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Beenenue

I'panynemaros Berenepa, nepeMMeHOBAHHbIH B FPAHYJIEMATO3 € MOJHAHTHHTOM,
IIPE/ICTaBNSET cO00i HEKPOTH3HPYIOIINIT BACKYJIHT MEJIKHX H CPEITHHX COCYJI0B, KOTOPBIH
SIBIISICTCSE KOMIIOHEHTOM LIHPOKOTO CreKTpa 3a00JIeBaHHii, Ha3bIBAEMBIX BACKYJIHTAMH,
CBS3aHHBIMH C AaHTHHEHTPOQHIBHBIMH IHTOILIa3MaTHIecKuMH anTHTeTaMu (AHLIA). K num
OTHOCSATCS rpanyiemMaros ¢ noaHanruuToM (I'TIA), MHKpOCKOTIHYECKHH NOTHAHTHHT H
303MHO(QHIIBHBIN IPAHYIEMATO3 C MOJIHAHTHHTOM.

B 1936 roxy nemenxuii marosoroanatoM @puapux Berenep onucan Tpu ciydas
BACKYJIHTA MEJIKHX H CPeIHHX COCY/IOB C IPaHy/IeMaTO3HbIM KOMIIOHEHTOM H HICHTH(HIMPOBA
370 3ab011eBaHNe KaK OTAeIbHYIO GopMy Backynuta. B 1954 roay IN'oxvman u Yapok
omybGmKoBaTH 0030p 22 KIHHHYECKHX CIIy4aeB 9Toro Backyiura. [lozanee, B 1989 roxy
AMepHKaHCKHI KOJUIe/DK Bpayel-11yJIbMOHOJIOroB Harpaau1 Berenepa npemueii macrepa-
xmmaMnrcTa. B 2000 roxy crann H3BeCTHBI CBSI3H BereHepa ¢ HalMCTaMH, H B KIIHHHYECKOM
coo0IecTBe BO3HHKIIO ABHKEHHE 3a NepenMeHoBaHue 6osie3Hn. COBET IMPEKTOPOB
AMEpPHKaHCKOro KOJUIe/DKAa PeBMATOJIOrOB, AMEpHKaHCKOro obuiectsa Hepoioros u
Esponeiickoii miru no 6opsde ¢ peBMaTH3MOM PEKOMEH/I0BaJI EPENHTH K APYTOH
HoMmeHkaType. Tak 3a0oeBaHne ObUIO MEPEMMEHOBAHO B IPaHYJIEMATO3 C MOJIHAHTHHTOM.

I THOJIOTHA

Tounas npuunna I'TIA 1o koHna He sicHa. B maToreHes BOBJIEYEHO HECKOIBKO CIIOKHBIX
B3aUMO/ICACTBHI C yJaCTHEM FEHETHKH U MUKPOOOB. ITo coBpeMeHHBIM NMpe/ICTaBICHUAM 3a
socnanenue npu I'TIA orBercTBenust AHIJA. [Toxasatens AHLIA Ha 66% 49yBCTBHTENEH H Ha
98% cneunduuen s ['TIA n npucyrcrByet y 80-90% manueHTOB ¢ aKTHBHBIM
MYJIBTHCHCTEMHBIM 3a00JIEBaHUEM, OJIHAKO B psiJie ClIyyaeB aHAIN3 HAa aHTHTENA
OTpHIIATE IbHbIA.

[uronnazmaruyeckue-AHIIA (1-AHI[A) - ayroanTHTena, HanpaBIeHHBIE IPOTHB
anTuTesn k nporennase 3 (PR3), nabmonaiores B 80-90% ciryuaes ¢ I'TIA, a octanbHbie
npeacrassior coboit nepunykiaeapusie-AHIIA (n-AHILIA), nanpapieHnble IPOTHB aHTHTEN K
muesionepokcuaase (MPO).

I'enernueckue acconmanuy B I'TIA Bkimoyaror:

« JledpexTHbI anens atb(a-1-aHTHTPUIICHHA;

« [[uTtoTokcuueckuii Genok 4, accounuponannblid ¢ T-mumponuramn (CTLA-4), koTopsiii
y4acTByeT B aKTHBALMH T-KJIETOK;

* I'en npotennassl 3 (PRTN 3);
« [1aBHEIA KOMIUIEKC THCTOCOBMECTHMOCTH, Kiacc II, ren DP ansda 1 (HLA-DP);

« Onpenaenennpie THib! ravma-penentopos (FC 111 b) na nosepxnocty neiirpodunos u
MaKpOLHTOB/MOHOLMTOB.



Undexun. B nononuenne K HHANMALHA # 000CTPEHHIO BACKYJIHTHOIO Iporecca
M3BECTHO TAKXKE, YTO HH(EKIMOHHBIE AreHTHI MOJYJIHPYIOT KIHHHYECKHI (enotHn
3a001eBaHus.

Baxtepuansubie: kononnsaus Staphylococcus aureus Obuia BBUIBHHYTA B Ka4eCTBE
dbaxropa, uHMIEEpPYOMEro Bocnaienue, Habmonaemoe npu [TIIA.

Bupychbie: coo0manoch 00 acConMaii ¢ pa3IHuHbIMH BHPYCAMH, BKJIIOYAsd BHPYC
renatuta C, IHTOMETaIOBHPYC, BHpYC Dnurelina-bappa u mapBoBHpyc.

]Iexapcrsa. HEKOTOPBIC U3 KOTOPBIX: HAPAIA3HH, (bCHHTOHH, AHTHTHPCOH/IHBIC
npenaparsl, cynb(bacanaalm H QJUIOITYPHHOJL.

3HHIICMHOJ'IOFHH

Cpemu tpex AHI[A-acconmupoBanHbixX BackynutoB I'TIA sBisercs Hanbosee
pacnpocTpaneHHsM. Exeronnas 3a6oneBaemocts I'TIA Bo Bcem mupe coctasiser 10-20
ClTydaeB Ha MHJUIHOH B 3aBHCHMOCTH OT reorpaduueckoro noyoxenus. bonee Bbicokas
3aboneBaeMOCTb OTMEYaeTest B bosiee XooqHbIX pernoHax. 3abonesaemocts B CIIIA
cocTaBJIsieT 3 clydas Ha MHJUTHOH HaceneHus.. OTMevaeTcs, 4To 3a001eBaeMOCTb BBIIIE Y
B3POCJILIX, YeM B JIETCKOH BO3pacTHOI rpynme. 11k 3a601€BaeMOCTH NPHXOIUTCS Ha BO3PacT
ot 64 10 75 net, ¥ HeJlaBHHE HCCIICIOBAHHS HE IIOKA3aJIH 3HAYUTEJIbHOH Pa3HHIIBI 110 II0JIOBOMY
npu3Haky. Yame BcTpeyaeTcst Cpein eBPOIICOH/IHOIO HACEICHHs, B MEHBIIEH J10/1e BO BCEX
JPYTHX PacoBBIX H 3THHYECKHX IpyImax.

IMaTopusnonorus

JledexTHbIE HMMYHOPETYJIATOPHBIE PEaKIMH Ha BHEIIHHE BO3/ICHCTBHS, TAKHE KAk
MH(EKIMs WIH ayTOAHTUTEHb], IPHBOJAT K M30BITOYHON MPOIYKIIHH IHTOKHHOB (HHTEp/IeiiKHHA
17, daxropa Hexpo3a ormyxoM ¥ HHTep(pEepOHa-raMMa), 4To, B CBOIO O4epe/lb, MOKET IPHBECTH
K Pa3BUTHIO BOCIAIMTENLHOIO IPaHyJIeMaTO3HOro MOopakeHust cocynos. AHITA
B3aumojeiicteyior PR3, depmentom, npeobiagalomuM B HeHTPO(DHIBHBIX FPAHYIONHTAX. 3a
3THM CJIEJIyET aKTUBALMsA HEUTPO(HUIIOB, YTO IIPHBOJUT K YBETHYECHHIO UX AATe€3HH K 3HI0TEIIHIO
H BBI3BIBAET JErPaHyIIALHIO, KOTOpasd MOXKET MOBPEJIUTH YHAOTETHAIBHBIE KICTKH.

®opmuposanue rpanysieM npu I'TIA naunnaercs ¢ o6pasoBanis HEHTPOPHIBLHBIX
ckorieruit. I'panynemsr npu I'TIA B KOHEYHOM HTOre NPHBOJIAT K YACTHYHOMN HIIH MOJTHOI
OKKJTIO3HH KPOBEHOCHBIX cOCY/10B. OHHM COCTOAT M3 TMIaHTCKUX KJIETOK, OKPY)KEHHBIX
M1a3MaTHYECKUMH KJIETKAMH, TUM(DOLMTAMH U ICH/IPUTHBIMH KJIETKaMH. DTH KJIETKH MOTYT
TIOBPEI/IATh MOJICIU3UCTYIO 060I04KY U IPOHUKATH B OKPY)KAIOIIHE TKAHH, XPALIH HIIH KOCTH,
YTO NPHBOJMT K HEKPO3Y M HEOOpAaTUMBIM JiehopMariusiM.

I'ncronoruyeckas KapTHHa



Jlerkue: rpanyneMsl, OKpPY)KCHHBIC THCTHOLHTAMH H THFAHTCKHMH KJICTKAMH €
LCHTPATHHBIM HEKPO30M. DTO HPHBOIHT K KOArYJISIHOHHOMY HEKPO3y B ouare ¢ 00HILHBIM
CKOTI/ICHHEM J03HHO(HIIOB H MHOTOS/ICPHBIX THIAHTCKHX KJIeTOK. OTMEYaloTes npH3HaAKH
aHTHHTA apTepHit i Ben nepudoxanbHoil HHdUIbTpanneii HeliTpoduiaMu, MIasMaTHICCKHMH
KJICTKAMH H 503HHODHIAMH, CKYJAHBIMH JTHMPOIHTAMH H IIa3MATHUECKUMH KJICTKAMH.

[ouxn: Haubonee yacTo HAGMOACTCS OYArOBBIH HEKPOTH3HPYIOLIHIT rIoMepyIoHepHT
C KJICTOUHBIMH MOMYIYHHSIMH H IIIOMepyIspHbIM TpoMOo3oM. Takke pacnpocTpaHeH BapHanT
HHTEPCTHIHATHHOTO BOCTIATCHHS, HEKPO3 MOYEYHBIX COCOYKOB BeTpedaercst B 20% ciyyaes. B
PEJIKHX CIIy4asiX NpH GHONCHH 0GHapy>KHBAIOT [PaHyJIeMaTO3HBII IJIOMepYIOHePUT H
HEKPOTH3HPYIOIIHE IPAHYJIEMBL.

KpOMC TOr0, HEKPOTH3HPYIOILIHE I'PAHYJIEMBI CO CKYHBIM KJIETOYHBLIM COCTABOM
06Hap_v7xusa}01‘cx B KPOBCHOCHBIX COCyJ1aX MaJIOro U CpEIHEr0 xanuﬁpos.

Kannnyeckne nposiBiaeHust

I“pa}{y:le.\iarm C NOJIHAHTHUTOM B KJIACCHYECKOM BAapHAHTE I10paXaeT TpHALY CHCTEM!

a) BEPXHHE JIbIXaTeIBHBIC ITYyTH (CHHYCHT, KOPKOBBIH PHHHT, Ce/UI0BHIHAsS Aedopmarns
HOCA, CPE/IHHUIH OTHT, MAaCTOM/IHT, TYTOYXOCTb) M HH)KHHUE JbIXaTeIbHbIC MYTH (TPaHyJIeMbl B
JIErKHX, aTbBEOJIAPHBIE KPOBOM3IIHSHHS);

b) cucTeMHBI BaCKyJIHUT;

¢) nopaxeH#e novex (rioMepysionedpur).

I'TIA oOer4HO nposBisgercd HecnenupUUECKUMHA CUMIITOMAM, TeHEPATH30BAaHHOTO
cHCTEMHOro 3ab01eBaHus, BKIIOYas JIMX0PaJIKy, HEZIOMOTaHHE, TOTEPIO Beca, MOTHAPTPAITHIO H
MHAITHIO.

VYyacTHe CHCTEMBI OPraHoOB
PecniupatopHsele U JIero4Hble HPOSBICHUS BKIIIOYAIOT:

I[TopakeHne BEpXHHUX JIbIXaTEJIbHbIX I1yTeM:

HccnenoBanus nokaspiBaior, 4to 90% nanuenToB HMEIOT MOPaKEHHE BEPXHHX
JbIXaTeIbHbIX MyTeH. CaMbIMH PaHHMMH Ka00aMi 00BIMHO SBISIOTCS IPOGIEMBI ¢ BEPXHHMH
JIBIXATeILHBIMU MYTAMHM, BKJII0Yas 60J1b B HOCY U OKOJIOHOCOBBIX MA3yXax, 3a/109KEHHOCTD
HOCOBBIX [1a3yX, THOMHBIE BBIEJICHHA M3 HOCA, H3bA3BJIEHUS B HOCY, HOCOBOE KPOBOTEUEHHE I
cpeaHui oTUT. Hanndne KIMHAYECKUX IIPU3HAKOB CHHYCHTA, KOPKOBOTO PHHHTA, CPETHETO
OTHTA, MACTOM/IMTA U IIOTEPH CIIyXa JIOJUKHO HACTOPOKHTH B oTHOmEeHuH [ TIA. Bocnanenne
CIIH3UCTOH 000JI0YKH HOCA H 11a3yX MOKET NPUBECTH K NMephopariu eperopo Ikt Hirk
KOJIIANCy CIIMHKU HOCA, BBI3bIBas CEUIOBHJIHYIO JIe(hopMaIIHIO.
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ﬂopax\‘cmie HIKHHX JBLIXQTCIILHBIX ITYTCH:

CHMITOMBI BRITIOYAIOT Kalllellb, KPOBOXAPKAHbE, O/IBIIKY, 60JIb B IPY/H BCJIEJACTBHE
BOBJICYCHHS IIICBPbI, MOKET OTMeYaThest 00CTpyKIus Tpaxer. [lepsonavansio nourn 'y 50%
NAHCHTOB 00HAPYKHBAIOTCS IBYCTOPOHHHE HIIH OJHOCTOPOHHHE JIErOYHbIE HH(HIIBTPATEL.
Taxoke BHIHBI eroyssle y3eak. [LeBpanbublii BHINOT Takxke Habmoaercs B 15-20% ciyyaes.
Ormeueno, yto muddysnoe Jerodnoe KpOBOTEUEHHE Y ITHX MALHEHTOB BbI3BIBACT
3HAYUTEIIBHYIO 3a001eBaeMOCTh H CMEPTHOCTb.

Tpaxes u 6ponxH:

[ToaBsI304HBIN CTEHO3 H GPOHXHa.TIbeIﬁ CTC€HO3 TAKXKC ABJIAIOTCS NOTCHIHAJIBEHO
cepbe3HbIMH ocnokHeHHSIMH [ TIA. CaMIToMBI MOTIYT BapbHpOBaTh OT U3HA4YAJIbHO
6ecCHMITOMHBIX J10 OXPHILIOCTH roJjioca, Kauuisi, XpUIiOB HJIH CTPHIOPO3HOI'O JIBIXaHU .

Bogneuenue nouek:

[Ipy nocTyneHHH NOpaXEeHHE MOYeK OTMeYaeTes ToNbKo y 10-20%, Ho
rI0MepyI0HE(PHT B KOHEUHOM HTOTe pa3BiBaeTcs y 80% NalMeHToB B TeYeHHE JBYX JIET OT
Hagana 3abonesanus. HanGonee 9acTbIM NpOsIBICHHEM SBISETCSA GBICTPO MPOTPECCHPYIOLIHI
NOJIYJTyHHBIH TII0MEpYI0HE(PHT, IIPUBOASIININ XPOHHYECKON GOJIE3HH MTOYEK HITH
TEPMHUHAIBLHOM CTAIHH MOYEYHOI HEJOCTATOYHOCTH.

ITopaxenue rnas:

[Topaskenne rias aBnseTCs pacnpocTpaHEHHBIM U HabmoaaeTcs Goee YeM y MOTOBHHEI
moziei ¢ stim 3abosesanreM. Hanbosee 4acTo nposBIseTcs: CKIEPHTOM H KOHBIOHKTHBHTOM.
[Ipu TsDKENI0M TEUEHHH MOJKET Pa3BUTHCS HEKPOTH3UPYIOLIHIA epe/IHelt CKIEPHT, 4TO B
KOHEYHOM MTOTe NIPUBEJET K noTepe 3peHHs. [lepuepnyueckuii s3BeHHBINH KEPATHT SBIACTCS
Haubosiee Cepbe3HBIM OC/I0KHEHUEM NIPH MOPAKEHWH oprana 3penust npu ['TIA, KoTopoe MoxeT
IIPHBECTH K CHHIPOMY PACILIABIICHUS POrOBHIBL. JIpyrue nposBiIeH s BKIIOYAIOT SMHCKIEPHT |
nepeunit ygetr. ¥ 10-15% nauuentoB MOryT BO3HHKATh 00pa3oBaHus B PeTPOOyYIL0apHOit
00nacTy, Ha3kIBAEMBIE TICEB00NMYXO0MAMHU. DTO MOKET BBI3BATH AMILIONHIO, SK30()TATEM HIH
norepio 3penus. Hepenxo npu ['A npoucxouT 06CTpyKIHs HOCOCIIE3HOTO TPOTOKA.

Bogneuenue OprasHa ciyxa:

Jlns 3ab07eBaHUs THIIMYHBI KOHAYKTUBHAS ¥ HEHPOCEHCOPHAS TyrOyXOCTb.
KonnykrueHas Tyroyxocts u3-3a JMCHYHKIMHU CIIyXOBOH TPYObI, BTOPHYHOMN 1O OTHOLICHHIO K
3ab01eBaHHIO HOCOITIOTKH, OTMEYAeTCs BO MHOTHX ciydasx [TIA. V HEKOTOPBIX JTIOJIeH
HabJ1r0/1a10TCs HEHPOCEHCOPHAs TYrOyXocTh ¥ BecTuOysipHast nucdynxuus. Taxoke
HabII01aEeTCs MOPAXKEHUE CPEJIHETO yXa, BKIIOYast CEPO3HBIH CPEJHMI OTHT M MACTOHTHT.

Koxa:

O nopaxenuy Koxu coodmaior y 50-60% naunentos ¢ I'TIA ¢ 101K0KHbMu
reMOpparuaMy ¢ HeKPOTHYECKMM 0YaroM B LEHTPE, 00BIMHO MOPAKAIOUMMH HIKHHE
KOHEYHOCTH. JIpyrue obuine nposBieHus, B TOM YHCIIC KOXKHBIE Y3IIbl, BOBICKAIONME 001acTH
JIOKTEBOTO OTPOCTKA, ABJIAIOTCA THIIMYHBIMH U MOTYT OBITh OIIMGOYHO BOCTIPHHSTBI Kak
peBMaTOM/IHbIE y3eiKH. Pexke MOryT HabmoIaThes A3BbI, NANYIIBI H BE3UKYJIbL.
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HepsHas ciucrema:

Tlopaskenne HepBHOIT cHCTeMBbl HabmoxaeTes npuMepHo y 30-40% natueHToB, pH STOM
nanbornee pacnpocTpanens! nepudepiueckue Hepponatiu. HeiiponaTus MOXKET HPHBECTH K
MHOKECTBEHHOMY MOHOHEBPHTY. Takxke coo0Ianoch 0 KpaHHAILHBIX HEBPONATHAX,
NaxMMEeHHHTHTE, Cy0porax u nepedpure.

OnopHO-ABHraTEIbHBII anmapar:

ApTtpanruu u Muatrun Habmonatores y 70% GoJbHBIX H HEPEIKO CONPOBOAKIAIOT ['TIA,
HO HeJb35 BHICTABISTH AMACHO3, OCHOBBIBASCH MPEHMYIIECTBEHHO Ha CYCTaBHOM CHH/POME.
ApTpairiy BCTpedaloTes aie, yeMm aprputhl. Hammaue Goiel B cycTaBax Hapsaay ¢
TOJIKOKHBIMH Y3eIKaMH H IOMOKHTEILHBIM Pe3y/IbTaToM Ha PeBMaTOHAHBIH (aKTop 4acTo
MOJKET NPUBECTH K OITHOOYHOMY JHArHo3y.

Cepneqnax naToJIorus:

Ouens peko HabMIOAACTCS BOBJICUSHUE CEP/NIA, YTO CONPOBOKIACTCS KilalaHHBIMH
NOPaXKEHHUsM C Pa3BHTHEM MOPOKOB H CEPJICYHOH HEJOCTATOYHOCTH, IEPHKAPIHTOM H
KOPOHApPHLIM apTEPHHTOM.

Jlnarsocruka

OGcneioanue nanyuenTa ¢ nogo3penueM Ha ['TIA BKIIOYAeT MOJHYIO KITHHHYECKYIO,
1a60paToOpHYIO, PEHTICHOJIOTHYECKYIO M THCTONATOJIONHYECKYIO OLCHKY.

JlabopaTopHas oleHKa BKJIIOYAET: OOIIMI aHAIH3 KPOBH, ONpe/ie/IeHHe 3NEKTPOIHTOB,
OAM, KpeaTHHHMHA, MOYEBHHBI, KOMIIOHEHTOB kKoMIuleMenTa C3 u C4, pacuer CK® s
onpenenenns Gyukuun noyek, THTpbl PR3-ANCA n MPO-ANCA, ckopocTs ocenanus
spuTpounToB U C-peakTuBHbIH Oenok. ITo nannbM acconnanuu edponoros Poccu u
3apyOexHbIX Kojuler Haubosee 3G (heKTHBHBIM ABIACTCS ONPE/Ie/ICHHE THTPOB AHTHTEN K
npoTenHase 3 u Muenonepokcuaaze merogoM UMA, Gosee Tpy1oeMKHil aHATH3 € TTOMOIIBIO
PHU®.

PenTrenonornyeckoe HCCie10BaHHe OKOJJIOHOCOBBIX a3yX, JIETKHX, TPAXEH H IJIa3HHI
MOJKET OBITh BBINOJIHEHO JUIS OLEHKH JIOKQIM3allMH H CTENeHH NopakeHus. PeHTren rpyanoii
KJIETKH ¥ KOMITBIOTEPHAst TOMOrpadus JIErkuX MOryT ObITh BBITOJNHEHBI JUIS IIOMCKA JIErOYHbIX
nopaxeHui U muddepenunanbHoNi JMarHoCTHKH ¢ MUKPOCKOITMYECKHM MOJTHAHTHHTOM.

I'mcTonaronoruyeckas ONEHKa, BKIIOYAs MOUKH, KOXKY H JIETKHE, IBJISICTCS 30J10ThIM
CTaH/IapTOM JIMArHOCTHKH, TOCKOJIBKY MO3BOJIAET ONPE/IEIHTL XapakTep NaTol0rHuecKix
H3MEHEHHH ¥ HMMYHHBIX JIENO3UTOB B TKAHAX M YCTAHOBUTL JMarno3. HanGonee wactoimvu
opraHamu Juis OMONCHH ABJIAIOTCS JIETKHE M 1I0YKH. BHOICHIO MOYKH pekoMenyercs
BBITIOJIHATH KK MOJKHO PaHbLIE, €CIIH €CTh KIMHHYECKUE MPH3HAKHA AHLIA-rno’rxlenypoue(bpma.
HcernenoBanue noyeqnoii Tkaun obajaet 60bleil MarHocTHYeCKoi 3HaunMocTsio (91,5%),
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qeM GHONTATOB CAH3MCTON BEPXHHX JABIXATe/BHBIX TyTeil (53%) H JIETKHX, MOTYHCHHBIX 1pH
TpancOporxuanbRoil Guoncru. ITpu 210M HePPOOHONCHS MO yIBTPA3BYKOBBIM KOHTPOJIEM
pexe OCIOKHAETCS KpoBoTeueHHeM. Kpome Toro, rHCTOI0rHIeCKad XapakTepHcTHKa obazaet
IPOrHOCTHYECKOH 3HAYHMOCTBIO H 18T BO3MOXKHOCTD ONPE/ICIHTD | - u 5-1eTHIO0
BEDKHBACMOCThH IMAIlHCHTOB.

Carrington 1 Liebow B cBoeM HCCIIEIOBAHHH [EPBBIMH NIPOAEMOHCTPHPOBAIH, qTO
BOBJICUCHHE TIOYEK SBISETCS OMpe/Ie oM (GakTopoM HeGIaronpuaATHOro A0JIrocpoiHoro
nporso3a. 1o uX MpeAnoIoKeHHIO HCXO/ B IIEPBYIO OUEpe/lb 3aBHCHT OT CTCNCHH HapyLIeHHs
(YHKIIMH MTOYEK.

K cokaneHuio, B KIMHHYECKOH NMPaKTHKE BPaYu HE BCer/la NPaBHIIbHO OLUCHHBAIOT
KITMHHYECKYIO KAPTHHY, B CBSI3H € UeM [I0CTAHOBKA JIHAarHo3a CTAHOBUTCSA OTCPOYEHHOH.
Hel0CTaTOuHOCTS THATHOCTHYCCKHX BO3MOXKHOCTEHH, PeIKOCTh 3a00/IBaH s, HETHITHIHOC
TeyeHne H MaH(decTals MOTYT OBITh IIPHYHHAMH [O3/IHEr0 AMarHOCTHPOBAHHS H ILIOXO
wexo1a. PagHsis IMarHOCTHKA H CTApT TEPAlMH SABIISIOTCA 3aJI0rOM YCTICIIHOTO JICUCHHS
HomsabX [TIA, 0coOOeHHO NPH MOPAKECHHH MTOYEK.

JInarHoCTHYeCKHE KPHTEPHH

CylecTBYIOT pasTHYHbIE THATHOCTHYECKHE KPUTEpHH [Uisl tuarnocTuky [TIA u
mddepennuansHoil IMArHOCTHKH OT JAPYTHX BACKYJIMTOB. B KIMHHYECKOH NpaKkTHKE
HCIOJTB3YIOTCS:

Kputepun ACR (American College of Rheumatology):

a) aHaJIu3 MOYH, M0Ka3bIBAIOIUH SPUTPOLUUTAPHBIE LIHJIIHHAPBI HIIH Oosee NATH
3PHTPOLIMTOB B I10JI€ 3pCHHA C 00JIBIIUM YBCIIHYCHHEM;

6) namenenus Ha pertresorpavme Wik KT opraHoB rpy/iHoi KIeTKH;
B) S3BBI BO PTY H/HJIH BBLIEJIECHHS U3 HOCA,

[‘) XapaxKTepHOC rpaHyJieMaTO3HO€ BOCIIAJICHHE, BBIABJICHHOC ITpH OuorncHH.

ITo nanusm Leavitt RY et al., nanudue aByx win 0ojiee H3 BBINICYTOMSHYTHIX Y€ThIPEX
KpuTepHes GbUI0 cBA3aH0 ¢ 92% cneunpuuHocTbIo U 88% IMArHOCTHYECKOH
4yBCTBHTEJIBHOCTBIO.

Kputepun ELK (E o3nayaer yum (0T ¢J10Ba ear), a Takxe HOC M FOpJIO HiIH BEpXHHE
aexatensHsie myTH, L osnadaer nerkoe (lung) u K oznavaer nouxy (kidney)), npeuioxenusiii
DeRemee, Takke HCIIOJB3YETCA UL IMArHOCTHKHM 3abosieBanus 3a pybexom. B coorBercTuu ¢
YTHMH KPHTEPUAMH J11060€ THITHYHOE NposB/enue ¢ ydactuem BLK Hapsity ¢ nonoxurenbubnm
pesybTatom Ha N-AHL[A MM THIMYHBIMA THCTONATONIOrHYECKHMH JIAHHBIMH COOTBETCTBYET
jmarsosy I'TIA.




Jleuenue

Bribop nevenns 0CHOBaH Ha CTPATH(HKALMH AIHEHTOB 10 CTEIEHH BOBJICYCHHOCTH
OpranoB # TsokecTH 3abonepanns. Tsokernoe Teuenne 3a00JeBaHus mpeJcCTaBaseT coboi
OTaCHbIN [UTS H3HH WIH YIPOXKAIOUIHI Oprany mpouecc, KOTOpbIii CONMPOBOKAACTCH AKTHBHBIM
rI0MepyI0HeGPHTOM, JISTOYHEIM KPOBOTCUCHHEM, HepeOpaTbHBIM BACKYIHTOM,
MPOrpeccupyomeli neprudepuuecKoii Wi KpaHHAIBHOI HeBponaTHell, JKely 109HO-KHIIECYHbBIM
KPOBOTEHEHHEM, TEPHKAPIHTOM, OPOHTATBHOI NICEBI0OMYXOIBIO H/HIH MHOKapAHTOM. [Tox
OrpaHHYeHHBIM 3a00IeBAHAEM IIPEIIIONIAraeTCsl MPOLECC, KOTOPBIi He MPEACTaBISICT TAKHX

yTpos.

Jlesenne nenutes Ha aBe Qassl: a3y HHIYKIHH U nouiepxuBatontyio. Tepamus
IIPEANoaraeT MPHMEHSHHE HMMYHO/ICIIPECCAHTOB B pa3IHYHbIX KOMOHHaIHAX. K
TEPANEBTHYECKUM areHTaM OTHOCSTCS HHKIo(ocdamu (0OBIMHO IPH TSIKEIOM TEUEHHH),
ITIOKOKOPTHKOWMIEL, PATYKCHMA0, a3aTHOIIPUH, METOTPEKCAT U IIPOBeIeH e Ma3Madepesa B
KauecTBe NocieaHel CTYNeHH IPH KpaiiHe arpecCHBHOM IT0YEYHOM IIpOIIecce.

Muayxkimis peMECCHH NPH TSDKEJIOM TeYeHHH 6oJie3Hu: ObUIO JOKa3aHo, uTo
mnohochamil B CO9ETAHHH C IIIOKOKOPTHKOHAAMH 3 (heKTHBEH IpH JIedeHHH 3a00JIeBaHHiT,
YIrpoaonmx xu3Hu/opranaM. KiaccHyeckn HCIONB3YIOTCS Iy IbC-CTEPOU/IBI B TeYEHHE 3 IHEH
JI0 HaYana npuemMa NepopalbHbIX [NIIOKOKOPTHKOHIOB. CyliecTByeT 2 BapHaHTa I1yJIbC-Teparny:

= Buyrpusennoe seenenue 'KC B oze 15 mr/kr (ue 6osnee 1400 mMr Ha uHbYy3HI0) B
Te4YeHHue 3-6 MecsIes;

« Ilpy HEBO3MOKHOCTH BHYTPHBEHHOI'O BBEJICHHS - IIEPOPATLHO B J103¢ 2 MI/Kr (He Golee
200 mr/cyT, ¢ KOppeKIHe o BO3pacTy U ()yHKIHH II0YEK) B TEUYEHHE 3-6 MECAIEB.

VY naumedTos 6e3 TAKEI0ro TedyeHus 3a00JIeBaHus U IIpH OTCYTCTBHH HpOTHBOHOKIBaHHﬁ
NPHMCHSIOT METOTPEKCAT B COYETAHHUH INTIOKOKOPTHKOHUJIAMH.

Ilo nocneHuM JaHHBIM NEPOPAILHEIN NpHeM nuKiohochamMuia SBIseTCs
HeseIaTe/IbHBIM, ITOCKOJILKY aCCOLMUPOBAH ¢ OOJIBIIMM KOJIHYECTBOM OCIOXHEHH . Boee
[PeINOYTHTEILHBIM [IPEICTABIAETCS IPOBE/ICHUE ITYJIbC- Tepanuu LHKIopochamMuiom B 103e
15 MI/KT ¢ MHTEpPBAIOM 2 HEJIEU MEK/LY NEPBRIMM TPeMsi HH(DY3HAMH, 3aTeM - C HHTEPBAIOM 3
HEJeH B TeYEHHeE M0IYyTo/a.

Ilo pesynsratam ucneiranusd RAVE no npuMmenenunio purykcumada 1o cpaBHEHHIO ¢
nuxaodochamuaom s HHAYKIKMY pemuccuy 1pu AHILA-accolnnpoBaHHOM BackyIuTe GbuT
cenaH BBIBOJ, YTO JIEYEHHE PUTYKCUMAOOM He yCTynaeT LMKIopocdaMuay B OTHOIICHHH
HHJIYKIHH PEMHCCHH ¥ MOJKET UMETH JIYYINUH 3 eKT NpH peruMBHPYIOIIEM THIIE
3aboneBanua. Putykcumab Ha3HavaeTcd B BU/IE€ BHYTPUBEHHBIX HH(Y3HIT B 103e 375 Mr/m2 ¢
uHTepBasioM 7 aHed uim B o3e 1000 mMr ¢ untepsaioM 14 aneit. B psje ciyuaes
PEKOMEHIYETCA IPOBOIUTH NIPEMEIMKAIIMIO METHIINPE/HH30JI0HOM,

Ilokazanuamu k niasmadepesy ABigI0TCa OLICTPOE CHHKEHHE (YHKIMH TI0YEK, HATHYHE
nosoxutTeapHbIx antutel (IgG) k 6azanbHoii MeMOpane KiIyD04YKOB Wi JIErovHbIe
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KPOBOTCUCHMS, OCIOXKHEHHBIC PECITHPATOPHBIMH HAPYILICHHAMH, KOTOPLIC HE OTBCYHAIOT HA
BHYTPHBCHHOC BBCIICHHC
TIIHOKOKOPTHKOUIOB.

[ToIepXHBAIONTYIO TEPANTHIO HAYHHAIOT MOC/Ie JOCTHKEHHS HHITYKIIHH PEMHCCHH
(0ObryHO B TeueHue 3-6 mecsien). [TaiHeHTOB epeBOIAT HA MOUICPIKHBAIOILYIO TEPAITHIO BO
u3berkanne perIuBoB. DHeKTHBHEI METOTPEKCAT, a3aTHONPHH H puTykchmad. [peanourenue
01010 13 3THX JIC 3aBHCHT OT TOro, OBUI JIH y NAllHeHTa BIEPBIC IHArHOCTHPOBAH PEIH/INE
wm y Hero 6s110 Gonee oanoro pemmsa. K akropam pHcka peiisinBa OTHOCATCA:

* Mononoii Bo3pacr;

* Ceponoruyeckuii npoduias 3abosieBanus;

* Tutp PR3-ANCA;

« Coxpanenne nossimeHnoro Turpa AHIIA mocsie HHIyKIHH PEMHCCHH
» Hapacraune tutpa AHLIA B 1nHaAMHKe;

« Kimmanuecknii penoTun 3abosieBaHus;

* [Topaxenne nerxux, BT, cepaua;

« Coxpannas QyHKIHS MOYEK;

* PelrumBel B aHaMHE3€ H HEKOTOPBIE APYTHE 0COOEHHOCTH.

K JApPYTrUM ¢)ax'ropaM, BJIMSIOIIUM Ha BbI60p HUCIIOJIB3YEMOIO ITOIEPKHBAIOLICIO arcHTa,
OTHOCHATCH 1JI0Xas NEPEHOCHMOCTD HJIM COMMYTCTBYIOWIAs IIATOJIOTHA, KOTOpas YBEIHYHBACT PHCK
TOKCHYHOCTH Ul KaXXI0ro rnpernapara.

Jlns npodunakTakyu 000CTpeHNT peKOMEH TyeTes JiedeHne puTykcumabonm B 1o3e 1000
Mr B/B B niepsble 0-14 aHeil mocie J0CTHKEHHs peMHCCHH, a 3ateM 1o 500-1000 mr B/B kaskIisle
6 Mmecsines. B kauecTse albTepHATHBHBI (IIPH HEBO3MOYKHOCTH ITPHMEHEHHS pHTYKCHMala)
nesnecooOpa3Ho HazHaYeHHe a3aTHONpHHa B 03¢ 2 Mr/kr/cyT B coueranuu ¢ 'KC B Hu3KoIi 103¢

(ue 6onee 10 MT 10 PeTHH30JIOHY).

I1po10/KHTEILHOCTD MOJUIEP/KHBAIOIICH TeparuH 00bIMHO cocTaBsteT 12-36 Mecsies
rocJie HHAYKIHA PEMUCCHH (IIPH MCIIOJIb30BaHMU puTyKcHMaba - 18 Mecsnes, asatHonpusa - 24
Mecsia). Y NAHEeHTOB C BBICOKMM PUCKOM PEIMINBA I0UIEPKUBAIONTYIO TEPaIHio
[POJIOJDKAIOT HEONPE/IEIEHHO JI0JIrO.

JIpyruMH BHAGMH TEPANHH, 1EMOHCTPUPYIOIMMHU P (HEKTHBHOCTD JUIS HHIYKIIMH K/HUTH
NOUIEP/KAHUS PEMHCCHH, ABJIAIOTCA MUKO(pEHOIaTa MOPETHII, MKJIOCTIOPHH H BHYTPHBEHHBIH
uvmyHoriobyus (BBUT). Coobimaercs o 1enecoo6pa3sHocTH NPUMEHEHHS
cynbamerokcasona/rpumeronpuma B 1o3e 400/80 mr/cyt (wmu 800/160 mr 3 p/unen) y
nanmeHTos ¢ orpanudeHHoN Gopmoit I'JIA Ge3 nopakeHus Moyek ¢ nebio NpOYHIAKTHKH
uH(eKIHH, BbI3BaHHON Pneumocystis jirovecii.

BbIGOp TEpAIIUHX JOJIKEH OBITH OCHOBAH Ha NPEUTOYTCHHUAX KIIMHHIIHCTA,
NE€PEHOCUMOCTH TEPAITHH MMallUEHTOM, ITOKA3aHUAX H n000YHBIX 3(1)(1)CK'I‘Z[X, CBA3AHHBIX C
Kax/JbIM U3 BH/I1a JICHCHHA. Hy}KHO I[TOMHHTB, TO HPUMECHEHHC HMMYHO/ICTIPECCAHTOB U
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IIMTOCTATHKOB B BBRICOKHX J103aX, KOTOPbLIC MOJIYHal0T TaKHe NMalrHeHThl, HEPEJIKO
COMPOBOXKAACTCH HEXKEIATEIbHBIMH PCAKIHSAMH. HOZ)TOM}’ Ha CCFOllllﬂllllHlﬁ JICHb COXpaHACTCA
ﬂpOG.’lC.\ia npaBmm{oﬁ OIICHKH COOTHOIICHHA ﬂOHbBbI/BpCIIa IpH ﬂOlIﬁOpC CXEMBI JICUCHHA.

BeiBoa

TTIA accoummupyeTcs CO 3HAUHTENBHON CMEPTHOCTBIO JTHOO H3-32 HeoOpaTHMOMH
OpraHHOi MCOYHKIMH, THOO H3-3a MOCIEACTBHI HHTEHCHBHOIO/JUTHTEIEHOIO IPHMEHCHHS
[IOKOKOPTHKOKIOB HJIH HMMYHOJENPeccanToB. Cpeisist POI0/DKHTETbHOCTb KU3HH
Gomsroro ¢ I'TIA 6e3 Kakoro-1H0o JTeUeH s COCTAaBIseT 5-6 MECSLEB, IIPH roJ0BOH
ppoKHBaeMocTH Menee 30%. B mocnemee Bpems 6osee 80% mauneHToOB, 0Ty HalONIHX
TTedeHHe, KUBYT He MEHee BOCBMH-JEBATH JieT. Baroniaps 10CTHKEHHAM B JICYCHHH OHH HMEIOT
B0:1ee BLICOKYIO J0TOCPOUHYIO BEDKHBAEMOCTh H MOTYT BECTH OTHOCHTEIbHO HOPMATBHYIO
KH3Hb.

HecMOTps Ha TO, YTO MPOIODKHTEIBHOCTD H KAUECTBO JKU3HHU NALHCHTOB C
['TIA 3HA9HTETHHO YIIYUIILTHCH ¢ BBEeHHeM nmMyHozenpeccanTos H MBI, coxpansercs
3HAYMTebHbI YPOBEHS CMEPTHOCTH H3-3a IPOTPeCCHPOBaHHs 3a00/IeBaHHS (86%) nnu u3-3a
HesenaTenLHBIX peakimii Ha one nevenns (42%). [lo3auss anarnocTHKa TpebyeT Gosnee
arpecCUBHOM TepalyuH, KOTOpas CBA3aHa C TSOKEJIBIMH H MOTEHIHAIBHO JICTATbHBIMH
10609HEME 3bheKTamu UIs MHOTHX nanuentoB. CoxpaHsercs noTpeOHOCTE B
suarsocTigeckux Mapkepax ['TIA H IPOrHOCTHYECKHX MOKa3aTesIei MOYeuHOro HCX0Aa Ui
a/iekBaTHOM 1 6e30macHoi Tepanuy 60JIbHBIX.
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