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AJIFOpI/ITM ANATHOCTUKH CUCTEMHBIX BACKYJIUTOB, aCCONMUPOBAHHBIX
C aHTHHeﬁTpO(l)HHBHBIMH IUTOILNIA3MATHYECCKUMU aHTUTEIaMUN

T.B. BEKETOBA

DOIBHY «Hay4yHo-nccAeA0BaTEAbCKMIA MHCTUTYT peBMaToAornm um. B.A. HacoHoBoit», Mocksa, Poccus

AHHOTaumsa

ACCOUMMPOBAHHbIE C AHTUHENTPOPUAbHBIMU LIMTONAA3MATUHECKUMM aHTUTEAAMM CHUCTEMHbIE BackyAnTbl (AHLIA-CB), BkAloualowme rpa-
HyAEMaTO3 C NMoAuaHrumTom Berenepa (IT1A), Mukpockonmueckuit moamaHrumt (MIMA) 1 303MHOMUAbHBIA FPaHYAEMATO3 C MOAMAHTUUTOM
Yepaxka-Crpocca (ITT1A), OTHOCSTCS K PEAKUM ayTOUMMYHHbBIM 3a00AEBAHUSIM C TSOKEABIM MOAMOPraHHbIM NMOpaXkeHueM U dhaTaAbHbIM
MPOrHO30M MPK OTCYTCTBMM aA€KBAaTHOIO AeveHust. [lepBooyepeAHoe 3HaYeHMEe AAS YCTEWHOM Tepanumn MMeeT PaHHs AMarHOCTUKa, A0
pPa3BUTMSI HEOOPATUMOIO MOBPEXKAEHMSI OPraHOB M CUCTEM. TeM He MeHee, B PeaAbHOM KAMHUYECKOM npakTuke anardoctuka AHLIA-CB
ocTaeTcst CybONnTUMAABHOM, YTO AOMOAHUTEABHO OCAOXKHSIETCSI OTCYTCTBMEM AO HACTOSILLErO BPEMEHU KAACCUGUKALMOHHBIX KpUTEPUEB
(KK) MITA, KAlOU€EBbIM OTAMHMEM KOTOPOTO SIBASIETCS OTCYTCTBUE FPAHYAEMATO3HOrO BOCMAAEHMSI.

Ha ocHoBanuu aHaamsa 251 6oabHoro AHLIA-CB ¢ aokazaHHoM runepnpoaykuvein AHLIA (cpeanuii Bospact 43,1 £ 15,9 roaa, My>kKUmHbl
40%) 1 AAMTEABHOCTbIO HAaOAIOAEHUsI OT HavaAa 3aboaeBanus 3 (0,2-28,5) roaa, pazpaboTaH AMArHOCTUUECKUI AATOPUTM OMPEAEAeHHs!
Ho30A0rMYeckon npuHaarexxHoctn AHLIA-CB, B KOTOPOM MCMOAb30BaHa NocAeaoBaTeAbHas oueHka cootBetcTeus KK-IITIA, aAbTepHa-
TMBHbIM cypporaTHbiM KpuTepusam (CK) rpaHyAemaTo3Horo socnaaenms u CK HekpoTusmpyiollero Backyanta. AnarHos MINA cootseT-
CTBOBAA 06LenpuHsToMy onpeaerermnio MIA, noatsepxkaancst otcytctBuem KK-3ITTA, Haanumem CK BackyanTa u otcytctBuem CK rpa-
HyAemato3a. [pu anarnoctuke MIA 1 SITTA AOMOAHUTEABHO YUMTbIBAaAMCL cooTBeTCTBYIoWMe KK.

Mpumenerne CK B KavecTBe 6a30BOro NMpUHLMMA AMArHOCTUKM MO3BOAMAO KAaccuduumpoBaTb 99% caydaeB AHLIA-CB. Hanboaee pac-
npocTpaHeHHbIMKU hopmamu 6bian TTIA (53%) u MIA (37%), 3HaunTeAbHO pexxe BcTpedancst IITIA (9%). MITA xapakTepu3oBaAcs Hau-
6oAee arpecCUBHbIM TEUEHUEM U BbICOKOM 00LLein AeTaabHOCTbIO (18%), npu DITIA u ITIA nokasaTeAn BbIKMBAEMOCTH OKa3aAnCh Horee
6AAronpusTHLI, 00LLast AETAAbHOCTb COCTaBUAA 5-7% (p=0,003). Mpwu 3ToM y 60AbHBIX MITA co cneunduyrocTbio AHLIA k npoTentase-3
BbI)XMBAEMOCTb B MEPBble ABa roAa 3aB0OAEBaHMs OKa3aAach HUXe, Hem B rpynne MITA ¢ aHTUTeAammn K mueaornepokcuaase (p=0,04), uto B
nepByio odepeAb 06YCAOBAEHO OOAEEe BbICOKOM HACTOTOM A€rOYHOIO KPOBOTEUEHMSsI U ObICTPOMPOrpeccHpyioLlero raomepyAoHedpumTa.
Peunamsbl vaie passusasmcs npu IITIA (80%) u TTIA (64%), yem npu MIA (49%). BeisiBaeHHble pa3anumns B rpynnax [TIA, MITA 1 2ITIA
MOATBEP>KAQIOT AMArHOCTUYECKYIO LLEHHOCTb aATOPUTMa.

AanbHelillee BHEAPEHME MPEAAOXKEHHOTO aArOPUTMa B KAMHMYECKYIO MPaKTUKY MO3BOAMT COBepLIeHCTBOBaTb AnarHoctuky AHLIA-CB ¢
YTOUHEHWEM KOHKPETHOM HO30AOMMHECKOM (POPMbI, BO MHOIOM OMPEAEASIIOLLEN MPOTrHO3, U ONTUMM3MPOBATL AeveHue. Pelaiollee 3Have-
Hue B anarHoctuke AHLIA-CB npuHaAA€XUT LeAeHanPaBAEHHOMY M MAQHOMEPHOMY KAMHUHYECKOMY OOCA€AOBAHMIO MaLMEeHTOB.

KatoueBbie croBa: aHTMHeI;ITpOdJMAbeIe LMTOMAA3MaTNM4eCKkne aHTUTeAa, CUCTEMHbIN BacCKyAuT, AHL[A-aCCOLlMMpOBaHHbIVI CUCTEMHbIN
BAaCKYAUT, rpaHyAemaTo3 C NNOAMAHTMNTOM, MI/IK,DOCKOFIM‘J@CKMVI TTOAMAHTMNT, 303I4HOd)M/\beII/7 rpaHyAemarto3 C NNOAMaHTMUTOM.

Diagnostic algorithm for antineutrophil cytoplasmic antibody-associated systemic vasculitis

T.V. BEKETOVA

V.A. Nasonova Scientific Research Institute of Rheumatology, Moscow, Russia

Antineutrophil cytoplasm antibody (ANCA)-associated vasculitis (AAV) are rare autoimmune disorders and characterized by severe multi-
ple organ lesions with a potential fatal outcome. AAV comprises granulomatosis with polyangiitis (GPA), microscopic polyangiitis (MPA)
and eosinophilic granulomatosis with polyangiitis (EGPA). Early diagnosis and treatment can significantly improve the AAV prognosis, but
there are can be difficult, largely due to the lack of criteria for the classification MPA, whose main difference is the absence of granuloma-
tous inflammation.

The presented paper deals with the results of the analysis of 251 patients with AAV (mean age 43.1 + 15.9 years, men 40%, disease dura-
tion 3 (0,2-28,5) years, ANCA 100%), based on which the diagnostic algorithm was developed. The algorithm steps include classification
criteria of EGPA as well as surrogate markers for granulomatous inflammation (SG) and vasculitis (SV). MPA confirmed by the absence of
criteria for EGPA, the presence of SV and the absence of SG.

Due to the algorithm usage, nosological affiliation of AAV was determined in 99% patients. Both GPA and MPA were the most common
(53% and 37%), while EGPA was rare (9%). In MPA group the overall mortality was higher (18%) than GPA and EGPA (7-5%), p=0.003.
In MPA with anti- proteinase 3 antibody the two-year survival rate was lower than those with anti-myeloperoxidase antibody (p=0.04),
mainly because of the high risk for alveolar hemorrhage and rapidly progressive glomerulonephritis. Relapses occurred more frequently in
EGPA (80%) and in GPA (64%) and less frequently in MPA (49%). The group differences confirm diagnostic value of the algorithm.

In conclusion, the proposed algorithm will help to improve the diagnosis of AAV. It is important that crucial in the AAV diagnosis belongs
focused and systematic clinical examination of patients.

Keywords: antineutrophil cytoplasmic antibody, systemic vasculitis, ANCA-associated systemic vasculitis, granulomatosis with polyangi-
itis, microscopic polyangiitis, eosinophilic granulomatosis with polyangiitis.
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T.B. beketoBa

AHIA - aHTMHEATPO(UIBHBIE UUTOMIA3MATUYECKIE aHTUTETIA
CB — cucremHble BaCKYJIUTbI

BIII'H - GbicTponporpeccupyoimii riioMepyIoHedpuT
BWY - Bupyc ummyHopiepuuTa yeaopeka

I'K — rimoKoKOpTUKOU/bI

T'H — rnomepynonedpur

I'TIA — rpanynemaro3 c nojuaHruitom Berenepa
NPA — ummyHO(EpMEHTHBII aHaN3

KK - kiaccuuKalyoHHble KpUTepun

MKB-10 — mexayHapojiHasi Kiaccudukauys 6ome3Heit
MITA — MUKPOCKONMYECKUII MTOJIMAHTUUT

MIIO - muenonepokcuaasza

MCKT — mynbTUCTIMpalibHast KOMITBIOTEPHAS TOMOrpacust

IMP-3 — nporennasa-3

PHU® — peaxuysi HenpsiMoii IUMMYHOITFOOPECLEHIINN

CK — cypporarHble KpuTepun

CK-B — CK Backymura

CK-T" — CK rpanynemarosa

U — muknodocdan

OITIA — 203UHO(UIIBHBIN FPaHyJIEMATO3 C MONUAHIMUTOM Yepka—
Crpocca

BVAS — uHpiekc KIIMHTIECKON aKTMBHOCTH

Cuctemuble BackyauTsl (CB), accouunpoBaHHblie ¢ aHTH-
HEUTPO(UIBbHLIMU  LUTOIIA3MATUUYECKUMM  aHTUTEJIaMU
(AHIIA), BKJIOYAIOT TpaHyJIeMaTo3 ¢ NOJUaHrMuToM Berene-
pa (I'TTA), mukpockonmueckuii nomanruuT (MITA) u s03uHO-
¢unbHbI rpanyneMaTos ¢ nonuanruuroM Yeppka—Crpocca
(OI'TIA) [1]. O6beguHeHNe STUX 3a00JI€BAHUI B OfJHY [PYIIILY
000CHOBAaHO KJIHOYEBOI maToreHeTuueckoi posbio AHIIA,
MPEUMYILECTBEHHBIM NIOPaXKEHNEM COCY/I0B MEJIKOTo Kanopa,
OOLIHOCTBIO MATOMOPOIOTUH MOPAKEHNUs! IOYEK B BUJIE pau-
ci-uMMyHHoOTro riaomepyionegpura (I'H) ¢ Bbicokoit yacToToi
6bicTponporpeccupytouiero I'H (BIII'H), nomnopranssim mo-
pakeHreM U paTallbHbIM POrHO30M MPU OTCYTCTBUU CBOEBpE-
MEHHOT0 aJeKBaTHOro yneuyeHus. [leppoouepenHoe 3HaueHne
JUIsl YCHEIIHOTO NPOrHO3a MMEEeT PaHHssS JUarHOCTUKA U He-
OTIIOJKHOE Ha3HAYEHUE MHAYKLMOHHON Tepanuu ¢ MpUMEHEeHH-
€M BCEero COBPEMEHHOI'0 apceHalla CPEJICTB /IO PA3BUTHUS He-
00paTUMOro MOBPEXK/IEHNsI OPraHOB U cUcTeM. TeM He MeHee, B
peaibHOI KJIMHUYECKOH NPaKTUKE ANArHOCTUKA 9TUX PEKUX U
HEJOCTATOYHO U3BECTHBIX LHIMPOKOMY KPYTY MPaKTUKYIOLIMX
Bpavel 3a60JeBaHNil OCTAeTCsl CyOONTUMAIBLHOM, UYTO OCIIOK-
HSIETCSl OTCYTCTBUEM JI0 HACTOSILEr0 BpEMEHU Kiaccuduka-
muoHHbIX kputepueB (KK) MITA, a Takxxe Tepmunos AHITA-
CB u MITA B mex/iyHapoiHO# Kjaccudukauum 60Je3Hei
(MKB-10). HecoBepuiennsie 1 Bo MHOrom yctapeninune KK
I'TIA [2] u KK DITIA [3], npegnoskennbie B 1990 r., He yun-
ToiBatoT AHIIA u cymwectBoBanue MITA. B To e Bpems B
2013 r. MITA BkJto4eH B nepeyeHb 3a00JIeBaHUil, IPU KOTO-
pbix B Poccun paspelieHo npumMeHeHne puTykcuMaba, Xxumep-
HbIX MOHOKJIOHAJIbHBIX aHTuTesn K CD20+ antureny B-mumdo-
LUTOB, U TEM CaMbIM O(ULUANBHO 3aKPEIIEHa er0 HO30JI0I M-
YyecKasi CaMOCTOSITENIbHOCTb.

MITA xapakTepusyeTcss BapuabeIbHOCTBIO IMUTOMHON
cneuupuunoctTy AHIIA ¢ BO3MOXKHBIM NPUCYTCTBUEM aHTH-
ten K nporenHase-3 (ITP-3) unu muenonepokcunaze (MI1O)
[4] n pazHOOGpa3reM KIMHUYECKUX MPOSIBICHUI, 00YCIIOBIIH-
BAIOLIMX TPYAHOCTH IMArHOCTUKU U U(P(HEePeHIMATBLHOTO -
artosa c pyrumu HosoJjorundyeckumu popmamu AHIIA-CB.
B cooTBeTcTBUM C OOLIENPUHATBHIM ONPEAEIEHUEM, KOTOPOE
COIJIACOBAHO MEXXYHAapOHbIMU 3KcniepTamu B 2012 r. Ha KOH-
¢epenuun B Chapel Hill (CIIIA) [1], MITA xapakTepusyoT
KaK HEKPOTU3UPYIOLUIA BACKYJIUT C OTCYTCTBUEM (UNIU He-
60JbIIMM KOJINYECTBOM) MMMYHHBIX JIEIO3UTOB, C IPEUMYILE-
CTBEHHBIM MOPA’KEHUEM MEJIKMX COCY/IOB (KalWIIsIpOB, BEHYJI,
apTepuod), P KOTOPOM MOTYT MOPAXKAThCsl ApTEPUN MEJIKOTO
U CpeJIHero Kanubpa M OTCYTCTBYET IpaHyJieMaTO3HOE BOCMa-
JIEHUe, IPU 3TOM TUIMYHO pa3BuTHe HeKpoTusupyrouero I'H,
4acTO MPUCOEUHSETCS TeMOPParnyecKuil ajIbBEOIINT .

[Tockonbky CymecTBYIOT 0OBEKTUBHBIE TPOOIIEMBI J1a60-
patopHoro BeisiBaeHnst AHIA [5] u HeocTaTouHo# AnarHo-
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CTUYECKOH LEHHOCTH GMONCUY Pa3IMYHbIX JOKanu3auuii [6],
CTAHOBUTCS aKTYaJIbHbIM BblI€JIEHUE aJIbTEPHATUBHBIX KJIMHU-
YECKUX 9KBHMBAJIEHTOB IPaHyJIEMATO3HOIO BOCIIAJIEHUS U HEKPO-
TU3UPYIOLIETO BACKYJIUTA, K KOTOPbIM OTHOCSITCS TAK Ha3bIBae-
mble cypporathble kpurepun (CK), npensiosxennsie B 2007 r.
R. Watts u coasr. [7]. CnegyeT noguepkHyThb, yTo B 2016 1.
esponerickumu akcnepramu EULAR/ERA-EDTA [8] cpenu
Haubounee NepCneKTUBHBIX HApaBJIeHUl AalbHEAIINX UCCIIe-
noBanuil padnuuHbix acnekToB AHIIA-CB Ha3BaHbl coBep-
meHcTBoBanue kpurepues AHIIA-CB u usyuenue otaaneH-
Horo nporHo3a AHIIA-CB.

Iennro naHHOrO KCCIE0BAHNS SBJISIACH Pa3pabOTKa uar-
HOCTMYECKOI0 aJIFOPUTMA ONpPEfIeIEHHs HO30JI0TMYECKOi Mpu-
HajiexkHocTn AHIIA-CB Ha ocHOBaHMM NMOIPOGHOTO KJIMHU-
yeckoro aHanusa ciaydaes AHIIA-CB.

MaTepMaAbl U METOAbI

I'pynmny nccnepoBanusi cocTaBuil 251 magyeHT ¢ Npu3HaKa-
mu AHLA-CB u nogrepkaenHoi runeprnponykiuein AHLIA.
KpurepusMu nCKIItOUeHUs SBISINCH HATMYME XPOHUYECKUX
uHekuuit [Bupycos renatuta B u C, Bupyca umMmyHopedunm-
Ta yenoseka (BUY), ry6epkynesa], npyrux CB, cucremMHbIx
3a00JI€BaHNI COEIMHUTENILHON TKAaH!, 37TI0KAUYECTBEHHBIX HOBO-
00pa30BaHMil, FeMaTONIOTNYeCKUX 00JIe3HEl, TPUCYTCTBUE TU-
NEPNPOAYKIUNN aHTUTEN K 0a3albHOM MeMOpaHe KIIyOO4YKOB.
J1J151 IMarHOCTUKY NaTOJIOTHH JIETKUX, MPUAATOYHBIX Ma3yX HO-
ca 1 OpOUT MCMONTB30BANIN MYJIbTUCTINPATHLHYIO KOMIIBIOTEP-
Hyto tomorpacputo (MCKT). BIIT'H auarnoctupoBanu npu
CHIDKEHUM CKOPOCTH KITyOOUKOBOMH (pUsIbTpauyy 60J1ee YeM Ha
50% B Teuenue 3 Mec. TsKecTb KIMHUYECKUX MIPOSIBICHNUI 3a-
6oJieBaHNs OLEHUBAIIY TIPU TIOMOIIIM MH/IEKCA KIIMHUIECKON aK-
TuBHocT BVAS [9].

B rpynne 251 nanuenrta (myxxumunbl 40%) co cpeHUM
BO3pacToM Hayana 3aboseBanus 43,1+£15,9 ropa menmana
AIIMTELHOCTHU 3a60JeBaHMs 0 yCTaHOBJIEHUs fuarHo3a AH-
LA-CB cocrasasina 6 mec (ot 1 mec go 14,5 ropa), menrana
JUINTENILHOCTU  HAOIOJIeHUs] OT Hadana 3a0oJieBaHUs
3 (0,2-28,5) ropa. Bo Bcex ciyyasix B CbIBOPOTKE KPOBU OOHa-
py*xensl AHLIA mpu momotu peakuyy HempsiMoil IMMYHO]-
moopecueHuun (PHU®) n/unm Mmetogom ummyHoepMeHTHO-
ro aHamuza (MPA). DnuronHas  cnegudUUHOCTH
AHIA (aITP-3 niu aMITO) usyuena ¢ nomoipsto UPA y 198
6onbHBIX. ['unepnponykuus allP-3 BcTpeuanaces vaie, yem
aMIIO (69 u 29% cooTBeTCTBEHHO), Y 4 (2%) mayueHToB OT-
MeueHO ofiHoBpeMeHHoe npucyrcTsue allP-3 u aMIIO. ITpu-
SKM3HEHHOE MOP(OJIOrMuecKoe UCCIIeJ0BAHNE BBITIOJIHSIIN Y
125 (50%) w3 251 nanuenTa, BKIro4asi GMONCHIO IOUKu (24),
CaM3UCTON 0600uku HOoca (57), ropranu (4), Tpaxeu (5),
OGpoHXOB (5), TKaHel CpejHero yXa/CoCLUeBUIHOTO OTPOCTKA
(7), nerkoro (14), opéursi (1), ronosHoro mo3ra (1), Koxu
(8), mprmel (2), neyenu (2), kumeuynuka (1), MaTKu U mpu-
natkoB (1). ITonyuens! fanubie 10 (4%) ayToncuii.
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AMarHoCcTmka CMCTEMHbIX BaCKyAUTOB

Tabanua 1. CypporaTHbie KpUTEpHM FpaHyAemaTos3a M BacKyAura [8]

Kpurepun rpanyiemaTosa

Kpurepyn Backymmra

FpaHyIICMaTO3HOC BOCHIAJIEHUE NTpU ouoncun

Croiikue (607ee 1 Mec) MHUALTPATHI/Y3IIbI B JIETKUX C pacrnagoM, 00pa30BaHUEM MO-

JIOCTE U/WIU CTEHO3UPYIOLLMIA 3HA0OPOHXUT

[Nopaxenue JIOP-opraHoB, ria3: NOJMIOBUHOE yTOJIIEHAE CIM3UCTON MPUAATOUHBIX
nasyx Hoca, MaCTOMJIUT (IJIUTEILHOCTBIO HE MeHee 3 Mec); nepdopalusi HOCOBOH nepe-
TOPOJKH, ICCTPYKTUBHBIN CHHYCHT; TIOJICKJIAIOUHbII CTCHO3 TOPTAHU, TPAXEH; NICEBIO-

TYMOP OpOUTbI

I'momepynonedpuT: remMaTypust WM reMa-
TypHsi B COUETAHNH

C MPOTEUHYpHEN; TUCTOJIOrNYecKasi KapTh-
Ha pauci-ummyHHOro I'H ¢ nonynynusimu

DKCTpapeHalbHbII BACKYJIUT: KOXKHbIN
BACKYJIUT; SMUCKJICPUT; MHOKECTBEHHbII
MOHOHEBPUT

Bce maumeHTb! Nosyyany HHAYKIMOHHYIO Tepanuio, KOTo-
pasi, Kak mpaBmJio, BKIrovasa rimokokoptukous! (I'K) u uuro-
cratruku. Monorepanuto 'K Hasnauanu 2% naumeHTam, B
GonbMHCTBE ciaydaeB (88%) mpumeHsnm uukiIogocdan
(I®), 31% nauueHTOB MOJyYasd JIeUeHUEe a3aTUONPUHOM,
21% — mukodeHonaTa MoheTHIIOM, PEJIKO UCTIONIBL30BAIH Jied-
JlyHOMUJ, U XJIopOyTUH (2%). Y 38% nauueHToB JeueHue
BKJTFOUAJIO PUTYKCUMA0, B 2% ciy4yaeB Ha3HAYAIM PyTUe TeH-
HO-UH>KEHEPHbIe OMOJIOrMYecKre MpenapaThl, BKitovyas 6enu-
MyMa06, uHGauKcumMab, omanuzymad (JeueHue MHpIuKcuma-
60M 1 oMaIM3yMaboM oKa3ajioch He 3apgekTuBHO). CeaHchbl
nna3macepesa nposoaunu B 7% caydae. [1ys onpenenenus
Ho3oJornueckoit npuHapnesknoctTn AHIIA-CB ucnonb3oBanu
KK TITIA, KK 2ITIA, CK rpanynemarosa (CK-I') u CK Backy-
mmta (CK-B; Tada. 1). Coorserctue KK I'TIA TpeGyeT HamI-
4ymsi He MeHee 2 u3 4 cleyolux KpuTeprues [2]: Bocnanenne
CIIM3UCTOI MOJIOCTH HOCA, pTa (THOMHBIE, KPOBSIHUCTHIE Bbfle-
JIEHUs1 U3 HOCA, 13Bbl B [I0JIOCTU PTa); U3MEHEHUS! B JIETKUX TIpU
PEHTTEHOJIOTMYECKOM MCCJIEJOBAHUU B BHJIE Y3€JKOB, MH-
(UABTPATOB, MOJIOCTEN pacmajia; U3MEHEHHsI MOUU (IPUTPOLU-
TYpHsl, SPUTPOLIMTAPHbBIE IMINH/PbI); FPAHyJIEMaTO3HOE BOCIIa-
JIEHNE B CTEHKE apTepuu WM B NIePUBACKYJISIPHOM/IKCTpaBac-
KYJISIPHOM TipocTpaHcTBe 1o ganHbM 6uoncun. KK 3I'TIA Tpe-
OyIOT MpUCYTCTBUS He MeHee 4 n3 6 Kpurepues [3]: acTMbI;
s03uHouin >10% (umu >1,5 x 10°/1); MoHO/nONIMHERpOTTA-
THUW; MATPUPYIOLMX JIETOYHBIX MH(MUILTPATOB NMPU PEHTI€HO-
JIOTUYECKOM MCCIIEIOBAHUHN; TIATOJIOTUM TalIMOPOBBIX Ma3yX;
NepUBACKYJISIPHOI MH(UIIBbTPALEN 203MHO(UIIAMU MO JAHHBIM
ounoncuu. CK-I' Bkmouator 3 kpurepus [8]: rpanynemaTo3Hoe
BOCHAJIeHNe Npy OMOINCHUM; CTOVKHE (JUIMTEIBLHOCTHIO Ooee 1
Mec) UH(UILTPATBY/Y3IIbl B JIETKUX C PACIAOM, 00pa30BaHUEM
MOJIOCTEN U/UIN CTEHO3UPYIOLUI 3HI0OPOHXUT; MOPaKeHUE
JIOP-opranoB u/unu ria3 B BUjie MOJUIOBUAHOTO YTOJIICHNUS
CIM3UCTON 000JIOUKY NPUAATOUHBIX M1a3yX HOCA, MACTOUAUTA
(nMTeIbHOCTBIO He MeHee 3 Mec), Tepdopaln HOCOBOH nepe-
TOPOJIKH, IECTPYKTUBHOTO CUHYCHUTA, TMOJICKJIAJOYHOrO CTEHO3a
ropranu/Tpaxeu, ncesgorymopa opoutsl. CK-B Bkitouator
2 xputepus [8]: npusHaku I'H, knmuHuyeckue (remaTypus, re-
MaTypHs B COYETaHUM C POTEUHYPUENT) Wil MOpgosornye-
ckue (kapTuHa pauci-ummyHnoro I'H ¢ momymyHusimu); mpo-
SIBICHUSI SKCTPAPEHATILHOTO BACKYJIUTA B BU/IE KOXKHOIO BACKY-
JIUTA, SMUCKIIEPUTA, MHOXKECTBEHHOIO MOHOHEBPUTA.

Pesynbrarhl ccaenoBaHus 06pabaTbiBaIy C UCTIOJIB30BaA-
HUEM TaKeTa CTaTHCTUYeCKuX mporpamm Statistica 6.0 (Stat-
soft, CIIIA), Biostat. BbKMBaeMOCTb aHATIM3UPOBAJIN C TIOMO-
mpto Metofa Kannana — Meitepa. Pa3Huny cunranm cratu-
cTUYecKy 3HaunmMoit ipu p<0,05.

Pe3yAbTarbl

J11s1 onpefiesientst HO30JI0rM4YecKoi npuHajiexxnoctn AH-
LA-CB pa3zpaboTan quarHoctTuueckuii anroputm (puc. 1), oc-
HOBAHHBIN Ha MOCJIEOBATEILHON OLEHKE CIEeyIOLUMX napa-
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Puc. 1. AucpcpepeHuarbHasi AMATHOCTUKA Pa3AMUHBIX HO30-
Aornyecknx popm AHLIA-CB B COOTBETCTBMM C MPEAAOIKEH-
HbIM aATOpHTMOM (N=251).

METpOB: Hanuuusi 303uHOopuaKn 6oaee 10%, cooTBeTCTBUS
KK 3ITIA, CK-T', CK-B, KK I'TIA u onpepenennto MITA.
B xopie Takoro ananM3a nagueHTsl ¢ 303uHoGumenn >10% u
KK 3I'TIA = 4 xnaccugummpoBanb! Kak kiaaccudyeckuii JI'TIA,
¢ KK OI'TIA = 3 paccmarpuBanuch Kak BeposiTHblil DI TIA, He-
MHorounciaeHnble manueHTbl ¢ KK OI'TIA <3 BKIIOYeHBI B
JAIBHENIINI IUAarHOCTUYECKNN anropuTM. [Ipn Hammunm xoTs
6b1 ogHoro CK-I' u KK I'TTA =2 auarHocTupoBaH Kiaccuue-
ckuit I'TIA, ciyyan ¢ CK-I" =1 npu oTcyTCTBUM COOTBETCTBUS
KK ITIA (<2) paccmaTpuBanuch Kak HenoJsHblil ITIA. Ipu ot-
cyrcrBun CK-I', KK I'TIA, nanmmuun CK-B u cooTBeTcTBIM 32-
6oneBanus onpenenennto MITA cnyyam KnaccugunupoBanm
Kak onpepeneHublii MITA. [1ns y>KecToueHus yCJI0BUil Ucclie-
noBanus coueranne Hanmuusg CK-B ¢ orcyrcTBuem CK-I', HO
npu cootBeTcTBUN ycTapeBiuM KK I'TTIA (=2) paccmaTpusa-
nock Kak BeposTHbI MITA npu HenpeMeHHOM COOTBETCTBUM
onpepenennto MITA. Ocrasiunecs: magueHThbl Kilaccupuumpo-
BaHbl Kak HeonpeyeaeHHblil AHIIA-CB, yro xapakTepuzoBa-
nocs CK-I'=0,CK-B =0 u KK I'TIA <2, KK DI'TIA <3.
Yacrtora paznnmunbix Hozodorndecknx ¢popm AHIIA-CB,
KJIACCU(PUIMPOBAHHBIX TP MOMOIIM UCTIOJIBb30BAHHOTO AJIro-
puTMa, TIpeficTaBlieHa B Tada 2. DosuHodmms >10% npucy-
ctBoBana y 25 (9,9%) uz 251 nanpenta. Y 20 (7,9%) 601bHBIX
muarnoctupoBad DI'TIA, B Tom uncne y 4 (1,6%) — BeposITHBII
OI'TIA. Cpeau 5 cayvaes ¢ 03uHopuameit >10%, He Boluef-
mux B rpynny OI'TIA, opuH ciyyvaii B anbHelilleM COOTBET-
ctBoBan kimaccuuyeckomy I'TIA, Ba — onpenenennomy MIITA,
ele IBa KiaccuuumupoBanbl Kak BeposTHeI MITA. B atux
5 ciyyasix 203MHO(MUINS Obljla TPAH3UTOPHOM M HE CTOJIb Bbl-
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Ta6Amua 2. Yactora pasAndHbIX Ho3oAornuecknx popm AHLIA-CB, kAaccupULMPOBaHHBIX B COOTBETCTBUM
C MPEAAOXEHHbIM AATOPUTMOM, M 3nuToNHas cneuncpuuHoctb AHLIA (MMDA) B BbIAEAEHHBIX FPyHNax

Crneuunduunocts AHIA, n (%)

AHIIA

Bapuant AHIIA-CB Yucno naupeHTos (%) ATIP

P H ’ (MPA). n alIP-3 aMIIO allP-3+

aMIIO
SITIA knacchyeckuit 16 (6.4) Beero 14 - 14 (100) -
OI'TIA 15 - 15 (100)

OI'TIA BeposITHBII 4(1,6) 20 (7.9) 1 - 1 (100) -
I'TIA kmaccuyeckuii 127* (50,1) Bcero 101 91* (90) 97 (90) 8(8) 9) 2(2)
I'TIA nenosHbIi 7(2.8) 134 (53.4) 7 6 (86) 1(14) -
MIIA onpenenennbiit — 74%% (29.5) Bcero 59 20%* (49) 28 (48) 33 (45) 2 (3)
MITA BeposiTHBII 20%* (7.9) 94 (37.,5) 14 9 (64) * -
Heonpenenennbiit
Bapuant AHIIA-CB 3(1.2) 2 2 (100) - B
Bcero 251 198 137 (69) 57 (29) 4(2)

Ipumeuanue. *Y opHoro nayuenra 303uHopumms > 10%; ** y npyx nanueHToB 203uHopumus > 10%.

cokoit (mennana 23%, min—max 16-48%), kak npu Kjaccuie-
ckoM DI'TIA (menuana 31%, min—max 11-62%). I1pu Bepo-
sitHoM DI'TIA s03MHO(MINS 0Ka3aIach Tak>Ke MEHee BbIpaske-
Ha (Meguana 17%, min—max 11-30%) B cpaBHeHMHU C Kjaccu-
yeckum DITIA.

Y 127 (50,1%) naumeHTOB JAMArHOCTUPOBAH KJIACCHMUYECKUI
I'TIA v s y 7 (2,8%) nenonubiil [TIA. B Teuenune Bcero me-
puonia HaGmonenus okanbHas popma ['TIA ¢ nzonmmpoBaHHBIM
nopaxxenuem JIOP-opranos u/nnm rina3 ormevena B 13 (9,7%)
cayyvasx (10 — kmaccuueckuit ['TIA, 3 — nenonnblii I'TIA), eme
y 7 6oabHBIX ¢ KapTuHO# JokanbHoro I'TIA B ge6roTte 3a60se-
BaHUS TIPH MOCIeAyommux oboctpenusix npucoenunuics ['H (y
6) n/unu nopaxenue nerkux (y 5). Y 94 (37,5%) nauueHToB
n3 253 cayuaeB AHIJA-CB knaccudunupoBanbl Kak MITA,
Bkimoyast 74 (29,5%) naumentos c onpepenenasiM MITA n 20
(7.9%) c BepositHbim MITA.

Takum o6pazom, y 217 (86,5%) naumeHToB u3 251 60bHO-
ro AHIIA-CB KoHCTaTMpOBalu TaK Ha3bIBAEMbI KJlacCUUe-
ckuit AHIJA-CB (xnaccuueckuit OI'TIA, I'TIA wnm onpepienieH-
ueiii MITA), B 31 (12,4%) cnydae B COOTBETCTBHHU C MPUHSITHI-
MU yCJIOBUsIMU HO30J10rnyeckas npuHapiexxHocts AHIIA-CB
MeHee omnpefelieHa (BeposTHblil DI'TIA, BepostHblil MITA umu
Henoaubiil ['TIA), n muwb y 1,2% 6Goapabix AHIA-CB He
MPEJICTABIISIOCh BO3MOXKHBIM €€ ONpe/euTh.

IIpu cpaBHenun snuTonHoil cneuncdpuynoctn AHIIA
(APA) B BblIeIEHHBIX I'PYNIAaX OTMEYEHO, YTO y OOJIbHBIX
OI'TIA npucyrcTBoBamy uckimounreabHo aMIIO (100%), B To
BpeMmst Kak nanueHnTsl ¢ ['TIA B nmopaBnstomem 60JbIIMHCTBE
ciyyaeB xapakTepuzoBanuch HanuuueM allP-3 (90% npu knac-
cyeckoM I'TIA, 86% npu wenommsom I'TIA; Ta6a. 2). B rpymme
omnpeyienenHoro MITA oimHakoBo yacTo npucytcTBoBany allP-
3 u aMIIO (49-48%), npu BepositHoM MITA —y 64% allP-3.
OpnHoBpemenHas runepnpoaykuus allP-3 u aMIIO npucyT-
cTBOBaJIa y AByX 60sbHbIX I'TIA 1 nByx MITA.

[Ipu nmocaenyroleM CpaBHUTENBHOM KIIMHUYECKOM aHAJIN3e
BBIJICJIEHHBIX TPYII PacCMAaTPUBAINCh MALMEHTHI C KJlaccuye-
ckum DI'TIA, knaccuueckum I'TIA u onpenenennbiv MITA.
ITpu Bcex Ho3omornueckux popmax AHIIA-CB npeobnapanu
keHmuHbl (AI'TIA — 70%, I'TIA — 57,5%, MI1A — 59,6%), oco-
6enno B cayuasx ['TIA u MIIA c runepnpopykuuen aMIIO
(cootBeTcTBeHHO 89 M 82%). Cpenuil Bo3pacT Havasa 3a60-
neBaHusi y 6onbHbIX DI TIA cocrasun 45,3+14,8 ropa, I'TIA —
39,6+15.5 rona, MITA — 47,5+15 4 ropa, pa3nuuust CTaTUCTH-
yeckn HeszHaummbl (p>0,05). Cpennuil Bo3pacT OGOJBHBIX
MITA-aMIIO oka3zancst JOCTOBEpPHO BbIlIE, YeM OOJbHBIX
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MITA-allP-3 (53,5 = 15,7 n 42,1 + 14,9 roja COOTBETCTBEHHO,
p<0,01).

Menuana BVAS B passepHyTyto craguio AHITA-CB po-
cturana nipu DI'TIA 20 (5-41) 6annos, npu MITA 19 (7-40), B
ToM umcne npu MITA-aMIIO 17 (9-34), npu MITA-allP-3
19 (11-28) 6annos. ITpu I'TIA mepnana BVAS oka3zanachk 3ako-
HOMEPHO HIKe MPY JIOKAJTLHOM (hopMe G0JIe3HH, YeM NpH TeHe-
pamzoBanHo [6 (4—17) u 17 (4-39) 6anioB COOTBETCTBEHHO] .
Huskue nepBonavanbHble 3HaueHnst BVAS B HeKoTOpBIX city-
yasix renepanzoBanHoro ['TIA o6bsicHsmICch MaHnecTanueit
3aboneBanus nartosorueit JIOP-opraHoB ¢ npucoefnHeHnem
I'H u mopaskenus Apyrux OpraHoB TOJBKO MpH peupause. [Tpu
pacuete BVAS cpepnee unciio nopaskeHHbIX OPraHOB U CUCTEM
B pa3BepHyTYIO (pa3y 6ose3Hu y 6oibHbIX DI'TIA, reHepanuzo-
BaHHbIM ['TIA, MITA-allP-3 unu MITA-aMIIO 6b1710 ¢CXOHO
(memmana 5-4.5). CrnefyeT OTMETUTD, YTO MOACYET UCTUHHOTO
3HaueHus BVAS MoxeT ObITh 3aTpy/JHEH, TTOCKOJIbKY BO3MOXK-
HO aCHMIITOMHOE Te4YeHHe MOPaKEeH!sI TPUIATOYHBIX Ma3yX HO-
ca umu nerkux [10], B To Bpemst kak MCKT 3TuX opraHoB Bbl-
TIOJTHSIITM HE BO BCEX CITyJasiX.

Paznuunbie Hozonornueckue popmsl AHIIA-CB B passep-
HYTYIO (pa3y MMeJM CXOJHYIO KIIMHMYECKYI0 aKTUBHOCTb U
OOIIHOCTD CMEKTPa MOJMOPTaHHOTO MOPAXKEHUSI C PA3BUTHEM
Ha (poHe MOBbIIIeHUsT TeMnepaTypbl Tena (53-75%) u aptpu-
Ta/aprpanruit (44—64%) natonorun JIOP-opranos (69-98%),
nerkux (65-72%) u nouek (44—-89%; puc 2). 'H B nepsyto
ouepefib XapakTepeH a1 MITA (89%) u pexe pa3BuBajcs pu
I'TIA u DI'TIA (62-44%), p<0,05. MITA u OI'TIA varme conpo-
BOXK/AJIMCh KOXHBIMU BbIchIManusamu (57-75%), yem I'TIA
(32%), p<0,05. OI'TIA Gosee CBOMCTBEHHO BOBJICUCHUE MEPU-
¢epuueckoit HepBHOI cucteMsl (69%), uem MITA unu I'TTA
(27-17%), p<0,05. Kpome Toro, y 6ombHbix DI'TIA vaire, uem
npu I'TIA nnu MITA, BcTpeuanock nopaxkeHue cepaua (25 u
9-15% cootBeTcTBeHHO) 1 abgomuHaaruu (19 u 4-5% coor-
BETCTBEeHHO), p>0,05.

OTMedeHo, YTo mopaskeHne Jerkux u nouek npu MITA xa-
PaKTEepHU30BAIOCH OOJee TSXKENbIM TEUYCHUEM, YeM Y OOJIbHBIX
I'TIA. Tak, HecMOTpsl Ha TO YTO B KaK/JOM BTOPOM Clly4ae IMo-
paxkenue nerkux npu ['TIA conmpoBoxpanoch lecTpyKuuei je-
rOYHON TKaHW, HecBolicTBeHHO MIIA, a KpoBoxapkaHbe
OCJIOXKHSIIIO MOPaKeHue JIErKUX OfJMHakoBo 4acTo (39-42%),
JIErOYHOE KPOBOTEUYEHKE PAa3BUBAJIOCH B 5 pa3 yalie y O0JIbHBIX
MIIA (17 u 3% cootBetcTBeHHO, p=0,02) 1 Toabko npu MITA
cTaHOBWJIOCH paTtanbHbIM (B 3 caydasx). BIII'H vame pa3su-
Bancsa npu MITA (33%), uem npu I'TIA (15%) nmu DI'TTA
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Puc. 2. YacTtoTa KAMHMYECKMX MPOsIBAEHHI B pa3BepHYTYIo ¢pa3y kaaccuueckoro IITIA (n=16), kaaccuueckoro IMA (n=127)

n onpeaeaeHHoro MIIA (n=74).

(14%), p<0,05. Jleyenune remoauanuiom noaydan 20% 605b-
Heix MITA, equanunbie naumenTts! ¢ ['TIA (7%) u He TpeGoBa-
nock B ciyyvasx DI'TIA.

IIpu cpaBHeHnu 60bHBIX MITA ¢ pa3anMyHOl aNUTONHON
cneunpUIHOCTBI0 OTMEUYEHO, YTO pa3BepHyTas aza MITA-
al1P-3 mporekana arpeccusHee MITA-aMIIO, ¢ 6onee yacTbiM
nopaxkenueM koxu (p=0,020), rmaz (p=0,065), cycraBos
(p=0,079), npucyrcteuem TpomobouuTosa (p=0,018), Gonee
BBICOKMM YPOBHEM ChIBOPOTOYHOT'O KPEATHHUHA U TOBBILICH-
Hou ckjoHHocThbi0 K BIII'H (37 u 18% cooTBeTCTBEHHO,
p=0,076), HO HEOOXOIMMOCTb JICUCHHSI TEMOJIUAIN30M B JIBYX
rpymnnax okasajach conocrasuMa (y 13% OoJbHBIX ¢ IOpaxKe-
HueMm nouek, p=0,483), kak u yactora couetanust BII'H c re-
Mopparnueckum anbBeosauToM (13—12%). OrcyTcTBOBaNN CY-
IECTBEHHbIE PA3/IMuMsl B 4YACTOTE MopakeHus jJerkux (38 u
57% cootBeTcTBeHHO, p=0,151) MM IEroyHOro0 KPOBOTEUECHUS
(12 u 14%, p=0,573), oco6ennoctbio MITA-aMIIO sBisinach
BO3MOXHOCTb Pa3BUTHUS AUQP@PY3HOTO MHTEPCTUIMAILHOTO
¢pubpo3a erkux B UCXOJIe AIbBEOJIUTA, YTO OTMEYeHO B 15%
ciyuyaeB MITA-aMIIO u orcyTctBoBano npu MITA-allP-3.

PeupnuBbl npoananu3upoBanbl y 155 6oabHbIx (10 — ¢ OI'-
ITA, 47 — ¢ MIITA, 98 — ¢ T'TIA), npocnexeHHbIX Ha TPOTsIKe-
HUM GoJiee Tpex JIeT OT Havasa 3aboneBanus. Penuiusel vaiie
pazsuBanuck npu OITIA (80%) u I'TTA (64,3%), yem npu
MIIA (48.9%), npu atom MITA-allP-3 peuunusupoBan pexe,
yem ['TIA-alIP-3 i MITA-aMIIO (38,1 u 66,7-57,9% coot-
BeTCTBeHHO, p<0,05). Peummusel DI'TIA npoTekanu ¢ MeHblLei
KJIMHUYECKON aKTUBHOCTBIO, HE COMPOBOK/IAINCH TTATOJIOTHEN
JIErKUX UM OPOHXOB, (peOPUIIBLHON JMXOPAJAKON U yCIEIIHO
KOHTPOJMPOBAINCH 3CKANAIEN TePanuu.

ITpu peuupmBax I'TIA kiMHMYecKast aKTUBHOCTb OKa3aslach
COMoCcTaBUMa ¢ MaHU(ECTHOIT (pa3oil 3a0051€BaHNsl, HO C Teue-
HUEM BPEMEHHM BO3pacTajla 4acToTa U TSXKECTb MPOSIBICHUI
TpaHyJIeMaTO3HOTO BOCTIAJIEHNSI, TAKUX KaK MCEBIOTYMOp Op-
OUTBI M NMOJCKIIal04Has rpanynemMa ropranu (p<0,05), 4yto Bo
MHOT'OM OIPEJIEIISNIOCh CKOPOCTHIO Hayvajla MHAYKIMOHHOTO
nevenus yukaogocganom (LP). Tax, B cayuyaax ['TIA, npu
KOTOPBIX BIOCJEACTBUU MOTHOCTHIO MCUe3aIM MPU3HAKU I'pa-
HyJIeMaTo3HOro Bocnasienusi, [I® HazHauanu paHo, uepes 2,6
(1-4) mec, a 6oabHbIM ¢ nporpeccuposanueM I'TIA 1 HapacTa-
HHEM CHMNTOMATUKHU TPaHyJIeMaTO3HOTO BOCIAJICHUS JieueHNne
L& nasnavanu 3HauuTeNBLHO MO3XKe [uepe3 26,2 (1,5-156)
mec]. B To ke Bpemst npu peupuBax ['TIA nabmropanoch cHu-
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Puc. 3. KymyAaTMBHAs AOAsl BbDKMBLIMX (KPHBbIE
Kanaana—Meitepa) B rpynnax 60AbHbIX onpeaeaeHHbiM MITA,
kaaccdeckumu ITIA n IITIA 3a 10 AeT HabAIOAEHHS.

JKEHUE 4aCTOThI OOIIMX CUMITOMOB (JIMXOPajIKa, MOpaXkeHne
cycTaBoB), nopaxkenust koxu (p<0,05), BIII'H (p=0,059).

Peupmuser MITA Mornm mpoTekaTh HE MEHee TSKeIo, YeM
MaHM(ecTHbIe (pa3bl OOJE3HU, COMPOBOXKAASICH MPOrpPecCcu-
pYoLIeil TOYEeYHO! HEJIOCTaTOUYHOCTBIO, KPOBOXapKaHbEM, M0-
pakeHueM nepuepryeckoil HepBHOI cucteMbl. B otinyne ot
pa3BepuyTOll haszbl, npu kotopoit MITA-allP-3 mporekan
arpeccuHee MITA-aMIIO, peunpuBel npu ABYX BapHaHTax
MITA pa3BHUBaIUCh MO CXOAHOMY KJIMHUYECKOMY CLEHAPUIO,
KYMYJISITUBHAsI MOYevHasi BbpkBaeMocTh npu MITA-allP-3 u
MITA-aMIIO comnoctaBuma (89,5 n 93,.9%, p>0,05).

IIpu cpaBHEHUM BBIKMBAEMOCTHU, PACCUUTAHHON METO/IOM
Kannana—Meiiepa, yCTaHOBJIEHO, YTO BBI)KMBAEMOCTB 00JIb-
HbIX MITA 3a 1 rop, 2 roga 1 10 1eT COOTBETCTBEHHO COCTABU-
na 904, 86,2 u 74,3% w okazanach JOCTOBEPHO HIKE, UM TIPH
I'TIA u OI'TIA (10-neTHsst BbkuBaeMocTb 91 1 95% cooTteT-
ctBeHHO), p=0,003 (puc. 3). IIpu nokansHom I'TIA u cpenu
cinyuaeB HeknaccuguuupoBadHoro AHIIA-CB netanbHble uc-
XOfibl OTCyTCTBOBaNM. [Ip1 cpaBHEHUN BEpOSITHOTO U onpejie-
nenHoro MITA B TeueHue nepsbIx S JeT 3a00/1€BaHUs KyMYJIs-
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Puc. 4. KymyAaTMBHas AOAsl BbDKMBIIMX (KpUBbIE
KanaaHa—Meriepa) B rpynnax 60AbHbIX ONPeAEAEHHbIM M Be-
posiTHbIM MITA 3a 5 AeT HaGAloAeHHS.

TUBHAs1 107151 BBDKMBILIMX B IByX I'PYMIax OKa3anach WEHTUYHA
(puc. 4).

Cpeau pUyKH JIeTalbHOro ucxopa nauueHTos ¢ I'TIA npe-
oGnayianu cepbesnble nHekuun (40%), B TO BpeMst Kak aKTHB-
HocTb I'TIA crana HemocpeiCTBEHHOM NPUYMHON CMEPTH JIMILb
B 10% cnyuaeB. Hanpotus, npuunnoit cmeptu MITA B 65%
CJIy4aeB sIBUJIOCh NPOrPECCUPOBAHUE NTOYEYHOM HEIOCTATOYHO-
CTH 10 TEPMUHAJILHON CTAUK U/UJIK JIETOYHOE KPOBOTEUEHUE
BCJIE/ICTBHE T'eéMOpPPAaruyeckoro aibBeOJIUTa, B TO BPeMsl Kak
cepbe3nble nHpekumn npr MITA oTHOCHTENHEHO PEeIKO CTAHOBH-
ek npuunHoit cmeptu (18%). IIpuunHO eIMHCTBEHHOTO Je-
TanbHOro ucxopa npu DI'TIA crana BbICOKasi aKTUBHOCTb 303U-
HO(PUIIBLHOTO BaCKYJIMTA C MOPAsKEHNEM KHIICYHUKA.

Ha puc. 5 npescraBneno cpaBHeHre MPOrHo3a 3a601eBaHmst
B 3aBMCUMOCTH OT 3nuTonHoi cneyuduynoctu AHIA. Ipu
I'TIA ofHOMNETHSISI BBIKMBaeMOCTh nanueHToB ¢ aMITO (87,5%)
oKazajach Hike, 4yeM allP-3 (96,6%), B nanbHeieM 3HaYCHUs
KYMYJISITUBHOH 1014 BBIXKMBIIMX COJIMXKANINUCDH, PA3IMYUS HE
ObL1M cTaTUCTUYECKH JocToBepHbI (p=0,57). [Ipn MITA BbIKU-
BaeMocTb 6oJibHbIX ¢ alIP-3 B mepBbie 2 ropja 6051301 OKa3a-

nachk HiKe, yeM ¢ aMIIO (89,4 u 95,9% cooTBEeTCTBEHHO), Ue-
pe3 3 roja 3HaueHHUs BbIXKMBAEMOCTH /IByX BapuanToB MITA
cOMMXKaNuck, mocse 6 et oT Havana 60Je3H! KyMYJIITUBHAS
1075 BbKUBIINX 00JbHBIX MITA-allP-3 BHOBL cTaHOBMIACH
ke, yem ipu MITA-aMIIO (72,1 u 87,2% cooTBETCTBEHHO),
HO pa3nuuusi He ObIIU CTaTUCTUYECKU JocToBepHbI (p=0,23).
CrneftyeT yuuThiBaTh TOT (akT, 4yTo GonbHbie MITA-aMITO
okazanuck crapuie, yeM MITA-allP-3 (53,5+£15,7 n 42,1+14.9
rofa coorBeTcTBeHHO, p<0,01). [Tpu MITA-allP-3 npornos
xy>ke B cpaBHeHuu ¢ ['TIA-allP-3, Bbiie oblee yncio JeTanb-
HbIX cX00B (18,4 1 8,2% cOoOTBETCTBEHHO), HIKe 10-1eTHSS
BbDKMBaeMocTh (72,1 u 88,8%) 1 KyMyJIsITUBHAS TIOUEYHAsI BbI-
knBaeMocTh (89,5 u 95,9%), paznuuns B 3TUX rpynmnax mo mo-
JIy ¥ BO3pacTy naygueHToB orcyTcTBoBasm (42,1 £1491u 395 +
15,8 ropa, p>0,05). Takum o6pa3oMm, B cilydasix ¢ TUIEPIpPO-
nykuueit alIP-3 nporuo3 60/bHBIX TOCTOBEPHO XY>Ke MPH OT-

CYTCTBMM TPAHYJIEMATO3HOM BOCHAJMUTENbHON peakuun
(p<0,01).
OO6cyxaeHne

CogsepiuenctoBanue fuarnoctuku AHIIA-CB otHocutes
K aKTyaJIbHbIM NMpoGJeMaM COBPEMEHHOI peBMaToIoruu. 3a
MOCIIe/IHAE IECATUIIETHS B OT/IEIIbHBIX CTpaHaxX HaOJIofjaeTCst
cylecTBeHHOe yBenmuenune pacnpoctpaneHnoctn AHIIA-CB,
B yacTHocTu B Hopeeruu ¢ 30,4 Ha 1 MiH HaceneHust B 1988 r.
n0 95,1 va 1 maa B 1998 1. [11], B MUTanmu ¢ 1,7 Ha 1 MiH Hace-
neanst B rof B 1995-1999 rr. mo 3.4 Ha 1 MIH B TOJ B
2000-2005 rr. [12], B Bemmko6putanuu ¢ 62,9 Ha 1 muH Hace-
qenust B 1997 r. o 148 va 1 muin B 2010 r. [13]. OT™MeueHHbIN
poct pacnipoctpanenHocT MITA [14, 15] MoXeT 0OBSICHATD-
Csl yIIy9IIeHNEM TUArHOCTUKHU 3TOT0 3a00JIeBaHUS, YTO B CBOIO
ovepe/b COCOOCTBYET MOBBIMIEHUIO 3(P(HEKTUBHOCTH JieUue-
HUSI ¥ YJYUILIEHNIO IPOTHO3a 00JbHBIX. B pe3yibraTe nccie-
noBaHuii, ony6amkoBaHHbIX 710 2000 r., OIHOJIETHSISI BbIXKUBAe-
MocTb 605bHBIX MITA He npesbiana 50-70% [16, 17], nocne
2005 r. Ha ¢one pacmmpenus npeactasiaenuin o MITA ot-
MEUEHO MOBBILLIEHUE OJHOJIETHEH BbIXKMBAEMOCTH — IO 3apy-
0e>KHBIM UCTOYHUKAM 10 74-94% [18-20], no nanubiM E.B.
3axapoBoil U coaBT., HabmopaBmux 11 6onbHbIx MITA, — 10
82% [21]. B cOGCTBEHHOM MCCJICIOBAHUN OIHOJIETHSISI BHIXKH-
BaemocTb npu MITA pocturana 90,4%, uto npexpe Bcero oo-
YCIIOBJICHO paHHEel MAarHOCTUKOI 1 CBOEBPEMEHHBIM Ha3Haue-
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Puc. 5. KymyasTuBHas AoAa BbbkuBlMx (kpuBble Kanrana—-Meriepa) B rpynnax naumentos ¢ MIA m ITIA B 3aBUCHMMOCTH OT
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nauneHtoB c ITIA-allP-3 u IMA-aMI10.
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AMarHoCcTmka CMCTEMHbIX BaCKyAUTOB

HUEM MHAYKIMOHHON Tepanuu (MefnaHa IINTeIbHOCTH 3a60-
JIeBaHus 10 Hayala JieueHust — 3 Mec).

Penpe3eHTaTMBHOCTH IPYNIIbI, BKIOYEHHON B UCCIIEI0BA-
HUEe, OOOCHOBAaHAa BBICOKON KIMHUYECKOU AaKTHUBHOCTHIO
AHIA-CB co cpeaaum ungekcom BVAS 17-20 6annos, uto
COOTBETCTBYET JIAHHBIM KPYIHBIX ME3K/[yHAPOJIHBIX KOTOPT Ma-
uueHtoB ¢ AHIIA-CB, B koropsix BVAS BapbupoBan or
16,9+7 4 no 19,549,1 6anna [22]. IlopTBep:KaeHreM uarHo-
CTUYECKON IIEHHOCTH TIPEJIOKEHHOTO AITOPUTMA MOKHO CUH-
TaTh OTCYTCTBHME PA3JIMUMil BBIKMBAEMOCTH MEKJy IpYNnamu
GOJILHBIX C BEpOSITHBIM UM HECOMHEHHbIM JIMarHO3aMu
AHIA-CB, cooTBeTcTBHE YCTAHOBIEHHOI'O HAMU COOTHOILIIE-
Hus MITA u I'TTA (1:1,35) ¢ wactoron nquarnoctuku MITA u
I'TIA, ocHOBaHHOI Ha 3KCNEPTHOM MHEHUU B €BPOMNENCKUX KO-
roprax. Tak, 1o JaHHBIM 15-JIeTHEro uccaeJoOBaHusl JMarHo-
ctupoBano 218 ciyyaes MITA u 311 I'TIA, npu 3TOM COOTHO-
menue MITA u I'TIA cocraBuno 1:1.4 [23]. Hau6onee penkum
BapuanToM siBisieTcst AHIIA-accounupoBannbiii I'TIA (8%),
YTO COIJIACYeTCs C pesysbTraTamMu (ppaHIly3CKUX MccleoBare-
neft, koropble 3a 50 neT HabtofieHns AuarHocTupoBanu 383
cayuas DI'TIA, u3 aux mume 108 (31%) AHLLA-no3uTnBHbI
[24]. Eme B ogHoM uccnenoBanuu cootHoienue I'TIA, MITA n
OITIA cocrasuno 10,9:11,2:1 [25].

B cootBeTcTBUM C HElaBHO OMyGIMKOBAHHBIMU PE3YJIbTa-
TaM# CPaBHUTEIHHOTO aHANIM3a JIBYX KPYMHBIX MEXTyHapOJI-
HbIX Koropt nayueHToB ¢ AHILIA-CB [22], BkimtounBiimx 368 u
441 6onbHOTO € lIoKazanHo runeprnpoaykumein AHLIA u orme-
TuBILIMX npeobnananune I'TIA (65-91%), cooTHOLIEHNE YaCTOTbI
al1P-3 u aMI1O BapwupoBano B npenenax 1:3,7 — 1:1,7, uro, mo
COOCTBEHHBIM JJaHHBIM, cocTaBuIo 1:2,4. B co6cTBEeHHOI KOrop-
Te B OoublinHCcTBe ciyuyaeB I'TIA npucyrctBoBamu allP-3
(90%), npu MITA opunakoBo yacto alIP-3 n aMIIO (52-45%),
nipu DI'TIA uckmountensuo aMITO (100%). I[Tpu I'TIA runep-
npoxykuust aMITO ormeuena B 8% cityyaeB, UYTO COOTBETCTBYET
pe3yabTaTam ipyrux uccrneponarenei (5-9%) [26, 27].

BbIsiBlIeHHbIE pa3nuyuusi TSXKECTH TeYEeHUs!, POTHO3a U Ya-
CTOTBI PElWIMBOB B TPYMIaX MAlMEHTOB, KJIacCU(UIUPOBAH-
HbIxX Kak ['TIA, MITA u OI'TIA, cooTBeTcTBUE pe3ysbTaTam
MEX/IyHAPOJIHBIX UCCIIEJIOBAHMII MOATBEPK/IAOT IMarHOCTHYE-
CKYIO IIEHHOCTb TIPEJIJIOKEHHOr'0 aJlropuT™Ma M KIOUYeBOe
3nayenne CK. CreyeT OTMETUTD, UTO yCTaHOBIIEHNE MTPU3HA-
KOB, TATOTHOMOHMUYHBIX /111 FPAHYJIEMATO3HOTO BOCMAJICHHUS
pecnupaTopHbIX OPraHoOB, TPeOyeT LesIeHANPABICHHOI'O KJIH-
HUYECKOro 00cie/JoBaHNs ¢ 00513aTeIbHbIM NMPOBEIEHUEM PU-
Hockomnu, napunrockonuu, MCKT npupaTouHbIx na3yx u Jier-
KHX, MIOCKOJIbKY Jla’kKe BbIPa>KeHHbIC U3MEHEHHUS B IPUIATOY-
HbIX nazyxax npu MCKT u Tsixenoe nopaskeHue Jerkux ¢ oo-
pa3oBaHMEM MHOKECTBEHHBIX MH(UIBTPATOB C IECTPYKLHUEH,
cporictBenHoe I'TIA, MoryT mpoTekaTh 66CCUMITOMHO WU CO-
MPOBOXK/ATHCS CKYHON KIMHUUYECKON CUMIITOMATUKOM, YTO
HaOmopanock B Haueilr koropre [10], a Tak>ke Apyrumu aBTo-
pamu [28].

[To pe3ynbTaTam HanboJiee KPYMHBIX MEXKAYHAPOHBIX KO-
ropt o6mas 4YacToTa JeTalbHbIX ucxofoB mnpu MITA
(9,8-15,8%) okazanacs Bbiwe, yem npu ['TIA (3—-14,7%) [22],
KaK M B NpejicTaBieHHOM uccaegoBanuu (18 u 7% cooTset-
cTtBeHHO). [1o aHHBIM pa3IMYHBIX aBTOPOB, CMEPTHOCTH 3a
nepsble 5 JIeT nocJjie ycTaHoBleHus quarnosa npu I'TIA cocras-
asiet 3—20%, npu MITA Bapbupyet ot 26 1o 55% [16, 18, 22,
23], npu DITIA B orcyrctBumM Hedpomatuun — 3% [29].
B cobGcTBEeHHOM MCCeOBaHNM CMEPTHOCTD 3a MEpPBbIe 5 JIeT OT
Havasa 3a6onesanus npu ['TIA, MITA u OI'TIA cocraBuia co-
oTBeTCTBEHHO 6, 20 u 5%, Takue OTHOCUTEJILHO GJaronpu-
SITHBIE TTIOKA3aTeNN MPOTHO3a CIIElyeT CBA3bIBAThH KaK C paHHE
AMAarHOCTUKON (MeflnaHa AIMTENbHOCTH 3a060JIeBaHNs IO yCTa-
HoBJeHus auarHo3da AHIJA-CB 6 mec), Tak U ¢ COBEpILEH-
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CTBOBaHMEM METOJIOB JieUeHus (Tepanusi putTykcumaoom y 38%
NaUeHTOoB).

MITA npepacrasisieT co60il HauboJee TSKeNblil BAPUAHT
AHIIA-CB, xoTopblil B 60JIbIIMHCTBE CllydaeB 3a 1-2 Mec
NpOrpeccupyeT OT HaYaJIbHbIX CUMITOMOB /10 Pa3BEpHYTON
CTajInu C BbICOKON akTUBHOCTBIO ['H 1 pyrux kimHuuecknx
nposiBaenuii, npu atom MITA-allP-3 nporekaer arpeccuBHee
MITA-aMIIO, ¢ Gonblueit MOOMIN3aLMe BOCTIAIUTENBHbBIX pe-
akuil B ocTpyio ¢azy. Y 6omabubix MITA-allP-3 B Teuenune
MEepBbIX JIBYX JIeT 3a00JIeBaHUsI MPOTHO3 XY3KE, YeM B TpYIIe
MITA-aMIIO (p=0,04), uro B nepByo ouepesib 00YCIOBICHO
TSIKEJbIM MOPaXKEHNEM JIETKUX M MOYEK C BHICOKON 4aCTOTOM
nerou”oro kposoteuenus u BIII'H. B nmutepatype Takske 06-
pailieHo BHMMaHue Ha 6onee Tsikenoe Teuenne I'H npu runep-
npopykuuu allP-3 B ormuuue ot aMIIO [30, 31]. OcoGen-
HocTbio MITA-aMIIO siBsieTcst BO3MOXKHOCTD (DOPMUPOBAHUS
B HCXOJIe TeMOPPAarnyecKoro ajibBeonTa Judgy3Horo uHTep-
cTumanIbHOro pudposa gerkux (15%). O BO3MOXKHOCTH TaKo-
ro BapuaHTa nopaxenust gerkux npu MITA-aMIIO coo6ia-
Jock ¥ paree [21, 32-34], ormeueHa accoupanysi MHTEPCTULH-
aJIbHOTO JIETOYHOro (hubpo3a C MOKUIIbIM BO3PACTOM OOJIbHBIX
AHIA-CB, aMIIO u nnoxum nporno3om [33], nokaszaHo, 4To
JIerOuHbIi (hMOPO3 MOKET MPEJIIECTBOBATH PA3BUTHUIO IPYTUX
nposisnennii MITA [34].

TakuM o6pa3oM, TSIXKECTb MOpaXkKeHUs JEerKuX M Moyek
BapbUPYET B 3aBUCUMOCTHU OT HAJIMYMS UM OTCYTCTBUS FPaHYy-
JIEMaTO3HOI BOCTIAIIMTENILHON peakiyu, 203NHO(UINY, CTIeLH-
¢uunoctn AHIIA, npu 3TOM nporecc rpaHyjieMaTo3a MOXXHO
paccMmaTpHBaTh KaK CBOEOOPA3HYIO 3alIUTHYIO, HO HE0CTa-
TOYHYIO PEaKIMIO B OTBET Ha TIOBPEXK/ICHUE , MATOreHETUUYECKN
ces3anHoe ¢ alIP-3. [Tpu DT'TIA nopakeHue HEpBHOI CUCTe-
MbI, CEPALIA, XKeJTYI0YHO-KUIIEYHOTO TPaKTa, Hapsly ¢ OpOH-
XMaJbHON aCTMOM, MOXKET OTpaXkaThb nmatosioruyeckue agek-
Thl 303MHO(UIINH.

LlenHocTh npuMeHeHust B kiauHuveckoil npaktuke CK-I'
JOTIOJTHUTEITLHO TIOJJYEPKUBAIOT BbISIBJICHHbIE PA3JINUUs PUCKa
PeuMMBOB, Yallle Pa3BUBABLINXCS MPHU NPOTEKAOLIMX C TPaHy-
JnemaTo3Hoi BocnanurensHoi peakuueit OI'TIA u I'TTA (80 n
64,3% cooTBeTcTBeHHO), yeM npu MITA (48,9%), uro cormna-
CyeTCsl C JaHHBIMU MEXKIYHApOJHBIX KOropT [22], B KOTOPBIX
yacTOTa peuujiuBa TakKe oka3zanach Bbime mnpu [TIA
(49-64%), yem npu MITA (17-37%). B cooTBeTCTBUM C J1aH-
HbIMU PaHJIOMM3UPOBAHHOTO KJIMHUYECKOTO HCCIIE0BAHUS
WEGENT [35] Ha ¢oHe cTaHapTHOTO MOJJIEP>KUBAOLIETO
JIeYeHMsl a3aTMONPUHOM MUJIM METOTPEKCaTOM Oe3peluIMBHbII
nepuopi Kopoue npu I'TIA, yem npu MITA, B To ke Bpemst MHO-
roakTOPHBIIA aHAIIN3 MTPOJEMOHCTPUPOBAI ACCOLMALMIO PELy-
nuBoB ¢ nepcuctenyment allP-3, a He quarnozom I'TIA. Mure-
PECHO, UTO, MO IaHHBIM €BPONENCKNUX UCCIIEOBAHNII, YaCTOTa
peunuBoB AHIIA-CB (38%) [36] Bbiuie, ueM B SInoHun
(23%) [37] umma B Kurae (32,7%) [38], 4T0 MOKHO CBSI3bIBATH
¢ npeo6naganueM aMIIO u pepgkocthio I'TIA y 6GonbHBIX
AHIIA-CB u3 Azun.

ITo nanHbIM KpynHbIX KoropT nauueHTos ¢ AHIIA-CB, no-
BBILLICHNE PUCKA PEeLU/IMBA CBSI3aHO co crnequguiHocThio AH-
LA « ITP-3 u nopaxeHnuem Jierkux [22], Hanmuune noyeyHon
HEJIOCTATOYHOCTH HE aCCOLMUPYETCS C pa3BUTHEM PELUNBOB
[39, 40]. B cooTBercTBUM C COOCTBEHHBIMU PE3yJbTaTaMU
PUCK 060CTpEHUS! TOBBILIAETCS NPU COYETAHUN TMNEPIPOIYK-
mun allP-3 ¢ mpucyTcTBMEeM NMPU3HAKOB I'PAHYJIEMATO3HOTO
Bocnanenusi, y 6onbHbIx [TIA-allIP-3 yacToTa penunBoOB BbI-
e, yeMm npu MITA-alIP-3 (66,7 u 38,1% cooTBETCTBEHHO,
p<0,05), BmMecTe ¢ TeM jjocToBepHble pazauuus ¢ MITA-aMITO
otcyTcTBoBasM (66,7 1 57,9% cooterctBenHo, p>0,05).

Bricokast wactoTa peupausoB npu DI'TIA, mo co6cTBeHHBIM
JIaHHBIM, 3HAYMTEIILHO MPEBOCXO/UIIA PE3yJIbTaThl (hpaHIly3-

19



T.B. beketoBa

AHLA +
( AHLIA PHU®, U®A aflP3, aMro )
'
Cypporathbie KnaccuukaumoHHble
KpUTEpUU
rpaHynemaro3a < 3 KpMTepVIl/I SI—I—IA
=V >1 =3 24
CypporaTHble
KpUTepum
BacKynura
21 =0
MMNA rma ArnA
T+

Onpegenexve MIMA [

HeonpepenenHubii AHLIA-CB \

Puc. 6. PeKOMeHAOBaHHbIN aATOPUTM AMArHOCTHKH [TIA,
MIIA, 3IMA.

CKHX uccnefioBaresnei [24], HaGmoaBInX pequanBUpYolee
teuenne y 35,2% 6oabubix DI'TIA. Takue paznudusi MOTYT
OBbITH OOBSICHEHBI TEM, YTO B COOCTBEHHOM MCCJIEIOBAaHUN BO3-
OOHOBJICHNE OPOHXUATIBLHOM ACTMbI U CUHYCHUTA YUYUTHIBAIIOCH
KaKk npusHak peuugua DI TIA B cooTBeTCTBHMM CO HIKAJION
BVAS, B To BpeMs Kak BO (hpaHIly3cKOIl KOTOpPTEe MOI00HbIe
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cIy4au, YMCIeHHOCTh KOTOpbIX cocTaBmia 20,4%, paccMaTpu-
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3akAl0ueHue

Mpumenenne CK-I" 1 CK-B kak Ki1t04eBOro MHCTpyMEHTa
AMAarHOCTUKM TO3BOJIAET KiaccuduuupoBaTb 99% ciyuaes
AHIA-CB, npu aToM nepBoodepefiHoe 3HaUeHne mpruoodpeTa-
eT MOAPOOHBII aHAIM3 BCeX KIMHUYECKUX JIaHHBIX, ONUpPat0-
LUIACS HA MJITAHOMEPHOE LeJIeHANPaBIEHHOE NHCTPYMEHTAIb-
Hoe obciiefioBaHNe: OPOHXOCKONMIO, TapuHrockonuoo, MCKT
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yTOUHEHNEM KOHKpEeTHON HozoJjornueckon ¢popmbl AHIIA-
CB, BO MHOTOM OIpefeJIsItoNIell MPOTHO3, 1 ONTUMHU3UPOBATH
neuenne AHIIA-CB (puc. 6).
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