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mype, Kiaccupuxayuu, namozenesy u nooxodam k mepanuu. Obcyxncoaromest pekomenoayuu emopoti Medxcoynapoonoii co-
enacumenvrou kongepenyuu ¢ Chapel Hill (CHCC2012) u pexomenoayuu EULAR (2016, 2018) no ouacnocmuxe u newenuro
CB. Ipusoosimcs danuvie obcredosanuss 141 60nbHO20 ¢ pasiuuHbiMu opmamu CUCHEMHBIX 8aCKYIUmos u 18 6oabHbix ¢
3a60ne8aHUAMY, KOMOPble OMHOCAMCS K SPYRNE AYMOBOCNANUMENbHbIX NPOYECCO8, d MAKdiCe PempOCHeKMUGHbII AHAIU3
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The new data about immune-inflammatory rheumatic diseases pathogenesis with the participation of the processes
of autoimmunity and autoinflammation attract attention to the heterogeneity of systemic angiitis, their nomenclature,
classification, pathogenesis and the approaches to the therapy. Recommendations of the second International Chapel Hill
Consensus Conference (CHCC2012) and EULAR recommendation (2016, 2018) regarding diagnostics and treatment of SA
are discussed. The data of 141 patients with various forms of SA and 18 patients with the diseases, which relate to the group
of autoinflammatory processes as well as the retrospective analysis of 130 patients with the hyperimmunoglobulinemia E are
given.

Keywords: systemic angiitis;, autoinflammation, IgA vasculitis, hyperimmunoglobulinemia E.
For citation: Shilkina N.P., Dryazhenkova 1.V., Yunonin L.E., Chetvertakova Zh.E. Debatable aspects of systemic angiitis and autoin-
flammatory diseases. Klinicheskaya meditsina. 2021;99(4):314-320. DOI: http://dx.doi.org/10.30629/0023-2149-2021-99-4-314-320

For correspondence: Nataliya P. Shilkina — MD, PhD, DSc, prof., professor, Head of the Department of Propaedeutics of Internal
Diseases of YAGMU; e-mail: shilkin39@mail.ru

Conflict of interests. The authors declare no conflict of interests.

Acknowlegments. The study had no sponsorship.
Received 13.01.2021

Hacrostmas paborta mpomomkaeT obcyXAeHHe HEKOTO-
PBIX TUCKYCCHOHHBIX BOIPOCOB MPOOJIEMBI CUCTEMHBIX Ba-
ckynuToB (CB) B CBSI3U C BBISIBICHHBIMH HOBBIMH 3BEHBSIMH
WX NaToreHe3a, HOMEHKJIATYpOW M COBPEMEHHBIMH MO/IX0/1a-
MH K IHaTHOCTHKE U JieueHuro [1].

O6cnenoBan 141 6ompHOM CB: 15 — y3enKOBBIM TIO-
nuaprepuutom (YII), 20 — obnurepupyromum TpomOaH-
ruutoM (OT), 31 — HecnenuPpuIecKUM a0pTOAPTEPUHTOM
(HAA), 30 — remopparugeckum Backyiautom (I'B), 24 —

rpanyiemaro3oMm Berenepa (I'pB), 7 — xpuornoOynnHemMu-
yeckuM BackyiautoM (KB), 14 — apyrumu ¢opmamu CB
u 18 OOJBHBIX C ayTOBOCHIAJUTEIBHBIMU 3a00JEBAHUSIMU
(AB3): 8 — Oonesnnto bexuera (bb), 2 — ¢ nepuonmye-
ckoit 6one3nnio (I1B), 5 — cemeitHON XOJIOMOBOM KpamuB-
HULEH, 2 — WIUONATHYECKUM JIOOYISAPHBIM TaHHUKYIHTOM
(MJIIT) u 1 — penuanBAPYIOIINM TTOJIUXOHPUTOM.
IIpoBeneHo uccienoBaHue KOMILJIEMEHTa. YPOBEHb aHTH-
SHIOTENNATBHBIX aHTHTEN (ADA) BBISBIISIN METOJOM TBEP-
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nodasznHoro mmmyHopepmentaoro ananusa (MPA) (Camo-
kuH K.B. u coaBt., 1995). Teepmodazusiii MDA ucmnonan3o-
BaH W [UJIS ONpEJesIeHUsI aHTHHYKJeapHeIX anTtuten (AHA),
antuten k JIHK (aJIHK), antuTen k Tononsomepa3se [ (anTu-
Scl-70), aHTHHEHTPOPHIIHHBIX MUTOIIA3MATHUECKUX aHTH-
ten (AHILA), aHTUKapIHOJMITUHOBBIX AHTHUTEN W30THIIOB
IgG u IgM (aKJI IgG u aKJI IgM), kpuornoOyanHOB, KOH-
IeHTpanuu anturena ¢axropa ¢pon Bumnedpanaa (PB:AT)
u C-peaktuHoro 6enka (CPB). OmnpeneneHsl MpoBOCIaIH-
TensHbIe nHTEepIedkuHs NJI-6, NJI-8, dakTop HEKpoO3a omy-
xonu anbda (PHO-anbda).

B HacTosmiee BpeMs MPHUHSTO CUHUTATh, YTO OT3BYyda-
JU CIIOPHI TI0 TIOBOIY «KJIACCOBOM» mMpHHamnexHocTu CB.
ITo MKbB-10 CB otHecens! k XIII kitaccy — «bomne3nn koct-
HO-MbITIeuHOH cucteMbl (BKMC)», mogknaccy «CucteMHbIe
MTOPaXXCHUS COSAMHUTENBHON TKAaHW) U 3aHUMAIOT PYyOPHUKY
M30-M36, xoTs ux mpuHaIexxHOCTh K BKMC B mmane tep-
MHHOJIOTHH TaK)Ke HE COBCEM KOPPEKTHa, HO Obla ompaB/a-
Ha 0OIMMU 3BEHBSIMU ITaTOTE€HE3a, CHCTEMHOCTHIO IIpoIecca
¥ TIOAXOJAaMH K JISKapCTBEHHOM Tepamuu.

CoBpeMeHHBIE MaHHBIE O IaTOreHe3e HMMYHOBOCIIA-
nutensHBIX (VIB3) 3aboneBanuii ¢ Ux pasielieHHEM Ha ay-
toumMmyHHBIE (AW3) 1 AB3 BHOBb BBI3BIBAIOT AMCKYCCHIO
B CBSI3U C rereporeHHOcThi0 CB, BKIITOUEHHBIX B PyOpPHKY
M30-M36.

B mpaktuke peBMaToiora BCTPEYarOTCS CIydad, KOrnaa
B TCUEHHUE IIIUTEIHHOTO BPEMEHH y OOJIBHOTO BBICOKAS JIH-
XOpaaKa ¥ KIMHWYECKas CHMIITOMATHKa, HAIIOMIHAIOIIAS
WHQEKIMOHHBIA TPOLeCC WM peBMaTHYEeCKHe 3aboJieBa-
HUSI, HO HA HH(EKIIMOHHOTO areHTa, Hu MMMyHoaepuunTa,
HU BBICOKHX TUTPOB KaKMX-THO0 aHTUTEN, XapaKTEPHBIX IS
AW3, He onpexaenseTcs. Bo3BpaTHbie dMHU30/bI CHCTEMHOTO
BOCIIAJINTEIFHOTO TIPOIIecca, MOMHMO JUXOPAIKH, IPOSB-
JSIOTCS aCeNTHYECKUM BOCTAJICHUEM CEPO3HBIX 000JIOYEK,
CyCTaBOB, MUHIAJINH, KO)KHBIX ITOKPOBOB, CIM3UCTHIX 000-
nouex. Hepenko OONbHBIEC TOTYyYarOT HAIIPABICHUE K peBMa-
TOJIOTY JJII HCKJIFOUSHHSI CHCTEMHOTO ayTOMMMYHHOTO PEB-
MaTHYECKOro 3aboneBanmus, BKiodas CB.

DTH COCTOSIHHS omnpeenstorcs kak AB3 — rereporen-
Hasg TpyNmna reHeTUYEeCKH JIEeTePMHHHPOBAHHBIX 3a00JIeBa-
HHW, XapaKTePU3YIOUINXCS OCCIPUYUHHO TOBTOPSIOIIMMHU-
cs1 000CTPEHUSIMH BOCIIAJIUTEIBHOTO IIPOIlecca BCIIEACTBHE
TeHETHYECKH OOYCIOBJICHHBIX HApYIIEHUH BPOXXKIEHHOTO
MMMYHHTETAa U COIPOBOXKIAIOMINUXCS OCCKOHTPOJIBHOU TH-
nepcekpenueit narepneiikuna-1p (IL-1B) [2—4].

Knaccupukanmus AB3 Ha OCHOBaHWW HOBBIX JaHHBIX
00 WX maTtoreHe3e M KPUTEPHUH WX aKTUBHOCTH OCBEIICHBI
B pabore H.A. Myxuna u coaBt. [5]. OTMEUYEeHO, YTO OTHU-
MH U3 OCHOBHBIX 3((PEKTOPHBIX KJIETOK ayTOBOCIATIUTENb-
HBIX PEaKIHi SBISIOTCS HEUTPOQHIIBI, KOTOPBIE CIIOCOOHBI
YHUYTOXHUTh MATOTCH C IMOMOIIBI0 TAKOT'O MEXaHHM3Ma, Kak
(baronnTo3. B TO e BpeMs onmucaH HOBBIX ITyTh aKTHUBAIIUN
HEUTPO(DHUIIOB, CONPSIKEHHBIN ¢ UX THOENBIO, — HETO3, pas3-
BUTHE KOTOPOTO MOTYT BBI3BaTh IIPOBOCIIATTUTEIHHBIC MEIH-
atopsl, Takue kak TNF-a, IL-8 u npyrue. Knetku, BcTynus-
e B HETO3, HE IOTJIOMIAIOTCS (haroruTaMu U 3aIlyCKaroT
MEXaHW3M aKTHBAIlUK BOCTIalieHus [5, 6].

AB3 BKIIIOUAIOT LENbIH psit 3a00JIeBaHUMN, TIPEXKIEC BCETO

MOHOTEHHBIX MEPHOTNYCCKUX JTUXOPAIOK, BKITIOUas CeMeii-
HYI0 cpenm3eMHOMOpCKyto nuxopanky (CCJI), wimm mepuo-
IUYEeCKyl0 00Je3Hb, KPHONUPHH-ACCOLMUPOBAHHBIX CHH-
npomoB (KATIC) tuma ceMelHOHN XO0JIOMOBOW KpanmviBHUIHI,
a Tak)kKe HEMOHOTCHHBIX (MYyJIBTH(AKTOPaIbHBIX) 3a00JeBa-
Huil THNa 6one3nn bexuera n gpyrux. AB3 oTHOCATCS K Ha-
CJIEICTBEHHBIM COCTOSIHHSIM, CBSI3aHHBIM C MyTAaIllel ompe-
JIEIIEHHOTO TeHA. B X 0CHOBE NIEXHUT HapyIIEHUE PETyIAIHH
MEXaHW3MOB BocmajieHus [7-9].

C.O. Canyruna u coast. [3, 7] cuuraroT, uto AB3 sB-
JAIOTCS «IUATHO30M HCKIIoUeHHs». ClenyeT HCKITIOYHTH
MH(PEKIHOHHBIE 3a00JeBaHUs, HEOIUIACTUYSCKHE IpOoIec-
CBI, BOCTIAJINTEIBHBIC peBMaTHYECKUE 3a00IeBaHUs, BOCTIA-
TUTENbHBIE 3a007IeBaHUS KUIICYHUKA, TMMYHOAC(PUIIHTEI.
Ba)XHBIM TPaKTUYECKUM BBIBOAOM M3 MPOBEACHHOTO FHC-
CJIEJOBaHUS CTAHOBUTCS TOT (paKT, UTO MOBHIMICHNE yPOBHS
ocTpoda30BBIX MAapPKEPOB B KPOBU B TEUCHHE 3a00JICBAHUS
SIBJISICTCS] OOTMTaTHBIM MPU3HAKOM JIJIS IIOCTAHOBKH JHATHO-
3a AB3 [3].

JIst 9TUX COCTOSIHMI XapaKTepHO Hajaudue ocTpodazo-
BOTO BOCHAJIHTENBHOr0 oTBeTa: moBbimeHne COD, ypoBHS
C-peakTuBHOTO O€nka, CBIBOPOTOYHOTO amuiouna A-SSA
U OTCYTCTBHE ayTOAHTHUTEN U CHEHU(PUIECKUX ayTOpeaK-
THUBHBIX KJeTOK [3]. IlomyueHHBIe HAMH TaHHBIE TOTHOCTHIO
MOATBEPKIAIOT YKA3aHHBIA BBIBOJ.

[osiBUIIHCE CBENIEHUS O POTH ayTOBOCHAJICHHUS B ITaTOTe-
Hese bb, nanonaTudeckoro J00yIspHOro MaHHUKYIUTA, [ B.

B 2012 r. BTOpas MexayHapomaHas corjJacuTeNnbHas KOH-
¢depennus B Chapel Hill (CHCC2012, CIITA) 3ameHumna kjiac-
cupukanuo 1994 r., coxpaHWB aHATOMHYECKWUN MPUHITUII
C YU4EeTOM UMMYHHBIX MexaHn3MoB pa3sutus CB [10—13].

Bonesns/cunnpom bexdera nmpeacraBiset co0oi CUCTEM-
HBII BacCKyJIHUT, KOTOPBIII UMEET dTHUYECKHE OCOOEHHOCTHU
U TOpakaeT COCYIbI Pa3IMIHOTO THUIA U Kalnuopa, 3aTparu-
BaOIINH KOXY, CIIM3UCTHIE 000JI0UKH, CyCTaBhI, T71a3a, apTe-
pHUH, BEHBI, IEHTPAIBHYIO HEPBHYIO CHCTEMY («Heipo-bex-
9eT») U KeNyJI0UYHO-KUIICUHBIH TpakT. B Hamiei crpane oc-
HOBOMOJATAONIMU pab0TaMHU 1O TUATrHOCTHUKE U JICUCHHUIO
3TON «OoNe3Hn Benmukoro menkoBOro MyTH» CTald TPYIBI
3.C. Anexbeporoii [14, 15]. Bb mo MKb-10 otHOCHTCS K M35
«Jlpyrue cucTeMHBIE MOPAKEHUS COSTMHHUTEIBHON TKAHID)
(M35.2). Kimaccudpukanus CHCC2012 [11] Tpaktyet bb kak
«BapuabenbHbII BaCKyIHT», KOTOPBHINA, KaK CKa3aHO BBIIIE,
MOXET TMOpa)kaTb COCYIbl Pa3IMYHOTO TUIIA WU Kaiauopa.
B 10 xe Bpems u paHee peBMaTosoryd oOpamail BHUMaHUE,
9T0 3TO 3a00JIeBaHUE MO TEYCHHIO HECKOIBKO OTIMYAJIOCh
OT THNMYHBIX BAaCKYJIHTHBIX CHHIPOMOB, XOTS ONHCHIBAIIN
U TaK Ha3bIBaeMBIN «Backyio-bexuer» [14, 15]. UMMyHHBIN
Mexanm3M bb B knaccudukanuu, B otnuyue ot Apyrux CB,
He mnpenactaBlieH. BreisiBieH renetuueckuii mapkep bb —
HLA-B51.

Ilox mabmromenueM Haxomuiauch 8 OonbHBIX BB, xoTO-
pBIe 00CIIeIOBAHBI IO HOBBIM PEKOMEHIAIMSAM IO BEACHUIO
nanuentoB ¢ bb (EULAR, 2018) [16]: adTo3HBII cTOMAaTUT
(100%), si3BBI B 00mactu renutanuii (50%), mopaxxeHus ria3
(75%) n xoxu (37%). DIU30BI TUXOPAJAKH OTMEUEHHI Y BCEX
GonpHBIX, IpHUeM B 3 ciydasx oHa gocturaia 38,5 °C. Ce-
poJioTH4ecKrue MapKephl, TUNIHYHbBIE 11 AWN3, Oblnu s
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6onpHBIX BB HexapakTepHbI, 4TO, KOHEYHO, Beeraa oOparia-
70 Ha ce0s BHUMaHHE. Y 4 OONBHBIX OBLI CHIETaH TeHETH-
YeCKHUH aHalu3 C ONMPEAENICHHEM TEeHETHYECKOTO MapKepa
bb — HLA-BS51, koTOpHIii OBLT MOJOKUTETHHBIM.

beinmn mpencraBiensl 5 mpuHIUnoB U 10 pekomeHna-
nuit mo BeneHuto 60apHBIX bb [17]. Pekomennaniuun EULAR
Mpenmoyaraiy 3aMeHy TepMuHa «0oie3Hs bexuera» Ha
«cuHapoM bexueray, 4To 10 HACTOSIIETO BPEMEHH OCTAET-
cs IPEeIMETOM JUCKYCcCUull. B cBsi3M ¢ TeHAEHIUMEN K OTMEHE
SMOHMMOB (Ha3BaHUM 0OJE3HEH MO0 UMEHH aBTOPOB) BO3HH-
kaeT Bonpoc: «[IpaBoMOYHO JIM OCTaBUTh Ha3BAHUE “‘CIU3H-
CTO-KOKHO-0()TAIBMOJIOTHYECKHI CHHIPOM® U OTHOCHUTCS
nu 6one3np bexuera k rpynmne CB»?

CoBpeMeHHbIe TpeacTaBiieHus o Oone3nn bexdera mpu-
BEJIEHHI B IETAIbHOM KiImHNYeckoM pa3bope C.B. Mouceena
u coasr. [18].

Wnnonatnyeckuit noOynspubrii mamaukymut (WJIIT)
(maaHUKYIUT Bebepa—Kprcuena) BKIIFOUSH B TPy TeTe-
POTEHHBIX BOCHAIHTENBHBIX 3a00I€BaHMM, XapaKTePHU3yIo-
AXCA TTOPAXKEHUEM MOJKOXKHOMN KMPOBOM KJIETYATKHU C BO-
BIICYEHUEM OTIOPHO-ABUTATEIHHOTO alapaTa i BHyTPEHHIX
opraHoB, oTHOCUTCS He K CB, a K CHCTEeMHBIM TOPaKEHUSIM
coemuaUTenbHON Tkanu (M35.6 mo MKB-10). Ilpenmona-
raeTcsl KIIoUeBas IaTOTEHETHYECKas pPOJb IPOBOCHAIH-
TEIBHBIX IUTOKWHOB, B mepByio ouepens @HO-a [19, 20].
M.IO. KpbutoB ¢ coaBT. [21] moka3anau BO3MOXHOCThH HC-
MTOJIb30BAaHUSI TEHETUYECKOT'0 TECTHPOBAHUS JIJISl IPOTHO3H-
pOBaHUS KIMHUYECKOT'O TeUeHHs 3aboneBanus. [lon Hammm
HaOmoneHneM Haxogmianuch 2 manuenrta ¢ MJII. 3abonesa-
HHUE XapaKTEepU30BaJIOCh PEUUIMBUPYIOIIEH JIUXOPAAKOM,
00J1IMHU B CyCcTaBaxX M MBIIIIAX, [TOSBICHUEM Y3JI0B B TOA-
KOKHO-XHUPOBOH KJiieTuaTke. J[narno3 ObLT IOCTaBJIEH C HC-
MoJIb30BaHueM anroputma, npeanoxerntoro O.H. Eroposoit
u coasT. [20]. ABropsr Beraenunu 4 ¢gopmer UJIII: y3mosa-
TYI0, OJISIIICYHY 0, HH(PUIBTPATUBHYIO 1 ME3EHTEPHATIBHYIO.

[IpoBeneHHOE HCCIENOBaHUE MPOAEMOHCTPHUPOBATIO HO-
3o10ruuecKkyro camocrositenbHocts WJIII m nmoareepauio
ero mecto B MKB-10. B To xe Bpemst O.J1. UBanos [22] Tpak-
TOBAJ Y3JIOBATYIO 9PUTEMY KaK I'MIOACPMAIbHBIN aHTHHT.

B nactosmee Bpems u3 rpynnsl CB Beinenenst AHITA-
acCONMHUPOBAaHHBIC BACKYJIHUTHI, 4TO HE oTpakeHo B MKB-10.
AHITA-anTHHEUTPODUIBHBIE ITUTONIA3MATHYECKHUE AHTH-
TeJla OTHOCATCSA K KJIACCY OpraHOHECTIeN(UIECKUX ayTOaH-
THUTEJ, pearupyoNINX ¢ pa3IMIHBIMA KOMIIOHEHTaMH IIUTO-
IJ1a3Mbl HEUTPO(UIIOB.

AHIJA paccMaTpuBalOTCS KaK CEpOJIOTHYECKUN Map-
Kep MHKpockonuieckoro monuanruuta (MITA), koTopsrit
He yka3zan B MKBbB-10, rpanymemaTo3a ¢ MOTHAHTHHUTOM
(Berenepa (M31.3)), 203uHOGMIBHOTO T'paHyJIeMaTo3a C MO-
JIMaHTHUTOM (TIOJIMAPTEPUUT C TMOpakeHueM Jerkux (Yep-
mka—Ctpocc) M30.1) (OI'TTIA). Knaccudukanus CHCC2012
obpexmuseT 3Ty rpynmy kak «AHI{A-acconnnpoBaHHBIN
BAaCKYJIHUT MeIKHuX cocynon» [11, 13].

I'panynemaro3 ¢ MOJTMAHTHHTOM BIEPBBIE OB ONMHUCAH
H. Klinger B 1931 r. [23] xak BapHaHT y3E€IKOBOTO IEPH-
apTepunta, a 3areM Friedrich Wegener B 1936 u 1939 rr.
[24, 25] mpencTaBmi 3Ty MaTOJOTHIO KaK OTACIBHBIA CHH-
IIPOM ¢ MYJIBTH(OKATBHBIM HEKPOTHU3UPYIOIMIUM BOCIIaje-

Discussion

HUEM, Ha3BaHHBIM TPaHYJIEMaTO3HBIM HIIH TpPaHyJIeMaTo-
30M Berenepa. B anrnuiickyto nureparypy TEpMHUH BBEACH
G.C. Godman u J. Churg B 1954 r. [26].

B wosa6pe 2010 1. R.J. Falk n npyrue xnuHUIUCTH [27],
3aHUMAlOMKecs IPOOJIeMONl BACKYJIWUTOB, MPEIIOKIIIH
HOBOE Ha3BaHHE TpaHyleMaTo3a Beremepa, HEKpOTH3UPY-
JOIIETO pecrIupaTopHOro rpanynemarosza (M31.3) — «rpa-
HyJIeMaTo3 C MOJHWAaHTHUTOM» ¢ abOpeBuatypoit I'TIA —
Granulomatosis with polyangiitis (GPA).

Cucremusrii Bapuant I'TIA xapaxTepusyeTcs Bocmaie-
HHEM COCY/IOB PAa3IUIHOTO TUIIA U KaIHOpa, TO €CTh MOJTHaH-
TUUTOM. TepMHUHBI, KOTOPBIE PacIH(PPOBBIBAIOT 3THOJIOTHIO
W TATOTCHEe3, €CIM OHU M3BECTHHI, TaKXE IIOJIE3HO BKIIIO-
4aTh B Ha3BaHWE OOJIE3HW M IHArHO3bl. CrenupuIHBIMH
I1s 3a00JIeBaHMS SBISIOTCS aHTHTEIA K MUEIIOTIEPOKCH1a3e
(MPO-ANCA) nim npotennase 3 (PR3-ANCA), Tak 4To He-
KOTOpPBIE aBTOPHI CYUTAIOT, 9TO 00JIe€ KOPPEKTHBIM SBIISICT-
cst HazBaHne MPO-ANCA-T03UTHBHBIH I'paHyIEMaTO3 C MO-
nuanruuToM uin PR3-ANCA-no3uTHBHBIA TpaHyleMaTos
C TIOJMAHTHHUTOM, YTO Ooliee COOTBETCTBYET KIMHUYECKUM
MPOSIBIICHUSIM, 3THOJIOTHHU M TIATOT€HE3Y BaCKyInTa. Tak Kak
pacmnpoBKa ¥ MOHUMaHUE KIMHUIECKUX IPOSBICHUI, TTa-
TOTEHE3 M ATHUOJIOTHS BACKYJIUTOB C TCUCHHEM BPEMEHU H3-
MEHSIOTCA, UX Ha3BaHUS U IIOAXOABI K AMATHOCTHKE JOJKHBI
MEHSATBCS COOTBETCTBEHHO [28].

[osiBHIHCH COOOIIEHNS O CEPOMO3UTHBHBIX U CEPOHETa-
THBHBIX BapuaHnTax ['TIA [29], mpuuem nocieHue acCOHH-
POBAJMCH C JJOKaIbHOU Popmoii 3a0oneBanus. Borpoc 06 oT-
CYTCTBHH CEpPOJIOTHYECKOTO Mapkepa, 0e3yciIoBHO, TpeOyeT
obcyxnaenusa. Ilo xmaccuduxarmuu CHCC2012, xak 06110
ckazano Beimie [11], I'TIA o6o3Hauen kak « AHI[A-accomu-
WPOBAaHHBIN BaCKyJIHT», TeM Oojee uto orcyTcTBre AHIIA,
KaK [PaBUJIO, PaCCMaTPHUBACTCS KaK KPUTEPHI UCKITIOYCHHUS.

Jlnaruo3 «MUKPOCKOMUYECKUH TOIHaApTEPUUT (IOJTH-
AQHTHUUT), BBEACHHBIH B OTEYECTBCHHYIO KIIMHIYECKYTO MTPaK-
tuky E.H. CemenxoBoii [30], 1o HacTOSIIEr0 BpeMEHH HE I0-
JYyYHJI IMAPOKOTO PACHPOCTPAHEHHS, BUIUMO, U3-3a TPYI-
HOCTEH JHUarHOCTUKU. MUKPOCKOIIMYECKUN IOIUAHTUUT
XapaKTepU3yeTCs MOpaKCHHUEM MPEUMYIIECTBEHHO MEIKHIX
COCYZIOB, JUIJISI HETO TUITUYHO Pa3BUTHE HEKPOTHUIUPYIOIIETO
TIIOMepyJIoHe(PHUTA, YACTO TMPHUCOCTUHICTCI reMopparnde-
CKHH aJIbBEOJINT, TPAHYJIEMaTO3HOE BOCHAJICHHUE OTCYTCTBY-
et [11].

ITonmaprepuunt ¢ mopaxkenuem nerkux (Yepmxa—Crpocc,
Yepra—Crpayce, Uepra—Crpocc B pa3HBIX TPAHCKPHIIIIHX)
(M30.1), koTOpBIi cTanu Ha3BIBATH 303WHO(YHIIBHEIN TPaHy-
nemaro3 ¢ monuanruuToM [10, 11, 31, 32], xapakrepusyercs
303MHO(UIBHBIM U T'PAHYJIEMaTO3HBIM BOCIAJICHHEM C BO-
BJICUCHUEM PECITHPATOPHOTO TPAKTA.

B nocnegame roas1 Moy 4eHbI HOBBIE JAHHBIE O TATOTeHe-
3¢ AHI[A-acconnnpoBaHHBIX BaCKYJIUTOB MEIKHX COCYIOB.
B3anmopeiicTBue mpaliMHPOBAaHHBIX HEUTPO(DUIIOB C aHTH-
HEUTPOOUIBHBIMA  ITUTOIJIA3MATHYCCKUMU ~ aHTHTEIAMU
(AHITA) w1 sHIOTETHATbHBIMU KJIETKAMU SIBIISIETCS OCHOB-
HBIM, YTO TIOATBEPKAACTCA U IKCHCPUMEHTATHHBIMH JaH-
HBIMH. JloKa3aHa CBSA3b MEXIy BaCKyJIUTaMH U HH(EKIUEH,
LAMP-2-antutrenamu  (Lysosomal-associated membrane
protein 2, Takke wusBecTHbIH kKak CDI107b) (Cluster of
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Differentiation 107b, 4enmoBe4ecKrii TeH) 1 TAKUMH HOBBIMH
MapKepaMH MOpakKeHUs SHIOTENHS, KaK HUPKYIHPYIOIIHe
SHIOTEINANBHBIE KICTKHA U SHIOTEIHATbHBIE MUKPOYACTH-
Ibl. OTH MapKepsl KOPPETUpyIOT C aKTHBHOCTHIO OO0JIE3HH
¥ MOTYT JIOTIOJTHATH TaKue KJIACCHYECKHE TECTHI, KaK OIpe-
nenenne AHIIA. He uckmogaercs, 9To CyIIecTBYeT OajaHc
MEXIY MOBPEXICHUEM SHIOTENIHS H €T0 BOCCTAHOBIICHUEM,
Y IUPKYIUPYIONINE SHAOTEIHANIBHEIE KJIETKH MOTYT OBITH
HE TOJNBKO MapKepamMHu aKTHBHOCTH OOJNE3HH, HO M UTPATh
BaKHYIO IATOT€HETHYECKYIO poItb [33].

[lomy4eHbl HOBBIE HaHHBIE O HAPYIIEHUU PaTUuKaI-IIPO-
nynupyromei pynknun HeiTpoduios npu AHI[A-accomu-
HMPOBAHHBIX BACKYIHTaX, KOTOPBIE MOTYT UMETh 3HAUCHHE
JUIS TPOTHO3UPOBAHMS TeUeHUS 3a0oeBanus [34].

B 2016 r. 6pun omyOnukoBaHel EBponelickue peKoMeH-
JIAIAM TI0 TUarHoCTHKe u jedeHuto AHI[A-accouumpoBan-
HBIX CHCTEMHBIX BacKyJIHTOB, KOTOpbIE comepxamu 15 oc-
HOBHBIX pekoMeHaamui [35].

Mmuoro BompocoB Kk nuarHosy Oosesnn lllenneitna—Ie-
Hoxa (I'emoxa—lllenneiiHa B amMepuUKaHCKOH IUTEparype),
koTtopas emie B 1954 r. Opina Ha3BaHa akagemMukoMm B.A. Ha-
COHOBOW TEMOpparvyecKUM BaCKyJIHTOM, 4YTO Hamboiee
TOYHO OTPa’kaeT ero CymuocTs [36]. B To e Bpems TepMHUH
«TEeMOpPAarvyecKui BaCKYJIHT», HIMPOKO HCHOIB3YEMBIN
OTECUECTBEHHBIMH aBTOPAMH, HE HAIIEJ JOCTaTOYHOTO pac-
MpOCTpPaHEHU 3a pyOexoM, BEPOSTHO, B CBSI3U C HEOTHOPO/-
HOCTBIO M TETEPOTEHHOCTHIO TAHHOTO COCTOSIHHS. bone3Hb
Mennefina—I'enoxa mo MKbB-10 otnocurcs x III xmaccy
«bone3Hn KpoBH U KPOBETBOPHBIX OPraHOBY U IH(ppyeTcs
B paznene D69.0 «Annepruyeckas mypnypa. (Ilypmypa: ana-
¢unakronmnas, I'enoxa(-1llennetina), HETPOMOOITUTOTICHH-
yeckas (remopparmdeckasi, HANONATHIECKas, COCYIUCTAas).
Annepruaeckuii BACKYIUT)».

ITequaTpsl TPUMEHSAIOT TepMHUH «Oone3Hp IlleHne-
Ha—l eHoxay. AMepHKaHCKas KOJUIETHS PEBMAaTOJIOTOB EIIIe
B 1990 r. ompemenmna s mypnypsl lllenneitna—Ienoxa
B Ka4eCTBe KJIaCCU(PUKAIIMOHHOTO KPUTEPHS Hadalio 3abore-
BaHMs B Bozpacte 10 20 et [37].

beutn mpennoxenus [38] wcmonp30BaTh TEPMHUH, yIO-
TpebnsaeMbIii BO (paHIly3CKOl JUTEpaType: «CHCTEMHBIC
cocyaucTelie mypnypbl». CoriacurenbHas KOH(EpEHITHS
B Chapel Hill (CHCC2012) no HoOMeHKJIaType CHCTEMHBIX Ba-
ckynutoB [11] BeImeMIa cpeq UMMYHOKOMIIJICKCHBIX Ba-
CKYJUTOB MEIKHUX cocynoB myprypy IgA-Backynur (Illen-
neitna—l'enoxa) [11]. Beim pexoMeHmOBaH OTKa3 OT yIO-
TpeOIeHNS SIMIOHNMOB U HCIIONIB30BAHUE BMECTO TEPMHHA
«myprypa lllenneiina—l enoxa» Ha3BaHue «IgA-BackymuT,
YTO eIlle He HAIIO PaCcIIPOCTPAaHEHUS B OTCUSCTBEHHON KITH-
HUYECKON MpaKTHKE.

Jlo HacTosmero BpeMeH! He UMEETCs] KOPPEKTHOT'O Tep-
MHHA 711 00O03HA4YeHUS KOXHOW TeMOpparuveckoil myp-
Mypsl y B3POCIBIX W, BEPOSATHO, LeIecoo0pa3Hee OCTaBUTh
TePMHUH, IPEJIOKEHHBIN akagemukoMm B.A. HaconoBoi, «re-
MOpparudecKui BacKyJauT» [36] 10 MCIIONB30BaHUS B KIH-
HUYECKOU TPaKTUKE Ha3BaHUS «I[gA-BacKyIuT.

Bompocel HOMEHKIATypbl, NMAaTOPHU3NOIOTHH W TAaTo-
reHeTnyeckue acnekTel ['B neranbHO WM3I0KEHBI B CTa-
the C.B. I'ynsieBa u coaBt. [39], KoTOpast Tak W Ha3BIBACT-

csa «Ot nmypruypsl lllennefina—I'enoxa no IgA-BackymuTay.
OCHOBHBIM TAaTOT€HETUYECKUM 3BEHOM Te€MOPpParndecKoro
BacCKyJHTa CUMTaeTcs Tumepnpoxykmus IgA, koTopas co-
MPOBOXKIAETCS HEUTPOPHIbHOH WHOUIBTpalueld CTEHOK
apTepro, KaMMJIJIIPOB, BEHYJ C OTIOKEHHUEM B HUX U B TJI0-
Mepynax MoYeK JCTIO3UTOB MMMYHHBIX KOMIIJICKCOB, COAEP-
XKamux monuMepHsid IgA mepBoro mogkiacca (IgAl). IgA-
BAaCKYJUT OTHOCHTCS K HMMYHOKOMILIEKCHBIM BAaCKyJIHUTaM
U paccMaTpUBAaeTCs KaK CHUCTEMHBIH BAaCKyJIUT COCYZIOB
MEJIKOTO KaJubpa, MPeHMYIIECTBEHHO KaIMJUISIPOB, BEHYI
U apTEpHOJI, C TOpaKEHHUEM B OCHOBHOM KOXKH, a TaKXKe C BO-
BIICUEHUEM KEITyJOIHO-KHIIETHOTO TPAKTA, CYCTAaBOB U IO-
gek 1o tury IgA-rnomepynonedpura [40]. Onpeaensronryio
pOJIb B MaTOreHe3e 3a00JIeBaHUS UTPAIOT TeHeTHIeCKue (pak-
Topsl, B yacTHoctt HLA-DRBI [41, 42].

[IpakTHdeckue Bpauu M MPEkKIE BCErO aJIEProjIoTH XO0-
POIIO OCBENOMJICHBI O AMATHOCTHYECKON IIEHHOCTH OIpe-
nenenus IgE mpu pa3snuyuHBIX aTIepradeckux COCTOSHUSX.
B T0 e Bpems BCTpedaroTcs Ciiydan, KOTa MOBBIIIICHHE CO-
nepxxanud IgE He cBs3aHO ¢ anneprueii u octaeTcst HeoObsC-
HUMBIM. Takke cienyeT oOpaTUTh BHUMaHUE M Ha MOBHIIIIE-
Hue copepxanus IgE y psga uccrexyeMsix HaMu OOJIBHBIX
C OTPUIATENBEHBIMHU NMPoOaMU Ha HAJUYHE IIMPOKOTO CIEK-
Tpa ajuiepreHoB. OOBIYHO TaKUX OOJBHBIX HAMPABISIOT HA
KOHCYJBTAIINIO K PEBMATOJIOTaM ¢ fuarHo3amu « CucteMHoe
3aboneBaHney», « AyTOMMMYHHOE 3a0oieBaHue» min «Pes-
MaTHh4YecKkoe 3a00JeBaHUe» HESCHOW dTHoJOTHH. [Ipu 3TOM
OOJBHBIE [OCTATOYHO IIOJIHO 0O0CJI€IOBaHBI, HO JTHArHO3
OCTaeTCs HeSICHBIM, TaK KaK COXPaHIIOTCS TNX0paJiKa, Iopa-
KEHHS KOXKH U CITU3UCTHIX 000J09eK, cyctaBoB, LIHC u apy-
TUX OPTaHOB, MPH 3TOM CEPOJIOTHYECKHE MapKephl HE pea-
TUPYIOT, a Takue noka3aTenu Bocnajenus, kak COD u CPB,
a takxe IgE, pe3ko noBsIIIalOTCS.

B MKB-10 B knacce III «bone3nn kpoBH, KpOBETBOPHBIX
OpPTraHOB U OTHENbHBIC HApyIICHUS, BOBJECKAIOIINE HMMYH-
HBII MEXaHU3M» YKa3aH CHHJIPOM I'HIepPUMMYHOTIO0yIINHA
E (IgE), xon D82.4, HO, IO TaHHBIM JINTEPATYPHI, STOT CHH-
JIPOM dHaIle BCEr0 COMPOBOXKIACTCS THUIEPIO3MHODUIIHEH
[43—45], gaTo oTCyTCTBOBaJO B HAMIKUX HaOMIOACHUIX. bes-
YCIIOBHO, TPEOYIOTCS JaJIbHEHIIINE CepOIOTHYECKUE U TeHe-
THYECKHE MCCIIeTOBAHNS JaHHOTO (peHOMeHa.

[IpuBoxmm ommcanue 7 cirydaeB OONBHBIX C THUIIEPUMMY-
Hornobynuuemuei E u perpocnextruBHbi ananus 130 60b-
HBIX PEBMATHYECKOTO MPOGHIIS, Y KOTOPHIX OBLI ONpeneieH
IgE. UccnenoBanue conepxanus IgE mposeneno paauo-
HMMYHHBIM METOAOM (BEpXHSAS TPaHWIA HOPMBI COCTABH-
ma 100,0 xkE/l/m) unn mMeTonoM MMMyHO(EPMEHTHOTO aHa-
nu3a (HopMma < 100 ME/mut). OTH cityyan He COOTBETCTBYIOT
KJIaCCHYECKOMY OIHMCAaHHUIO CHHIPOMa T'HIePUMMYHOTIO0Y-
nuHa E (IgE) (mo MKB-10 knacc 111, D82.4).

Panee mamm ObIn omyOnMKOBaH ciaydaid pegkoro 3abo-
JIeBaHUs, MOCTAHOBKA AMAarHo3a KOTOPOTO BEI3Bajia 3HAYH-
TeIbHBIC TPYIHOCTH [46]. Y 601BHOTO OBLI THaTHOCTHPOBAH
PELUIUBUPYIOIIMI MOTUXOHAPUT C MOPAKEHUEM Xpslien
VITHBIX PaKOBHH, HOCA, C PEaKTHBHBIM apTPHUTOM TroJe-
HOCTOIHBIX M KOJCHHBIX CyCTaBOB, JIGHKEMOWIIHOW peax-
nuer muenongHoro tumna (mo MKB-10 kmacc XIII, M94.1).
[Ipu obcnemoBaHMM MOMYYECHBI BBICOKME 3HaueHHS IgE —



318

Clinical Medicine, Russian journal. 2021;99(4)
DOI: http://dx.doi.org/10.30629/0023-2149-2021-99-4-314-320

1014,5 ME/mun (nmpu HOpMe <100 ME/mn).

OO6cenoBaHbl 6 OOTBHBIX, HATPABICHHBIX HA KOHCYJIBTa-
LU0 IEPMATOJIOTaMH JIUISI HCKIIFOUCHHS ay TOMMMYHHOT'O 3a-
OOJIeBaHMS C TUATHO30M «XOJIOJIOBasi KpamuBHUIA». O0pa-
any Ha ce0s BHUMaHUe HEBBICOKHE TUTPHI ITHPOKOTO CIEK-
Tpa aHTHUTEJ WIN UX OTCYTCTBHUE, OTPUIIATEIIBHEIC TPOORI HA
Bce OBITOBBIE, MU ICPMAIIbHBIC, TBLIBLEBBIC U MUIICBHIC aJ-
JIepreHsl, HOpMaJIbHbIE UG Pl KPUOTIOOYIMHOB, a TAKIKE IT0-
CTOSTHHO BBIcOKHe mokasarenu IgE: ot 1015 o 2138 ME/ma.
OddexTa oT mENOro psna aHTHAUICPTUISCKUX MPENapaToB
He OBLIIO.

B macTosmee Bpems mpeasiaraloT OTHOCUTB 3TH CIIydYau
K rpynne AB3 Tuma KpHOnMpHUH-aCCOIMUPOBAHHBIX TIEPHO-
nuaeckux cuaapomoB (KATIC): cemeitnas xomomoBasi Kpa-
nuBHUIA KpuomupuH-acconuupoBanHas — FCU (Familial
Cold Urticaria) [3, 7].

Bt peTpoCIeKTHBHO NPOAaHATU3UPOBAHBI ITaHHBIE
o conepxxanuu IgE y 130 peBmaTnyeckux O0IBHBIX: 67 —
CB, 24 — cucrteMHoi kpacHoi Bomuankoit (CKB) m 39 —
peBMaTouHbIM apTpuTtoM (PA) ¢ CHCTEeMHBIMHU TIpOsBIIE-
Husmu. IgE onpenensiny pagnonMMyHHBIM MeTOoOM [47].

VY 36% OGonpHBIX KOHIEHTpanusa IgE mpeBrimana Bepx-
Hoo rpauny HOpMEl (100 xEJl/m). Tumepmpomyxius
IgE ommurakoBo yacTto BcTpeuanacs npu CKB, PA u neiiko-
LUTOKJIACTHYECKOM BaCKyJIUTE — COOTBETCTBEHHO B 33%,
33% wu 24% cmydaeB, pexe MPH Y3EIKOBOM MOIHAPTEPUH-
Te— 18% mHecnenupuyeckom aoproaprepunre —y §% 60715~
HBEIX. B TO ke BpeMs mpu 0OIUTEpUPYIOIIEM TPOMOAHTUHTE
yBenuuenue IgE nmerno mecto y 46% GONbHBIX.

Oo6nutepupytouuii TpomOGanruuT (bone3ns beprepa) ot-
HeceH K O0Ne3HsIM CHCTeMBI KpoBooOpameHus (kmaccy 1X,
173.1), aTo Takke TpebyeT OOCYX ACHHS O BO3MOXHOCTHU
BKJIIOUEHUS ero B rpymiry CB.

[Ipu onieHKe 3THX CITy4aeB OTMEUEHHAs! PETPOCIIEKTHBHO
TUIEPUMMYHOTIIOOyTnHeMUs E BBI3BIBa€T 3HAYUTEIBHBIN
HWHTEpEC B aCIEKTe HOBBIX B3TJISA0B HAa FETEPOrCHHOCTH Ta-
torenesa MIB3.

BrisiBneHHbIN B HAacTOsIEe BpeMsl F€TEepPOreHHBIN T'eHe3
VB3, cBA3aHHBIH C aHTHTCH-MHAYIHPOBAHHBIM CHHTE30M
aHTuTen WM akTuBanueil T-mumdoruTos, onpenenser HO-
BBIC MOIXOMABI K UX JUATHOCTHKE W JICYCHHUIO C HCIIONIB30-
BaHHEM TEHHO-WH)XCHEPHBIX OWOJIOTHYECKUX IperapaToB
[33, 35,42, 48, 49].

Brigenenne rpynmnel AB3 ciyXuT moka3zaHueM IS re-
HETHUYECKOTO UCCIIEIOBAaHMUS ATOI0 KOHTHHT€HTa OOJIBHBIX.

Kongpnuxkm unmepecog. ABTOPHI 3aBISIIOT 00 OTCYT-
CTBHUH KOH(INKTA HHTEPECOB.

Qunancuposanue. ViccienoBanue He MMEJO CIIOHCOP-
CKOHM TOAACPIKKH, paboTa BBHITMIOITHEHA 32 CUET OFOJIKETHOTO
(mHAHCHPOBAHUS HA BBITIOJIHEHHE TOCYIapCTBEHHOTO 3a7a-
HUS 10 TEME.
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