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Kadenpa rocnuranbHoii tepanuu, BIIT
¢ KypcoM KJIMHU4YecKoil peemaroioruu ®YB BoarI'MY

Cucremnusle BackynuTsl (CB) — rereporennas
rpymnmna 3a0oneBaHuil, OCHOBHBIM MoOpQoornye-
CKMM TPU3HAKOM KOTOPBIX SBJISETCS BOCIAJIEHHE
COCYIUCTOW CTEHKH, a KIMHHYECKHE IPOSBICHUA
ONPEEISIIOTCS THUTIOM, KalMOpOM, JIOKalu3aIuei
MOpPaXKEHHBIX COCYI0B M TSDKECTHI0O MMMYHOBOCHA-
JTUTENbHBIX U3MeHeHu# [1].

Cospemennas wiaccudukanus CB, npunsrtas
B 2012 1. Ha CornacutenbHOW KoH(pepeHIH B
Usnen Xwiie, BeiAenseT ocHOBHbIe rpynmnel CB B
3aBHCUMOCTH OT KajauOpa MperMYIECTBEHHO I10-
paXeHHBIX COCYJ0B (KPYTHbIE, CPETHIE MEIKHE).

Backynutel, acconuupoBaHHBIE C aHTHHEMN-
TPOPUILHBIMU IIMTOIIA3MATHYECKHMU aHTHTEIA-
MU XapaKTepU3yIOTCS MOpPaKEHHEM MENKHX COCY-
noB. K aroif Tpymnme OTHOCATCS: TpaHyJIeMaTo3
c nonuanruntom (I'TIA, Gomesnp Berenepa), »03u-
HOMWILHBIN rpaHynemMaro3 ¢ nomuanruuroM (OI'TIA,
Uepmxa — Ctpocca), MEKPOCKOITMYECKAN TTOMAH-
ruut (MIIA). B ocHOBe BCex HO30JIOTHYECKHIX
($OpM JEKHT HEKPOTH3UPYIOIINI BaCKyJHT, IaTO-
TeHeTHYeCcKH cBs3aHHbI ¢ AHIIA.

3a6oneBaemocts AHIIA-CB konebiercs or
4 no 250 cmygaeB Ha 100 000 HacemeHusI.

IMuk 3aboneBaeMOCTH TPUXOAWTCS Ha 45—
55 ner, My>4HMHBI OOJICIOT HECKOJBKO 4allle, YeM
KeHIuHHI [1, 5].

XOopoIIo U3BECTHBI TeorpaduiecKre pazTHdus
AHIIA-CB, Takue kak HanOoJjiee BBICOKAs PaCIpo-
ctpanenHocTh I TIA 1 yacTOTa aHTHTEN K MPOTEHUHA-
3e-3 (I1P-3) B ctpanax CeBepHoii EBpormbl, Bo3pac-
Tanue yacToTel MIIA, mopakeHus: mo4yeKk W THIEp-
npoaykiuu antuten k MITIO no mepe mpoaBuKeHUs
B I0KHBIE IMPOTHI M cTpaHbl A3un [3].

VYcTaHOBIIEHO, YTO OTJENbHBIE HO30JIOTHYe-
ckue popmer AHIIA-CB (I'TIA u MIIA) umeroT
TCHETHYECKHEe Pa3lInyiusi H Hanbosee CHIIbHBIE acco-
LUalyy  ornpenenstores crnerpduuHocTbio AHITA
(mamuuue antuten k [1P-3 wim MIIO), a He xnu-

HuueckuMu ocodennoctsamu. AHIIA — cemeiictBo
AQHTHUTEJI, HAIIPABJICHHBIX MPOTUB IMEPBUYHBIX I'pa-
HYJI IUTOIIa3Mbl HEUTPO(PHUIOB U MOHOIUTOB,
HauOOJBIIYI0 KIMHHYECKYIO 3HAYMMOCTH IPOSIB-
JIAIOT aHTHUTENA CO CHEM(PUIHOCTRIO K MPOTCHHA-
3e-3 (IIP-3) m muenonepokcuaasze (MIIO). AHIIA
C LIMTOIIA3MATHYSCKUM THIIOM HMMYHO(Iyopec-
nentHoro cBedeHuss (MAHI[A) wim anTHTena
(TTP-3)
u cneruduunsl s I'TIA (6onee 90 %), anTuTena

K MIPOTEHHA3e BBICOKOYYBCTBUTEIBHBI
C TMEpUHYKJIEapHBIM CBEUYEHHEM OOHAPYKHBAIOT
y 30-70 % ©6onbubix OITIA, a mns MITA xapak-
TEepHBI B pABHOM CTEIICHH U T€, U Apyrue [3].

Anturena IIP-3, MIIO — cepomoruueckue
Mapkepsl AHIIA-CB, HO o0OHapyXHMBarOTCSI HE
y Bcex OonbHBIX ¢ CB!

Kpome Toro, 3T aHTHTENA MOTYT BBISBIISITHCS
W TIpH JIpyrux 3a0olieBaHUsIX, HApPUMEpP, TPU TY-
Oepkyinese, Oonesun KpoHa, s3BEHHOM KOJUTE U
T. A. AHLIA MoryT mpucyTCcTBOBaTh B CBIBOPOTKE
KpPOBH Jla’Ke€ B TEPUOJ TOJTHOM KIMHUYECKOH pe-
MHUCCHHU M HE OIpeesaThess npu penuane. Otme-
YyaeTcs HHU3Kas IEHHOCTh IS MOHUTOPHUPOBAHHS
aKTUBHOCTHU OoJyie3nu [1, 5].

AHIJA-CB xapakTepu3yroTcs MOJIHOpPTraH-
HBIM TIOPaXXCHHEM, TeTepOTCHHOCTHIO KIWHHKO-
HMMYHOJOTHYECKHX (HOpM, pasHooOpa3ueM Ipo-
SBJICHUW M Ha BCEX JTanax TpeOyroT KavyeCcTBEH-
HOTO B3aMMOJICHCTBUSI MEX]y MAaIMEHTOM H PEB-
MaToJIOTOM, a TaKKe BpavyaMd JPYTHX CIEeIHallb-
HocTel [3].

B xnmHHYecKOM KapTHHE CUCTEMHBIX BACKY-
JUTOB MOXXHO BBIJICIIUTH HECTICU(UICCKIE CHMII-
TOMBI (JIMXOpalKka, ci1aboCcTh, MOXYIaHHE) U CIie-
nuHUUecKre, B OCHOBE KOTOPBIX — WIIEMHYECKHE
SIBIICHUS B OT/ICIHBIX OPraHaX U TKaHsX.

Paspaboranbl knaccupuKaoOHHbIE KPUTEPUU
s [TIA, OI'TIA, mist MITA — noka He pa3pabora-
HbI (cM. Ta0u. 1, 2) [5].
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Tabnuya 1

Kaaccnpuxanuonnnie kpurepun I'TTA

Hozonornueckas popma

Kpurepun

XapaKTepUCTHKA

Bocmanenue Hoca U TTOJIOCTH pTa

HSBBI, THOIHBIE WIU KPOBAHUCTBLIC
BBIICJIICHUA U3 HOCA

M3meneHnus B JIeTKUX 1pu R-I/ICCJ'ICI[OBaHI/II/I

Y3enku, HHOUIBTPATHI WU TTOJIOCTH

M3menenns aHaIM30B MOYH

I'emarypus (Oonee 5 ap. B 11/3), unu
SPUTPOIUTAPHBIC IIUITHHAPHI B 0CAI-
K& MOYH

I'TIA

BrniepBrie BhIsSIBIICHHBINH BacKyIuT buorcus

I'panyneMaToO3HOE BOCHIATICHHE B
CTEHKE apTEPUH WK B IEPUBACKY-
JIIPHOM M 3KCTPABACKYJISPHOM IIPO-
CTPAHCTBE

Hanuuwne 2 xputepueB u Ooiiee MO3BOJISIET MOCTABUTH IHATHO3 C YYBCTBHTEILHOCTBHIO
88 % u crierduaHOCTHIO 92 %

Tabruya 2
Kaaccnpuxanuonnsie kputepun s II'TIA
Hozonoruueckas ¢popma Kpurepuu XapaKTepucTUKa
BponxuanbpHasg actMa
D03uHOGUITHSA Bornee 10 % ot o61miero uucia JICHKONUTOB

MoHo- niun TIOJIMHCBPOIIATUA

Ilo TUITY «IICPYATOK» U «KIYJITOK»

JICTOYHBIX I/IH(l)I/IJ'H)TpaTOB

Pentrenonornueckue MIpU3HAKN

Murpupyromue Wi IpexosIIue Jier.
UHQUIBTPATHI

[TaTonorus raiMopoBBIX Ma3yx

Bonp nnun PEHTICH. UBMCHCHUA

110 JaHHBIM ouorcuu

DKCTpaBacKyJIsIpHasi 303UHO( IITUS

CKoruIeHns 203MHO(UIOB BO BHECOCYIUCTOM
HPOCTPAHCTBE

Hanuuwme 4 xputepueB u 0ojiee MO3BOJISACT MMOCTABUTH AUATHO3 C UYBCTBHTEILHOCTHIO
85 % u crieruduaHOCTHIO 99 %

3a mocieaHne NECATUIIETHS CYIIICCTBEHHO BH-
nomsMmenwtuchk nenu tepanmuun AHIIA-CB: ot co-
XpaHEeHUs! KU3HU MAIMEHTOB JI0 TIOAICPKAHUS CTa-
OWUJIBHOUM PEMUCCHH, CHIDKEHHS YKciia HeOIaromnpu-
(HP)
KOMOPOHTHOW MATOJIOTHH ¥ IOCTHKEHUS BEICOKOT'O

STHBIX  peaKIui JICUCHHUS,, KOHTPOJISA
KauecTBa JKU3HM. PaciiMpeHre MOTSHIIMAIbHBIX
neneit Tepammu AHIIA-CB Bo MHOTOM cTajio BO3-
MOKHO Oyarojapsi MOSBJCHHIO HOBBIX CTpaTETrHi
nedenwust [3].

Jleaenne AHIIA-CB moapa3aenstoT Ha dTarbl
WHAYKIIMOHHOM, MOAIEPKUBAIOIIECH TEpanuu U Je-
YCHUE PELUIUBOB.

[Toka3zaHUsAMH K TOCIMTAIH3AIMKM OONBHBIX C
CB B npouiibHBIN CTalIMOHADP SBISIFOTCS [S]:

- BIICPBBIC BHISBIICHHBIN BaCKYJIUT;

- OMAaCHOCTh Pa3BUTHS JICTOYHOTO KPOBOTE-
YCHUS,

- OBICTPOIPOrPECCUPYIOIICe YXYAILICHUE (HYHK-
UM TIOYCK;

- mpoTeuHypus doinee 3 r/cyT.;

- (opmupoBanue HeppoTUUECKOrO W HeppU-
THYECKOT'0 CHH]IPOMOB;

- peUANBHPYIOIINE a0IOMUHAITHH;

- IOpakeHHe OpraHa 3peHus;

- nopaxenne [THC.

Jns omeHKH KIMHWYECKOWM aKTHUBHOCTH HC-
MOJIB3YIOTCSI MEXKTYHAPOIHBIE METOIBL:

1. bupmunremckuii mnaexkc aktuBHoctu CB
(Birmingham Vasculitis Activity Score, BVAS);

2. VHIeKc TMOBPEXIEHHS OPraHOB M CHUCTEM
Beaencteue CB (Vasculitis Damage Index, VDI).

B TeueHWM CHCTEMHBIX BACKYIIUTOB BBLICIISFOT
HECKOJLKO CTaJMii, ONPENESIIONIMX XapakTep Mpo-
BOJIMMOM TEPAIMH, €€ MHTEHCUBHOCTH (CM. TalJL. 3).

Cospemennoe nedenne AHIIA-CB, Tak ke kak
W OHKOIeMaTOIOTHYECKOW IaTOJIOTHH, OCYIIECTB-
JISIIOT B COOTBETCTBUH C TIPOTOKOJIAMH, pa3paboTaH-
HBIMH B pe3yJibTaTe CHCTEMAaTUYECKH pa3BHBaIOIIe-
TOCsl MEXIYHAPOJHOTO HAYYHOT'O MpoIiecca U Tpe/l-
cobotit 000CHOBaHHBIE,

CTaBJIAOIIUMH Hay4YHO

OpPUEHTUPOBAHHBIE HA IPAKTUKY PYKOBOJICTBA.
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Tabnuya 3
®a3bl KIMHUYECKOI0 TeYeHHSI CHCTEMHbBIX BACKYJIUTOB
Ddasza bannsr ITpnsHakn
AxTuBHas Qasza BVAS < 63 | Kiuaudeckue u 1a00paTOpHBIC MIPU3HAKH JICOI0Ta
Ganos
YactuuHas peMuccus 50% ot wuc- | YMeHslleHHe akTUBHOCTH Ha 50 %
XOJIHOTO
[onHas pemuccus 0-1 6amn OTcyTcTBHE TPU3HAKOB KIMHUYECKOH aKTHBHOCTH M HEOOXOIUMO-
CTH B Tepaluy Ipu HopMaiasHOM ypoBHe CPB
YmepenHoe oboctperue | <5 GamioB [NosiBneHME KIMHUYECKUX MPU3HAKOB 3a00JIEBAHUSI C YBEINYEHHEM
o01Ielt CyMMBI OaJIIOB JI0 5
Tsoxenoe odocrpenue >6 0ayuIoB BoBneyeHune )xu3HEHHO Ba)KHBIX OPraHOB

Bcem manmentam c¢ ge6iorom AHIIA-CB,
MIPECTABIIAIONINM YIPO3y UL KU3HU WIH PHUCK
HEOOpaTHMOr'0 TIOBPEXKJICHHUSI OPraHOB, PEKOMEH-
JIOBaHa CTaHIApTHAs UHOVKYUOHHAA cXemd C
Ha3HAYeHHEM BBICOKHX J103 TJIIOKOKOPTHKOUIOB
(I'K) u I1® wimm wunHHOBanmoHHas Tepanus PTM
(yposens mokazatensHocTH 1) [1, 5, 7].

[NTFOKOKOPTUKOUBI.

[IpenapaTsl, KoTOpBIE Ha3HA4YalOTCA 00s3a-
tenbHO nipu AHI[A-Backynutax. [nsg wsAyKiuu
PEMHUCCHU W JJIS TOJABJIEHHUS] 00OCTpeHUil Ha3Ha-
YaroT MyJbCc-Tepanuio no 1 r/cyT. B/B 3 aHA ¢ mo-
CIICYIOIIUM TIEPEXOJOM Ha mpueM | Mr/Kr/cyr.
Monotepanus 'K He oka3piBaeT CyIIECTBEHHOTO
BrnusHus Ha mporHo3 AHIIA-CB, BeDKHBaeMOCTh
OonmpHBIX TeHepanu3oBaHHbIM ['TIA mpu MmoHOTEpa-
muu ['K He npeBrimaer Tpex jer [5].

HUKIIODPOCDOAMUL.

B cootBercTBHE € pe3ynbTaTaMu paHIOMHU3H-
poBaHHOrO KiuHHYeckoro uccuenoanus (PKU),
uHAyKIMoHHad Tepanus L[ mno3Boiser A0CTUYb
pemuccun 'y 88 % OompHbIx AHLIA-CB [9]. LI®
HA3HAYaIOT B BUJIE MYyJIbC-Tepanuu Ao 1 r/cyr. de-
pe3 2 wenenu (N 1-3), 3atem 1 pa3 B 3 Henenu.

IToznnee naznauenue LI B nBa paza yBenu-
yrBaeT puck reHepanuzanuu ['TIA u criocoOcTByeT
Oonee THKEIOMY TEUEHHIO C BBICOKOW KIMHHYE-
CKOM aKTHBHOCTBIO M TEPCUCTEHIIMM TpaHyleMa-
TO3HOTO BocmajeHus [2]. Cpeau MpUYKMH BO3MOXK-
HoW HemoctatoyHol d¢pdexTuBHOCTH [[D MOXKHO
OTMETUTH 3aI03[]AJI0C Hayallo JIeueHHs, 00ycIoB-
JICHHOE TI03/IHEeH TUarHOCTUKOM, Halu4ue MpOrHo-
cThyeckd HebOnaronpuaTHelX BapuaHToB AHI[A-
CB, napymieHre cxeMbl WHAYKIIMOHHOM Tepamuw,
HEPEIKO BBIHY)KICHHOE — U3-3a MPHCOEINHEHHS

nHoeknuonnbix HP. K mpeaukropam Hebnaromnpu-
stHoro ucxoxaa AHI[A-CB, nmomumo wuHpexuuu,
otHocat CKO® [3, 4].

[IpucyTcTByeT TeHAEHIUSA K HEOolpaBAaHHOMY
[IPUMEHEHUIO PENYLIUPOBaHHbIX 103 LD, yBenuye-
HUIO MHTEpBaJA MEXIY HWH(Y3USIMH, HTHOPHUPOBa-
HUIO KOHTpPOJIS oOmield KymynsTHBHOW 10361 L[D,
HEJIOCTATOYHOMY MOHHUTOPWHTY TOKazarened 3¢-
(EeKTHBHOCTH 1 OE30MACHOCTH JICU CHHS.

PUTYKCHMAGB.

C 2011 roma putykcuma® (PTM) Obi1 BKITIOUEH
B YHCIIO TIPEMapaToB MEPBOTo psiga Ui MHIYKIHOH-
ot Teparim ['TIA u MITA napsany ¢ LIO [7]. beuto
nokazano, uro PTM (B cymmapHoif mo3e 2 r) He
yerymaer LU® mia manykimn pemuccun AHIIA-CB
(ypoBenb nmokazatenpHoct 1B) [8, 10] m make mo-
JKET ero NMPeBOCXOAUTD MPU PELUINBUPYIOIIEM Tede-
HuH 3a0oneBanust. [locTerneHHo HaKaIuBaeTcst T0Ka-
3atesbHas 6a3a addexruBHocTr PTM npu OI'TIA [6].

B necorore AHIIA-CB nasnauenne PTM B ka-
YeCTBE Tepaniy NepBOH JTMHUKA MOXKET OBITh Tpe-
MTOYTUTETBHO:

- JUTSI JKEHILMH JAETOPOJHOI0 BO3pacTa Min

- ALMEHTOB C COIYTCTBYIOLIEH TSDKEION MH-
dbexumei;

- OHKOJIOTUYECKHUMH 3a00JICBaHUSMH.

OtmeueHo, yto PTM oOnamaer mpeumyiie-
cTtBamu 1o cpaBHeHuto ¢ [I®D npu Ha3HayeHUU mna-
LMEHTaM MOKUJIOr0 BO3pacTa.

B mporiecce nedenns HEOOXOIUMO TIIATETHHO
KOHTPONUPOBaTh 3(PEeKTHBHOCTL U OE30MACHOCTH
MIPOBOIMMOM Tepanuu Kaxnaele 1-3 mecsma. Beem
MalueHTaM, HaXOoJsIMMCS B CTaJlMU CTOMKOWU pe-
MHUCCHH, J1abOpaTOpHOE WCCIEeOBaHUE CIIENYeT
MPOBOIUTH He MeHee 1 pa3a B monroja.
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Tloooeparcusarowas mepanust:

AszaTHONPUH 2 MI/KT/CYT.,

gepes rof 1,5 Mr/kr/cyr.

Muxkodenomnara moderun 1-2 1/cyT.

Jlednynomun 20-30 mr/cyr.

PTM moxker ObITh MCIIONB30BaH IS MOIICP-
kuaroried Tepanuu AHI[A-CB ¢ pexomengoBan-
HOM cxemoii: 1 T kaxkable 4—6 Mec. B TeueHHe 2 JeT.

AHIJA-CB CBOWCTBEHHO pPEIIUIUBUPYIOINICE
Te4eHHEe, KOTOpOe OTMedYaeTcss Kak Iociie CTaH-
naptHoi uHAyKunoHHoil Tepanuu LD (y 3741 %
OonmpHBIX), Tak M mociie npumeHenus PTM. o
HACTOSIIIETO BPEMEHH HaJISKHBIC MPETUKTOPHI pe-
uunuBa AHIIA-CB ne ycranosnens [3, 6]. Jlede-
HUE peruanBa TpeOyeT WHAYKIHOHHOTO MPOTOKO-
na! Pemmnus AHIIA-CB y manueHTOB C BBICOKOM
KymynsTuBHOU no30i L@ (>20 r) paccmaTpuBaer-
Csl KaK IoKa3zaHue i HasHaueHust PTM.

HecMotpst Ha BHenmpeHue CTaHIApTHOH Tepa-
mun L®, puck cmeptu npu AHIIA-CB noBsien
B 2,6 paza Mo CpaBHEHUIO C OOIIEH MOMYJSALHCH.
OCHOBHBIMH MPUYUHAMH CMEPTH B TEUCHUE TIEPBO-
ro roja sBisitoTcst HHPekuuu (48 %) u akTHBHOCTh
AHIIA-CB (19 %), B nanbHeiilneM OCHOBHBIMHU
MpPUYMHAMHE HEOJIAaronpHATHOTO KCXO0Ja HapsIy

c uapexmusavu (20 %)
cocynucTeie 3a0oneBanus (26 %) 1 HOBOOOpa3oBa-
Hus (22 %) [3].

Bricokuii puck uHpeknnonusix HP sBrsiercs

CTaHOBATCA CEPACUHO-

CyIIECTBEHHOM npobiaemoit B tedyeHun AHIIA-CB.
[IpuunHBI 3TOr0 MOTYT OBITH MHOTOOOpa3HBI H
BKITIOYAIOT TSDKENOE MOpaKeHUE CIM3HCTOH 000-
smouku BJIIT — ecTecTBEHHOIr0 3aIUTHOTIO Oapbe-
pa; NecTpyKTHBHBIE M3MEHEHHUS B JIETKHX C (op-
MHPOBAaHHMEM IOJOCTEH pacrmaja, CKIOHHBIX K MH-
(UIMPOBAHNIO; TIPUCYTCTBHE TATOJOTMU HEUT-
podHUIOB, UTPAIOIINX BAXKHYIO POJIb B 3aIIUTE Op-
TaHU3Ma OT OCTPBIX OaKTEpUAIBHBIX U TPHOKOBBIX
nHpekumit. B 3THX 00CTOsITEILCTBAX HEOOXOIH-
MOCTb JJIUTENbHOTrO JiedeHus [{d 3HaunTenbHO mo-
BbIIIaeT pUCK WH(peKIMOHHbIX HP, B cBs3u C uem,
[0 MHEHHUIO BEAYIIUX 3KCIEPTOB, KyMYJISTHBHASI
no3a L1d we momxHa mpeBsimaTh 25 T [3].

Takum oOpa3om, B Hacrosllee BpeMs B JHa-
rHoctuke u geuennn AHIIA-CB nocturayt 3Hauu-
TENBHBIN YCIEX, HO OCTAIOTCS U MPOOIIEMBI.

HeoOxoqumo mpopomkaTe W3ydaTh pa3ind-
Hele KnmmHUYeckne acrekTtel AHIIA-CB, 4To 1mo3-
BOJIUT ONTHUMHU3HPOBATH TEPANMUIO W YIYYIIUThH
IIPOTHO3 IIPY 3TOM MATOIOIUH.
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