM, B pe3yJIbTaTe JJIMTENBHOTO 1 CII0XKHOTO /Y-
ArHOCTMYECKOTO TIOMCKA C MCMOJIH30BAHNEM COBPEMEHHBIX Me-
TOJIOB MHCTPYMEHTAJIbHOI U JTAOOPATOPHOI JUArHOCTUKH, Ha-
6u1rof1ast 32 AMHAMUKOY CUMIITOMOB, 3(h(heKTOM OT POBOAUMON
Teparnuu, cAieJIaH BbIBOJI, YTO BEJYLIMM B MaTOreHe3e SIBJISIeTCS
ayTOBOCTIATIUTENBHBIN mportecc. OTCYTCTBUE TOBBILLIEHUS ayTO-
AQHTUTEJT Y JAHHOTO NMALMEHTAa M KIIMHUUECKKE TPOSIBIICHUS 1103~
BOJISIFOT MPEJINONIOKUTD, YTO IAHHBIN CITy4ail MOXKHO OTHECTH K
rpynne AB3, BeposiTHO, reHeTHYeCKH 00YCIIOBIEHHbIX .

PexomeHnnoBaHbI MccieioBaHne UTOKMHOBOTO MPOGUIIS, B
yactHocTH IL-1, antuTen k kosutareny Il Tuna u nposeneHue
MOJIEKYJISIPHO-TEHETUYECKOr0 UCCJIEJOBAHUSI B J1aOOPaTOPUH
MoOCKBBI, T7ie AMArHO3 TOATBEPK/EH.

B nacrosiee Bpemst Hepefiko Ha KOHCYJIbTALIMIO K PEBMATO-
JlIoraM HampaBJIsIIOT O0JBbHBIX,, KOTOPbIE IOCTATOYHO TMOJHO 00-
CJIEIOBAHbI ISl UCKITFOYEHUST MH(MEKIMOHHBIX , FeMaTOJIOTye-
CKUX, OITyXOJIEBBIX U JIPyTHX 3a00JIeBaHNMI, HO IMarHO3 OCTAETCS
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HESICHBIM, TaK KaK COXPAHSIIOTCS JIMXOPA/Ka, TIOPaXKeHus! CIIn-
3UCTBIX 000JI0UEK, CyCTaBOB, IECHTPATLHOW HEPBHON CHUCTEMBbI
Y IPYTMX OPTaHOB, TPU 3TOM CEPOJIOTMUYECKHUE MapKepbl He pea-
TUpYIOT, a Takue NokKaszaTtenu Bocnaienusi, kak COD u CPB,
pe3Ko noBbIatoTes. [IMarnos npyu HanpaBlieHuH (OpPMYJIHpY-
eTcsl Kak «cucteMHoe 3aboneBanue», A3 nim «peBmaTmye-
cKoe 3a00J1eBaHNe» HesICHOM aThosoruu. [1aunenTs! nonyyaroT
aHTMOMOTUKHM B BLICOKMX JIO3MPOBKAX, KaK MpaBuilo, 6e3 ag-
dexra. Boigenenne rpynmnsi AB3 n1o3BossieT HeCKOIbKO Mo-fpy-
rOMY TPaKTOBaTh YKa3aHHYIO CUMIITOMATHUKY , ICTIOJIL3YsI HOBbIE
CEpOJIOTMYECKHE U TeHETUUECKNE MapKephbl, ¥ ONPEJIEIISiTh MOJI-
XOJIbI K JIeKapcTBeHHOM Tepanuu [1, 13, 18].

Onucano 6onee 25 pazmunbix AB3 [4]. Poccuiickuii onbIT
marnoctku AB3 y 101 6ospHOrO B Bo3pacTe OT 6,5 mec 10
60 neT ¢ MMTENBHOCTHIO 3a005eBanus OT 1 Mec 10 44 net npefi-
crasneH B uccaenoBannu C.O. Canyrudoii u coast. u3 PI'BHY
«HWNMW pesmaronornn um. B.A. HacoHoBoii» [2]. ABTOpHI janu
KJIMHUKO-TEHETMUECKYIO XapaKTEePUCTUKY YKa3aHHOTO KOHTUH-
reHTa 0OJIbHBIX. JIeueHre MaueHTOB Ha POTS>KEHUH BCEro Ie-
pyofa GOIe3HH TIPEICTABIISIO GOJIbILINE CIOSKHOCTH M HOCHUIIO
CHUMIITOMATUYECKUi xapakTep. HekoTopble 13 HUX mosyvanu
uHrnéuTops! IL-1 (kanaknnymao).

B o630pHoii cratbe H.A. Myxuna u coast. [19] AB3 onpe-
JETSIIOTCS KaK reTeporeHHasi rpyrnna reHeTHUeCKH 1eTEPMUHN-
POBaHHBIX 3a00JIEBAaHNI, XaPAKTEPU3YIOLINXCS GECTIPUUMHHO
MOBTOPSIIOIIMMUCS 0OOCTPEHUSIMIA BOCTIAJIMTEIILHOTO Mpoliecca
BCJIE/ICTBUE TEHETHUYECKU JIETEPMUHUPOBAHHBIX HAPYILICHUI
BPO>KJIEHHOTO MMMYHHUTETA U COMPOBOXK/AIOLIMXCST OECKOHT-
poubHO¥ runepcekpenueit [IL-1[3.

C.O. Canyruna u coaBT. cunTtaiot, uro AB3 sBnstorcest «u-
arHo3oM MckiroveHus» [2, 13]. CaegyeT MCKIIOUNTL UH(EK-
MOHHBIE 3200JI€BaHNS1, HEOTIJIACTUYECKUE MPOLECChI, BOCTIAJIN-
TelbHbIE peBMaTH4Yeckue 3a00JIeBaHMsl, BOCHAIUTENbHbIC
3a00JIeBaHNs KUILIEYHNKA, IMMYHOIe(PUIUTEI. ABTOPBI TPEMIJIO-
KUY aNrOpPUTM AnarHoctuku AB3 u onpepesnsitoT ux Kak rere-
POTEHHYIO IPYIY PeKUX FeHETUYECKUX 3a00J1eBaHUil, KOTO-
pble XapakTepu3yrTCs 3MU30[]aMU JIMXOPAJKU B COUYETAHUHU C
KO>KHBIMH BBICHIIAHUSIMU, MBILIIEYHO-CKEJIETHBIMI,, HEBPOJIOTH-
YECKMUMHU U JIPYTUMHU MPOSIBIICHUSIMU. [IJ1s1 3THX COCTOSIHUIA Xa-
pakTepHO HalMMuMe ocTpoa30BOro BOCMAIUTENHLHOTO OTBETA!
nosbiienne CO3, yposHs CPB, cbiBopoTo4yHOro amuionja
A-SSA 1 OTCYTCTBUE ayTOAHTUTEN U CTIEIM(PUISCKUX ayTope-
AKTHUBHBIX KJIETOK. BaskHbIM MPaKTUUECKUM BBIBOJIOM U3 MPO-
BEJICHHOT'O MCCIIEJIOBAHUSI OCTAETCS TOT (DAKT, YTO TOBBIILIEHUE
YPOBHS1 0cTpO(ha30BbIX MAPKEPOB B KPOBHU B TeUeHHE 3a001eBa-
HUS SIBJISIETCSI OOMTAaTHBIM TPU3HAKOM JIJTs1 TOCTAHOBKY JIMar-
Ho3a AB3 [13]. [TonyueHHble HaMM JJaHHbIE MOJHOCTBIO MOJI-
TBEP>KAIOT YKAa3aHHbII BbIBOJI.

B T0 ke Bpems ciiefyeT 06paTuTh BHUMaHUE U Ha TIOBbILLIE-
Hue copiepxkanus IgE y psina nccnenyeMbix Hamu 60IBHBIX C OT-
pyLATETbHBIMU IPOOAMHU HA HAJTMYKE IIMPOKOTO CIIEKTpa aljiep-
reHoB. B MKB-10 B knacce 11 «bosie3nn KpoBr, KpOBETBOPHBIX
OPraHoOB U OT/eJIbHbIE HAPYILEHNUS, BOBIEKAIOLIE NMMYHHbIN
MeXaHU3M» yKa3aH CuHpoM runepummyHoraooymmna E (IgE),
kont D82.4, Ho, MO JaHHBIM JIUTEPATYpPhl, ITOT CUHIPOM Yallle
BCEro COMNpOBOXKjaeTcs runepao3unoduiueit [20], yTo oTcyT-
CTBOBAJIO B HalMX HabmrofeHusix. besycnoBHo, TpeOGyroTcs
JaJbHENIIe CepoNorniecKre U TeHETUIeCKre UCCIIeIOBaHNUS
JIaHHOTO (DEHOMEHa.

Cpenn AB3 BbifiensitoTcst 6051e3H1, MIMEIOLLE HACIIe/ICTBEeH-
HYIO0 MOHOTEHHYIO IPUPOAly ¥ MYJIbTHU(paKTOpHUalbHbIE 3a00I1e-
BaHMSI C TIOJIMTEHHBIM XapaKTepOM HACJIEIOBAHUS PEIPACIONO-
KeHHocTu [13].

Knaccudukaps AB3 Ha OCHOBaHMM MX NaTOreHe3a 1 Kpure-
Py aKTUBHOCTH OCBelleHbl B pabore H.A. Myxuna u coasr. [19].
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H.I1. lLinakuHa m coasBr.

OpHMMM U3 OCHOBHBIX 3(P(PEKTOPHBIX KIETOK ayTOBOCHAIIN-
TEJBHBIX PEAKLHH SIBISTIOTCS] HEUTPOUIIBI, KOTOPbIE CITOCOOHBI
YHUYTOXKHUTDH NMATOTCH C MOMOILIIBIO TAKOI'0 MEXaHU3Ma, Kak q)a-
roguTo3. B To ke Bpems onucaH HOBBIN MyTh aKTHUBALUK HEl-
TPO(UIIOB, CONPSIXKEHHBII C X TUOEIbIO, — HETO3, PA3BUTHE KO-
TOPOI'O MOT'YT BbI3BATh MPOBOCNIAIUTEIbHbIE MEINATOPBI, TAKHE
kak TNF-a, IL-8 u np. Knetku, BcTynusiive B HETO3, HE MOrJI0-
LAOTCS (paronyTaMy M 3alyCcKaroT MEXaHWU3M aKTHBALN BOC-
nmanenus 19, 21].

CoBpemennnble npejficTasienust o Bb npuBeneHs! B KinHm4e-
ckoM pa3bope C.B. MouceeBa u coast. [22]. Cemeiinas arperauyst
(MOBTOpPHBIE CiTy4yau 3a00JIeBaHNs B CEMbSIX IPOOAH/IOB) paccMar-
pHBaeTcs Kak apryMeHT B 10JIb3y FeHeTH4YecKoi npuposbl Bb.
PopctBennrku npobanyia ¢ pequBUPYOIIM a(pTO3HBIM CTOMA-
TUTOM JIOJIKHBI ObITh BKJIFOUEHbI B rpymniy pucka no bb [23].

B 2018 r. pabouas rpynna EULAR c npusneyenuem B Ka-
YecTBe 9KCMEPTOB Bpayeil pa3iIMYHbIX CMIeMaIbHOCTEN NpOoBea
OOHOBJIEHNE MMEIOIINXCSl PEKOMEH/Iali 60JIe3HI/CUHApOMA
Bexuera. [IpepicraBnensl 5 npuHumunos u 10 pekomMeHanuit no
BeJICHUIO OOJIbHBIX [9, 24]. [TaHbI peKOMEH/ALMH 110 KOXKHO-CIIH-
3UCTBIM MPOSIBICHUSIM,, TOPAXKEHUSIM I71a3, U30JIMPOBAHHOMY T1e-
pefHeMy yBEUTY, OCTPOMY TPOMOO3y IiTyOOKUX BEH, MOpaKe-
HUSM apTepuil, KelyJOYHO-KMIIEYHOrO TpaKTa, BKJIIOYas
pedpakTepHOe/TAKeN0e NOPaKeHUE KeJly0YHO-KUIIEUHOTO
TpaKTa, MOpa>keHne HEPBHOM cuCTeMbI U cycTaBoB. CresaHa rno-
MbITKA CTAHAAPTU3UPOBATH MOAXO/bI K BEJICHUIO MALMEHTOB C
BB, xoTs 10 HacTos11Iero BpeMeH! NpojioJIKaeTcst 00CyK/eHne
BOIIPOCOB TEPMHUHOJIOTMU: «60Je3Hb Bexuera» nnm «cuHapom
Bexuera». [ToguepkuBaeTcs, 4TO HOBblE PEKOMEH/ALMHU OCO-
6eHHO aKTyasbHbI 7151 cinyvyaeB BB, TpebGyrommx B3aumoneii-
CTBUSI Bpayeil Pa3jIMYHbIX ClIeLMATIbHOCTEN.

TepmuH «ceMeiHble NEPUOANYECKHE JIMXOPAJIKI» BKIIIOYAET
MIEPUOJINYECKYIO OOJIE3HB U TAK HAa3bIBAEMble KPUOTIMPUHOMATHM,
K KOTOPbIM OTHOCUTCS M CeMeliHasi X0JI0/10Basi KpanusHuLa. Bee
3T 3a00JI€BaHUS XapaKTePU3YIOTCs O€CIPUUNHHO MOBTOPSIIO-
LUMMKCS IPUCTYTIAMU JINXOPAJIKK B COYETAHUH C BOCHAJICHUEM
KO>KH, CEpO3HbIX 000J104eK 1 cycTaBoB. B 0630pe B.B. Pameesa
1 COABT. PEJICTABJIEHbl COBPEMEHHbIE ACMEKThbI MaTOreHesa, /iu-
ArHOCTHKU U JIEYCHUS! IEPUOIMIECKON GOJIe3HU C UCTIONIb30Ba-
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