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OBLIASA XAPAKTEPUCTUKA PABOTbBI

AKTYaJIbHOCTb T€MbI

Do3uHODUIBHEIN TpaHyiemaro3 ¢ nojguanruutoMm (DITIA), wmu cuaapom YUépra-
Crpaycc, - 310 cuctemuslii AHIIA-accounnpoBaHHbI BACKYJIHUT, XapaKTEPU3YIOLIUNCS
HEKPOTHYECKUM MOPAaKEHHWEM COCYJIOB MEJKOIO M CPEIHEro KajiuOpa B COYETaHUU C
IICPUBACKY/ISIPHON 303uHOGUIbLHOW HHGUIbTpalueii u rpanyiremaro3om [J. Churg,
1951; E.H. CemenkoBa, 2001]. B namreii ctpane OI'TIA monroe Bpems paccMaTprBaICs
KaK acTMaTHYCCKHI BapHaHT y3elkoBoro moymaprepuuta [E. M Tapees, 1969]. DI'TIA
— OIuMH u3 HaubojJee PeaKO BCTPEYAIOIIUXCS HEKPOTU3UPYIOMIUX BaCKYJIUTOB,
pacrnpocTpaHeHHOCTh KoToporo coctaBisger 10-14 ma 1000000 macenenus [A. Mahr,
2004; C. Baldini, 2010]. 3aboyieBanust 0OBIYHO pa3BUBAETCS B Bo3pacte okoyo 40-55
aet [R.A. Sinico, 2009].

Tunuunbie npossieHus OITIA BkiaoudaloT B ceOs  TUNEPIO3UHOPUILHYIO
OpOHXMAIIbHYI0O aCTMY, YacTO TSDKEIOTO TEYEeHHs, TMopaxkeHue mnepudeprudeckor u
LEHTPaIbHOM HEPBHOM CUCTEMBI, CEPALA, XKEIyAOYHO-KHUIIEYHOro Tpakra. Ilosararor,
YTO KJIMHHUYECKas KapTHWHA, T€YeHUE 3a00JieBaHUs M NPOrHo3 y mamueHToB ¢ OI'TIA
3aBUCSAT OT HaJIWYUs aHTUTEN K 1uroruiazme HeutpodunoB (AHIIA), moatomy
MpeaaraloT BhIACHATH ABAa BapuaHTa Backynuta — AHI[A-nosutuBHbii 1 AHI[A-
uweratuBHbeiii [Comarmond C., 2013; M. Groh, 2014]. OcraeTcst HESACHBIM, JOJDKHA JIH
oTnn4aThes TakTuka jgeueHust AHI[A-neratusHoro u AHIIA-1103UTHBHOTO BapHaHTOB
OI'TIA.

CBOEBpEMEHHOE  JICUEHHE AaJCKBaTHBIMU  J03aMH  TJIFOKOKOPTHUKOUIOB U
MMMYHOCYIIPECCAaHTaAMH TIO3BOJISIET JOCTHYh PEMUCCHUU Y OOJIBIIIMHCTBA MAI[UEHTOB C
OI'TIA, ogHako He UCKITIOYAeT pa3BUTHE OOOCTPEHUN Yy 3HAYUTEIBHOTO KOJIMYECTBA U3
HUX TpU Tepexojie Ha MpuéM Mo aep kuBaronmx 103 npenaparos [A.E. Joseph, 1999;
F. Moosig, 2011]. OctpodazoBbic Mapképbl BocnaneHusi, takue kak COD u C-
peaktuBHbIi Oeok (CPB), komudecTBo 303uHO(GUIOB M coaepkanue IJE B kpoBu He
MO3BOJIAIOT HAJEKHO OLEHUTh akTHUBHOCTh OITIA u mnporHo3upoBath pa3BUTHE
petmauBoB 3aboneBanus [O.I. Hamectnukosa, 2007; P.C. Grayson, 2014], ocobeHHO

Ha (OHE MMMYHOCYIPECCUBHOM Tepanuu. B cBsizu ¢ 3TUM, BaKHOE 3HAYCHUE WMEET
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U3YYEHUE HOBBIX JIA0OPATOPHBIX MAPKEPOB AKTUBHOCTU JTOro 3a00JeBaHUs, B
YaCTHOCTH CBIBOPOTOYHOTO YpOBHs »dorakcmHa-3 [J. Zwerina, 2011], a Takxke
untepieiiknna (MJ1)-6. M3yuenme wimHmYecknx BapuantoB OI'TIA wu BbIgeneHue
HOBBIX MAapKEPOB AKTHMBHOCTH TMO3BOJIUT MPOBOAUTH Oosiee 3PGHEKTUBHYIO TEparuio
3a00JI€BaHUS U YIIYUIIUTh JOJTOCPOYHBIN TPOTHO3 M KAYECTBO KU3HU MAlUCHTOB.

Heas mccaexoBaHus

N3yunth pasznmuuus KIMHUYECKOM KapTuHbl M TeueHuss AHI[A-mo3uTuBHOrO U
AHIIA-HeratuBHoro BapuantoB OI'TIA, 3HayeHHWE CBHIBOPOTOYHOTO COJEp KaHUS
sotakcuHa-3 u MJI-6 B olleHKE aKTUBHOCTM BACKyJIHTa W JJisi BbIOOpA TaKTHKHU
MMMYHOCYIIPECCUBHOW TEPAIUU.

3axayu ucciie10BaHUA

1. N3yunts  knuHMYecKkyro  kKaptuHy OITIA, wyacTtoTy peuuauBOB
3a00JeBaHusl, OE3pEUIUBHYIO U OOIIYIO BEKMBAEMOCTh OOJIbHBIX.

2. ComnoctaBuTh 4acToTy, KIMHUYECKuEe mposiBiieHuss u TeueHne AHIIA-
no3utuBHOTO 1 AHIIA-HeratuBHOro Bapuantos DI TIA.

3. CpaBHUTh  3HAUE€HHME CTAHJAPTHBIX  JIAOOPATOPHBIX  MOKa3arenel
BocrnianieHus: (COD, C-peakTUBHOTO OenKa), 503MHOPUINHN, CBIBOPOTOYHOTO SOTAKCHHA-
3 u NJI-6 B ontenke aktuBHOCTH DI TIA.

4, O1eHUTh BO3MOKHOCTH BBIOOpA TAKTHKHW MMMYHOCYTPECCUBHOW Tepanuu
Ha ocHoBaHMM BapuaHTa DI TIA u n3yueHHbIX Ja00paTOPHBIX MOKA3aTEICH.

Hay4ynasi HoBHU3HA

BriepBbie n3ydeHBI OCOOCHHOCTH KIMHUYECKOW KapTuHbl W TeueHus AHIIA-
nosutuBHoro u AHI[A-neratuBnoro BapuanToB OI'TIA Ha poccuiickod BBIOOpKE
MalMeHTOB. XOTs MPOTHO3 ISl KU3HU y marueHToB ¢ DI TIA OmaronpusiTHbIN, TEM He
MeHee, 3a00JeBaHHWE XapaKTePU3YeTCs PEUUIUBUPYIONIMM TEUEHHEM H TpeOyeT
JUIATEIbHOM MMMYHOCYIIPECCUBHOW TEpANMUU. Y CTAHOBJIEHO, YTO YacTOTa PELUIAVWBOB
He 3aBucHuT OT Hajmuumsi AHIIA, a BEIOOp TakTHKU UMMYHOCYIIPECCUBHOM Tepanuu B
MIEPBYI0 OYEPENb OIPEIAECIACTCd AKTUBHOCTHIO BOCHAJICHHS W HAIMYHUEM ITOPAKCHUS

BHYTPEHHHX OPTraHOB, B YACTHOCTH CEPJLA, HEPBHOU CUCTEMBI U NTOYEK.



BnepBble n3yueHo 3Ha4€HUE CHIBOPOTOYHOMN KOHIIEHTpaluu soTakcuHa-3 u NJI-6
B orneHke akTuBHOCTH DI TIA. YcTaHOBIIEHO, YTO OMpeeeHre d0TakCcuHa-3 Ha (poHe
UMMYHOCYIIPECCUBHON TEpanmuu HE IMO3BOJSET YCTAHOBUTH PEIHUINB 3a00JICBaHMUS.
UccnenoBanne He mnoaTBepawio poab WJI-6 B ounenke aktuBHOocTH OITIA,
COOTBETCTBEHHO, 3TOT MOKa3aTejlb HE CIEAYET WCIOIb30BaTh I MOHUTOPUPOBAHUS
pe3ynbTaToB JiedueHus: y 0obHbIX DI TIA.

3HauuTenpHass 4yactb namueHToB ¢ OITIA  oTBewaer Ha  JieyeHuUe
TIIOKOKOPTUKOUJAMU + HMMMYHOCYNPECCUBHBIMU CpPEJICTBAMHU, OJHAKO Yy YacTH
OONBHBIX CTaHJApPTHas Tepamnus oOKaszbiBaeTcd HEIPPEKTUBHOM W HE TO3BOJSIET
NpeAyNnpeInuTh YacThle peluIuBhl 3a00eBanus. B ucciienoBaHuu BIEpBbIEe MOKa3aHoO,
YTO Yy TakuX OOJIbHBIX BO3MOXXHO MPUMEHEHUE T€HHO-UHXXEHEPHOI'O OHMOJIOTHYECKOTrO
npernapara puUTykcumMaba — MOHOKJIOHaIbHBIX aHTuTen k CD20-penentopam B-
JTUMQOLIUTOB.

IIpakTuyeckast 3HAYUMOCTD

[Tokazano, yto DI'TIA MOXET CONPOBOXKIATHCA TAKEIBIM U UHOTIa HEOOpPAaTUMBIM
nopaxeHueM nepuepudeckoil HEPBHOM CHUCTEMBbI (MHOKECTBEHHBII MOHOHEBPHT),
[EHTPAIBHON HEPBHOW CHUCTEMBbI (OCTpOE HApYIIEHHE MO3TOBOTO KPOBOOOpaIeHUs),
cepana (KapAUOMHOMNATUS C 3aCTOMHOM CEepJEeYHON HEAOCTATOUYHOCTHIO B HCXOJIE
703UHO(PUILHOTO MUOKAP/AUTA) U MOYEK U YACTO XAPAKTEPU3YETCS PElUIUBUPYIOIIIM
TeueHueM. KnmHudeckue mposiBIeHHs 3a00JIEBaHUs B ONPECICHHON CTENEHU 3aBUCST
ot Hanmuust/otcyteTBust AHIIA, xoTs yacrora penuansoB npu AHIIA-no3utuBHOM U
AHI[A-HeratuBHOM BapuaHTax 3a00J€BaHUA CYIIECTBEHHO HE  OTJIMYAETCA.
CootBerctBeHHO, AHI[A-cTaryc He uMeeT OOJMBLIOrO 3HAYEHHUS AJIA BbIOOpA TaKTUKHU
MMMYHOCYIIpECCUBHOM Tepanuu, XoTa Hannune AHIIA (yame k Muenonepokcuaase) —
ATO OJIUH U3 OCHOBHBIX KpUTEpHEB quarHocTuku DI TIA.

VY nmamuenTtoB ¢ DI'TIA Hepenko HabMOAaI0TCS 000CTPEHUSI OPOHXUATLHON aCTMBI
W/WU CHHYCUTA, KOTOPHIE HE BCETJa YKA3bIBAIOT HA PEIMIUB BACKYJIMTA, YTO JUKTYET
HEOOXOJMMOCTh TIOMCKa HOBBIX MapkepoB aktuBHOCTH OITIA. OOmenpuHsThie
nokaszarenu BocnajieHus, Takue kak COD u CPB, a Takke KOJW4ecTBO 303WHO(DUIIOB

KpoBU © coxaepxkanue |IJE wuHpOpMATHBHBI maleKO HE BO BCEX CIydasx.



[lepcriekTuBHBIM TOKa3areneM akTUBHOCTH OI'TIA cuuTaroT 30TakCHUH-3, OJHAKO
IIPOBEJICHHOE MCCIIEN0OBAHUE HE MTOATBEPANIIO €r0 3HAYCHHUE B JUArHOCTUKE PELIUIUBOB
3a0oneBanus. Konuenrpauua NJI-6 Takxke He MMEET 3HAYEHHSI B OLICHKE AKTUBHOCTH
OI'TIA. CootBercTBeHHO, AU GdEepeHIUPOBaTh OOOCTPEHUS] TOPAKEHUS BEPXHUX H
HWKHUX JbIXaTENbHBIX MyTEH W peunuauBbl BacKynuTa y 0oapHbIX OI'TIA cnexgyer Ha
OCHOBAHWH, B MIEPBYIO OUEPE/Ib, KITUHUYECKUX MPOSBICHUM.

Pe3ynpTaThl  WcCCHENOBaHHUS ~ CIMOCOOCTBYIOT — COBEPIICHCTBOBAHUIO  paHHEH
nuarHoctukn  OI'TIA, OmEHKM  aKTUBHOCTM  BAacKyJuTa W ONTHUMH3ALUU
MMMYHOCYITPECCUBHOM TEpANUU AJIsl YIyUIICHUS TPOTHO3a NAllMEHTOB.

IHonoxeHusi, BLIHOCUMBbIE HA 3ALUTY

1. Hawubonee uyacThiMu KIMHUYECKHMMH TposBieHusMU OI'TIA  sBistorces
nopaxkenue JIOP-opranos, nepudepruyeckoit HEPBHOM CUCTEMBI U JIETKHX.

2. Ilporno3 mmsa xw3au 1mpu OI'TIA OnarompusTHBIN, OJHAKO, 3a00JEBaHUE
XapaKTEPU3yeTCsl pELUIUBUPYIOIIUM TCUEHHUEM.

3. Mua Gompubix ¢ AHLIA-no3utuBHBIM BapuantoM OITIA, mo cpaBHEeHHIO C
AHIIA-HeratuBHbIM,  XapakTepHa  Oojiee  BBICOKAas ~ 4YacTOTa  MOpPAXEHUs
nepudepruueckoil HEpBHON CUCTEMBI U TIOYEK, OJJHAKO 3HAYUMBIX Pa3jIN4hil B TEUCHUU
3a00sieBaHus B JBYX IPYyIIax HE OTMEYAETCS.

4. Dotakcun-3 u WJI-6 He mo3BONAIOT nU(PEPEHIIMPOBATE PEMHUCCHIO U
o0ocTpeHre 3a00JieBaHUs, IOCKOJIbKY HE SBISAIOTCA CHELMPUUHBIMH MapKepaMmu
akTUBHOCTH peunauBupyromiero S TIA.

5. BeiOop TakTHKM uUMMyHOCyrpeccuBHON Tepanuu mpu OITIA ompenensercs
HaJIMYMEM BUCLEPAIBHBIX ITPOSIBIICHUN M BBIPAKEHHOCTHIO aKTUBHOCTH BAaCKYJIUTA U HE
3aBucut ot AHI[A-Bapuanrta 3a0osieBanus, xoTs Haimmuue AHIIA umeeT BakHOE
JIMarHOCTUYECKOE 3HAYEHUE. Y MAlMEHTOB ¢ peuuauBupyromum teueHueM DI TIA npu
HeA((PEKTUBHOCTU CTAHAAPTHOM HMMMYHOCYNPECCUBHOW TEpamuu MOXET ObITh
UCIIOJIb30BaH PUTYKCUMAO.

Anpobauusi padoThI

Anpobanus pabotsl npoBeneHa 30 aBrycra 2016 r. HAa COBMECTHOM 3aceaHuU

COTPYIHHUKOB Kadeapbl BHYTPEHHUX, MPOPECCUOHAIBHBIX 00JIE3HEN U MyJTbMOHOJIOTHH



Menuko-npodumtaktuueckoro ¢daxkynpreta DPI'BOY BO «llepeiit MIMY  wuwm.
N.M. CeuenoBa» MunznpaBa Poccuu, kadenpsl BHyTpeHHUX Ooje3Heil (akyiapTeTa
dbynnamentanbHoil MequiHsl MI'Y nmenun M.B. JlomonocoBa, kadenpst Hedponoruu
U TeMojJuanu3a MHCTUTyTa npodeccuonansHoro odpaszoBanuss ®I'bOY BO «Ilepsbiit
MI'MY um. WM. CeuenoBa» MunznpaBa Poccuu. Marepuanbl guccepTanuu
npeacrasiensl Ha ANCA Workshop (ITapmk, 2013), EULAR (Maapua, 2013).

JIMYHBIN BKJIAJA aBTOPA

Bxnan aBTOopa 3akirodaeTcss B HEMOCPEICTBEHHOM YYacTHMM Ha BCEX JTalax
MCCIIEOBAaHUS: OT IIOCTAHOBKH 334, UX TEOPETUUYECKON U MPAKTHUYECKON peam3anuu
710 OOCYKJACHUS PE3YyJbTaTOB B HAYUYHBIX MyOJUKALUSIX U UX BHEJAPECHUS B MPAKTHUKY.

BHenpenue B npakTUKy

Pe3ynbrarhl Hcnonb3yloTcs B paboTe peBMATOJIOTMYECKOTO U TEPANEBTUYECKOTO
OTJICJICHUN KJIMHUKH HEPPOJIOTrUHU, BHYTPEHHHUX U NPO(ECCHOHATBHBIX OOJIE3HEN HM.
E.M. TapeeBa YauBepcurerckoi kimHudeckor 0ospHUIEI Ne3 OI'BOY BO «Ilepsrrii
MI'MY um. U.M. CeuenoBa» Munznpasa Poccun, B yueOHOM mpoliecce Ha Kadeape
BHYTPEHHMX, pO(ecCHOHaNbHbIX 0oJie3HeW u mynbMoHojdoruu Ilepsoro MI'MYVY um.
.M. Ceuenosa.

[yoaukauuu

[To Teme nmuccepranuy OINMyOJUKOBAaHO 7 TMeYaTHBIX PaboOT, B ToM uyucie 4 B
KypHanax, pexomeHaoBaHHbIXx BAK MwunoOpHayku Poccun, 3 — B 3apyOexHBIX
W3IaHUSX.

O0beM U CTPYKTYpa AUCCePTALMU

Huccepramus uznoxkeHa Ha 102 cTpaHuWIax meyaTHOrO TEKCTa U COCTOHUT U3
BBEJICHMs, 0030pa JUTEpaTyphl, OMUCAHUS MAaTEpPUAIOB W METOJOB HCCIEIOBaHUS,
pe3yabTaTOB COOCTBEHHOTO MCCIIEIOBaHM, X OOCYKIEHUS, BEIBOJIOB M MPAKTHUECKUX
pekoMeHauui, coaepkuT 13 pucynkoB u 15 tabmuu. Crucok auTepaTypbl COACPKUT
150 ucTOYHUKOB, N3 HUX 33 OTCUECTBEHHBIX.

KnuHanueckoe uccneqoBaHue MPOBOIUIIOCHh B KIIMHUKE HE(DPOIOTHH, BHYTPEHHHUX
u npodeccruonanbubix Oonesneid uMm. E.M. Tapeea YKb Ne3 (mupexkTop KIMHHUKHU

akameMuk PAH, goktop wmemammuHCKMX ~Hayk, mnpodeccop H.A. Myxwun).



COILEPKXAHUE JUCCEPTAIIUU
MatepuaJibl 1 METOAbI HCCJIEIOBAHUS

B wuccnenoBanue ObLIM BKJIIOYEHBI 93 OOJBHBIX C OMPENEICHHBIM JIUArHO30M
OI'TIA, KOTOpBIi YCTAaHABIMBAIA B COOTBETCTBHH C KJIACCH(PUKAIMOHHBIMU
KpUTEepHsIMH AMepUKaHCKoi kosutermn peBmarosioroB (ACR) u ompenenenuem,
npeIoKeHHbBIM Ha KoH(pepeniuu B Yanen-Xumie 2012 r [J.C. Jennette, 2013].

Oomee obcnenoBanre OOJIBHBIX MPOBOIWIOCH MO IUJIaHY, MPUHITOMY B KJIMHUKE
Hedposorum, BHyTpeHHUX U MpodeccuoHaNbHBIX 3a0oeBanuii uM. E.M. Tapeesa. [lpu
M3YYEHUU aHaMHe3a 0c000€ BHUMAHKE YJEISUIM HATMYUIO PELMAUBOB 3a00J1€BaHUs, UX
KOJMYECTBY M MPOBOLUUPYIOIIMM (akTopaM. THIATENbHO OLEHUBAIA TEPAMHIO
3a00JIeBaHUs U IIPOBOAMIIN MOJCUYET CYMMAapHOM 103bl IIUTOCTATHUKOB, MOJTYYEHHBIX 32
Bech nepuoj JedeHuss. Ocoboe BHUMaHHE O0palajioch Ha HAJIMYME OCJIOKHEHHH Kak
camMoro 3a0oJjeBaHMs, TaK M NPOBOAMMOHN Tepamuu. [l KIMHUYECKOW OLEHKU
aktuBHOCTH OI'TIA wucnonb3oBanu uHaekc BVAS (Birmingham Vasculitis Activity
Score) [R.A. Lugmani, 1994], a ans oleHKH HEOOPATHMOTO MOPAKECHUSI BHYTPEHHHX
opranoB u TkaHei — unaekc VDI (Vasculitis Damage Index) [A.R. Exley, 1997].

[Ipu anamuze peuuauBoB OI'TIA BbAEHSIIM OOOCTPEHUS, YIPOKABIIUE >KU3HU
nanyeHTa Wik (QyHKIUU KU3HEHHO-BAKHOTO OpraHa U TpeOOBaBIME 3HAYUTEIHLHOTO
YCUJIEHUSI IMMYHOCYTIPECCUBHOM Tepanuu, U 000CTpeHus, He MPeICTaBIsABILINE 0COO0H
yIpo3bl JUIsl AKU3HHU NAlUMEHTa U TpeOOBaBIIME TOJIBKO BPEMEHHOIO YBEJIMYEHHUS J03bI
IJIFOKOKOPTUKOUJIOB. YXyJuIeHue TedueHuss bA w/unu puHocuHycuTa 0e3 BOBJICUEHHUS
JIpYTUX OPraHoB He paclieHuBaiau kak oboctpenue DI TIA.

[lonnass pemuccun 3a00JIEBaHMS XapaKTEpU30BAIaCh OTCYTCTBUEM AKTHUBHOCTU
CUCTEMHOI'O BacKylIMTa W J030M mpenHusonoHa <7,5 mr/cyr. Ecnu He ynaBamoch
CHU3UTH 103y MPEIHU30JI0HA /10 YKA3aHHOTO 3HAYEHMS, pe3yJbTaT pacleHUBaIU Kak
YaCTUYHYIO PEMHUCCHIO.

AHIIA  ompemensmu = metonoM — UMMyHO(pepMmeHTHOro  aHanmmza.  Jlis
KOJIMYECTBEHHOTO  OMpENEICHUs  COAEp)KaHHUS  DOTAKCHMHA-3  HMCHOJb30BAJIU

koMmmMepueckue Habopsl st UDA cepum Quantikine ELISA xomnanuu R&D Systems



(CIA), a nna xonuyecTBEHHOro orpeaeneHus conaepxkanus MJI-6 — xommepueckue
HaOops! it MDA kommanuu Invitrogen Corporation (CIIIA).

Jns  Bu3yanuzanuu — HOpakeHust cepaua Obuia  BeimosHeHa MPT ¢
KOHTPaCTUPOBAHUEM TaJoJuHUEM Ha 0a3ze IeHTpa JiydeBoil auarHoctuku DI'AY
JleueOHO-peabumuTalMOHHOTO  IIeHTpa Mun3apaa P®. Bcece wuccnemoBanus
IPOBOJIWIINCH COTJIACHO CTaHAapTHOMY npoTokony MPT cepana Ha ammaparte Siemens
MAGNETOM Avanto 1.5T.

Cratuctuyeckuii aHanu3. Jlng cratuctudeckod 0O0pabOTKH MOyYEHHBIX
pe3yNIbTaTOB UCHOab30BaK nmporpammy SPSS for Windows, 22.0. (SPSS Inc., Chicago,
IL, USA). Onenka xapakTepa pacupeiciieHHsl 3HaUCHHH IOKa3aTelie B BBIOOpKaX
npoBoAwiack ¢ ucnois3oBanueM \W-tecta Illanupo-Ywuka. Onpenenenue
CTATUCTUYECKON 3HAUMMOCTH Pa3JIMYUil KOJIMYECTBEHHBIX NTOKA3aTEIEH B HE3aBUCUMBIX
BBIOOPKAX C HOPMAaJbHBIM pAcHpeeICHUEM MPOBOAMIOCH C MCIOJb30BaHUEM t-
kputepuss CTBIOJIEHTa, C HEHOPMAJIbHBIM PACHPENEICHUEM — C HCNOJb30BaHHEM U-
kputrepust MaHHa-YuTHH. CTaTUCTUYECKYIO 3HAYMMOCTH Pa3JIMUYAA KadyeCTBEHHBIX
noKasaTelsield He3aBUCUMBIX BBIOOPOK OLIEHUBAIM C MOMOIIbI0 KpuTepus duiepa. s
BBISIBJICHUS MPSMON U 0OpaTHOM CBSI3M MEX]y IMpHU3HAKAMHU ObLI BBIMIOJHEH PAHTOBBIN
KoppensaiuonHbii aHanu3 Crnmpmena. [ omeHku Oe3peluJauBHON BBDKHMBACMOCTH
npuMensuin Metoni Kannana-Metiepa. Jlyis onpeneneHus NpeauKTOpoB 000CTpEeHUN U
OIICHKH CBSI3M MEXIy JaO0OpaTOPHBIMU TMOKa3aTelsiMAd W AaKTUBHOCTBIO OO0JIE3HU
MPOBOJMIN OJHO(MAKTOPHBIA PErpecCUOHHBIA aHallu3, MO pe3yJbTaTaM KOTOPOTO
nokazarenu ¢ p<0,2 BKIIOYaId B MHOTO(PAKTOPHBIA JIOTUCTUYECKUN PETrPeCCHOHHBIN

ananus. P<0,05 yka3piBano Ha CTATUCTUYECKYIO 3HAUUMOCTb.
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PE3YJIBTATBHI HCCJIEJAOBAHUA U UX OBCY/KJIEHUE
Jlemozpaghuueckan u K1uHuUeCcKaa XapaKmepucmuKka NAYUeHmos

B uccienoBanue OblIH BKIOUEHBI 93 manuenTta ¢ guarao3om DI'TIA, B ToM 4wnciie
64 xenmmnbl (68,8%) u 29 myxuun (31,2%). Cpennuii Bo3pacT Ha MOMEHT Pa3BUTHUSA
3aboneBanus coctaBui 46,6 net (49,6 et — y My>XK4uH U 45,3 JeT — y KEHIIUH).

Y 90 (96,8%) mnanuenTtoB HaOmonanach OpOHXHMANbHAs acTMa, CPEIHSS
MPOAOJLKUTENBHOCTh KOTOpOo# 110 Havana DI TIA coctaBuiia 7,5 ner.

Hawnbonee yacThiMM HaYaJbHBIMU KJIMHWYECKUMH TposBicHusMu DI TIA Obutn
nopaxkenue JIOP-opraHoB, KOHCTUTYIMOHAJIbHBIE CHUMIOTOMBI M  TOpaKEHUE
nepudepuueckoit HepBHOU cuctembl (88,2%, 84,9% u 73,1%, cooTBeTCTBEHHO). Pexe
orMevasioch nopaxenue JNErkux (59,1%) u xoxu (49,5%), a Taxxke mouek (21,5%),
cepana (21,5%) u xxenynouHo-kuireynoro Tpakra (11,8%).

VY Bcex OompHBIX ¢ mopaxkeHwem [THC (n=68) ormeuamack mnepudepudeckas
NOJMHEHponaThs, B mojioBuHe ciiydaeB (N=34) — MHOXECTBEHHBI MOHOHEBPUT. [Ipu
nopakeHuu JIErkux (N=55) Hambosee 4YacThIMU U3MEHEHUSIMH Ha PEHTIeHOTpaduu Ui
KOMITBIOTEPHOU TOMOrpauy OpraHoB IpyJHOUN KIeTKH ObUM MHPUIbTpatThl (85,5%),
peke — meBpanbHbI BbIIOT (16,4%) u ouaroBeie u3MmeHenus (12,7%). Cpemu
nalueHToB ¢ nopaxenuem cepama (N=20) B 65% ciaydyaes onpenessiicsi IEpUKapAnT, B
30% — kapauomuomnatuu, B 30% — muokapaut. Y 1 (5%) pasBusics uHpapKT MuOKapaa
B pe3ysbTaTe KOpOHapuuTa. MOYeBOH CHHIpPOM mpu mopaxkeHuu mouek (N=20) ObLI
npeactaBieH rematypuei (75%), pexxe — nporteunypuein (55%), He mocTHraromiei
Hepporuyeckoro ypoBHs. Y 3 (15%) manmeHTOB  OTMEUYAIOCh  Pa3BUTHE
OBICTPOIIPOTPECCUPYIONICH TOYCYHOW HEAOCTATOYHOCTH, Y 2 W3 HUX C HCXOJOM B
TEPMUHAIBHYIO XPOHUYECKYIO TOYEYHYIO HEIOCTaTOYHOCTh. Y 85% OOJNBbHBIX C
MOpaKEHWEM TMOYeK ObUIM JHAarHOCTUPOBAHBI PAHHUE CTAIUU XPOHUYECKOW OO0JIe3HU
noyek (1-3a).

Teuenue 3ab0nesanus

CpenHssi TPOJOJDKHTEIBHOCTh HAOMIOACHUS IMAllMEHTOB cocTaBmia 6,3 roja.

OO6miast JIMTEILHOCTh HAOJIOJICHHS TAllMEeHTOB BO BCEM BBIOOpKE paBHs1ach 587,7

nanueHTo-jer. O0mas yactora o00oCTpeHui BO Bcelt BeIOOpKe cocrapmna 14,0 Ha 100
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NAaIMEHTO-JIET, B TOM YHCJIe MOTPEOOBABIIMX YCUJIEHU UMMYHOCYTIPECCUBHON Tepanuu
WIA TOJBKO BPEMEHHOTO YBEIMUYEHHUS [03bl TIIOKOKOpTHUKOUIoB — 5,3 Ha 100
mareHTo-jaeT u 8,7 Ha 100 mamueHTo-1eT, COOTBETCTBEHHO.

Obwas 8viHcUBAEMOCTb U BLINHCUBAEMOCTb Oe3 peyuousos. 3a BpeMsi HaOJII0ICHUS
JIETAJIBHBIX MCXOJOB HE OTMEYEHO, MO3TOMY 00I1asi BeIXKUBaeMOCTh coctaBuia 100%.
[Tokazarenu 3- u S5-neTHEeW BBDKUBAEMOCTH 0€3 peluanuBoB cocTaBmwin 65,4% u 43,1%,
cootrBeTcTBeHHO (puc. 1). [Ipu aHamu3e TOJBKO PELUIUBOB, MOTPEOOBABIIMX YCHICHHS
UMMYHOCYTIPECCUBHOM Tepamnuu, MoKa3aTenu 3- U S-JeTHeH BBDKHMBAEMOCTH 0€3

peunauBoB coctaBuiau 83% u 71,8%, COOTBETCTBEHHO.

KymynstuBHas gons nanuenToB 0e3 pemmanba (Kaman-Maiiep)
o 3asepw. + LleHsypup.
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Puc. 1. Tpéx- n nATH/IETHSAS BIKMBAEMOCTh 0e3 penuauBoB y 00jabHbIX JI'TIA

IIpeouxmopvr  0ob6ocmpenuti. Ilo JaHHBIM  JIOTUCTHUUYECKOTO PErpecCHOHHOTO
aHanKn3a He ObLIO BBISBICHO HU OJIHOTO HE3aBUCUMOTO IpearkTopa oboctpenuit DI TIA.
[Topaxxenue nepudepudeckoil HEPBHOW CUCTEMBbI B Halllel BHIOOPKE acCOIMUPOBAIOCH
CO CHIDKEHHMEM pHucka pa3Butus peunauBoB OITIA, TpeOoBaBIIMX YCUICHUS

MMMYHOCYITPECCUBHOM TEPANHH.
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Cpasnenue AHI[A-no3umuenozo u AHI[A-necamugnozo
noomunoe II'TIA

Hemoepaghuueckan xapaxmepucmuxa 6onvHuix. AHIIA Obutm BeIsIBIEHBI y 37
(39,8%) OonbHBIX, B TOM uHciie K Muenonepokcuaaze (MIIO) — y 34 u k npoTenHase-3
(ITP-3) — y 3. V 34 (36,6%) mammmentoB AHIIA otcyrctBoBaymn. VY 22 (23,6%)
naiueHToB B jaeOwoTe 3ab0oneBanuss AHIIA wHe onpenensiau, a pe3ylbTarhbl
uccienoBanus B 0oJjiee TMO3IHHE CPOKU MOIJIM OBbITh JIOKHOOTPULIATEILHBIMU
BCIIEJICTBUE MMMyHoOcynpeccuBHOi Tepanuu. [lammentst ¢ AHI[A-MO3UTUBHBIM U
AHI[A-neratuBabiM Bapuantamu OI'TIA He oTaMyanuch Mo JeMorpaduueckum
xapaktepuctukaMm. B oOeux rpynmax mnpeooOnananu xeHimuubl (59,5% u 70,6%,
COOTBETCTBEHHO), @ CPEIHUI BO3pACT HAa MOMEHT YCTAaHOBJICHUS JUATHO3a COCTABIII 46-
47 ner.

Knunuueckaa xapmuna AHIL[A-nosumuenoco u AHIL[A-necamusenozo eapuanmos
OI'TIA. B obeux rpynmnax caMbIMH 4aCThIMH HadabHBIMU TposiBiieHusIMHU DI TIA Obiu
nopaxkenue JIOP-opraHoB (pUHHUT, CHHYCUT/IOJMIIO3 W T.I.) U JUXOPAAKa, PEXKe —
nopaxeHue nepudepuyeckoil HEPBHOM CUCTEMBI, JIETKUX U KOxkuU (Tadn. 1). B rpymnme
nauueHToB ¢ AHIIA-no3utuBHbIM BapuantoM OITIA, mo cpaBuenuto ¢ AHIIA-
HETaTUBHBIM, OTMEYaJlach JOCTOBEpPHO Oojiee BbIcOKash uyactora muainruit (59,5% wu
29,4%, cootBetcTBeHHO; p=0,02) 1 mopaxeHus nepudhepuaeckoil HEPBHOW CUCTEMBI 110
TUITY MHOXXECTBEHHOTO MOHOHEeBpHuTa (45,9% u 17,6%, coorBercTtBenHo; p=0,01), B TO
BpeMsI KaK 4acTOTa MOPaXEHUsl cep/iia U IPyruxX OpraHoB JOCTOBEPHO HE OTINYAJIACh.
YacTtoTa mopakeHus modek Obiia Oosiee yeM B 2 pasa BbIIIE B TPYIIE MAIMEHTOB C
AHIIA-nto3utuBHBIM BapuanToMm DI TIA, oqHaKko pa3HULla HE TOCTUIIIA CTATUCTUYECKOU

3HAa4YUMOCTH.
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TABJIMLA 1. OcHoBHbIe KInHU4Yeckue nposiBiaenust JI'TIA
B 3aBUCHUMOCTH 0T HaJan4usa AHIIA, n (%)

IMoka3zarenn AHIIA+ (n=37) | AHIIA- (n=34) P

CHUXEeHHE MacChl Tea 11 (29,7) 6 (17,6) 0,28
Jluxopajka 30(81,1) 25 (73,5) 0,57
Muaaruu 22 (59,5) 10 (29,4) 0,02
ApTpanruu 17 (45,9) 19 (55,9) 0,48
JIOP 33 (89,2) 30 (88,2) 1,00
JIérkue 24 (64,9) 19 (55,9) 0,47
Kosxa 24 (64,9) 15 (44,1) 0,10
[MomuueponaTHs 30 (81,1) 21 (61,8) 0,11
MHo:kecTBEeHHbIIi MOHOHEBPHUT 17 (45,9) 6 (17,6) 0,01
ITHC 1(2,7) 2 (5,9) 0,60
CepneuHo-cocyaucTas cucTeMa 13 (35,1) 10 (29,4) 0,62
KenynouHo-KUIIEIHBIN TPaKT 4 (10,8) 4 (11,8) 1,00
[Mouku 11 (29,7) 5(14,7) 0,16
BVAS Ha MOMeHT quarmo3a 16,86+6,44 12,62+5,52 <0,01
VDI B xoHue HAOIIOAEHHS 2,43+1,57 1,76+1,16 <0,01

BVAS B ne6rote 3a6oneBanus B rpynie nanueHToB ¢ AHI[A-nozutusaeiM DI TIA
ObLT BhbIIE, yeM B Trpynme 0onpHBIX ¢ AHIIA-HeraTuBHBIM BapuaHTOM 3a00JICBaHHUS.
Cxopanble pe3ysbTaThl ObLTH TTOTyuYeHbl pu aHasu3e VDI B koniie Habmoaenus. Takum
oopazom, AHIIA-nmonoxutensHbiii Bapuant DI TIA xapakrepusyercsi 6ojiee BBHICOKOM
JaCTOTOM MHOXKECTBEHHOIO MOHOHEBPHUTA, MHUAJITHH, a Takke O0o0jiee BBICOKOU
aKTUBHOCTBIO O0JIE3HHU.

Teuenue 60ne3nu. OOmAs AIUTEILHOCTh HAOMIOEHUS cocTaBuiIa 176 manueHTo-
net B rpymmne 6oybHBIX ¢ AHIIA-mo3utuBHbIM BapuantoM DI'TIA u 143,3 mamueHTo-
aer B rpynne OompHBIX ¢ AHI[A-HeratuBHBIM BapuaHTOM 3abojieBanus. Yactora
pPEIUANBOB B ABYX Ipymiax Obina conmoctaBuMoi — 21,0 va 100 marmenTo-net u 19,6 Ha
100 mamueHTo-1eT, COOTBETCTBEHHO (oTHomieHue ImancoB [OII] 1,08; 95%
noBeputeiabHbiii  uHTepBan [JAM] 0,68-1,71). Pasuuma B dYacTtoTe pEIUANBOB,

TpeOYIOLIUX YCUICHHS] UMMYHOCYIIPECCUBHOM Tepanuu, MEXIy AByMs rpynnamu (8,5
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Ha 100 martuenTo-net u 5,6 Ha 100 marueHTo-J1eT, COOTBETCTBEHHO) TaKKe HE JOCTHUTJIA
cratuctuaeckoil 3Haunmoctu (O 1,53; 95% M 0,96-2,43). B obeux rpymnmax B
cTpyktype oboctpenuit OI'TIA mpeobrmaganu penuauBbl, TpeOyolMe BPEMEHHOTO
YBEJIMYEHUs JI03bl TIIIOKOKOPTHUKOUIOB. Yactota mx B nByx rpymmax (12,5 ma 100
nanueHTo-ner u 14,0 va 100 manueHTO-NeT, COOTBETCTBEHHO) Obuia cxomHou (OLLI
0,90; 95% 111 0,56-1,43).

Obwas evidicusaemMocms U GvlocusaemMocms Oe3 peyuougos. BbDKUBaeMOCTh B
nByx rpynmax Obuia paBHa 100%. 3- u 5-71€THsSI BBDKUBAEMOCTh 0€3 PEIUANBOB Y
nanueHToB ¢ AHIIA-no3utuBHbM BapuantoM DI'TIA cocraBuna 66% (95% U 48,2-
83,8) u 41,8% (95% N 18,9-64,6), coorBercTBeHHO, y manueHToB ¢ AHIA-
HeraTuBHBIM BapuantoMm DI TIA — 56,3% (95% U 37,1-75,6) u 39,4% (95% AU 18.,4-
60,5), coorBercTBeHHO. PasHuma Mexay AByMs TIpynnamMu Oblla HEIOCTOBEPHOM

(p=0,26 u p=0,30, cooTBeTCTBEHHO) (pHC. 2).

KymynsatusHas aons nauventos 6e3 peunausa (Kannaw-Menep)
o 3asepw. + LleHsypup.
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Puc. 2. Tpéx- u nATHIETHAA BbIKMBAEMOCTb 03 pelHIMBOB Yy MAIMEHTOB C
AHIIA-no3utuBHbIM 1 AHIIA-HeratuBubiM Bapuantamu JI'TIA
[Ipu ananu3ze TOJbKO OOOCTPEHMM, TPEOYIONINX YCUIIEHUS UMMYHOCYTIPECCUBHOM
Tepanuu, 3- U S-JETHSAS BBDKMBAEMOCTh 0Oe3 peuuauBoB y mnanueHToB ¢ AHIIA-
no3uTuBHBIM BapuantoMm DI'TIA cocraBuna 82,5% (95% JIN 68,4-96,7) u 68,1% (95%

J 49,2-87), coorBercTBeHHO, y mnanueHTOB ¢ AHI[A-HeraTMBHBIM BapuaHTOM —
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77,9% (95% AU 61,9-93,9). Paznuuust mMexay rpynmnamu HemoctoBepHbie (p=0,47 u
p=0,95, COOTBETCTBEHHO).

Taxkum oGpa3om, 3- U 5-IE€THsIS BBDKMBAEMOCTh O€3 PEIUINBOB JOCTOBEPHO HE
onnyanack y naniueHToB ¢ AHIIA-no3utnBHbIM 1 AHI{A-HeratuBHbiM DI TIA.

3unauenue 303unogunuu kposu, CO3, CPhb,
somaxcuna-3 u UJI-6 6 ouenke akmuenocmu II'T1A

Cesa3p n03uHOmMu, COD, CPb um koHueHtrpauuu 30TakcuHa-3 u MJI-6 ¢
aKTUBHOCTBHIO 3a0oseBanus onleHuBad y 38 marueHtoB ¢ DITIA (27 xenmun u 11
MY>KUMH B Bo3pacte 55,7+11,5 net). ¥ 3 GosbHBIX omnpe/iefieHue NaHHbIX ToKazaTenen
BBITIOJTHSIN JIBAXKABI, a KaXIbIM CIlydall pacCMAaTpHUBAIM KakK OTACNIbHBIM. TOJNbKO 3
IIallMeHTa C  BIEPBBIE YCTAHOBJIEHHBIM guarHozoM OITIA  He momydanu
MMMYHOCYIIPECCUBHYIO TEpPAINIO, B TO BpeMsI KaK BCE€ OCTaJIbHbIE OOJIbHbIC IPUHUMAIU
TIIOKOKOPTUKOUIBI B TEUEHUE B CpeIHEM 5,243.5 met, B TOM uucie 18 — B coueTaHuu ¢
MMMYHOCYIIPECCAHTAMU. AKTHUBHOCTh BAacKyJMTa Ha OCHOBaHMU HHAEKca BVAS Ha
MOMEHT 00cieaoBaHus Obula ycTaHoBieHa B 9 (21,9%) cinyuasx.

O6ocTpeHust BaCKyJIUTa aCCOIMUPOBAIIMCH C HE3HAYUTEIbHBIM, HO CTATUCTUYECKHU
3HauMMbIM  yBenuuenrneM (COD, abCoIIOTHOTO KOJUYEeCTBA HO3UHO(UIIOB u
cbIBOpOTOUYHOTO YpoBHsI CPb, x0Ts cratuctuyeckoe 3HaueHue noseimeHuss COD He
OBLTO MOATBEPIKIACHO MPU MHOTO(AKTOPHOM PErPECCHOHHOM aHajm3e (Tadi. 2).

TABJINLIA 2. YpoBenb d0TakcuHa-3, UJI-6 u aipyrux 6momapkeposn
y NAIMEHTOB ¢ AKTUBHBIM BACKYJHWTOM U peMuccHeil 3a001eBaHus
IMapameTtp AxtuBHbIe (n=9) | Pemuccus (n=32) U | PA1 | PA

DoTakCHH-3, II/MII 107,6 (54,6-356) 98,2 (58,8-402) 0,68 | 0,68 -
Dotakcun-3, N (%)

<80 mr/mut 12 (37,5) 2 (22,2) - - -

80-200 r/mut 15 (46,7) 5 (55,6) - - -

>200 /M 5 (15,6) 2 (22,2) - - -
NJI-6, nr/mn 1,8 (0-59) 0 (0-86) 0,42 | 0,69 -
COD, Mmm/u 30 (8-73) 14 (4-52) 0,02 | 0,01 | >0,2
CPB, mr/mn 2,13 (0-5,85) 0 (0-2,71) <0,0 | 0,01 | 0,02

Dosunodumst, X109 | 1,17 (0,24-2,53) 0,28 (0-0,48) | <0,0 | 0,02 | 0,05

[Mpumeuanne: U — U xpurepuit Manna-Yutau, PA1 — ogHOGaKTOpHBIN perpeccuonHbIi ananmm3, PA M —

MHOTO(aKTOPHBIN pPEerpecCCHOHHBIN aHATN3
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Menuansl ypoBHs WJI-6 B CBIBOPOTKE KpPOBH Yy MAIMEHTOB C PEMHUCCHEH U
akTuBHBIM OI'TIA cTaTUCTHYECKHM 3HAYMMO HE pasznudaanch. He OBUIO BBIABICHO
koppensinuu UJI-6 ¢ BVAS (aktuBHocthio OT'TIA), r=0,1 (p>0,05).

[ToporoBoe 3HaueHHE KOJIMYECTBA DO3MHO(UIOB, YKa3bIBaBIIEE HAa AKTUBHOCTh
BacKy/IMTa, o maHHeIM ROC-amammsa cocraBmio >0,48x10%/1 (4yBCTBHTEIBHOCTD
66,7%, cieuuduunocts 100%). [ToporoBoe 3nauenue konueHtpauuun CPb nmo nanHbM
ROC-anamu3a coctaBuno >1,15 mr/am (4yBCTBHTENBHOCTH 66,7%, crienupuIHOCTH
96,9%). [Ipr COBMECTHOM HCIOJB30BAHUM JIAHHBIX IIOKa3areyield C IMOPOTOBBIMHU
3HAYEHUSIMU >0,48><109/J'I JUIs1 @OCOJTFOTHOT'O 3HAaYeHUsI 203uHOMMIIOB U >1,15 M/ nis
CPb uyBcTBUTENBHOCTh U cHenUpUUHOCTh OleHKH akTuBHOCTH OI'TIA cocrtaBumm
88,9% 1 96,9%, COOTBETCTBEHHO.

CbIBOPOTOUHBIE KOHUEHTPAUM JOTAKCHHA-3 BapbUpPOBAJUCh B  IMIMPOKUX
npenenax y OonpHbIX Kak ¢ akTuBHbIM OI'TIA, Tak ¢ pemuccueld 3abojieBaHUs, a
MeJIMaHbl 3HAYCHUM OBLIM MPAKTUYECKU UIESHTUYHBIMU B JBYX rpynmnax (puc. 3). Y 3
NEPBUYHBIX MAIMEHTOB, paHee HE MOJIyYaBIIMX JICYCHUE, KOHIIEHTPAIMU Y0TaKCHHA-3
Takke Obutn BapuabenbHbiMU (57,3, 195,3 u 365,0 nr/mi, cooTBeTcTBeHHO). Kpome
TOTO, JI0JIsl MMAIIMEHTOB C Pa3HbIMU KOHIIEHTPAIUsIMH d0TaKCHHAa-3 cbIBOpoTkH (<80, 80-

200 1 >200 1r/mi1) OblIa CXOIHOM MPU PEMHUCCHU M 000CTPEHUH BacKyiuTa (Tadir.2).
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Puc. 3. Meanansl ypoBHel 30TAKCHHA-3 Y NALMEHTOB ¢ PpeMHUCCHEd U AKTHUBHBIM

IAI'TIA. Ipumeuanue: TOUKH — HHIMBUIYaIbHEIC 3HAUYCHHS, TOPH3OHTAIBHbIC JTHHAN — MEJIUAHBI 3HAYCHHIL;
MyHKTHPHbBIC JIMHUW — IIPOU3BOJIbHBIE BEIOPAHHBIE YPOBHU 30TaKCHHA-3, KOTOPHIE MOTYT CBHJIETEIILCTBOBATH 00
oboctpenun Backyiuta (80 u 200 rr / mi).
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He orMeuanoch 3HaUMMOMN KOpPPENSIUU MEXKIYy YpoBHEM roTakcuHa-3 u COD (r =
0,15), CPb (r = -0,02), abconroTHBIM KoJn4ecTBOM 303uHodpmioB (I = 0,08), NUJI-6 (r =
0,02).

Takum oOpa3oM, onpe/ielIeHUe ChIBOPOTOYHBIX KOHIEHTpaluil sotakcuHa-3 u WUJI-
6 HE MMEEeT KIMHWYECKOTO 3HA4YCHHs M oleHKH aktuBHocTu OITIA y mamumeHToB,
MOJIYYAIOIIUX UMMYHOCYTIPECCUBHYIO TE€PAIHUIO.

Jleuenue II'TIA

Bce manuentsl nmonyuyanu riatokokoptukounbl (I'KC), B Tom umcne 54 B BUIE
MyJIbC-TEpanuu B MEPUOJI KpailHe BRICOKOW aKTUBHOCTH BackynuTa. CpemHsisi crapToBas
no3a I'KC cocraBuia 39,4+16 mr/cyt B mepecyeTe Ha IPEAHU30IIO0H.

VY 35 manueHToB JiedeHue ObLIo HavaTo ¢ MoHoTepanuu ['KC. VYV 23 (65,7%) wu3
HUX peMuccusi Oblla JIOCTUTHYTa B TeueHue B cpeanem 6,1+4,9 wmec. [essatu (39,1%)
nalnueHTaM MoTpeOOBaAIOCh YCUJICHUE Tepanuu UMMYyHocyrpeccantamu. Oaun (2,9%)
O0onpHOM ObUT TMepeBeNEéH Ha TPUEM HMMMYHOCYNPECCAHTOB IO MPUYMHE Pa3BUTUS
ocnoxkHeHnit tepanuu ['KC (MHOXXECTBEHHBIE TEpesioMbl). Y 2 MalMEHTOB OLICHUTH
s dextruBHOCTE MOHOTepanuu ['KC He ypanoch (ogHa W3 HUX BBIOBLIA U3-TIOA
HAOJIIOICHUS, a Y BTOPOTO JUIUTEIILHOCTh HAOJIIOIeHHsI ObLTa CITUIIIKOM KOPOTKOM).

NMMyHOCYIIpeccaHTbl B KadecTBE CTApTOBOM Tepanuu noiydanu 58 (62,4%)
NaIMeHTOB, B KadecTBe mnomuepkuBamomeid — 54 (58,1%). V 43 namueHToB IS
WHIYKIIUU PEMHUCCHH WCIIONB30BaIM mukiIodochamum, KOTOphlii Ha3HAYAId BHYTPh B
no3e 1-2 mr/kr/cyt (N=13) uiu BHYTpUBEHHO B 03¢ 10-15 Mr/Kr/cyT kaxnable 2 Heaenu
nepBeie 3 uH(y3uH, a 3aTeM Kaxaele 3 Hemenu (N=31). Y ocTajapbHBIX MalMEHTOB
TIIFOKOKOPTHUKOCTEPOUAbl MPUMEHSIIM B KOMOMHAIMM C a3aTHonpuHOM (n=14) wiun
metotpekcatoM (N=1). Cpemusisi KyMyJsTUBHas no3a nukiodocamuga cocTaBuia
20,5+26,2 1. Ilocne AOCTMXKEHUS PEMUCCUM TAIUEHTOB MEPEBOAMIIM Ha JICUCHHE
JIPYTUMU UMMYHOCYIIPECCUBHBIMH TIperapaTaMu. Yare BCero MpUMEHSUTH a3aTHONPUH
(n=24), pexxe — meroTpekcar (n=5), muxkodenomnara modperun (n=3). V 11 (25,6%)
MAIMEHTOB nociie OTMEHBI nukiodochamuaa MpUMEHEHNE TPYTHUX

UMMYHOCYTIDECCAHTOB ~HE NOTpeOOBajoCh (BCE OHM MPOJOJDKWIM  JICUEHHE
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TJIFOKOKOPTUKOUIAMH). Pemuccus npu KOMOMHUPOBAHHOU Tepanuu
TIIFOKOKOPTUKOCTEPOUIaMU U IMMYHOCYIIPECCUBHBIMU TpernapaTamMu Oblia JOCTUTHYTA
y 56 (96,6%) u3z 58 OGonbHBIX B TeueHwe 8,9+5,9 mec. Y 2 manmueHTOB HA MOMEHT
3aBEpILCHUS UCCIEIOBAHUS PEMHUCCHH HE Obllla JOCTUTHYTA.

B  rpynne maumentoB ¢ AHIIA-nosutuBHbIM  BapuantoM  OI'TIA
MMMYHOCYIIPECCAHThl B Ka4€CTBE CTAPTOBOW Tepanmuu Ha3HA4Yal M 4alle, YeM B TpyIIe
nanueHToB ¢ AHI[A-HeratuBHbIM BapuantoM (p=0,02), 4To oTpaxaino 60Jiee BEICOKYIO
aKTUBHOCTH 3a00JieBaHUS W OoJjiee dYacToe MOpakeHHe mnepudepruueckoil HEepBHOU
cucteMbl. CpOKH TIOCTHKEHUS] PEMHUCCHH B IBYX TPYIIaX TakXe ObLJIM COMOCTaBUMbIMU
(8,3+£5,6 u 7,9+7,6 mec, p=0,8).

[Tocie poctmxenus pemuccun nopnepxuparomas no3za ['KC waxomunace B
nuanasone 2,5-20 mr/cyt. Tonbko y 16 (17,2%) u3 93 G0AbHBIX YIan0Ch MOJHOCTHIO
OTMEHUTH TIIOKOKOPTHKOWJIBI, MPUYeM B | Cilydae OCHOBaHMEM ISl MpEKpaIIeHUs
TEpanuy MOCIYXWIA MHOXKECTBEHHBIE OCTEONOPOTHYECKHE NeperaoMbl. Y 9 u3z 16
OOJBHBIX MOTPEOOBAIIOCH BO300OHOBJIEHHWE TEpalMd B CBS3M C OOOCTPEHUAMH
3a00J1€BaHUS.

Nuransimonnsie 'KC nonyuanu 74 (82,2%) u3 90 manueHToB ¢ OpOHXHAIbHOU
acTMOM, B TOM uuciie B Hu3kux go3ax (100-400 Mkr/cyT B mepecuere Ha O€KJIOMeTa30Ha
nurponuoHat) — 18 (24,3%), B cpenuux (400-800 mxr/cyt) — 39 (52,7%) u B BBICOKHX
(> 800 mxr/cyt) — 17 (23%). [Ipunumas Bo BuuManue npuém ['KC BHYTpH, B Halei
BBIOOpKE OpOHXHMAlIbHAS aCTMa XapaKTepU30Balach 4alle CPETHETSHKEIBIM U TSHKETBIM
TEUECHUEM.

[llects (6,5%) w3 93 manuMeHTOB MOJydald JieueHue putykcumadbom. Cpemau
MAIMEHTOB ObUIO 2 MY)XYWH M 4 KCHIMHBI, MEJMaHa Bo3pacTta coctaBuia 49 ner (26-
67), npomomkuTenbHOCTH Oone3nn — 41 mecsar (9-79). YV Bcex NalMeHTOB WMEJHCh
OpoHXHalIbHAs acTMa, Nepudepudeckas MnoJIMHeponaTus, a TaKxke 303uHoPuIHs Oosee
10%. AHLIA B neGrote 3a00sieBaHus BBISBIEHBI Y 4 MAlMeHTOB, B TOM yucie k MIIO y
3 u k [1P-3 y 1. Bce manments! 10 Hauvana Tepanuu putrykcumadbom nomydamu ['KC u
nukiopochamun (LIDA) BHyTpUBEHHO WM BHYTPh. MeanaHa KyMYJISITUBHOM J103bI

LI®PA cocrasuna 25,5 r (0,6-152). HemocpeacTBeHHO niepei Ha3HAYSHUEM PUTYKCHMaba
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NalMEHThl IPUHUMANIN MPETHU30JI0H (Meauana 103bl — 40 mr/cyT) B couetanuu ¢ [{OA
(n=4), azatnonpurom (N=1) wim Mukodenosata Mmoderuom (N=1).

[ToxazanueM Uil Tepamuu PUTYKCUMAOOM y S5 MAlMEHTOB CIIY)XHJIM 4YacTble
o0ocTpeHusi BackyiauTa. B onHoM ciywyae putykcumad HCIOJIb30Balld B KauecTBE
UHAYKIUOHHOU Tepanuu (mocie ogHoi nHpysun L{DA). V 5 manueHToB 0TMEUYaINUCh
MHO>KECTBEHHBIE OCJIOKHEHUSI TPEIIIECTBYIONIEH HMMYHOCYIPECCUBHON Tepamnuu.
Putykcuma® HazHauanu moclie CTaHAApTHOM NpeMeauKaluu npenHu3oioHoMm 180 mr
BHYTPMBEHHO, KJIEMAacTMHOM 2 MJ B/M u mapareramoioM 500 Mr BHYTpPh IO
OOLIECTPUHATHIM cXeMaM. YeThlpe ManueHTa MpOAODKHIN JICYeHHE PUTYKCMMaOboM B
KauecTBE MOJIEPKUBAIOLIEH Tepanuu, OJUH U3 HUX NOIy4dusa cymmapHo 10 uHdy3uit
mo 0,5 r. Meauana mOPOAOTKUTEILHOCTA HAOIIONCHUS TIOCJE Hadalla JIeYEHUS
putykcumabom coctaBuia 10 mec (3-42 mec). Bece marueHThl OBICTPO OTBETUIIM HA
JeYeHHe, B YaCTHOCTH, 4epe3 3 Mecsua MOoJHas W YacTUYHas peMHUCcCUsl ObUIn
JOCTUTHYTBI y 3 M 3 NAaUMEeHTOB, COOTBETCTBEHHO. OJHOMY MAalMEHTY YAAJIOChH
ormernTh ['KC, a y 3 nmo3a Obuia cHukeHa 10 MeHee 7,5 mr/cyr. Meauwana [103bl
npeaHu3oiioHa 4epe3 3 Mec Obuia cHukeHa ¢ 40 no 8,75 mr/cyt. IlonHas u yactuyHas
peMuccus 4epe3 6 MecsleB ObUTH TOCTUTHYTHI y 4 1 1 manuenTa, COOTBETCTBEHHO (eImié
y OJHOTO TMalMEHTa JJIMTENIbHOCTh HaOJIOEHUsI cocTaBuia MeHee 6 mecsues). Bce
MAIlMEHThI, KPOME OJHOTO, MPEKPATWIW JedeHHe MHHUKIopochamMugaoM WU JAPYTHMHU
UMMYHOCYIIpECCaHTaMu (OJIMH MAIMEHT MPOOJIKaI MPUEM a3aTHUONIPUHA).

VY 3 nmanueHToB OTMEUYEHa XOpollas NEPEeHOCUMOCTh puTykcumaba. ¥ 1 manueHTa
HaOmoayics TsOKENBIM  OpoHXOCHa3M, MOTPEeOOBaBIINY BHYTPUBEHHOTO BBEICHUS
BBICOKMX [103 TIIIOKOKOpTUKOUIO0B. [locnenyromue wHpy3un putykcumada y 3TOro
MalueHTa Mociie aKTUBHOM mpemeaukaruu npeanusoioHom 500-1000 mMr B/B He
COMPOBOXKAANUCh TTOOOYHBIMU S PexTamu. Y 2 marueHToB HAOII0IAI0Ch Pa3BUTHE
YMEPEHHO BBIPAKEHHOTO THOWHOrO OpOHXHUTa, JI€YEHHE KOTOPOIro MPOBOJIWIN B
YCIIOBUSIX CTamoHapa. J[nurenbHas moaaepKUBaromias Tepanus PUTYKCUMaOoM y
OJIHOTO TaIeHTa He OblIa CBsi3aHa C KAaKUMH-JTMOO HEOJIArOmpUSTHBIMUA COOBITHSMHU.
XapakTepucTuKka TMalMeHTOB W Pe3yJbTaThl JICUECHUS PUTYKCUMAOOM OO0OOIIECHBI B

tabnuie 3.
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TABJIMIIA 3. XapakTepucTHKA NAaMEHTOB, MOJYy4YaBIINX PUTYKCUMA0, 1
pe3yJibTAThI JIeHeHHU s

XapakTepucTuka 3HaueHus
ITom M/ 2/4
Bo3spacTt Ha MOMEHT uartHosa, et 49
AHIIA, n 4
[TpoaomkuTeTbHOCT HAOIOACHUS, MEC 41
Kymynarusnas noza LIOA, r 25,5
Putrykcumab HavanpHas go03a, T 2
Habmonenue nocie BBeieHUS pUTYKCHMada, Mec 10
I'KC no3a, mr

710 pUTyKcuMada 40

3 mec 8,75

6 mec (n=5) 5
HosHas pemuccus

3 mec 3

6 mec (n=5) 4

Takum 00pa3om, IpUMEHEHHE PUTYKCHMaba MO3BOJMIO B TeUeHHE 6 MecCsIeB
JIOCTUYb MTOJTHOM pemuccuu 4 n3 6 NaureHTOB, CHU3UTH 03y IITIOKOKOPTUKOUIOB B 4 1
Oojee paza y 5 MalMEHTOB, OTKAa3aThCsAd OT IOJICP)KUBAIOIICH Tepanmuu APYTUMU

MMMYHOCYIIPECCAaHTaMU B 5 cllydasiX.
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BbBIBO/JbI
1. Haubonee wuwacteiMu kiuHuYeckuMu nposineHussMu  OI'TIA  Obun
nopaxkenue JIOP-opranos (88,2%), mepudepuueckoii HepBHOU cuctembl (73,1%) u
nérkux (59,1%), pexxe oTMeuanoch nopaxkenue Koxu (49,5%), cepaua (21,5%) u nouex
(21,5%).
2. [Ipu cpeaneit nnuTenbHOCTH HabMOIeHUs 6,3 roa 00111ast BIKMBAEMOCTh
oombHbIx OITIA cocraBunma 100%, omHako y 48,4% OonbHBIX HaOJI0AIOCH

peluaIuBUpYIOIIee TeueHue 3a0oaeBanus (yactota oooctpennii — 14 va 100 marueHTo-

JeT; TpEX- U TATWICTHSS BBDKMBAeMOCTh 0e3 peuuauBoB — 65,4% wu 43,1%,
COOTBETCTBCHHO).
3. Jnst 6onbubix ¢ AHIIA-no3utuBHbIM BapuanToMm DI'TIA, 1o cpaBHEHHUIO C

AHIIA-HeratuBHbIM, XapakTepHa Oosiee BBICOKas 4YacTOTa MHOXKECTBEHHOI'O
MoHoHeBpuTa (45,9% u 17,6%, p=0,01) u nopaxenus nouek (29,7% u 14,7%, p=0,16),
u Oojee BbICOKas akTUBHOCTH 3aboisieBanus (p<0,01), ogHako yacToTa pEeLUAMBOB U
BBDKMBAEMOCTh 0€3 PEeLIIMBOB IOCTOBEPHO HE OTINYAINCH MEXKY IBYMsI TPYIIIIAMHU.

4. CpIBOpOTOUHAsT KOHILEHTpauus 30TakcnHa-3 u WJI-6 He saBusAroTCA
cHelM(pUUHBIMU MapKepaMu akTUBHOCTU peuuausHupytomero SI'TIA u He no3BoJsOT
nudpepeHInpoBaTh PEMUCCHIO U 000CTpEHHE 3a00JIE€BaHMUS.

5. Hamnune AHIJA x wMuenonepokcujaze HMMEET Ba)XXHOE 3HAYEHUE B
muarHoctuke OITIA, onmHako BbIOOpP TaKTUKH HWMMYHOCYNPECCUBHOW TEpanuu HE
3aBucuT oT AHIIA-BapuanTa 3a00J€BaHUs, a ONPENEAETCS HAJTUYMEM BUCLEPATbHBIX
IIPOSIBJICHUN U CTETIICHBIO AKTUBHOCTH BACKYJIUTA.

6. [Ipn HEaP(HEKTUBHOCTH CTAHAAPTHOM MMMYHOCYNPECCHUBHOM Tepamuu y
MalMeHTOB C peruauBupyomum TedeHueM OITIA MoxkeT OBITH HCHOJIB30BaH

pUTYKCUMAO.
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IHNPAKTHUYECKHUE PEKOMEHJIALINHU

1. VY naruenTtoB ¢ quarHo3oM DI TIA pekoMeHyeTCsi UCKITIOUUTh MOpaKeHUE
JIETKHX, MOYEK, CEep/la, >KeTyJOUYHO-KUIIEYHOTO TpakTa U mepudepudeckorl HepBHOM
CUCTEMBL.

2. Pa3nuuug B KIMHMYECKOW KapTHHE, CTENEHW AaKTHUBHOCTH B Je0I0Te
3a0oneBanuss B 3aBucuMmoctd oT AHI[A-BapuaHnTa SBISIOTCS OCHOBaHUEM IS
BBIJICJICHUSI B KJIMHUYECKOMW MpakTuke AByX BapuaHTOB DI TIA — AHIIA-no3uTHBHOTO
u AHIIA-HeratuBHOrO.

3. MarnuTtHo-pe3oHaHCcHas ToMorpadus cep/ia MOXKeT ObITh HUCIIOJIb30BAHA
IIpU NTOA03PEHUM Ha IopakeHue cepaua B pamkax Ol TIA.

4. OmnpeneneHre CbHIBOPOTOUHON KOHIEHTpauuu C-peakTHBHOro Oelika U
abCOJIFOTHOTO 3HAUEHUSI F03MHO(PUIIOB 1eIecO00pa3HO sl PEACKa3aHUsl aKTUBHOCTHU
Ipo1iecca.

5. Hanuune TsKENBIX TMOpakKeHHM, YrpoKaIMX yTpaTo  (QYHKIUU
OpraHOB WJIM YU3HH, SIBJIAETCS MOKa3aHWEM JUIsl Ha3HAYeHUsT KOMOMHUPOBAHHOU
TEpaIUy IITIOKOKOPTUKOUIAMU U UMMYHOCYTIPECCAHTAMH.

6. IIpu HeA(pPEKTUBHOCTH CTaHIAPTHOMN Teparuy, a TaKkKe

peuuauBupyromiem tedeHuu I TIA MoxeT ObITh HCTI0JIB30BaH PUTYKCUMAO.
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[ MIOKOKOPTHKOWTBI

JloBEepUTENBHBIN UHTEPBAI
WNuTepneiikun-6

NMMyHO(pEpMEHTHBIN aHATU3
Muenonepokcuasa
MarauTHo-pe3oHaHCHas: ToMorpadus
[Iporennasa 3

CKOpOoCTh OcelaHusl SPUTPOLIUTOB
C-peakTuBHBIN O€I0K
[uknodochamun

D03uHOGUIBHBIN TPaHyJIEMaTO3 C TOJIMAHTUUTOM
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3arso3akuna EBrenusi Cepreesna (Poccuiickas ®@enepaunmsi)
«KanHn4veckne BApMAHTDI, POJib AHTUTEJ K IIUTOINJIa3Me HeHTPoduioB u
JOTAKCHHA-3 B OlleHKe AKTUBHOCTH M BbIOOPE TAKTHUKMY JIeYeHUS 303UHOPUIBHOTO

rpanyJjaeMaro3a ¢ nosuanruurom (Yépra-Crpaycc)»

B uccnenoranue 6pu10 BKItoueHo 93 narnmenta ¢ DI TIA. V 90 (96,8%) marueHToB
HaOmopanace BA. HaubGonee dacteiMu kiauHUYEeCKUMU TposiBieHusMu DITIA Obiu
nopaxxenue JIOP-opraHoB, KOHCTUTYUHMOHAJIbHbIE CHUMIITOMBI M  IOPaXEHUE
nepudepudeckoit HepBHOU cuctembl (88,2%, 84,9% wu 73,1%, COOTBETCTBEHHO).
CpenHssi npoAOKUTEILHOCTh HAOMIOAEHUS TMAllMeHTOB cocTaBwia 6,3 roga. OOmmas
JUIUTEJIbHOCTh HAOJIOICHUS AIMEHTOB BO BCEH BBIOOPKE paBHsIACh 587,7 mamueHTo-
7eT. 3a BpeMsi HaOJIOJEHUs JIETAIbHBIX MCXO0JI0B He oTMedeHo. [lokazarenu 3- u 5-
JIETHEW BBIKUBAEMOCTH 0€3 peruanuBoB coctaBuiu 65,4% u 43,1%, cOOTBETCTBEHHO.
AHIIA 6bumu BoisiBrieHBl y 37 (39,8%) 60nbHbIX. [Taninentsr ¢ AHIIA-n103uTUBHBIM U
AHIIA-neratuBapiM Bapuantamu OITIA He oTauyanuch Mo JAeMorpapuuecKkum
xapakrepuctukaM. AHIIA-nonoxurensubiii Bapuant DI TIA xapakTtepuszoBaics Ooiiee
BBICOKOM 4YacTOTON MHOXecTBeHHOro MoHoHeBpuTa (p=0,01), muanruii (p=0,02),
nopaxenus modek (p=0,16), a Takxke OoJjice BRICOKOH aKTUBHOCTBIO Oosie3nu (p<0,01)
no cpaBHeHnio ¢ AHIIA-HeratuBHBIM BapuaHTOM 3a0oseBaHus. HacToTa peuuauBoB B
nByx rpynmax Obuta comoctaBumoi: 21,0 ma 100 marmumento-met u 19,6 ma 100
HaIMEHTO-JIET, COOTBETCTBEHHO (oTHOIIeHKE mancoB [OI] 1,08; 95% JAU 0,68-1,71).
3- 1 5-JeTHAS BBDKMBAEMOCTh 0€3 PEIUANBOB Y MAIIMEHTOB JBYX TPYMIN Takke Oblia
cxonHou (p=0,26 u p=0,3, coorBeTcTBEHHO). OOOCTpPEHHUS BACKYJIUTA ACCOIIMUPOBAIHCH
C HE3HAUUTEJIbHBIM, HO CTaTUCTHUYECKHM 3HAUYUMBIM YBEJIMUYCHHEM aOCOJIFOTHOTO
KOJIMYECTBa DO3UHO(DHIOB u ceiBopoTouHoro ypoBHs CPb. Omnpenenenue
CBIBOPOTOUYHBIX 70TakcuHa-3 u WMJI-6 He mo3Boisiio oneHuTh akTuBHOCTH OITIA y
MalMeHTOB,  MOJIyYalolllUX  HMMYHOCYIIPECCUBHYIO  Tepanuioo.  MccnenoBaHue
MPOIEMOHCTPUPOBAIIO 3¢ (HEKTUBHOCTH Teparuu PUTYKCUMaOOM npu
peunnuBupyronieM TeueHun OI'TIA y marueHToB, HE OTBETHBIIUX Ha CTaHAAPTHYIO

Teparuio.



26

Zagvozdkina Evgenia Sergeevna (Russian Federation)

«Clinical variants, the role of antineutrophil cytoplasmic antibodies and
eotaxin-3 in evaluation of activity and for treatment selection of eosinophilic
granulomatosis with polyangiitis (Churg-Strauss)»

We followed 93 patients with EGPA for a meantSD of 6.3£6.5 years. 90 (96.8%)
patients had a history of asthma. The most common EGPA manifestations at diagnosis
included ENT manifestations, constitutional symptoms and peripheral nervous system
involvement (88.2%, 84.9% u 73.1%, respectively). The follow up duration was 587.7
patient-years. There were no deaths during follow. The 3- and 5-year relapse-free
survival rate was 65.4% and 43.1%, respectively. Thirty seven of 93 patients (39.8%)
were ANCA-positive. Demographic characteristics were similar in the ANCA-negative
and ANCA-positive patients. ANCA-positive patients had more frequent mononeuritis
multiplex (p=0.01), myalgia (p=0.02), kidney involvement (p=0.16) and higher disease
activity (p<0,01), than the ANCA-negative patients. The frequency of vasculitis
relapses was 21.0 per 100 patient-years in the ANCA-positive group versus 19.6 per
100 patient-years in the ANCA-negative group (P=0.4). The 3- and 5-year relapse-free
survival rate were similar in both groups (p=0.26 u p=0.3, respectively). Vasculitis
flares were associated with a modest increase serum C-reactive protein and eosinophil
count. Serum eotaxin-3 and IL-6 levels are not useful to measure activity in relapsing

EGPA. Study demonstrated, that relapsing EGPA can treated with rituximab.



