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AHTHATeJIA K 02a3aJIbHOM MEMOpPaHe KJIYOOUYKOB ITOYEK 12\ (AHTH-
BMK, Glomerular Basement Membrane IgG antibody, anti-GBM)

Tecm, ucnonwv3yrowutics 8 ouacHocmuxe cunopoma I yonacuepa.

bone3Hu, acCOMUPOBAHHBIEC C ATUM BHJIOM AHTUTEN, SBIISIFOTCSA PEIKO
BCTPEUAIOIIUMHUCS ay TOUMMYHHBIMH 3a00JI€BaHUSIMHU, IPU KOTOPHIX UMMYHUTET
HampaBjICH IIPOTUB HOPMaJIbHBIX KOMIOHEHTOB 0a3aabHOM MeMOpaHbI KIIyOOUKOB
ITOYEK W aJIbBEOJISIPHOIO AnuTensa. OCHOBHOM aHTUT€HHOW MHUIIICHBIO JIJISI AHTUTE
JaHHOTO THIIa sABIA0TCS albda-3 nenu NC1 momeHa kojiareHa IV tuna,
IIPUCYTCTBYIOIIEIO B IIOYKAX, JIETKUX, XPYCTAIMKE, MO3r€ U SIMYKaX, HO, O4CBHUIHO,
0oJiee TOCTYIHOIO Ha YPOBHE KIIyOOUYKOB ITOYEK BCIEACTBUEC YHUKAJIbHBIX
O0COOCHHOCTEM UX CTPOCHHUSI.




[ ucTonornuecku 3a00JI€BaHNE XapaKTEPU3YETCs JIMHEHHBIM OTI0KEHUEM
HAPKYJIUPYOIUX UMMYHHBIX KoMIuiekcoB (ILIMK) Ha 6azanbHOM MeMOpaHe
KJIyOOUKOB.

HaxkomieHue aHTuTeN IpOTUB aHTUT€HOB 0a3aIbHOM MEeMOpaHbI KJ1yOOUYKOB,
pearupyronux ¢ SMUTOIIaMM Ha MOJIEKyJIax KoyuiareHa VI Tuma, IpuBOJUT K
(UKCallMy U aKTUBALIMK KOMILIEMEHTA. B Tex ciiydasx, Korga opraHu3M HauuHAeT
BbIpaOaTeiBaTh Ig G MpoTUB MeMOpaHbl aHTUT€HHBIX [IIMKONPOTEUA0B Oa3aIbHOMN
MeMOpaHbl KIIyOOUYKOB, BO3HUKAET MPOTUBOMEMOpPAHO3HAs O0JIC3Hb.

Komnaren VI tuma, oOHapyKMBaeMbIi TOJIBKO B 0a3aibHON MEMOpaHe KI1yOOUYKOB,
(hopMHUPYET MAaTPUKC, B KOTOPBIM MHTETPUPOBAHBI APYTUE MOJIEKYJIbI (JTAMAHUII,
DHAKTHUH).

Cnenuduunsie 11 cuaapoMa I 'ynanacuepa anturena HanpasiaeHsl TpoTuB NC1 a-3
[IeH MOJIEKYJIbI KojulareHa VI tuna B 60a3ainbpHOM MeMOpaHe KIIyOOUYKOB.

Tutp anTHTEN KOppEIUpPYET C AKTUBHOCTBIO IIpoIiecca.

BrIsiBlI€HME 3TUX ayTOAHTUTEN IIPUBOAAT K Pa3BUTHIO SIPKO BBIPAYKEHHOTO
IpoarM(epaTuBHOIO IIIOMEPYIOHEPPHUTA C KPOBOUBIUIHUSIMHU, C OBICTPO
HAPACTAOIIEU TOYEYHONU HEAOCTATOYHOCTBIO.

YyBCTBUTEIBLHOCTD ITpU cUHApoME [ 'yamacuepa 98-99%.




Iloozomoeka CrnennanbpHas MOATOTOBKA He TpeOyeTcs. PekoMeHayeTcs B3sITHE KPOBU HE paHee 4eM depe3 4 yaca mociie mociaeHero
MpyueMa MUIIy.

Iokazanus [Tono3penne Ha cunapoM ['yanacyepa (mo4eyHO-JIErOYHbINA CUHAPOM; CUMIITOMBI O0IIIETO HEIOMOTaHHUsl, OCTPBHIE,
O0OBIYHO OBICTPO MPOTrPECCUPYIOIIHE NIOMEPYIOHEDPUTHI, TEFOYHBIE TEMOPPATUH, YACTO MPEAIIECTBYIOIINE HEPPUTY).

Humepnpemayua  11010KUTEIBHO:

pe3yinbmamoes * cunapoM ['yamacuepa (MMOYEUHO-IETOUHBINH CHHIPOM);
*  OBICTPONPOTPECCUPYIONTUN IIIOMEPYTOHEPPUT, OCIHOKHEHHBIN 00pa30BaHUEM aHTUTEN K 0a3aabHON MeMOpaHe
KJIyOOUKOB;

* anti-GBM 0oe3Hb, pa3BUBAIOIIASICS Y YACTH MAIIMEHTOB C CUHAPOMOM AJIOpTa (HacAeICTBEHHAs] aHOMAaTus
koJutareHa [V tuna) mocie nepecajaku NOoYKH;
* TyOyJOMHTEpPCTUIIMAJIbHAS MTaTOJIOTUS MOYEK, CBA3aHHAS C aHTUTEJIaMU K 0a3alibHOM MeMOpaHe Ki1yOO4YKOB.

e  JloXKHOMOJI0KUTEIbHBIE Pe3yJabTaThl MOTYT ObITh CBSI3aHBI C BBISIBACHUEM aHTUTEI, CBA3bIBAIOIIMXCS C APYTUMU
HernsaMHu Koytaresa I'V.

OrpunarenbHo:
* OTCYTCTBHE aHTUTEI K 0a3aJIbHON MeMOpaHe KITyOOUKOB;
* HU3KHE TUTPHI aHTUTEN.

HopmarusHble 3HaueHusi:0-20 ME/mu.

Cpoku uzzomoenenusn ananusa: 1 paoouuit oenv.




(AHTHTEJIA K HUTOILIA3Me HEMTPO(PUIIOB ¢ YKa3aHUEM THIIA CBEYECHMS -
HUTOIJIA3MAaTHYeCKU Wi nepunykjaeapubid, pPANCA u cANCA, IgG)

° Tecm, MCI’lO]ZbSyiOZ/Lﬂ/lTjCﬂ 6 OUACHOCMUKE CUCEMHbIX 6ACK)YIUMOS.

IIpu uccnenoBaHuM CHIBOPOTKA METOIOM HENIPSAMOU
UMMYHOQITFOOPECIICHIINH C UCTIOJIb30BaHUEM (DMKCUPOBAHHBIX
npenaparoB HEUTPODUIOB YeTOBEKA HAJTMYME AHTUTEI TAKOTO THUIIA
nposiBiisieTcs B Buze nuddysnoro nuroriazmarudeckoro (CANCA)
nuin nepunykiieapHoro (pANCA) okpamuBanus. OHU CBA3BIBAIOTCS C
KOMITOHEHTAMHU [IUTOTUIa3MaTHUECKUX TPaHyJl HEUTPODHUIIOB U
MOHOIIMTOB. Kak moka3aHo, OCHOBHOW aHTUTCHHON MHIIICHBIO JIJIS
cANCA sBasiercs muzocomanbHas nporenHasa (PR-3), nis pANCA -
muenonepokcugasa (MPO). Ilo tuny cBeuenust pANCA MoryT
uHTEpPEPUPOBATH C AHTHHYKJICAPHBIMU aHTUTeaMu (ANA).

AHTHTENA K IIUTOIIa3ME HEUTPO(DUIIOB KIMHUIECKU CBSI3aHBI C
rpanyneMaTo3oM BereHnepa (BacKylnUT MEJIKHX COCY/IOB,
MIPOSIBIISIOIIHUIACS OOBIYHO THEBMOHHUEH, CHHYCUTAMH U TeMaTypHei ).
Nx MoxxHO HaOII0AaTh MpU IPYTUX (HOpMaX BACKYJIUTOB — y3E€IKOBOM
nepuaprepunte, curapome Yapra—Crpocca (Churg-Strauss,
P03WHOUIBHBIA TPAHYJIEMATO3HbIN aHTUHT, BACKYJIUT CPEITHHUX
COCyZIOB), «pauchi-immune» HEKPOTU3UPYIOIIEM
OBICTPOIIPOTPECCUPYIOIIEM TIIOMEpYyIoHEePpUTE (CM. TaKKE TECT —
aHTHUTeNa K 0a3aIbHONM MeMOpaHe KIETOK MOYEK).

° I[HE[I‘HOCTH‘I@CK&H SHAYMMOCTD JIBYX YKa3aHHBLIX BUJIOB aHTUTCII K

rutoruiazme HeutpoduiaoB (CANCA u pANCA) HepaBHO3HAYHA.

cANCA mnposBisioT 60siee CHIIBHYIO CBS3b C TpaHyjiemMaro3oM Berenep
HaOmonarTes y 85% ManuenToB ¢ 3TUM 3a00JIeBaHUEM, YYBCTBUTEIIBH
TeCTa MOXKET OBITh HIKE TIPH JIOKAJTM30BAHHOM BapUaHTE WU HEAKTUB
ctaauu 6osie3Hu. OTpULIATENbHBINA PE3YJIBTAT HE UCKITIOYAET IUarHo3
rpanynemaro3a Berenepa, HO JIOXKHOTIOJIOKUTENbHBIE PE3YIbTaThl PEAK
MalMEeHTOB C YCTAaHOBJICHHBIM JHMArHO30M CHHApoMa Berenepa poct i
cANCA noaTBep:kaIaeT peruanB 3a00JIeBaHNs], CHYKEHUE TUTPOB

noaTBepxkaaet ycnemHoe geueHue. CANCA BBIABISIIOTCS TaKKe MPH
y3enkoBoM nosiaptepunte. pANCA, 00HapyKUBAIOTCS PEXE TIPU

rpa"ynemarose, no cpapHeHn0 ¢ CANCA, HO ipeo0i1afaloT y HalyeHT
MUKPOCKOTTUYECKUM TOJIMAHTUATOM, OBICTPOIIPOTPECCUPYIOITUM
rioMepysionegpputoM. OHU MOTYT OBITh BBISIBJICHBI TAK)KE MPU CUCTEMH
KpacHOM BOJYaHKe, cuHapome ['ynnacuepa, I3BEeHHOM KOJIUTE.

UyscTButenbHOCTh TecTupoBanus Ha Hanuune CANCA u pANCA (uen
UMMYHOQIIFOOPECLICHIINS) COCTABIISET ISl CHCTEMHBIX BAaCKYJIUTOB: TP
rpanynemarose Berenepa — 85%, MUKPOCKOITMYECKOM MOJTUAHTUUTE — 8
HIMOTIaTHYECKOM OBICTPOIIpOTpecCcUpyolieM romMepyaoHedpure — 819
KJIACCUYECKOM y3elkoBoM nosmmaprepunte — 40%, cunapome Churg-Str
66%. BeposTHOCTD JIOKHOIOIOKUTEIBHBIX PE3YJIBTATOB IS MMALIUEHTO

JIPYTUMU 3200JIEBAHUSIMH COCTABIISIET OKOJIO 24%, I 3I0POBBIX JIIOZE
6%.



Iloozomoeka MunumanbHbie TpeOoBaHus: JKenarenbHo HaTOIIaK (4 - 6 YacoB rojiogaHus); COK, 4aii, kodge (Tem
0oJiee ¢ caxapoMm) - HE JOMYCKAKOTCsI, MOXKHO TTUTh BOAY).

Ilokazanusn JInarHOoCTHKAa CHCTEMHBIX BaCKYJIUTOB M UIUOIATHYECKOTO OBICTPOIIPOrPECCUPYIOIIETO
roMepynoHedpura.
MOHUTOPHHT COCTOSIHUS MAIMCHTOB IIOCIIC IPOBEACHUS TEPAIIHH.

Humepnpemauusn I10/10:XMTEJIBHO:
pe3yiibmamoe * BacKy/IuTHI (KaK CUCTEMHBIE, TaK U JIOKAJTM30BAaHHBIC): TpaHyjaeMaro3 Berenepa,
MUKPOCKONMYECKUI MOJUAHTUUT, UIUONATUIECKUNA OBICTPONPOrPECCUPYIOLIUIMA
IJIOMEPYJIOHEPPUT, KIACCUUECKUHN Y3€JIKOBBIN MOIUapTepunT, cuaapom Yapra—Crpocca;
* CHUCTEMHasl KpacHas BOJIYAHKa;
* cuaapoM l'ynmacuepa;
* SI3BCHHBIN KOJIUT;
* 370poBbIe IroAu (110 6 %).

HopmaruBHbie 3HaYeHus: -1 uiam orpunareabHo (< 1:40).

CpoKu U3roTOBJICHUS aHaIu3a: 1 pabouunii IeHb.



AHTHTeA K penenTopy ¢pocdoaunassl A2 (Anti-Phospholipase A2
Receptor Antibody, PLA2R Antibodies), cymmapubie IgG, IgA, IgM

- Penerirop pocdonunaser A2 (PLA2R) sBasercs TpancMeMOpaHHBIM [IMKOTIPOTCHHOM,
9KCIPECCUPYEMBIM Ha MOAOLMTAX IMOYEYHOro KIIyoouka. IMMYHHBIC KOMILJICKCHI,
cojiep KaIie ayTOAHTUTENIa U aHTUTEH, OTKJIaILIBAIOTCS 1107] 0a3aJIbHON MeMOpaHOii B
BUJC CYODIIUTEIINAIBHBIX CKOIUICHUH aHTUIreHa. OTI0KECHUS HIMMYHHBIX KOMILUIEKCOB B
CBOIO OYE€pE/Ib 3aIlyCKalOT aKTHBAIIMIO KOMILIEMEHTA M THIIEPIPOAYKIIMIO psifia OCIIKOB
0azaapbHOI MeMOpaHbl, BKIOUas koiiareH 1V Tuna v jaMuHMH. DTH U3MCHCHUS
IPUBOJAT K NEPECTPOiiKe Oa3aIbHONM MEMOpaHbl U HAPYLICHUIO €€ (PYyHKIUHI, B
pe3ynpTaTe yero 0oJbIre KOJUYecTBa OejIKa MOoMaaaloT U3 KpOBU B MOYY.

- Ceposiorudyeckoe o0cieJoBaHUE JJIsI BHIABICHUS ayTOAHTUTEN K PEIETITOPY
dbochonumnazsl A2 SBISETCS MAaJOMHBA3UBHBIM 1 OBICTPBIM METOJIOM JIMArHOCTUKHU
HUJIMONATHYE€CKOI0 MEMOPAHO3HOTO IIOMepYIoHehpuUTa.




Iloozomoeka CrnenuanbpHas MOArOTOBKa HEe Tpedyercs. PekoMeHayeTcst B3ITHUE KPOBHU HE
paHee 4yem yepe3 4 yaca mocie MmocjieIHEero mpueMa muiiy.

Iokazanusn & nuddepeHnnanbHas JMarHoCTUKa MOPAKCHUS MOYEK;

% nuddepeHnnaibHas JUarHOCTUKA HEPPOTUUECKOTO CUHAPOMA;

** JMarHoCTHKa MEeMOpPaHO3HOIO IJIoMepyloHedpHUTa.

Humepnpemayus pezyromamos EnQHULbI U3MEpPeHus: TUTP.
Pedepencusbie 3navyenus: tutp <1:10.
AHTHTENA K KOH()OPMAIIMOHHBIM 3MUTOINAaM perenTtopa (pocdonumasbl A2
SIBJISIFOTCSI BEChbMa CHEU(PUUESCKUMU JUATHOCTUYECKUMHU MapKepamu
UJIMONATHYE€CKOIO0 MEMOPAHO3HOTO ToMepysioHedpuTa. OHU BBISBISIIOTCS Y
50-75% O0NBHBIX C 3TUM 3a00JIEBAHUEM, HO HE ONPEACTSIOTCS MPU APYTUX
MEPBUYHBIX U BTOPUYHBIX [JIOMEPYJIONATHUSIX, ayTOUMMYHHBIX 3a00JI€BaHUSIX U
y 310poBbIX Jinil. CoJiepKaHUe aHTUTEII, BEIPAXKEHHOE B BUJIC TUTPA,
KOPPEJIMPYET C THKECThIO TCUCHUS 3a00JIE€BAHUS U OTBETOM Ha MPOBOIANMYIO
TEparuio.




AHTHTea K 3Hao0oTeauI0 HA kKjaeTkax HUVEC (AJ9TA,
Anti-endotelian cells Antibody, AECA), cymmapusie I1gG, IgA, IgM

AnTUdHA0TENMaNbHbIEe anTuTeNna (ADTA) coOCTaBISAIOT TE€TEPOrEHHYIO TPYIIITY aHTUTEN, HAITPABJICHHBIX K AHTUTEHHBIM
JETEPMHUHAHTaM 3HAOTEIHAIBHBIX KJIETOK. TOUHas MPUpPOIa aHTUTEHOB HE YCTAHOBJIEHA, KPOME TOT0, HEKOTOPBIE aHTUTEHBI
ayTOAHTUTEN MOTYT SIBJSITHCS KOMIIOHEHTAMHU T1a3Mbl KPOBH, aICOPOMPOBAHHBIMU HA TOBEPXHOCTH IHAOTEIUOIUTOB.
AHTUAHIOTENNATBHBIC aHTUTENA IEPEKPECTHO PEATUPYIOT C aHTUTENAMU K Kapauonununy kiaccoB [gG u [gM u antuTenamu
K TpOMOOITIUTaM.

AHTHUTENA K HI0TENINI0 ObUIH OOHAPYKEHBI IPU MHOTUX NEPBUYHBIX BACKYJIUTAX U BacKynonarusix. CpaBHUTEIBHO YaCcTO OHU
BBIABJISIIOTCS TIpU Oosie3nn KaBacaku, aoproaprepute Takasicy, rpaHylieMaTO3HbIX BacKynuTax, nypnype llenneitn-I'enoxa u
BTOPUYHBIX BAaCKYJIOMATUIX, B YACTHOCTH, OOIUTEpUpYIoleM TpoMOaHnruute (0one3nu broprepa), reMoIuTuieckoi
TPOMOOIIUTONIEHUYECKOMN Typrype, aHTU(HOCHOTUNTUIHOM CUHAPOME. AHTUIH/IOTEIUATIbHBIC AHTUTENA CBSI3aHbI C
AKTUBHOCTBIO PsAJIa BACKYJIMTOB U BacKysonatuid, B ToM unciiec AHI[A-acconunpoBaHHBIX BaCKYJIUTOB, B YACTHOCTH, OOJIE3HU
KaBacaku, oonurepupytroniero tpomoanruuta. [lpu cunapome bexuera onu Berpeuarorcs y 50% O00bHBIX, 0COOCHHO Y
OOJIbHBIX C BHIPAYKEHHBIM KOXKHBIM BacKyIUTOM. Llenecoo0pa3HOCTh AETEKIMU 3TON PAa3HOBUHOCTH ayTOAHTUTEI B KIIMHUKE
OMpeIeIISIETCA UX MOSABICHUEM Ha ()OHE BHICOKOW KIMHUYECKON aKTUBHOCTH 3a00JIEBAHMS, YTO MO3BOJISIET OPUEHTUPOBATHCS
Ha UX COAEpKaHUE i onpeaesieHus ¢asnl 3a00aeBanns. OHU MOTYT UTPATh OMPEACIICHHYIO POJb B TATOT€HE3€ BACKYJIUTOB B
CBS3U C TEM, UTO CIIOCOOHBI BJIUSITh HAa SKCIIPECCHUIO SHIOTEIUATIBHBIX MOJIEKYJI a/Ir€3UU U (PAKTOPOB BOCTIATICHUSI.

AHTHAHIOTEINATBHBIC aHTUTENA, OOHAPYKEHHBIE B CHIBOPOTKE OOJIbHBIX C CHCTEMHON KPACHOM BOTYaHKOM, CIIOCOOHBI
yCUJIMBATh BICBOOOXKIeHNE [L-6 U3 3HAOTETNOIIMTOB, Y4aCTBYsl TAKMM 00pa30M B MMaTOT€HE3€ CUCTEMHOM BOCTIATUTEIHHOM
peaKum.




IHoaroroBka

IHoxkazanusa

CnenuajbHas OATOTOBKA He TpedyeTcsi. PekoMeHayeTcsi B3siTHEe KPOBH
He paHee 4eM 4Yepe3 4 yaca mocJje nocJjeHero npueMa muiim.

¢ JIMarHOCTHKA CUCTEMHBIX BACKYJIMTOB KPYIHBIX COCY/IOB;

¢ JIMarHOCTHMKA BACKYJIWUTOB M BACKYJIOMATHUH Ha JOHE CUCTEMHBIX
pPEBMAaTUYECKHUX 3a00JICBaHU;

«* JHMHaMUYECKOoe HaOIIOACHNE 3a BACKYJIUTAMH M BaCKYJIOMATUSIMU
Pa3IMYHOTO TeHe3a.

NuTepnperanus pe3yibTaroB

EnuHUIBI U1BMEPEHUS: TUTPBI.

Pedepencubie 3HaueHus: <1:40.

OOHapyxeHHE BBICOKMX TUTPOB AHTUTEII K SHJOTEIUIO YKa3bIBAE€T HA BHICOKYIO
AKTUBHOCTbH BOCHAJIUTEIBHOIO MPOIIECCA IPU CUCTEMHBIX BACKYJIMTAX
KpPYITHBIX COCYZIOB, Ipex e Bcero bone3nu KaBacaku, aoproaprepure Takascy
Y BUCOYHOM apTepuute. BoIsiBIIeHNE aHTUTEN K SHAOTEIINIO0 CPABHUTEIBHO
HeCTIEUU(UYHO JIJI ONPEICICHHON (DOPMBI BACKYJIMTA U pACCMaTPUBAETCS B
Ka4yeCTBE OOIIEro TMAarHOCTUYECKOTO MapKEPa BACKYJIMTOB KPYITHBIX COCYIOB U
BACKYJIOTIATUH.




I1aHeJIb AHTHTE K AHTUTCHAM AHTHHEUTPO(PUIBLHBIX AHTHUTEJI
(maneab anTureHos AHIIA)

Anmumena k yumonaazme Hetimpogunoe (AHIL{A) Oblny BepBbI€ ONMMCAHBI P TPAHYJIEMATO3HBIX BACKYJIUTAX.
[Ipu cuCTeMHBIX BACKYJIUTaX B KaY€CTBE OCHOBHBIX AHTUT€HOB aHTUHEUTPO(DUIBHBIX AaHTUTEI BBICTYHAET PsiJl
(hepMEHTOB, COACPKAILIMXCS B a3ypODUIbHBIX IpaHyax HEUTpoduiioB. B azypoduiabHbIX rpaHysiiax
IIATOIJIa3Mbl HEUTPO(DUIIOB HAXOAUTCS Pl OCIKOB, KOTOPHIE OCYILECTBIISIIOT MUKPOOUITUIHBIC U
OakTepULMAHBIC PYHKIIUM ITUX KIETOK. K n3BeCTHBIM aHTUTe€HHBIM MuIlleHsIM AHIIA oTHocAT mpoTenHasy 3,
MUEJIONEPOKCH a3y, JakTodeppHH, 31actaszy, oenok BPI u karencund G. [TaHeap aHTUTEHOB MO3BOJISIET B OTHOM
TECTE BBISIBUTh AHTUTEJIA K 7 aHTUTE€HAM W UCCJIEI0BAaTh COACPKAHUE KAXKJIOT0 U3 HUX. AHTUHEUTPO(DUIIbHbBIC
aHTUTEJIA TAK)KE UCIIOIB3YIOTCS B KAU€CTBE JUArHOCTUYECKUX MApKEPOB MPU BOCHAIMTEILHBIX 3a00JI€BaHUSIX
KUIIIEYHUKA U HEUTPOIICHUSX, OJHAKO MPHU ATUX 3a00JI€BAaHUSAX OCHOBHBIC AaHTUT'€HBI ayTOAHTUTE HEU3BECTHBI.
[TaHeap aHTUTEHOB AaHTUHEUTPODUIIBHBIX AaHTUTE 1IEJIECO00Pa3HO UCIIOIL30BaTh B CIIyUae MOJIOKUTEIHHOTO
pe3yJbTara BbISIBIICHUS aHTUTEN K IUTOILIa3ME HEUTPOPHUIOB C TOMOIIBI0 UMMYHODIFOOPECIICHITUH.




IToaroroBka

IHoxa3zanusa

NuTepnperanus
pe3yJIbTATOB

CHGHI/IaJ'II)HaSI IIOATOTOBKA HEC Tp€6y€TC$I. PCKOMGHI[YGTCH B3ATHC KPOBH HC PaHCC YEM 4YCPC3 4
qaca IocCJIC IMOCIICAHCTO ITprUucMa IMHIIH.

pPaHHsSI JUarHOCTUKA U AuddepeHIInaibHas JUarHoCTUKA CHCTEMHBIX BaCKYJIMTOB;
JTMarHOCTHKA JIMMUTHPOBAHHOM M CUCTEMHOM (DopM IrpaHysiemarosa Berenepa;
nuarHoctuka 6ojie3nu Yapra-Crpaycc;

JMarHOCTUKAa MUKPOCKOMUYECKOTO MOJUAHTUUTA;

JUAarHOCTUKA OBICTPONPOTPECCUPYIOIIETO TIIOMEPYIOHEPPUTA U OCTPOI TOYEHUHOM
HEJIOCTATOYHOCTH;

JIMarHocThka U AuddepeHnnanbHas JMarHoCTHKa BOCIAIMTEIbHBIX 3a00JIeBaHUM
KHIIICYHUKA;

JMarHOCTHKA MEPBUYHOIO CKIIEPO3UPYILETO XOJaHTUTa U ay TOMMMYHHBIX 3a00JIeBaHUM
MICYCHHU.

EnQnMHULbI M3MEPEeHUsI: TECT KaueCTBEHHBIHN, PE3yybTaT MIPEACTABISIOT B (HOpME «OOHAPYKEHO
U «HE 0OHApYKEHOY» (71 KaXKJI0M pa3HOBUIHOCTH ayTOAHTUTEN).

PedepeHncHble 3HAUEHHSI:aHTUTEA K COOTBETCTBYIOIIMM O€IKaM HE OOHAPYKEHBI.

AHTHTENA K TPOTENHA3E 3 U aHTUTEJIA K MUEJIONIEPOKCHAA3E€ BCTPEUYAIOTCS MIPEXK]IE BCETO MPH
CUCTEMHBIX BACKYJIMUTAX. AHTUTENA K 3JIACTA3€ BBISBIISIOTCS TAKXKE IMPU BACKYJIUTAX, CBA3aHHBIX
C UCIIOJIb30BAaHUEM HAPKOTUKOB, B TO BpEMs KaK aHTUTEIA K JakTopeppuny, oenky BPI u
karerncuHy G BBISBIISIIOTCS Ha poHe peBMaTonaHoro apTtputa, CKB 1 BocnanuTenbHbIX
3a00JIeBaHUM KUIIICUHUKA. BbICOKas BCTpEeUaeMOCTh aHTUTEN K JJaKTOhEepUHY HAOIIOAACTCS Y
OOJIbHBIX C AyTOMMMYHHBIMHU 3a00JICBAHUSIMU TI€YEHU TAKUMU, KAaK ayTOUMMYHHBIX T€HaTUT U
NEePBUYHBIN OUJITMAPHBINA LIUPPO3.




AHTHUICH 3a00J1eBaHue

IIporennasa 3 ['panynemaro3 Berenepa
Muenonepoxcuaasa MUKpPOCKOTUYECKUI TTOJIUAHTUUT, INIOMEPYIOHEPPUT
Karencun G BocnanurenbHble 3a001€BaHUS KUIIICUHUKA
CkJepo3upyrolnii X0JaHTUT, BOCTIAIUTEIbHbBIC 3a00I€BaHUS
Jlakrogeppun pOSHDPY ’ .
KUILIEYHHKA, Ay TOUMMYHHBIA HAHKPEATUT
dmacrasa [TonuaHnruut u rpanynemMaro3
besok BPI NHdekuy npu MyKOBUCIIMA03€, BOCTAIUTEIbHBIC
3a00JIEBaHMS KUIIICYHUKA
JInzoumum PeBMaToOMIHBIN apTPUT U BOCHATUTEIbHBIC 3a00JI€BaHUS

KHIIICYHUKA



AHTHTeJIA K IpoTenHase 3 (Serine Protease 3 Antibody, PR-3)

- [Tporennasa 3 siBnsieTcss HEOONbITUM OeakoM (29 k/la), ToKaIu3yrIuMcs B a3ypodWIbHBIX IpaHylax
HEUTPOPHUIIOB, FPpaHyJIaX MOHOIIMTOB M ITUTOIIJIA3ME SHIOTEUAIBHBIX KJIETOK. ITO OJMH U3 OCHOBHBIX aHTUTE€HO
aHTUTEJ K IIUTOILIa3ME HEUTPOPUIOB KOTOPHIM B UMMYHO(DIFOOPECIICHTHOM TE€CTE UHAYIIUPYET
nuromazmatudeckuid Tun ceedeHust (HAHIIA, cCANCA). OnpeneneHue aHTUTEN K NPOTEUHA3E 3 SBIISIETCS
BBICOKOCIIEIIM(HUYHBIM J1a00paTOPHBIM TECTOM B IMAarHOCTUKE T'PaHyJIeMaTo3a C IMOJIMAaHTUUTOM (paHee
Ha3bIBAEMOT0 «TpaHyjeMaro3 BereHnepay), Tsokenoro 3a0oeBaHusl, TPOSIBISIONIETOCS TpUaa0M -
rpaHyJIEMaTO3HbIM MOPAKEHUEM BEPXHUX AbIXaTCIbHBIX MyTEH, JIETKUX U odeK. YacTo 310 3a00j1eBaHuE
COIIPOBOXKAACTCS TTOJIMHEBPUTOM.

- Bricokue TUTpBI aHTUTEN K TpoTerHase 3 BerpedaroTes y 90-95% 00nbHBIX ¢ pa3BepHYTOM KAPTUHOM aKTUBHOTO
rpa”yJIeMaTo3HOro npouecca. JIokann3zoBanHbie PopMbl rpaHyieMaro3a Berenepa, nopaxkaromuye BEpXHHe
JbIXaTeIbHbIC MTyTH, PEXKE COMPOBOKIAIOTCS 00pa3zoBanreM ayroanturel (50-60%). Penko anturena k
npoTenHas3e 3 MOryT ObITh 0OHapysxeHbI Tpu Apyrux AHIIA-accolimupoBaHHBIX BACYJIUTaX — MUKPOCKOITUYECKO
noJraHruute, cuaapome Yapra-Crpaycc u y3enkoBom nonuaprepunte. Copep:kaHue aHTUHEUTPOPUITBHBIX
AHTUTEII IIPU IpaHylieMaro3e Berenepa ABIAeTCs KIMHUYECKU 3HAYUMBIM U KOPPEIUPYET C AKTUBHOCTBIO
3a00s1eBaHus. BHICOKMI UX TUTP CIIY>KUT OCHOBAHUEM JIJIs MATOr€HETUYECKOW UMMYHOCYITPECCUBHOM TEpaIuHu.

- JIJIst TOBBIIIIEHUST YYBCTBUTEIBHOCTH CEPOJIOTHUECKOT0 00CIICIOBAHMS MAIIUEHTOB C CUCTEMHBIMU BACKYJIUTAMU
JIEUCTBYIOIIHE MEXKIYHAPOIHBIE PEKOMEH AN TPEOYIOT OJHOBPEMEHHOIO MCIIOIb30BaAHUS
UMMYHO(IIFOOPECIIEHTHOTO TeCTa OOHAPYKEHHUSI aHTUTEN K IIUTOIIa3ME HEMTPOMPUIIOB U BBISIBICHUS aHTUTEN K
oCHOBHBIM aHTUreHaM AHIIA - nmporenHase 3 1 aHTUTE K MUEJIONEPOKCHIa3€.




IHoaroroBka CneumanbHas MOATOTOBKA He TpeOyeTcs. PekoMeHIyeTcs B3sTHE KPOBH HE paHee yeM uepes 4
yaca mocJie MOCJIEeIHErO NprueMa ULy,

Ilokazanus * paHHs AMarHocThka u aud@epeHnranbHas JMarHoCTUKA CUCTEMHBIX BaCKYJINUTOB;
* JIMArHOCTHKA JUMHUTUPOBAHHOMN (HOCOTJIOTOYHOM) U CUCTEMHOM (JOPMBI IpaHyIeMaTo3a
Berenepa;
* MOHUTOPHUHI aKTUBHOCTHU rpaHysiemaro3a Berenepa;
* JIMAarHOCTUKA OBICTPOIPOTPECCUPYIONIETO INIOMEPYJIOHE(pUTA U OCTPOM MOYECUHOMN
HEJIOCTATOYHOCTH;
* muddepeHuranbHas JMarHoCTUKA MOJIUHEHPOIIATUH.

NuTepnperanus EnuHuIb M13BMEPEHUS: OTHOCUTENIBHBIC SIUHUIIBI (OTH.€1/MIT).

pe3yJIbTATOB Pedepencnsbie 3HaueHus: <20 oTH. ea/Mi.
BbIsiBIEHHE aHTUTEN K MPOTEUHA3€E 3 CIIY>KUT OJJHUM U3 OCHOBHBIX METO/IOB JUATHOCTUKH
AHIJA-acconunpoBaHHbBIX BACKYJIUTOB. OTCYTCTBHE AUATHOCTUYECKHUX TUTPOB AHTUTEN K
MPOTENHA3€ 3 3HAUUTEILHO CHUKAET BEPOSITHOCTh TpaHysieMaro3a Berenepa naxe npu
Pa3BEpHYTOM KIMHUYECKOW KapTUHE CUCTEMHOTO BacKyauTa. [Ipu muMuTupoBaHHbIX (hopMax
rpaHyJjieMaro3a aHTUTEeIa MOTYT OTCYTCTBOBaTh Oosee yeM y 50% nanuenToB. B aTom ciiydae
MOXKET OBITh PEKOMEHI0BAHO UCIIOIb30BaTh ONPEICIICHUE MAHEIU AaHTUTCHOB
AHTUHEUTPODUIBHBIX AHTUTE.




AHTHTEAa K MueIonepokcuaase (MIIO, Myeloperoxidase Antibody,
MPO)

- AHTHUTEJIa K MUEJIONIEPOKCHUIa3€ MPEICTABISAIOT Pa3HOBUIHOCTh aHTUHEUTPODMIIBHBIX IIUTOIIA3MAaTHUYECKUX
antuten (AHIIA, ANCA).

- Muenonepokcuiasa - OJlMH U3 OAKTEPUIUIHBIX (PEPMEHTOB a3ypOPUIbHBIX TPaHYJ, TCHEPUPYIOIINI
KUCJIOPOHBIEC PAJIUKAIIBI U 00IaJa0IINI BEIPAKEHHBIM MMOJOKUTENBHBIM 3apsiioM. B uMMyHOQIr00peciieHTHOM
TECTE aHTUTEJIa K MUEIIONEPOKCH 1a3€ MHAYLUPYIOT nepuHykieapusiid Tvn gutoopecuenuun (tAHIIA, pANCA),
0OyCJIOBJICHHBIN NIepepacipeeICHUEM MUEIIONEPOKCH 1a3bl BHYTPHU KJIETKH NpH ee pukcauuu. B ominune ot
aHTUTEN K MPOTEHHAa3e 3 ,aHTUTENA K MUEIIONEPOKCUAA3€ HE 00J1aJat0T BBICOKOM CIEHU(PUIHOCTHIO TS
JTUArHOCTUKU KaKOTO-JIMOO KOHKPETHOTO BACKYJIUTA, 4 MOTYT BbISIBISAThCS ITpu Becex AHI[A-acconurupoBaHHbIX
BaCKYJIUTAaX U POJICTBEHHBIX UM 3a00JIEBaHUSIX. AHTUTEIA K MUETIONIEPOKCH/Ia3€ BCTPEUAIOTCSA Y OOJIBIIIMHCTBRA
OOJIbHBIX UUONATUYECKUM HEKPOTU3UPYIOIIUM BACKYJIUTOM C MOTYTYHUSIMU, MUKPOCKOTTUYECKUM
noJIMaHTUUTOM, cuHapoMoM Yapra-Crpaycc, a Takke npu rpanyiemaro3e Berenepa 0e3 aHTUTEN NPOTUB
nporenHasbl 3. AHTuTena k MI1O moryT BeisiBIIATECS ipu curApome | yamacuepa.

- HecMOTps Ha BBICOKYIO CIEHM(UYHOCTD BBISIBICHUSI aHTUHEUTPOPUIBHBIX aHTUTEII 110 OTHOIICHUIO K
CUCTEMHBIM BaCKyJWUTaM, OHU MOTYT BCTPEUYAThCs MPU MH(OEKIITMOHHOM, IMapaHEOILUIACTUYECCKOM U
JIEKQpCTBEHHOM BAaCKYJIMTaX. AHTUTENIA K MUEIONEPOKCUIA3E PEAKO MOTYT BCTPEUATHCS MPU BOJTYAHOUHOM
Hedpure.




- [Ipeobmanaroieit GopmMoit BACKYyJIMTOB y OOJIbHBIX C - JIpyroii 4acToil KIIMHUYECKOU (hopmoit

AHTUTEIIAMU K MUEJIOTIEPOKCUIA3E SIBIISIETCS IPaHyJIEMATO3HBIX BACKYJIUTOB, KOTOPAs
MHKPOCKOITUYECKHN TTOJTMAHTUUT, KOTOPBIA MOPAXKaeT COITPOBOXK/IAETCS] HAIIMYMEM aHTUTEI K

COCY/IbI MEJIKOTO KaauOpa ¥ KIMHUYECKU MPOSBIISIETCS MHEIONIEPOKCUIA3E, IBIACTCSI CUHAPOM Hapra-
COYECTAHHBIM MOPAKEHUEM JIETKUX U TToueK. Kpome Toro, Crpaycc. Kiimanueckass CMMIOTOMAaTHKA 3TOTO
MPUOIIU3UTENIBHO Y TPETH OOJIbHBIX C AaHTUTEIAMU K 3a00J1eBaHMs TIPEACTABIICHA JIETOYHBIM BaCKYJUT
MUEJIONEPOKCHIA3€ OTMEYAETCS OBICTPOIPOTrPECCUPYIOIINI 703UHOMUWIBHBIMUA UH(WIBTPATaMU, ACTMOH U
IJIOMEPYJIOHE(PPUT C MOIYIYHUSIMU, KOTOPBIN HE runepl03uHopuIneid. AHTUTENA K
COITPOBOK/IAETCSI BHEITOYEYHBIMU ITPOSIBIICHUSIMHA. YPOBHU MHEIoNepoKcuaase npu cuaapome Yapra-Crpay
AHTUTEJ K MUEJIOIIEPOKCUAA3E MAKCUMAJIbHBI BO BpEMSI BbISIBIISIFOTCS Y 40-70% OONMBHBIX. AHTUTEIA K
aKTUBHO MPOTEKAIONIETr0 IIoMepysioHehprTa. 3aTUXaHue MHEIOTIEPOKCUIA3€ MPAKTUYECKH HE BCTPEUYAIOTC
npouecca unu [lokazanusa Kk HA3HAYEHUIO TECTA: PAHHSS IIPY BACKYJIMTaX KPYIHBIX COCYAOB (a0pTOapTEpH
AuarHocTuka v auddepeHnmanbHas JuarnocTuKa Taxkascy, 6one3nu KaBacaku, TMraHTOKJIETOUHOM
CHCTEMHBIX BACKYJIIUTOB; JIUArHOCTUKA MUKPOCKOIMMYECKOTO apTEPUUTE) U KPAUHE PEAKO BBISBIISIIOTCS MIPU
nonvanruura u cuaapoma Yapra-Crpayce; IMarHoCTUKa KJIACCUYECKOM Y3E€JIKOBOM MOJIMAPTEPUUTE.
OBICTPOIIPOTPECCUPYIONIETO TTIOMEPYIOHEDPUTA U OCTPOU

MOYEYHON HEAOCTATOUHOCTH; AudPepeHnraibHas » J7is OBBIIEHNS YyBCTBUTENBHOCTH
JVArHOCTHUKA MOJIMHEUPONATHH. TIOABICHUE AKTUBHOCTH CEPOJIOrUYECKOro 00CIeI0BaHHS NALUCHTOB C
BaCKyJIUTa NpU 3(PPEKTUBHON IUTOCTATUUECKOMN TEparuu CHCTEMHBIMH BaCKyJIHTaMU JACHCTBYIOIIHE
MPUBOAUT K SIIUMUHAIIUN aHTUTEN Y 95% OOJIbHBIX, IPUYEM MEXK[yHapOJHbIC PEKOMEHIAIMH TPEOYIOT

y 75% OONBHBIX TaKasi CEpOKOHBEPCHUSI TPOUCXOAUT B OMHOBPEMCHHOTO HCIIOIB30BAHNA

TeUeHne OKANUIIINX 6 MECALIEB MOCIIE JOCTHKEHUS MMMYHOQIIIOOPECLEHTHOTO TECTA U ONPEAETIEHH
KJIMHAYECKOI PEMUCCHH TIPOLECCa. AHTUTEJ K MPOTEUHA3€E 3 U aHTUTEII K

MUEJIONIEPOKCHUIA3E.



IMoaroroBka CneuunajbHasi IOAroTOBKA He TpedyeTcsi. PekoMeHayeTcsi B3siTHe KPOBH He paHee 4yeM uepe3 4

qJaca mocjie mocCJcaHero nmnpueMa nuiimu.

Ioka3anus * paHHSA AUArHOCTHKA U TuddepeHnanbHas JMarHoCTUKa CUCTEMHBIX BaCKYJIUTO

* JIMArHOCTHKA MUKPOCKOMMYECKOTO MOJUAaHTUUTa U cunapoma Yapra-Crpaycc;

* JIMarHOCTHKa OBICTPONPOrPECCUPYIONIETO MIOMEPYIOHE(PUTA U OCTPON MOYEUHO
HEJOCTAaTOYHOCTH;

* nuddepeHnranbHas JUarHoCTUKA MOJTUHEUpOaTu.

HWuTepnperanus pe3yibTaToB | EQMHUILI H3MEpEHHS: OTHOCUTCIbHBIE CAMHUILI (OTH.e1/MII).

Pedepencubie 3naueHus: <20 oTH.ea/MiI.

[1o10XXHUTEIBHO: BBIABICHUE JUATHOCTHYSCKUX TUTPOB aHTUTEN K MHUEIIOIIEPOKCH/1a3
CIIY>KHT OTHUM M3 OCHOBHBIX MeToA0B nuarHoctuku AHIA-accomuupoBaHHBIX
BaCKYyJHUTOB U MOJATBEPKAACT AUArHO3 BACKYJINTA.

OTpunareabHO: OTCYTCTBUE TMATHOCTUYCCKH 3HAYMMBIX THTPOB aHTUTEI K
MUEJIONIEPOKCH/Ia3e CHIKAeT BeposaTHOCTh AHI[A-acconimupoBaHHOTO CUCTEMHOTO
BacKyiuTa. B 3TOM cityyae MokeT ObITh PEKOMEH/I0BAHO MCIIOIb30BaHUE UCCIIEIOBA
MaHENIbI0 AaHTHHEUTPOPUIBbHBIX aHTUTEIL.

AHTHUTEIa K MUEIIONIEPOKCHa3€ MPAKTUUCCKH HE BCTPEUAIOTCS MPH BaCKYJIUTaX KPY
cocynoB (aoproaprepunte Takascy, 6one3Hn KaBacaku, THTaHTOKJICTOYHOM apTepH
KpaiiHe PeIKO BBISBIISIIOTCS MPH KIIACCUYESCKOM Y3EJIKOBOM IOJHAPTCPUHTE.




ASCA ( anTuTena k Saccharomyces cerevisiae)

AHTHUTENa HanpaBJIeHbI MPOTHUB OJIUTOMAHHO3HBIX SMUTOINOB KJIETOYHOM CTEHKH ApOoXker Saccharomyces cerevisiae.
Antutena (Ig A, Ig G) ucnons3yrorces g nud@epeHurnaibHON TMarHOCTUKYA BOCTIAIMTEBHBIX 3a00JI€BaHUIM
KUIIIEYHHUKA: I3BEHHOTO KOJIUTA (XPOHUYECKOTO BOCTIAUTEILHOTO 3a00JIEBAHUS TOJICTOM KUIIIKH, MOPAXKAIOIIEE, KaK
PaBUIJIO, CIIM3UCTYIO0 000JIOUKY MPAMOM U JPYTUX OTAEIOB TOJICTON KUIIKH, UMEIOLIEE PELUAUBUPYIOIIEE HIIU
HEMPEPHIBHOE XPOHUUYECKOE TEUCHUE, XapaKTEPU3YIOIIEECs BOCIAJICHUEM U SI3BaMH B BEPXHUX CJIOSIX CIM3UCTOMN
000J104KM 000I0YHOM U MPSIMOM KUIIKK) U 00sie3HN KpoHa (XpOHHYECKOE BOCTAIIMTEILHOE 3a00I€BAHNE KUIIICYHUK
ayTOUMMYHHOM MPUPOIbI, UMEIOLIETO TPAHCMYPAJIBHBIN XapaKTep - 3aTparuBaroillee BCe CIOU KUIIICUHUKA: OOIIUPH
OoYyarv BOCIHAJICHUS KUILIEYHUKA C TPaHyJIEMaMH, pACIIPOCTPAHSIOTCA B TIyOb CTEHKH KUIIKHU. Y YaCTKA BOCHAICHUSA
oosne3nn KpoHa acCuMETpUYHBI U CETMEHTAPHBI (MISTHUCTAS CIIM3UCTAs ), MOTYT MEPEMEKATHCS CO 3I0POBBIMU
y4acTKaMU, B OTJIMYUE OT SI3BEHHOIO KOJIUTA, IPU KOTOPOM BOCIHAJIICHUE CUMMETPUYHO U HETIPEPHIBHO, YACTO C
MOpaXEHUEM MTPOKCUMAJIBHOTO OT/IeJIa MPSMOM KHUIIIKU. ).

Huddepennmponars 001e3Hb KpoHa U sI3BEHHBIN KOJTUT MOKHO ¢ ucrniob3oBanuem aerekiunu ANCA nu ASCA.
Cneunduanoctb ASCA Ig G u Ig A - antuten mis 6one3nu Kpona cocrabmser 95-100%. MccnenoBanus BeISBUIN S
MOJIOKUTENBHBIX pe3ynbraroB Ig G,

u 47% Ig A - ximacca ASCA npu sSi3B€HHOM KOJIMUTE, TOTJa Kak rnpu 0osne3nu Kpona uwysctButensHOCTh 411 ASCA Ig
Ig A — xiacca cocraBisaeT 75% u 60% coorBercTBeHHO. Hanmuuue arunuuabsix ANCA (aANCA ) nipu 6ose3nu Kpon
BCTPEYAETCS rOpa3/io Peke, 4yeM npu si3BeHHOM KosiuTe. Yacrora BeisiBisiemoctd ANCA Bapbupyercst ot 50% 10 909
pu A3BeHHOM Koute, U oT 10% - 20 % npu 6one3un Kpona. KomOnnanus asyx ceponiornueckux tectoB ANCA u
ASCA nenaeT BO3BMOXKHBIMU OBICTPBIN, HEMHBA3UBHBIN TU(dEepeHIInaTbHBINA TUarHo3 Mexay 0osie3Hbio KpoHa u
SA3BEHHBIM KOJIUTOM.




MarepuaJj 1J1sl HCCJIEeA0BAHUS: CHIBOPOTKA KPOBH.
IloaroroBka K MCCJIeI0BAHUIO: HE TpeOyeTCHl.
HopmatuBHbie 3HaueHus: 0-10 ME/mn.

CpokH U3roToBJieHHsI aHAJIM3a: 1 pabounil JCHb.
Iloka3zaHue K HA3HAYCHUIO:

* SI3BEHHBIN KOJIUT

« HAK (Hecneuuduueckuil s3BEHHBIN KOJIUT)
* bonesnp KpoHna.




AHTHTEA K HHCYJauny (IAA).

- (OnpeneneHue ypoBHS aHTUTEN K dHIOTCHHOMY MHCYJIMHY U IIpernaparaM UHCYJIUHA).

AHTHUTENA ONPENIEIIOTCS B CHIBOPOTKE KpoBH 00JbHBIX CJI 1 THMA eliie /10 TOro, Kak UM Ha3HayeHa Teparnus
MHCYJIMHOM, TPAKTUYECKH Y BCEX OOJBHBIX, MOTYyYaIOMINX UHHEKIIUN UHCYJINHA.

Ota rpyIina aHTUTeN OObIYHO TipeacTaBieHa Ig G, pexe BcTpeuaroTces Ig M-BapuaHnTsl, eiie pexe Ig E - 00b14HO €
HAXOJAT B CBIBOPOTKE OOIBHBIX, C MIPOSIBICHUAMU OOIIUX U

MECTHBIX aJUIEPTUYECKUX PeaKInil. Y OOJIbHBIX CaxapHbIM JUa0ETOM,

NOJIy4YarOIIUX UHCYJIUH, JIe4€OHbIN 3(PHEKT MOCIEeTHETO MTOCTENEHHO CHUYKACTCSA B

pe3yibpTare 00pa3oBaHUsI aHTUMHCYJIUHOBBIX aHTUTEIN, 0COOCHHO TTPHU

IPOJIOIKUTEIIbHON MHCYJIMHOTEPANIUH WIIM TTPU HEOOXOAUMOCTH yIIOTPEOICHUS

MAaCCUBHBIX CYTOYHBIX /103 TOpMOHA. MOJIEKY/Ibl HHCYJUHA HE SABISIOTCSA

HOCHUTEJISIMA MHJVUBUIYaTbHO-CIENU(PUUECKUX CTPYKTYPHBIX KOH(PUTYpALIU,

MOATOMY aJIJI0- M ayTOCEHCUOMIIM3AIIUs OpraHu3Ma MPeICTaBIsIeT €AUHOE

MOHATHE.

AHTHUTENAa K HUHCYJIMHY UMEIOT YETKYI0 Koppensanuto ¢ Bo3pactoM. Eciu C/I 1 Tuna Bo3HMKAET y peOeHKa B BO3pac
1o 5 net, B 100% ciydaeB y Hero oOHapy»kuBaetTcsa antutena. Eciu sxe C/] 1 BO3HUK y B3pOCIOro, aHTUTENA
BBISBJISIOTCSA pUMEpHO Y 20% OO0IbHBIX.

[Tpumepno y 43-40% O6onpnbix C/] 1 TUMA CEIBOPOTOYHOE COAEPKAHUE AHTUTEN K MHCYJIMHY MOBBIIIEHO.




CyllecTBYET TOYKA 3pEHUS, YTO Y JIUII, UMEIOIIUX B KPOBU BCE TPU (POPMBI

aHTUTEN, OBICTPEE PA3BUBACTCS MOJHBIM MHCYJIMHOBBIN AESPUILIUT, OTCYTCTBYET
BO3MOKHOCTb JaXK€ MPEXOAAIICH PEMUCCUH.

Haunbonpliiee KTMHUYECKOE 3HAYCHUE TaHHBIN MapKep UMEET B JETCKOM BO3pAcTe: y IOHBIX
MAIMEHTOB C BIIEPBBIE YCTAaHOBICHHBIM CJ] /10 Hauana MHCYJIMHOTEPAIIUU BBISIBJICHUE
AHTUTEJ K SDHIOTeHHOMY MHCYJIUHY gocturaet 100%.

OnpeneneHne aHTUTE K UHCYINHY HEO0OXOIMMO:

a) y 0onbHbIX CJI I THIa 17151 BBISIBJICHUS CIy4acB HUMMYHOJIOTUYECKOU
WHCYJIUHOPE3UCTEHTHOCTH, MOJTBEPKACHHUS CIIy4acB BBIPAOOTKH aHTUTEII K
IPUMEHAEMOMY TPEINapaTry TOpMOHA Y KOHKPETHOTO MAIIUECHTA;

0) y mauuenToB ¢ CJI Il Tuna 11 moATBEPKACHU HAIMYUA Ay TOUMMYHHOM AECTPYKIIUH
OCTPOBKOBBIX KJIETOK ITOIPKEITYTOYHOM KEJIE3bI, YTO C BBICOKOM CTENEHBIO JIOCTOBEPHOCTH
PEJCKA3bIBACT HACTYIUICHUE CYIb(PaHUIaMUIOPE3UCTEHTHOCTH, CIIY)KUT OCHOBAHUEM JIJIA
Ha3HadYeHus npenaparoB nHcyauHa pu C/I I tumna;

B) JiJIs1 TporHo3upoBanus pazputusa CJ I Tuna: MHCYIMH OTHOCUTCS K O€TTa-KJIECTOYHBIM
aHTUT€HAM, AHTUTENA K KOTOPBIM BBIABIISIFOTCS B KPOBH MOAABIIAIONIETO OOIBITMHCTBA
OOJIBHBIX 3a 5-8 JeT 10 MaHU(ECTAMN KIMHUYECKUX MPOSIBIICHUN HAPYIICHUSI
yIJIEBOAHOIO OOMEHa.




MarepuaJ AJis MCCJIEOBAHMS: CBIBOPOTKA KPOBH.

IHoaroroBka K uccaeq0BaHuI0: 3a00p KPOBU MPOU3ZBOAUTCS HATOIIAK.

HopmaTuBHbIEC 3HAYCHUSA:

Hopma: 0-5 ME/mu.

IHoporoswbie 3Hauenusi: 5-10 ME/mu.

IHoBbimeHHOE 3HaYeHune: >10 ME/MJL.

Cpoxu u3roroBjieHusi anajauza: 1 pabouuii 1eHb.

IToxa3aHue K HA3HAYEHHIO:

* BrisiBiieHue mpenpacnonokKeHHOCTH K UHCYyIUH3aBucuMomMy auadety (U3]1).

* CKpUHUHT TPYII pUCKa UHCYJIUH3aBUCUMOTO 1uabera.

* KoHTpOJIb 32 JIEUEHNEM UHCYJIMHOM.

IoBbIlIEHNE 3HAYCHU N

AHTUTEeNa K UHCYNUHY [gG-TUTpP, MOKET OBIThH MOBBILIEH Y OOJIbHBIX C BIEPBBIE BBIABICHHBIM CaXapHbIM JUa0eToM (T.€.
HEJICYEHHBIX HHCYJIMHOM). DTO CBSI3aHO C TMIIEPUHCYIMHEMHEN B HAYaIbHOW CTAINU 3a00JI€BaHUS U PEAKIUEN

UMMYHHOU cucteMbl. [1oaTOMy onpenesnieHre aHTUTEN K MHCYJIUHY MOXKET OBITh UCITOJIB30BAHO JIJISI TUArHOCTUKU
HavYaJIbHBIX CTaAuM IuadeTa, ero 1e0rTa, CTEPThIX U aTUIIMYHBIX (OPM.




Kon

AYTOAHTHTENA K AHTH- | AHTHreH

reHaM

KauHHueckoe
MNPHMCHCHHE

AR CHBE WHIMOSUOROT HeCAC

Tupcor1o0vinn (mory
kKo u., MDA)

Tupeonepoxkcunasa
(moaykeand., MOA)

b-Hp XOCHMOTO, MUKCCICMA
(aTpodu1TepHonHT), O-HE
I'pelinea, nepBUYLILI rULIep-
THPEOHTHAM, THPEOTOKCHKO3

To xe

L HpRyIHpyIONMHi R-1511
PELRUTOP K TUPEOTPO-

mHY (R-TSH)

h-HE | pelipca, HeoHaTATEHBIH
THUPEOTOKCHKO3

MukpocoMma IbHBIH
AHTHI€H

b-HE XOCHMOTO, HIHONATH-
TecKast MUKCeeMa, THPeOu-
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AHTHTHPEOH/IHbIE AHTHUTEIA B ITHATHOCTHKE AYyTOMMMYHHBIX
3200J1€BAHNH INMATOBHIHOH KeJie3bl.

- IIpm ayrTouMMyHHOI TTaTOJIOTHH IIIUTOBUJIHOM KeJIe3bl COOCTBEHHBIC IMMQOIUTHI MIPOIYIIUPYIOT
dakTops! (TUMOOKUHBI 1 UMMYHOTJIOOYJIUHBI), KOTOPHIE BO3/ICUCTBYIOT Ha KJIIETKH 3TOW TKAaHH, BBI3bIBAS
B HeMl Mmopdosiornueckue v GyHKIIMOHAIbLHBIC W3MeHeHus1. Hanbomee pacnpocTpaHeHHBIMU
ayTOMMMYHHBIMU 3a00JICBaHUSIMH IIIUTOBUTHOM Kee3bl ABistoTcs Auddy3HbINd Tokcudeckuit 300 (T3)
U ayTOUMMYHHBIN THpeonaut (AUT).

- M3BeCTHO HECKOJIBKO OpraHOCHeM(UUECKUX AaHTUTEHOB NIUTOBUIHOM JK€JI€3bl, TPOTUB KOTOPHIX
BbIpabaThIBatoTCs anTuTena. Hanbonee nzyuensl Tupeornnooynud (T17), Tupeonanas nepokcuaasa (TI10),
SIBJISTFOIITAECS] OCHOBHBIM KOMIIOHEHTOM MHUKPOCOMaJIbHOMN ()paKIIMU TUPEOLIUTOB, U PEIETITOPHI K
TUpeoTponHOMY TopMony (p-TTT).

- AyToanTtuTena K TupeonioOynuny (antu-TI") gaiie oTHOCATCS K UMMYHOTII00yIMHaM Kiacca G, pexe — K
MMMYHOTII00yIMHaM Ki1laccoB M u A. B ChIBOpOTKe 310pOBBIX Jtofei anTu-T1" comepxarcs B
koHIeHTparuu 10 1,5 Mxr/n (50 En/n). bonee Boicokoe conepxkanue anTu- 11" CBUAETEIBCTBYET O
MOCTYIJIEHUH TUPEOTIO0YIMHA B KPOBb, UTO SIBIISICTCS PE3YIbTAaTOM JIECTPYKIIUM TUPEOITUTOB
BCJIEACTBUE KaK OPraHOCHIEeM(PUIECKOTO, TaK U HeCTIEIU(DUUECKOTO MpoIecca B IMUTOBUIHOMN Keje3e, B
TOM YHCJI€ ayTOMMMYHHOTO. MHOTHE aBTOpBI pacCMaTPUBAIOT MOBbIIIEHUE aHTU-TT" Kak
HecneupUuIecKui MoKa3aTeb MaToJIOrHYeCcKOro Mpoliecca B IMTOBUIHOM jKelese.

- Boicokue koHnentpanuu antu-T1 (a Takke antu-TI1O) xapakTepHbI 1J11 XPOHUUECKOTO TEUCHUS
TUpeouanTa XacCUMOTO. AOCOTIOTHBIM MTOKAa3aHUEM JIJISl OpeiesieHns aHTH- 11" (B KOMILIEKCE C
onpenenenueM TI) siBasieTcsa nocneonepaiuoHHOE BeAeHUE OOIbHBIX BRICOKOAN((EPEHIIMPOBAHHBIM
PAKOM IIMTOBUIHOU JKEJIE3BI.




- YHacts anTuTea Kk peuentopy TTI' (antu-pTTI, a-RTSH) MoxeT okaszsiBaTh AerictBue, mogooHoe TTI, u cBSI3bIBaTHCS C pelenT
TTT, a npyrast yacTh cBsi3biBaeT cBOOOIHBIA TTT B chiBOpoTKE KpoBU. [IpoAyKIIHs aHTUTENT MOXKET MHIYLIUPOBATHCS TP BUPYCHOM
MH(EKIMY WY MPU CBSA3BIBAHUM BUPYCa C PELETITOPOM.

a-RTSH nenar va Tpu rpynist:
1) anTUTENA, CBI3bIBAIOIIMECS C perenTopoM u umutupyomme pyakiuto TTI — tupeonactumynupyromuii uMmyHorioOynuH (TCU,

2) aHTUTENA, KOTOPBIE CBSI3BIBAIOTCS C PELENITOPOM C OOJIBIINM CPOACTBOM, YeM npupoansiil turan (TTD), B pe3ynbsrare 4ero Tupeo
KJICTKH TMOCTOSHHO CTUMYJIUPYIOTCs, ypoBHU T, 1 T, BO3pacTaroT — INIMTENBHO eHCTBY oMMt TUpeonaublit crumyssitop (AATC, LL

3) aHTHTENA, KOTOPBIE CBA3bIBAIOTCA ¢ TTI -perienTopom u TeM caMbIM OJIOKUPYIOT OMOJIOTHYECKYI0 aKTUBHOCTD TTT 1Mo ctumymsim
HIUTOBUIHOM KeJie3bl (CBSI3bIBAIOIIMECS C PELEITOPOM HHTHOMPYIOIINE AaHTUTENA WA TUPEOU-CBA3BIBAIOIINE HHTHOMPYIOIINE aHTH
TBI, BAt). TBI u TSI onpeaensitor B 3KCIIEPUMEHTE 1n VIVO C UCIIOIb30BaHUEM KJIETOK WJIM TKAHU IIUTOBUIHOM KEJIe3bl )KUBOTHBIX.

- Onpenenenue o-RTSH npumenstor npu quarHoctuke 1ud@py3Horo Tokcuueckoro 300a. B HauanbHOM cTaguu runeptupeosa a-RTS
oOHapy:xuBaeTca B 80—85% cimydaeB, Ha O0j1ee MO3AHUX CTAAUSAX 3a00JIEBaHUSl YPOBEHb aHTUTEN cHUXkaeTcsa Ha 40—60%, npu
BBI3JIOPOBJICHUH OHU UCYE3AIOT. Y MALUEHTOB C 3YTUPEOUIHBIM 3000M, OCTPBIM, MOJAOCTPHIM U XPOHUUYECKUM TUPEOUIUTOM 0-RTS
BBISIBIIAIOTCS HE Ooiiee ueM B 10% ciydaeB. [lokazanus k onpezaenenuto ayroanturen K peuentopy TTI': runeprupeos tuna quddy
TOKCHUYECKOT0 300a, 3yTUPEOUIHBIN 300 (BCE CTaANMU TUIEPILIA3UU IIUTOBUIHON Kele3bl, KpoMe (PYHKIIMOHAIBHO aKTUBHOM aJICHO
BPOXKJICHHBIM TUIIOTUPEO3, U depeHnanbias IMarnocTika Aupy3Horo TOKCHYECKOro 300a 1 ay TOMMMYHHOT'O TUPEOUIUTA.

« Aymoanmumena K mupeouoHvblM MUKPOCOMANbHbIM anmuzenam (anmu-TM) B 0CHOBHOM npeAcTaBieHbl antutesnamu K TI1O.
Uccnenosanue antu-TIIO Oonee mokazaTenbHO AJisl AMATHOCTUKY ayTOUMMYHHOTO TUPEOUINTA, YEM OmpeesieHue auTh-TM. AHT
K TIIO npucyTcTBYIOT B KpoBU 5% 310pOBBIX MY 4UH U 10% 310pOBBIX KEHIIMH B Bo3pacTe 10 S0 jieT. Bricokas KOHLIEHTpaIys
anturen K TI1O nabmonaercs npu tupeouiute Xacumoto (qyBcTBUTEILHOCTH 90—100%). ITpu IT3 yposens antuten k TITO
noBbimaercs B 40—60% cirydaeB U B MEHBILIEM TUTPE, YEM MPHU AKTUBHOW CTaanu TupeonauTa Xacumoto. [lokazanus k onpenene
anTu-TIIO: ayTOMMMyHHBIN TUPEOUIUT, TUTIEPTUPEO3 Y HOBOPOKJIECHHBIX, BPOXKJACHHBIN TUIIOTUPEO3, SYTUPEOUIHBIN 300 (TIpu
KOMITIEHCUPOBAHHOM CTaJiNKU 0a3e/10BOi 00JI€3HU OTHOBPEMEHHO peKoMeHayeTcs onpenesth o-RTSH).



I1aHeJ b ayTOAHTHUTEJ IPU AYyTOUMMYHHBIX 3200/1eBAHUSX
neyeHu(MMMYHo00J10T) - AMA-M2, M2-3E, SP100, PML,
GP210, LKM-1, LC-1, SLA/LP, SSA/RO-52

- JIaHHBIN TECT MPEACTABIAECT OJHOBPEMEHHOE UCCIEAOBAHNE AyTOAHTUTEN K aHTUTEHAM
AMA-M2, M2-3E, Sp100, PML, gp210, LKM-1, LC-1, SLA/LP, SSA/Ro-52,
UCIIOJB3YIOIINUXCA B JIJAOOPATOPHON THMArHOCTUKE ayTOMMMYHHBIX 3a00JI€BaHUM TTEYEHH —
ayTOMMMYHHOTO TellaTUTa U MepBUYHOro OnmuapHoro nupposa. (Kauaunueckue
KOPPEISALNU ayTOAHTUTEI, KOTOPBIE BXOJAT B JAHHYIO MTAHENb, IIPUBEICHBI HUXE B
Ta0nuiie « OCHOBHBIE 3a00JI€BaHUs, CBSI3aHHBIE C BBISIBJICHUEM aHTUTEJ MaHeIu
ayTOMMMYHHBIX 3a00JICBaHUI TICUCHN).




Iloozomoexa CrnenuanbHas MOATOTOBKA He TpeOyeTcsi. PekoMeHayeTcs B3sITUE KPOBU HE paHee YeM depe3 4 yaca mociie nociaegHero
npueMa Mullly.

Pannss quarsoctuka u quddepeHimanbias 1MarioCcTUKa rernaTuToB.
JlnarHocTuka ayTOMMMYHHOTO TenaTUTa.

JlnarHocTuka nepBUYHOTO OHUIMAPHOTO MUPPO3A.

MonuTtopuHr 3¢ (HEKTUBHOCTH TEPAUH.

[Iporno3upoBanue 000CTpeHU 3a00IeBaHMUS.

Ilokazanus

OO0 OCOd3

Humepnpemauyua Ennauusl u3mepennsi B Hezapucumoii 1adoparopun UHBUTPO:

pe3yiibmamoes MHTEHCUBHOCTD OI[EHUBAETCS KOJTMYECTBOM IUTKOCOBY («B KPECTax»).
PedepeHcHble 3HAYEHUS: AHTUTENIA K COOTBETCTBYIOIIUM O€JikaM HE 0OHApPY>KEHBI.
NuTepnperanus:
TecT KauecTBEHHBIHN, Pe3yabTaT NPEACTABIAIOT B (hopMe «OOHAPYKEHO» W «HE 00HapyxkeHo». [Ipu oOHapyxeHun
MOJIOCHI, XapaKTepU3YIONIeH HATM4KMe KaKOT0o-JIM00 BU/1a AaHTUTEI, MTHTEHCUBHOCTh OKPACKH 3TOM MOJIOCHI JOTIOJHUTEIBHO
OMUCHIBAIOT KOJIMYECTBOM ILTIOCOB («KPECTOBY) JJISl Ka’KJOTO U3 BBIABICHHBIX BUJIOB AHTUTEJI. YBEJIUUYEHUE CTEIICHU
MO3UTUBHOCTU KOCBEHHO OTPAXKAET coAeprkanue U ap(UHHOCTh ayToOaHTUTEN. BapuaHThl pe3ynbrara OLUEeHKH
CEpPONO3UTUBHOCTH ITPUBEICHBI HUXKE:
AHTHTENIa HE 0OHAPYKEHBI;
+ - HU3KO€ COAECP)KAHUE ayTOAHTUTEIN K CIEHU(PUIECKOMY aHTUTEHY;
++ - cpeaHee coepKaHue ayTOAHTUTEN K CIEIM(UUECKOMY aHTUTEHY;
+-++ - BBICOKOE€ COZIEpKaHKME ayTOAHTUTEI K ClIEHU(PUIECKOMY aHTUTEHY.
Hepenko B ogHOM OMoMaTepuaie MOXET ObITh BBISIBICHO HECKOJIBKO CIENU(PUIHOCTEN aHTUTEN IIPU Ay TOUMMYHHBIX
3a00J1€BaHUSAX [IEYECHHU.



OcHoOBHbIe 3360neBaHVIFI, CBfi3aHHbIEe C BbisABIIeHUeM aHTUTe I nNnaHenu
dYTOUMMYHHbIX 3aboneBaHNUN NeYeHn

AHTHIeH
3Havenue
ayTOAHTHTEJ

AMA-M?2 OCHOBHBIE ayTOAHTHUTEJIA IPU IEPBUYHOM OMIIMAPHOM LUPpO3e. SBISIOTCS OCHOBOM CEPOIOTHUECKON AMArHOCTHK
3a0oseBaHusl.

M2-3E AHTHUTENA K OCHOBHOMY 3MUTONY AHTUMHUTOXOHJIPUAJIBHBIX aHTUTEN 2 Tuna. BcTpedarorcs coBmectHo ¢ AMA
OOJIBHBIX MEPBUYHBIM OUITUAPHBIM LIUPPO30M, UX BBISABICHUE YBEIMUHNBAET UyBCTBUTEIBHOCTH OOCIIEIOBAHMUS.

Sp100 AHTHIeH aHTUHYKJICApHBIX aHTUTEJN MPH MEPBUYHOM OWJIMAPHOM LIUPPO3€, XapaKTepeH THUIl CBEUECHUS «TOYKU B

P Moxet BcTpeuaTbesi B AMA-HEraTuBHbIX Cilydasx.

PML AHTHIeH aHTUHYKJICAPHBIX aHTUTEIN MPH TMEPBUYHOM OWJIMAPHOM LHPPO3€E, XapaKTepeH THII CBEYCHUS «TOYKU B
Moxet BcTpeuaTbesi B AMA-HEraTuBHbIX Ciiydasix.

gp210 AHTHTeH TOMOTEHHOTO THIIa CBEUYCHHUS siipa IpH OuitmapHoM nuppose. MoxkeT Bctpedarbesi B AMA-HEraTuBHBIX CJT

LKM-1 Ceponornueckuii Mapkep ayTOMMMYHHOTI'O reniaTuTa 2 TUIa, KOTOPBIA MPEUMYLIIECTBEHHO BCTPEUAETCS Y JETEH 110
Penxo BeisiBIIsAtOTCS ITpU BUpycHOM renarure C.

LC-1 OOBIYHO ayTOAHTUTENA K ’TOMY aHTUT€HY BCTPEUaloTCs COBMECTHO ¢ aHTuTenamu k LKM-1 npu ayrouMMyHHOM re
2-ro THUIA.
OCHOBHOl CEPONIOrMUECKUI MapKep ayTOMMMYHHOI'O Te€llaTUTa 3-ro TUIla, KOTOPbIN BBIABIAETCS y B3pocibIX. [JaHH

SLA/LP ayTOAHTUTEJl HE BCTpeyaeTcs MpH JPyrux 3a00JIeBaHUSIX U BXOAUT B ACHCTBYIOLIME KPUTEPUU ayTOUMMYHHOTO Te
2008 .
BoisiBnsieTcss npu pa3ivuHbIX ayTOMMMYHHBIX 3a00J€BaHMSIX, Yallle IPU CUCTEMHOW KpacHOM BOJYaHKE U €€ K

SS-A (Ro52) dopmax, CHCTEMHBIX PEBMATUYECKUX 3a00J€BaHMSIX, PEBMATOMIHOM apTpPUTE, ayTOMMMYHHBIX 3a00JI€BaHUSX I

WH)EKITMOHHBIX 3a00JICBAHMSX U T.1.




AHTHUTEJIA K ACHAJIOIVIMKONPOTEHHOBOMY peunentopy, IGG

Tecm ucnojib3yrom 6 OuazHoOCmuKe aymoumMmyHHO20 cenamuma

- ACHaJIOTITMKOIIPOTEHMHOBBIN PEIENTOP IKCIPECCUPYETCs KIeTKaMM redyeHrd. OCHOBHOM ero (yHKIUeh
ABIISIETCS CBA3BIBAHUE TTIMKOIIPOTEUHOB CHIBOPOTKM KPOBM C MOCIEAYIOLIMM SHIAOLMTO30M. MeCTOM €10
MIPEUMYILIECTBEHHON 3KCIPECCUM SBJISIOTCS MEPUNTOPTATIBHBIE T€HATOLUTHI.

- AHTHUTENA K aCHAJOTIMKOIIPOTEMHOBOMY PENENTOPY BBIABIAIOTCS y 60-80% O0JBHBIX ¢ Ay TOUMMYHHBIM
renatuToM 1-ro v 2-ro TUMOB B A€0I0TE U TPU 000CTpeHUHU 3a00aeBaHus. YacToTa OOHAPYKEHHS TAHHBIX
ayTOAHTHUTEII IPHU peMuccuu 1 3ppekTuBHON Tepanuu Heckoiabko HIke (0-30%). AHTHTENA K
ACHUAJIONJIUKOTIPOTEMHOBOMY PEILIENITOPY, BBISBISIEMbIE C TOMOIIBIO UMMYHO()EPMEHTHOTO TECTA BTOPOU
reHepalu, PEJIKO BBISBIISIIOTCS NP JPYTUX ayTOMMMYHHBIX 3a00JIEBaHUSX, TOATOMY UX CIIETyeT
paccMaTpuBaTh B KAYECTBE CIENM(PUUECKOTO MapKepa ayTOMMMYHHOTO T€NaTuTa. YPOBEHb aHTUTEIN K
aCHaJIOTJIUKOMPOTEMHOBOMY PELIENITOPY KOPPEIUPYET C aKTUBHOCTHhIO ayTOMMMYHHOTI'O TelaTuTa,
KOHIIEHTPAlUEe TpaHCAMUHA3 U TUCTOJIOTUYECKUMU OTKJIOHEHHSIMH, OLIEHKA UX COACPKaHUSI MOKET
UCIIOJIb30BaThCS JIJI1 MOHUTOPUHTA 3 (PEKTUBHOCTH TEPANMU U MPOTHO3UPOBAHUHN 000CTpEeHUM 3a00IeBaHU.




Iloozomoexa CrnenuanbHas MOATOTOBKA He TpeOyeTcsi. PekoMeHayeTcs B3sITUE KPOBU HE paHee YeM depe3 4 yaca mociie nociaegHero
npueMa Mullly.

Ilokazanusn 0 Pannsas nuarnoctrka u quddepeHnuanbHas THarHoCTHKa TeIaTuTOB.
0 JlmarHocTHMKa ayTOMMMYHHOTO T€IIaTHUTA.
0 MonutopuHr 3pPEKTUBHOCTH TEpaIUu.
0 TIIporro3upoBaHue 000CTpeHMI 3a00ICBaHUS.

Humepnpemayua Ejpunnubl ndmepenusi B HesaBucumoii sadoparopun UHBUTPO:ko3DduiiMeHT NO3UTUBHOCTH.
pesyromamos Pedepencubie 3HaUeHUA:

<0,9 - HopMaJIbHOE 3HAYCHHUE;

0,9-1,1 - norpaHMYHOE 3HAYCHHUE;

>1,1 - TIOBBIIIIECHHOE 3HAYCHUE.

HNurepunperanus

OOHapyXeHHUE aHTUTEN K aCHAJIOTIMKOIIPOTEMHOBOMY PEIENTOPY YKa3bIBAET HA BHICOKYIO BEPOSTHOCTh

ayTOMMMYHHOTO Tenatuta. CHH)KEHUE TUTPa YKa3bIBa€T Ha YCICIIHYIO TEPANUI0 U PEMUCCHUIO 3a00JIeBaHUS.




AHTHTEJIA K IIIaJAKoN MyckyJaarype, IgG+A+M (Smooth
Muscle Antibodies, SMA, ASMA, IgG+A+M)

- AHTHTENA K magkor myckyiaarype (SMA) HampaBieHbl IPOTUB CTPYKTYP LIUTOCKEICTA
(aKTHH, TPOIIOHHMH, BUMEHTHH, TPOIOMHO3KH). Bricokue Tutper SMA (> 80)
XapaKTePHBI OOJIBIIEH YaCThIO JJIs1 XPOHHUYECKOIO aKTUBHOIO IeIaTUTa, CPEAHUE TUTPHI
SMA (40 - 80) MoryT HaOIIOIATHCS IPH OCTPOM BHPYCHOM TCIATHTE, B CIIy4asx
MEePBUYHOrO OMJIMAPHOTO LIMPPO3a.

[TpucyrcrBue SMA n ANA (aHTHHYKJICapHBIC aHTUTEIA) XapaKTESPHO IS
ayTOUMMYHHOTO TeraTuTa 1-ro Tumna («KJacCHYeCKUil ayTOMMMYHHBINA TeIaTHT,
«ayTOMMMYHHBIH XpOHUYECCKUN aKTUBHBIA TCIAaTUT», «TFOTIOUTHBIA TeIaThuT?).
CepoJIoOTHYEeCKOE TECTUPOBAHUE SIBIIIETCSI OOHUM U3 BAYKHBIX TANOB
muddepeHImanbHON TUArHOCTUKYA ayTOMMMYHHOIO TelaTuTa, KOTopasi CTPOUTCH,
OJTHAaKO, OOJIbIIIE HA OTCEYECHUM JPYTUX BO3ZMOXKHBIX IMIPUUYUH 3a00JI€BaHU.




- CHEKTp BBISBISICMBIX ayTOAHTHTE JICKHUT B OCHOBE KJIacCU(HUKAIIMKM ayTOMMMYHHBIX IelIaTUTOB (aHTUTEA K
MHUKPOCOMAaM IE€YCHHU U MMo4eK). IIprOIM3nuTEeIbHO Y MOJOBUHBI MAIIMEHTOB ¢ 8y TOMMMYHHBIM FC€aTHTOM 1-
tumna orMevaetcs Hannuue ogHoBpeMeHHO SMA u ANA, tonsko SMA — y 35%, Tonpko ANA —y 15%
narueHToB. Iloka3zaHo, 4TO MpU ayTOMMMYHHOM renarute 1-ro tumna SMA npenMyIecTBEeHHO HalpaBIICHbI
npotuB F-akTuHa (B MCCICIOBAHUN METOIOM HEIPSIMONW HMMYHO(MIFOOPECIICHIIMK OHH HE
auddepeHIUpYIOTCs cpeau Apyrux Buaos SMA).

B Xo01¢ *MMYHOCYIIPECCUBHOM TEpanuy HalliCHTOB ¢ ayTOMMMYHHBIM T'€lIaTUTOM 1 B OOJIBIIMHCTBE CIy4YacB
HaOmomaercs ucuesHopernre SMA n/umu ANA. Ho TuTpel aHTHTE IPH TICPBOHAYAILHOMN ITOCTAaHOBKE
JIMarHo3a, a Tak)Ke CEPOIOTMYSCKHI CTAaTyC B XOJC JICUCHHUS, HE IMMO3BOJISIIOT MPeCKa3aTh UCXOJ MOCTE
npekpamenus Tepanuu. [Tomararor, uto SMA nu ANA He BKITIOYEHBI HEITOCPEICTBEHHO B IIATOI'CHE3
ayTOMMMYHHOTO TeraTuTa 1 THIa, ¥ [ICHHOCTh 3THX TECTOB CKOPEe IMarHOCTHYECKas, YeM IMPOTrHOCTUYECKAL.
SMA w/wimm ANA M0xHO HAOI01aTh B HEKOTOPBIX CITydasx XpoHH4Yeckoro remnatuta B u C, o0bIuHO B
HEBBICOKHMX THUTpaX.

C TOYKHM 3pCHHUS KIMHUYCCKUX KOPPEIAIUi, Tepanus HHTepPepoHOM-aibda y TaKuX HalUeHTOB,
cpaBHHTEIBHO ¢ nanueHTaMu 0e3 ANA min SMA aHTUTEN, HHOTIa MOXKET CIIPOBOIIMPOBATH
CaMOOI'PaHMYUBAIOIIEECs ayTOMMMYHHOE PacCTPOMCTBO. 3HAYUMOCTh HeOobIuX THTPpoB SMA (1:20-40)
HESICHA, TAKKE TUTPHI MHOTAA MOTYT HAOIIONAThCS B TOMYJISIIMK 370POBBIX WHIUBHYYMOB.




IMoaroroBka ChnenuajibHasi NOATOTOBKA He TpedyeTcsi. PekoMeHayeTcsi B3siTHe KPOBH He paHee 4eM depe3 4 yaca mocJje
MocJieIHEer0 NpueMa Mmuiim.

Ilokasanus [ B kommuiekce ucciieqoBaHui Il TUarHOCTUKH ayTOMMMYHHBIX I'€ITaTUTOB.
[ CkpuHHHTOBOE 00CIICIOBAaHNE MAITICHTOB C XPOHHYECKUM rermatutoM B u C mepen HavaaoM Teparuin
UHTEPPEPOHOM.

Hnrepnperannsi  Epmnuubl udmepenns B HezaBucumoii 1aboparopuu HHBUTPO:TuTpBI.
pe3yJIbTaToB Pedepencubie 3nauenusn: < 1:40 (orpumarejibHo).

IHonoxureabHO:

1. ayromMmmyHHBIN renatut 1 tumna (70% manueHToB, OOBIYHO BBICOKHUE THUTPHI);
2. BUpPYCHBIE IrENaTUTHI;

3. UHQEKIMOHHBI MOHOHYKJICO03;

4. OHKOJOTHYECKHE 3a00JICBaHMS;

5. PEIKo — y 3M0pOBBIX JOACH (HM3KHE THTPHI).
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microsomal type 1 antibody, anti-LKM1)

« Mapxép aymoummynHoco eenamuma 2-20 muna.

AyToaHTHUTENAa K MUKpOCOMaM TedeHH U nmovek 1 tuma (anti-LKM1)
ABJISIFOTCS XapAKTEPHBIM CEPOJOTUUECKUM MPU3HAKOM ayTOUMMYHHOIO
rernarurta Tumna 2. DTOT TUI aHTUTEN BIIepBble ObUT OMUCAH B
MCCIIEIOBAHUAX C UCIIOJIb30BAHUEM METO/1a HEMPAMOMN
UMMYHOQIIIOOPECIICHIIMM Ha CPEe3ax MEUYECHU U MOUYEK IPHI3YHOB, T1€ OHU
MPOSIBISLTUCH AU (Y3HBIM OKPAITUBAHUEM IIEITUKOM MTEYEHOYHBIX JOJIEK
Y UCKJIFOUUTENIBHO 3-TO CETMEHTA MPOKCHUMAaIbHBIX KaHAJbLIEB MOYEK.
ITokazano, uro anTureHHou mumeHbio anti-LKM1 anTuTen sBiagercsd
uroxpom P-450 2D6 (CYP2D6), koTopsiii nMeeT He MeHbIIe 4
auHeNHBIX U |1 koH(popmanroHHoro 3nuTonoB. Anti-LKM1 anturtena
MOTYT MPOSIBISATh HEOAHOPOAHYIO YyBCTBUTEIBHOCTh K 3TUM 3IUTOIAM.

AYTOMMMYHHBIH FeNaTHT — PEIKO BCTPEYAIOLIEECS XPOHUUECKOE
3a00JIeBaHKE MIE€YEHH, PACIIO3HABAHKUE 3TOM MAaTOJIOIMHU OYEHb BAXKHO IS
Ha3HAYECHUS aJIcKBAaTHOIO JieueHHs1. Cepoornyeckoe TECTUPOBAaHNE
SIBIISICTCS] OAHUM U3 BXKHBIX 3TANoB AU(PPEepeHInaIbHON JUATHOCTHKU
ayTOMMMYHHOTI'O FenaTuTa, KOTopasi CTpOMTCSI, OJTHAKO, OOJIbIIE Ha
OTCEUEHUHU APYTUX BO3MOXKHBIX MTPUUMH 3a00JI€BaHMsI, TOCKOJIBKY HE
CYLIECTBYET €IUHCTBEHHOI'O TECTA, KOTOPBIH OBl C JOCTAaTOYHON
TOYHOCTBIO U CHEIU(PUIHOCTHIO (KaK B CTydae BUPYCHBIX T'€TIaTUTOB
A-D) no3Bosisis1 HOATBEPAUTH JaHHBIA AuarHo3. CHEKTp BBISBISEMBIX
ayTOAQHTHUTEI JIGKHUT B OCHOBE KJIacCU(PUKAIIMKA ay TOUMMYHHBIX
relaTuToB.

- IlomMumo cinydaeB ayTOMMMYHHOTO renatuta 2-ro tuna, anti-LKM1 an

BBISIBJISIIOT Y HEKOTOPOM YacTH MAIUEHTOB ¢ XpPOHUUYECKUM Ie€laTUuTOM
3aBUCUMOCTH OT peruoHa, ot 0 10 7% manureHToB), 6€3 3aBUCUMOCTH
reHotuna Bupyca. [loBbllieHHas YacTOTa BBISIBICHUS IAHHOTO BUA aH|
y MaIMEeHTOB ¢ XpOHUYECKUM renatutoM C, 1Mo JaHHBIM psifia UCCIE0
ONpeNeNAeTCS MOJICKYISIPHON MUMHUKPUENH HEKOTOPBIX SMUTONOB IIUTO
P-450 2D6 u anturenoB Bupyca renaruta C.

[TpucyrcrBue anti-LKM 1 antuten y HCV-nonoxxutenbHbIX MAMEHTO
MOXKET HE SIBIATHCS MPU3HAKOM BEIYLIEH POJIX Ay TOMMMYHHOIO
KOMITOHEHTA, U Au(depeHIaus Takux BApuaHTOB KpaitHe BakKHA 1T
BbIOOpA Tepanuu (ayTOMMMYHHBIE TeaTUTHI MOJAAIOTCS JICUEHUIO
UMMYHOCYIIpECCOpaMH, BUpYCHBIN renarut C — Tepanuu uHTephepoH
KJIIMHWYECKOM TOUKM 3peHusi, CKpUHUHT Ha anti-LKM]1 anturena
PEKOMEHJ0BAH [0 Hayaja JICYCHHs Y MalMEHTOB ¢ renatutoM C, u, ec
BBISIBJICHBI, HEOOXO/IUM OCOOCHHO BHUMATEIbHBI MOHUTOPUHT, TTOCKO
HEKOTOPBIX CITydasix nHTephepoH-aabha MOXKET JeMaCKUPOBATh, UITU
IIPOBOLMPOBATh AyTOUMMYHHBIE TIPOLIECCHI B TICUECHHU.

JlanpHENIIe UCCIIETOBAHNS POJIM BUPYCHOM SKCIIO3UIIMM B 3aITYCKE
ayTOMMMYHHOTO TIpoliecca, a Takke pa3paboTKa U MOUCK Oosiee

CHeU(PUIHBIX TECT-CUCTEM s AU PepeHInaIbHON JUATHOCTHKU
ayTOMMMYHHBIX T€IaTUTOB MpoaosnkatoTcs. Beipadorka LKM1 anTuT
MOYKET OBITh MHIYLIMPOBaHA HEKOTOPHIMHU JICKAPCTBEHHBIMH MIpenapaT
(THEHAMOM, JUTHIPATIa3uHOM, TaJloTaHOM, (EHUTOMHOM, (heHOOapOuT
KapOama3ernruHoOM).



IoaroroBka CnenuajbHasi IOATOTOBKA He TpelOyercsi. PekomeHnayeTcst B3siTHe KPOBHU He paHee 4eM 4yepe3 4 yaca mocJe
MoCJIeHEro nNpueMa nuiIu.

IToxazanus [ B xoMILIEKCHOM O6CJI€I[OBaHI/II/I AJI1 JTUATHOCTUKH AYTOUMMMYHHBIX I'CIIATHUTOB.

0 CxpuHHHrOBOE 00CIICOBAaHUS MAITUCHTOB C XpOHHYESCKUM rermatutoM C mepe HadanoM JISUCHUS
BBIOOpA MPABUIIBHON TEPANIEBTUUECKON TAKTUKHU.

NuTepnperanus Enununsl udamepenuss B Hezapucumon tadoparopun HHBUTPO:TuTp.
pE3yJIbTaTOB
HNurepnperamus pesyabrara:
e <40 - orpuLATEIBHO.
IHoy10KUTEIBbHO:

* ayTOMMMYHHBIH renatut (2-ro Tumna) - B OOJIBIICH YacTH CITyYacs;
* HWHOIJA y MalKeHTOB ¢ BUPYCHBIM renarutom C, D;

 LKM1-anTurena, MHIyIUPOBAHHBIC TPUEMOM HEKOTOPBIX JICKAPCTBECHHBIX MPEHaparoB (THCHAM,
OUTHpaIa3HuH, TaloTaH, (eHUTONH, (peHoOapOuTa, kKapOaMa3enuH).
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