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[paHynemarto3 ¢ NONUAHTUUTOM, NATOrEHETHYECKH
CBA3AHHbIA C AHTUHEHTPOUNBHBIMU
UuTONNa3MaTUYECKUMMN AHTUTENAMM:
0COOEHHOCTH KNWHUYECKOr0 TeYEeHHA

T.B. beketoBa

Ha mpumepe cobcTBeHHOTO OmbITa HabmoaeHus 70 GOIBHBIX TpaHyJIeMaTo30M ¢ monuanruntom (Berenepa) mon-
POOHO U3y4YeHBI OCOOEHHOCTH TEUCHUST KITMHUUECKUX TPOSIBICHU, OTPaXKaIOIUX TPaHyIeMaTO3HYIO BOCTIATUTE b~
HYIO PEaKIINIO U HEKPOTU3UPYIOLIUI TTOMUAHTUUT, TPOAHATM3UPOBAHbI PAHHSISI CUMIITOMATHKA, TPEMOPOUTHBII
¢oH, Bo3MoKHBIe TTpoBoLIMpYIolIne hakTophl. [IporeMOHCTPUPOBAHO, YTO TPAHYIEMATO3HOE BOCTIATIEHHE U CBSI-
3aHHBIE C HUM KJIMHUYECKHE TIPOSIBICHUS (B TIEPBYIO OUepeb MICEBIOTYMOD OPOUTHI M TIOACKIIAIOYHAS TpaHyIeMa
TOpPTaHU) ¢ TEYEHNEM BPEMEHU UMEIOT TeHISCHIUIO 3aHUMATh JOMUHUPYIOIEe MECTO B KIMHUYECKON KapTUHE 3a-
0oJieBaHuMsI, B TO BpeMsI KaK JOJISI CUMIITOMOB, YCIIOBHO OTHOCSIIIIUXCSI K HEKPOTU3UPYIOIIEMY BaCKYJIUTY, KaK Mpa-
BWJIO, CHUXaeTcs. PaciimdpoBka 3akoHOMEpHOCTe ! pa3BUTHSI TpaHy/IeMaTo3a ¢ moauaHruutoM (Berenepa) moxer
MPEACTaBIATh LICHHOCTD JIJISI IaIbHEM e pa3pabOTKU ONTUMAIbHOM JIeueOHOM CTpaTeruu.

KnroueBbie ci0Ba: BaCKyJIWUT, TOJUAHTUUT, rpaHyieMaro3 Berenepa, aHTHHEUTpOOUIbHBIE LIMTOTIA3MATUYECKIE aH-
TUTENA.

GRANULOMATOSIS WITH POLYANGIITIS, WHICH IS PATHOGENETICALLY ASSOCIATED
WITH ANTINEUTROPHIL CYTOPLASMIC ANTIBODIES: CLINICAL FEATURES
T.V. Beketova

The author studied in detail the specific features of the clinical manifestations reflecting a granulomatous inflammato-
ry response and necrotizing polyangiitis, by using her experience in following up 70 patients with granulomatosis and
polyangiitis (Wegener's), and analyzed their early symptoms, premorbid background, and possible predictors.
Granulomatous inflammation and its related clinical manifestations (primarily orbital pseudotumor and subfold gran-
uloma of the larynx) was demonstrated to tend over time to occupy a dominant place in the clinical picture of the dis-
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ease while the proportion of the symptoms apparently related to necrotizing vasculitis was generally decreased.
Interpretation of mechanisms for the development of granulomatosis with polyangiitis (Wegener's) may be of value for

the further elaboration of an optimal treatment strategy.

Key words: vasculitis, polyangiitis, Wegener's granulomatosis, antineutrophil cytoplasmic antibodies.

HenasHo npuHsTOE TIepeMeHOBaHME Tpa-
HyJemaTo3a BereHepa B rpaHysieMaTo3 C IMOJHU-
anruutoMm (I'TTA) [1] ObUIO BBI3BAHO Ha3peBIIEH
HEoOXOJUMMOCTbIO TepecMoTpa HUMelouencs
KJaccu@uKaluru cUCTeMHBbIX BacKyauToB (CB)
U COBEPILIEHCTBOBAHUS TEPMUHOJIOTUU, KOTOPast
Morja Obl HanboJiee TOJIHO OTpaXaTh MaTOMOP-
(donornuyeckrue 0COOEHHOCTU 3a00JIeBAaHUI.

Bonesnn, monarue rombl HOCUBIIAS WUMSI
®punpuxa Berenepa, mpeicrasisier co06oif 0co-
Oy10 MOJIesTb ayTOMMMYHHOU TTaTOJIOTUU YeJIoBe-
Ka, IJISI KOTOPOW XapaKTepHa ABOWMCTBEHHOCTH
BOCTIAJIUTEJIBHBIX PeaKIUii, MaTOreHEeTUIeCKU
CBSI3aHHBIX C aHTUHEUTPODWIBHBIMU LIUTOILIA3-
matuyeckumu aHtutenamu (AHLIA). Hekporu-
3upylolliee BOocHalleHWe MPEeUuMYIIeCTBEHHO CO-
CyIOB MEJKOro Kanaubpa, C OIHOW CTOPOHHI,
U cBoeoOpa3Hasi TpaHyJieMaTO3Hast BOCMIAIUTEb-
Hasl peakius — ¢ APYroil — He pa3BMUBAIOTCS Ma-
paJIeNbHO, TIPOSIBIISIST PA3IUIHYIO CTETIeHb BBI-
PaXXEHHOCTH B pa3HBIX OpPraHax 1 CUCTeMax opra-
HU3Ma U CBOoeoOpasne y KaxkIoro MmalneHTa.

B To Bpems kak (popMHUpOBaHME TUTAHTO-
KJIETOUHBIX HEKPOTU3NPYIOIIMX TPaHyJIeM TIPeHn-
MYyILECTBeHHO Ha0JII0AaeTCsT B OpraHax pecrmpa-
TOPHOTO TpaKTa, HEKPOTU3UPYIOLIMIA BaCKYJIUT,
pacnpocTpaHEHHOCTb KOTOPOTO MOXKET BapbUPO-
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BaTh, HaMOoOJIEE «IpPaMaTUYHO» MTPOTEKAET B MOY-
Kax, XapaKTepu3ysch Da3BUTHEM (OKaTbHOTO
CerMEHTapHOTO MaJJOMMMYHHOTO TJIOMEpPYJI0-
Hedpurta (I'H) ¢ «momynyHusmu». I'TIA moxer
pa3BUBAThCsI KaK reHepaiu3oBaHHOE 3aboseBa-
HUE C TSXKEJIOW MOJMOPTAaHHOM TATOJIOTUEN WIN
Kak JIOKaJTBbHBIN MPOIIecC ¢ U30IMPOBAHHBIM TO-
paxkeHUeM BEpXHUX IbIXaTedbHbIX TyTeit (BJIT)
[2, 3]. [Tocne ne6roTa ToKaabHOM hopMBbI 3a007e-
BaHUS, B JaJibHEWIIEM, BO3MOXHA TeHepaau3a-
1us mporecca.

KiuHuyeckumMu KBUBaJIEHTaMU I'paHyJie-
MAaTO3HOT'O BOCIAJICHUS SIBJISIIOTCS: CTOMKUE MH-
GuUABTPaThl M Y3JIbl B JIETKUX C YYaCTKaMU JIECT-
PYKIIMU U 00pa3oBaHKUEM MOJOCTei, CTEHO3UPY-
IOLMNA SHAOOPOHXUT; MOJCKIIAJ0uYHAasl rpaHyJie-
Ma TOpTaHU U Tpaxeu, sI3BeHHO-HEKPOTUUECKUI
PUHUT ¢ GopMUpOBaHUEM Tlepdopalii HOCOBOI
TMeperopoaKu, NECTPYKTUBHBIN CUHYCUT WIU
TMMAHCUHYCUT C TIOJUTIOBUAHBIM YTOJIIEHUEM
CJIM3UCTOM 000IOUYKM MPUAATOYHBIX TIa3yX HOCA,
IUTUTEJIBHO TEKYIIUA MACTOUIMT, MCEBIOTYMOD
opOuUTHI [4].

B cBolo ouepenb, ¢ pa3BUTUEM HEKPOTU3U-
PYIOILIEr0 BaCKYJIUTa CBSI3bIBAIOT KOXXHbIE TEMOP-
parnyecKkyrie Wid sI3BeHHO-reMOpparnyeckue Bbl-
CBINIAHUsI, SMUCKIIEPUT, MHOKXECTBEHHBII1 MOHO-
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Hespurt, ['H, nmpoTekaroiiuii ¢ reMarypueit, yaiie B COYeTaHUN
C YMEpPEeHHOU MPOTEeNHYPUel 1 HepelIKo C HapyllIeHNeM a30T-
BBIIEIUTETbHON (DYHKIWK TIOYEK, BIUIOTH IO Pa3BUTHUS ObIC-
tporporpeccupytomiero 'H (BIITH).

B xaxmom oTaenbHOM ciydae Ha MPOTSKEHUU O0JIe3H!
MOTYT HaOJTIONAThCSI TIEPUOIBI C PAa3TINIHON BBIPAXKEHHOCTHIO
KJIMHUYECKUX TIPOSIBJICHUI 3TUX IBYX B3aMMOCBSI3aHHBIX TTPO-
1IECCOB, YTO CITIOCOOHO 3HAYUTENILHO 3aTPYIHITh IMarHOCTHKY,
npexzae Bcero nuddepeHInanbHy0 TMarHOCTUKY COMYTCTBY-
o1mMx ocioxHeHuit [5]. M3yyeHue ocoOEHHOCTEH TeyeHMSs
KJIMHUYECKUX MPOSIBICHUI, OTPaXalolIuX TPaHyJIeMaTO3HYIO
BOCTMAIMTENIbHYIO PEaKLIUI0 UM HEKPOTU3UPYIOLINI TTOTMAaH-
TMUT, UMeeT OOJbIIOe 3HAUEHUE UII paciIudpOBKU 3aKOHO-
MEepHOCTEel pa3BUTHS 3a00JIeBaHNMsI, HEOOXOAMMOI ST OTpe-
NeJIeHUsT TIPOTHO3a M BBIPAOOTKM ONTUMAJIBHOU JIe4eOHOM
CTpaTeTuu.

Matepuan u metofbl

Hamu GbI10 MTpoaHaIM3UpoBaHO KIMHUYECKOE TeueHUe
I'TIA y 70 6onbHBIX ¢ q0Ka3zaHHOU runepnpoaykiueit AHLIA
U JJIUTEJIbHOCThIO HabtoneHus cBbile 1 roma (ot 1 roma mo
25 net, B cpeaHeM 8 jiet). CtauiMmoHapHoOe 00clieJoBaH1E U Jie-
YeHMe OCyllecTBIsIoch B KnHuke uM. E.M. Tapeesa IlepBo-
ro MI'MY um. U.M. Ceuenosa u B ®DI'BY «<HUWP» PAMH.

B uccienosaHHoOit rpymirie npeodaanany XeHIIUHbI (Co-
OTHOILIEHME MY>KUMHbI/ XXeHIIUHBI 1:1,96) co cpenHuM Bo3pac-
TOM Havasa 3aboneBanus 36,84 romga (14—70 ner). Bo Beex ciy-
Yyasgx AMArHO3 COOTBETCTBOBAJ KJIACCU(DUKALIMOHHBIM KpUTE-
pusiM AMEPMKAHCKO# KoJuterny peBMarojioros 1990 . [6]. YV 39
n3 70 60JBHBIX (56 %) narHO3 GBI MOATBEPKACH MPU MOPGHO-
JIOTUYECKOM ucclieqoBaHuM (y 22 — CIU3UCTON 000JI0UYKHU HO-
ca, y 6 — cpeaHero yxa u COCLIEBUIHOTO OTPOCTKA, y 2 — IOJI-

Ta6nuua 1 TK rpaHynemarosa un Backynuta

TK rpaHynemarosa TK Backynurta

MopaxeHnue BAM YpOBEHb CbIBOPOTOYHOIO

KpeaTtuHuHa >125 mmons/n
lematypus unu npoTenHypus
AnbBEONAPHOE KPOBOTEYEHME

MaxcumansHo 3 6anna

Y3nbl B Nerkux
[Tepuop6utanbHas rpaHynema
MakcumansHo 3 6anna

Ta6nuua 2 CK rpaHynematosa 1 Backynuta

CK rpanynemaro3sa CK Backynuta

[paHynemaro3Hoe BocnaneHue npu 6uoncun™  TH:

- rematypus
1NN rematypus
B COYETaHUM
C NPOTENHYPUEN,

Croiikme (cBbiwe 1 mec)
MHUALTPATBI/Y3NbI B NIETKUX C pacnagom,
06pa3oBaHnem noaocTen u/mnn
CTEHO3MPYIOLLAYA SHAOOPOHXMT

— rucTonoruyeckas
MopaxeHue JIOP-opranos, rnas: KapTuHa
— MOMUNOBUAHOE YTOLLEHIUE CAN3UCTON ¢hokanbHoro
060J104KM NPULATOYHBIX NA3YX HOCA, CErMeHTapHoro

MacTOUAUT (ANUTENbHOCTbIO MaJIOMMMYyHHOrO H
He MeHee 3 Mec); C «MOAynyHUAMN»*
— Nepchopauus HOCOBOM NEPEropOAKN,  JxcrpapeHarbHbIi BACKYINT:

,ﬂeCprKTI/IBHbII/IVCVIHyCVIT; — KOXHblii BACKynuT,
— NOACKNAaA04HbIN CTEHO3

— 3MUCKepuT,
ropTaHu, Tpaxeu; — MHOXECTBEHHbIiA

— MNCEeBAOTYMOP Op6UTHI MOHOHEBPUT
MaxcumanbHo 3 6anna MakcumansHo 2 6anna

lMpumeyanmne. * — B JaHHOM UCCNEL0BAHNMN HE Y4NTbIBANOCh.
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CKJIAMOYHOTO TPOCTPAHCTBA TOPTaHU, Y 9 — Jerkux u OpoH-
x0B). JAnmuTenbHOCTD 3a00IeBaHMSI 10 YCTAHOBJICHUS AMAarHO3a
I'TIA BapbupoBana ot 1 Mec 1o 9,5 rona. B TeueHnue Bcero rre-
prona HaOIONEHNS TIPU3HAKY TIOPAKEHUSI TIOYeK OTCYTCTBO-
Banu y 25 u3 70 (35,7%) GosbHBIX 1 3a60JeBaHKe ObUIO KJIac-
cudUIIMPoBaHO KakK JokaibHas dhopma ['TIA.

Boree 2 ner Habmonaincs 61 u3 70 maunenTos (87,1%).

J1151 OLlEHKM TSIKECTH KIMHUYECKUX MPOSIBICHUI 3a00-
JIEBaHUSI WCIOJIb30BaIu BUPMUHTEMCKUIT MHIEKC KIMHUYE-
ckoit aktuBHocTH (MKA) [7]. KiuHuueckyo BbIpakeHHOCTb
BacKy/lIWTa M TpaHyjlIeMaro3a XapakTepu3oBalu MPU MOMOLIU
Tak Ha3biBaeMbIx TpoiiHbIX Kputepues (TK) [8] u cypporaTHbix
kputepueB (CK) [4]. MakcumanbHast BeipaxkeHHOCTh TK moc-
turana 3 6amwioB. [lpu pacuete CK HamMu He YYUTBHIBAIKNCH
MopdooTniecKue TMPU3HAKA, MAKCUMAaJbHOE KOJIMYECTBO
6ayoB coctaisuio 2 (tabu. 1, 2).

YV Bcex MalmeHTOB B CHIBOPOTKE KPOBU OBUTH BBISIBIIEHBI
AHIIA, KoTopbie Ornpeaessyii MeTOA0M HEeNpsiIMOil UMMYHO-
dmoopecueniuu (HU®) u ELISA. ITpu ELISA'y 54 u3 57 06-
cJenoBaHHBIX 6oJMbHBIX (94,7%) omnpenesyiuch aHTUTEIA CO
crenrduyHocThio K npotenHase 3 (ITP3), B 4 (7%) ciyvasix
MPUCYTCTBOBAJIM aHTUTea K Muesnonepokcuaase (MI10).

Bcem 001bHBIM TTPOBOAMIIN IMATOTEHETUYECKOE JIEYEHUE,
Ha MHIYKIIMOHHOM 3Tare BKJIIOYaBlIee Ha3HAYeHUE TIIIOKO-
koptukounoB (I'K) u mutocTarnkoB. B GonbIIMHCTBE cydyaeB
npuMeHsu 1ukiaodocdan (LIP) mepopalbHO WM BHYTPH-
BEHHO, B 7 CJTy4yasix B KQueCTBe TIepBOTo MpernapaTta ObUT Ha3Ha-
4YeH a3aTUOIIPUH, B OHOM ClTydae — XJIOPOYTUH U B ABYX — Me-
TOTPEKcaT ¢ MmocieaymumM npucoenunenuem LD, emre nBym
GOJILHBIM ITPOBOIMIIACH MOHOTEPAITHSI a3aTHOIIPUHOM.

N3yvyass aHaMHe3, MBI TIPOAHATU3UPOBAIA COCTOSTHUE
OOJIBHBIX OoJiee yeM 3a 6 Mec 1o aebrota I'TIA, a Takke 06CTO-
SITEJIbCTBA, HEMOCPEACTBEHHO MpealIecTBOBaBIIME TMOsIBIE-
Huo cumnToMoB ['TIA 1 crmocoOHbIe TPOBOLMPOBATH €r0 pa3-
Butue. Mccnenyst ocobeHHocTH KamHudeckoro teueHus ['TIA,
aHaTM3UPOBATM CUMIITOMBI TIEPBOTO Mecsila 3abojeBaHusd,
KIMHUYECKNe TPOSIBTICHNUS, Pa3BUBILINECS B TeUEHUE TIEPBOTO
rofa u B Oosiee OTnaIeHHbIe CPOKYU OOJIE3HMU.

PesynbTarsl

IIposouupyrowue ghaxmopot u npemop6uonswLii hon

BosmoxkHble npoBonupytoiiue dhaktopbl pa3putust ['TIA
Ob1TH BBIsIBIICHBI Y 40% (28 13 70) GOMBHBIX, C OMMHAKOBOM Ya-
CTOTOI MpH JIOKAJIbHOI U reHepain3oBaHHON hopmMax 3aboe-
Banust (43,5 u 38,3% cooTBeTcTBeHHO). B mosoBuHe ciydaeB
(14 u3 28) oHu 661U cBsI3aHbI ¢ Tatosorueit BIAIT: octpeie pec-
MUpaTOpHble NHGEKIUMY WIX aHTHHA, OCTPbII OTHUT, OINepaluu
Ha JIOP-opranax (omnepaliysi Ha HOCOBOI Meperopojike y OJHO-
r0, TAiMOPOTOMUSI Y ABOUX, MCCEUYEHME MapaTOH3UUISIPHOTO
abcliecca y OMHOTO) MJIM 9KCTpaKiys 3y0oB (y aABoux). Y 8 u3
28 Havairy 3a00JIeBaHUSI TIPEIIIECTBOBAIIO TIepEOXIIaKIeHHE.

VY 50% (35 u3 70) GOMbHBIX TIPeMOPOUTHBIN (GOH OBIT
oTdrolIeH 6ojiee yeM 3a 6 Mec 1o nedrora I'TIA, ¢ onHAKOBOMI
YacTOTOW MpU JIOKAIbHOU U reHepau30BaHHOU dopmax (48
1 51,1% COOTBETCTBEHHO).

VYV 47,2% (33 u3 70) mauueHToB pa3putuio [ TIA mpemiire-
CTBOBaJIa XpOHUYECKas MaTOJIOTHsI OPraHOB PECIIMPATOPHOIO
TpakTa. Hanbonee yacro cumrnromaruka I'TIA pa3BuBaiach Ha
¢doHe xpoHndeckux 3aboneBaHuit JIOP-opraHoB, 4To oTMeue-
Ho Yy 38,6% (27 u3 70) 60sbHBIX (y 16 — XpOHUUECKUI PUHUT,
y 3 — XpOHUYECKMI1 ITOJTUTIO3HBIN PUHUT, Y 7 — XpOHUYECKUIA
raiiMopur, y 6 — XpOHMYECKUI MIM PELIMIANBUPYIOLINI OTHT).
WX 1uTeibHOCTh BapbrpoBaia oT 6 Mec 10 20 JieT (B cpeaHeM
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3,7 romna), a yacTtoTa OblIa OMHAKOBA TIPU JJOKAJBbHOM U TeHe-
panuzoBaHHoOU (popmax 'TIA. 3aboseBaHUs IETKUX U OPOHXOB
B aHAMHe3e TIPUCYTCTBOBAJIU JIUIIb Y 4 OOJBHBIX TeHEPATN30-
BaHHOIi opmoii ['TIA.

Pa3zHooOpa3Hast maToyiorusi MoyeK BbISIBJIEHA B aHAMHE-
3¢y 15,7% (11 u3 70) 6oxpHBIX: XpoHUYecKuit ['H y ogHorO,
XPOHWYECKUU TMHEJOHeMPUT y MBOUX, MOUeKaMeHHas 00-
JIe3Hb Y YeThIPeX, eNMHUYHBIC KUCThI ITOYEK y YeThIpeX, Hed-
ponaTusi GEPEeMEHHBIX Y OIHOW, BPOXKIEHHAs! €qUHCTBEHHAS
moyka y onHoro. Pa3HooOGpa3Hble KOXXHbIE BBICHITIAHUSI BCTPE-
Yyaauch B aHaMHe3e y TSTU OOJIbHBIX M BKJIIOYAIU Mcopuas,
TMAHHUKYJIUT, TeMOPPAarnyeckre BbICHITaHUs, TeKapCTBEHHbII
JIepMatut u anorneunto. [IpemopounHoe mopaxkeHue CycTaBoB
Y IBOMX TIAIIMEHTOB XapaKTeprU30BAIIOCh PA3BUTUEM XPOHUUE-
CKOTO WJIM PEelUIVBUPYIONIETO HEIPO3MBHOTO apTPUTA; eIl
B OIIHOM cCilyyae OBbITM BBISIBJIEHBI YMEPEHHO BBIPasKeHHBIE
SpO3MBHBIE M3MEHEHUSI B CyCTaBaX W MPOBOIMIIOCH JieUeHUE
METOTPEKCATOM TI0 TTOBOY MPEAII0IaraéMoOro peBMaTOUIHOTO
aptpuTta (PA).

B o0uieil cnoxXHOCTH OCTpoe WM XPOHUYECKOEe BOCHa-
JINTEJIbHOE PecpaTOpHOE 3a00JIeBaHUE MPEIIECTBOBAIO MO~
saBiaeHuio npusHakoB I['TIA y 62% (44 u3 70) 6onbhbix TTIA,
B TOM 4uciie nopaxenue JJOP-opraHos rnpucyTcTBoBaio y 56%
(39 u3 70), co cpenHell MPONOIKUTETHLHOCTBIO XPOHUUECKOM
marosioruu 3,7 roza.

IlIpossaenus epanysemamosa ¢ nOAUAHSUUMOM 6 NepGblil
Mmecsay 6oae3Hu

[MepBeiMM cuMTITOMaMU 3aboJieBaHUSI HamboJIee 4acTo
CTAaHOBWJIMCH ITOBBIILIEHKE TeMITepaTypsl Teja (67,1%) no dbebd-
puibHbIX (38,6%) wnu cyodebpuibHbix (28,6%) 3HaueHUi
u nipusHaku nopaxeHust BITT (78,6% — punurt, 31,4% — cuny-
CHT) WIM opraHa ciyxa (28,2%), B TOM 4HCJIe 3aJI0)KEHHOCTh
HOca, KPOBSIHUCThIe KOPKHU B HOcy (71,4%), peliuauBupyoLe
HocoBble KpoBoteueHust (17,1%), cHuxkenue ciayxa (22,9%).
YV 41,5% (17 u3 41) GOIbHBIX C BOBJIEYEHHEM CYCTABOB apTpai-
Uy (PeIKO apTPUT) MPEUMYILECTBEHHO KPYITHBIX CYyCTaBOB Ha-
OJII0ATUCh yKe B TIePBbIe Hele I 3a00IeBaHMsL.

B To ke Bpems1 KITMHUYeCKUEe W PEHTIEHOIOTUIeCKe
MpU3HAKKU TopaxeHusl Jerkux B nepsblit Mecsi ['TIA HaGst0-
JAJUCh JIMIIb Y OMHOTO M3 TpeX Takux naiueHtoB (27,1%).
Kpaiine penko B neGrote 3abosneBaHUs pa3BUBaJICS HehPUT
(5,7% — rematypust). Apyrue Tunuanbie posisienust ['TIA, ta-
KWe KaK TopaXkeHue IJ1a3, TOpTaHu, B TeYeHUE ITePBOTO Mecsiia
BcTpedasiuch y 4,3—8,6% GonbHbIX. [lopaxkeHne KOXH B BUIE
MypITypbI TAKXKE OTMEYEHO B eIMHUYHBIX cydasx (4,3%).

MUKA B niepBblii Mecsil] 00JIe3HU B CpelHEM COCTaBUIJI
5,6 Gamna (1—15 GamaoB) M CYILIECTBEHHO He pas3Myaics
y OOJIbHBIX JIOKAJTbHOM WJIM TeHepaau30BaHHOU (popMamu 3a-
oonesanust: 5,0 (2—10) u 5,9 (1—15) 6anna cOOTBETCTBEHHO.

Taxum 006pa3oM, CreKTp AeOIOTHBIX KIMHUYECKUX TPO-
senenuit [TIA B mepByio ouepenb XapaKTepu30BaJICsI CUMIITO-
Mamu niopakeHust JIOP-opraHoB, pexe JieTKuX, B COUETaHUU
C TIOBBIIIIEHUEM TeMIIepaTyphl TeJla U apTPaITUSIMHU.

Kaunuueckue npossienus epawnyiemamosa c noauaneuu-
mom e pazeeprymyio ¢ghazy 6oae3nu

[lepuon ot Havana 3aboneBaHus 10 Ha3bl MAKCUMAIBHO
BBIPAKEHHBIX KJIIMHUYECKUX MPOSIBJIEHUI B CPEHEM COCTaBUI
5,5 (1-72) mec. UKA niepBoro rona 601€3H1 B CpeIHEM TOCTH-
ran 15,8 (4—36) Gayta 1 ObLUT 3aKOHOMEPHO BBIILIE TIPU FeHepa-
JIM30BAHHON, YeM TIpY JIOKaJbHOU dopme 3abosieBaHus: 18,5
(10—36) u 10,7 (4—22) 6a1a COOTBETCTBEHHO.

Cpenu GOTBHBIX, TTPOCIIEXEHHBIX HA TIPOTSIKEHUN Oosee
2 net (61 uenosek), peuunubl ['TIA ObLTH 3aUKCHPOBAHBI
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y 55 (90,2%). B nepuoabl oboctpenuit yposuu AHIIA moriu
MPEBOCXOINTh 3HAUEHMsI, BBISIBIEHHbIE B Ae0ioTe 3aboseBa-
Hust. Hepenko BbicoKast KIIMHMYECKAs! aKTUBHOCTh COMTPOBOX-
nanach HU3Koi KoHueHTpauueir AHLIA, B To ke BpeMsl Ha-
Oomanuch CiIydau TEePCUCTUPYIONIEl TUIePIPOIYKIINT
AHIIA B nepuos KIMHUYECKON PEMUCCHUM.

B mepBbIii Tom 3a60J1eBaHUST TIPU3HAKA TTOPAKSHUST 10~
yek oTcyrcTBoBaIn Y 42,9% (30 u3 70) GoNbHBIX U ObUIA AMar-
HocTupoBaHa JiokajnbHast (popma I'TIA, ogHako BnocieacTBuu
y MSTU TaKUX OOJBHBIX PELUANBBI COMPOBOXAAIUCH MPUCOE-
NMHEHUEeM TIOYEUHBIX CUMIITOMOB, B TOM YMCJIE Y OJHOTO U3
Hux — ¢ pazsutrem BITT'H (tab6s. 3).

Y onHoro namueHTa B nepBblil roga ['TIA oTcyTcTBOBa-
JIV TIPOSIBJIEHUST TPAHYIEeMaTO3HOTO BOCITAJIEHUS: B BO3pacTe
19 ner 3a6oseBaHMe NeOIOTHPOBATIO TEMOPPATMUECKIM aJIbBe-
OJINTOM C KPOBOXapKaHbEM ¥ CHIDKEHUEM YPOBHS TeMOTJIOON-
Ha 10 71 T/71, U30JMPOBAHHBIM MOYEBBIM CUHIPOMOM, JTUXO-
panKoil, MUAIITUSIMUA, TEMOPPArMuyeCKUMU BBICHITTAHUSIMU Ha
koxe. [Topaxenue BJII B ne6roTe 60sie3HU OrpaHUUYMBATIOCH
atpoduyeckuM pUHUTOM. [IposiBieHUsI TpaHyJIeMaTO3HOTO
BOCMAJIEHMSI B BUJIE TICEBAOTYMOpa OpPOUTHI MPUCOESAUHUIUCH
yepes 3 roaa, BO BpeMsl peliuinBa, CIIPOBOLIMPOBAHHOIO OTMe-
HOW JIeYeHMUsI, YTO COMPOBOXKIAIOCH MTPOrPECCUPOBAHUEM TTO-
paxkeHus movek ¢ pazButreM TepmuHaabHou XITH. Takum 06-
pazom, popmupoBanue AHLIA-accounnpoBaHHO rpaHyIeMbl
MOXeT ObITh 3HAYUTETLHO OTCPOUEHO.

Ipu ananuze nuuamuku 3Hauenuit TK u CK (puc. 1)
ncue3HOBeHUe TposiBieHuit BackyauTta (0 OaninoB) Habmona-
snoch vamie (14,8—18%), yem rpanyiaemarosa (1,4—6,6%).
B cBoto ouepenp, yBeqMmueHUE BBIPAKEHHOCTH TpaHyJieMaTo3a
(18,5—29,5%) nipu IIATEILHOM HAOIIOJCHUN OTMEYaIoCh Ya-
e, yeM BackyauTa (11,1—13,1%).

Paznuuus npu pacuere TK 1 CK nipesxae Bcero o0yciio-
BJieHbI BbiAeaeHueM B TK oTaenbHBIM KpUTepueM TCeBIOTY-
MoOpa OpOWTHI, pa3BUTHE KOTOPOTO ObUIO AUArHOCTUPOBAHO
y 15 u3 70 (21,4%) GonbHBIX, B MOAABISIONIEM OOJIBIIMHCTBE
caydaeB (13 u3 15) B oTnasieHHbBIe CpOKH, OT 2 10 18 J1eT oT Ha-
yasa 3aboneBanust. DopmMupoBaHue MOACKIATOYHON TpaHye-
MBI TOPTaHU y 28 GOTBHBIX TAKXKE Yallle TMarHOCTUPOBAIU TTPU
nocieayoinnx peunausax (16 us 55, win 29,1%), yeM B miep-
BbIi rox 6ose3nu (12 u3 70, win 17,1%). HocoBble KpoBOTEYE-
HUSI pa3BUBAIUCh C OIMHAKOBOI1 YacTOTOI B Hauase 3aboseBa-
HUS U Tipu ero penuausax (27,1 m 21,8% COOTBETCTBEHHO).
IMopaxenue BJIIT B psige ciiyyaeB mpoTeKaJo aCUMIITOMHO
U OBbLJIO TUArHOCTUPOBAHO TOJBKO OJarogapsi peHTIeHOJIOTH-
YecKoMy o0ciieioBaHUIO (puc. 2, a, 0).

WudunprpaThl WM oyaru B JIeTKUX B nepBblii rog ['TIA
BbisiBIsIA Y 61,4% (43 u3 70 GONbHBIX), MPU peLUINBAX —
y 40% (22 u3 55), B TOM 4Kcie y 9 U3 HUX TTOPaKeHUE JIETKUX
OBIIO BIIEpBBIE MMATHOCTUPOBAHO Yepe3 2 rofaa u bosee mocie
Hauana 3aboneBaHus. KpoBoxapkaHbe 4Yalle pa3BUBaIOCh
B nebiore mopaxeHus yerkux (y 18 u3 43 GOJbHBIX,
uu 41,9%), yem nipu oboctpeHuun (y 4 uz 22, wiu 18,2%).
B T0O e BpeMs hopMHpOBaHME B JIETOYHOW TKaHU YIaCTKOB
pacriaza M TIOJIOCTEH OIpenessuioch OIMHAKOBO YacTO Kak
B riepBblii rox I'TIA (y 21 w3 43, wnu 48,8%), Tak 1 pu mmocJe-
nyronux peuuansax (y 10 us 22, wiaum 45,5%). B kaxaom ciy-
yae o0pa3oBaHMUs IMOJOCTE pacrnaga B JIETKUX MPUXOIUIOCH
MPOBOAUTH CIOXHYIO AubdepeHIInaNbHyl0 AUATHOCTUKY,
Mpekae BCero ¢ MHGEKIMOHHBIMU 3a00JIeBaHUSIMU, BKITIOYAS
CenTuiecKyio aM00an3anio, abcuecc, MHeBMOIUCTHYIO WH-
dekumio, Tydepkyne3, Muko3bl. [Tockonbky AHLIA B chiBO-
pOTKe KPOBU y TMALMEHTOB, IMOJIyYaBIINX MATOT€HETUIeCKOe
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Ta6nuua 3 Yactota KnuHum4yeckux nposasneHnin IMA Ha npoTsxeHnun Bcero nepnoga Habnwaenns (n=70)

Yucno 60nbHbIX
Knuuuyeckue nposisneHus

abc. %
06Lyne cumnToMbl
[MoBbileHNe Temnepatypsl Tena (nuxopagka — 50, cybebpunutet — 15) 65 92,9
[ToTeps maccol Tena 17 24,3
O6uwas cnabocTb 36 514
Muanrumn 17 24,3
[TopaxeHue CycTaBOB (M30NMPOBAHHbIE apTpanruv — 32, apTpuTsl — 9) 4 58,6
Koxa, cnnsnctsie 0607104Kku, 1a3a
[MopaxeHue KoXu (nypnypa — 27, u3bs3BreHns — 7) 27 38,6
Anoneuus 1 1,4
MopaxeHune cnnancTbix 060n04eK (ctomatut — 10, TMHIMBNT — 5, rOCCUT — 5, XeRnuT — 2) 15 214
MopaxeHue rnas (nepuopbutansHas rpaHynema — 17, KOHbIOHKTUBUT — 9, anucKneput — 12, ckneput — 5) 36 51,4
CnenoTa (3Hykneauus rnasa — 3) 7 10,0
BTOpUYHbIN JakpuoumcTut 6 8,6
JIOP-opraHb!

[MopaxeHne cnu3nCToit 060104KN HOCA

(513BEHHO-HEKPOTUYECKNIA PUHUT — 59, aTpothnyecknit puHuT — 9, nepopaLns HoCcoBOK Neperopojku — 35, HOCOBOE KPOBOTEYeHNe — 24) 69 98,6
CeanosugHas fedopmaums Hoca 21 30,0
[TopaxeHne NpuaaToYHbIX Nasyx (AUCTPYKTUBHBIN NaHCUHyCUT — 18) 48 68,6
[MopaxeHue opraxa cnyxa (CpegHuid OTUT — 26, MacTonanT — 8, XOHAPUT YLIHON PakoBUHbI — 1) 44 62,9
CHwxeHue cnyxa (rnyxota — 5) 37 52,9
[opaxeHwe ropTaHn u rNoTKy (NOACKNAL04HAs rpaHynema roptaHu — 27, CTeH03 roptaHu — 14) 35 50,0

Jlerkne/6poHxu
[TpucyTcTBUE KIUHNYECKNX NPU3HAKOB NOPAXEHNS NErkux 1 6pOHX0B (OAbILLKA — 8, Kalenb — 42, KpoBOXapKaHbe — 18, Nero4Hoe KpoBoTeYeHue — 3) 53 75,7
ACUMMTOMHOE TEYeHWe NopaxXeHus erkux 10 14,3
WHdpunbTpathl v y3nbl npu pentredorpacpum unn KT (nonocTu pacnaga — 25) 52 74,3
[emopparnyeckuin anbBeonuT 2 2,8
®n6pos nerkux npu KT (04arosbii — 7, AMEY3HbIA MHTEPCTULMANBHBIA — 1) 8 1,4
Bpoxxut 22 31,4
MopaxeHwe nnespbl (NNeBPaNbHbINA BbINOT — 2, YTONLUEHWE NNeBPbI U cnanku — 19) 20 28,6
YBenuyeHne BHYTPUTPYAHbIX TUMGATUYECKNX Y3N0B 3 43
CepaeyHo-cocyaucTas cnctema
lMopaxeHwne cepAua n KpynHbIX COCYA0B (OCTPbIA MH(APKT M1oKapaa — 4, nopaxeHue KpyrnHbIX apTepuit — 2, BEHO3HbIE TPOMB03bI — 3) 9 12,9
[unactonnyeckoe ALl >90 mm pT. CT. 8 11,4
OpraHbl nuiLeBapeHns
A6a0MUHANTIAYN 4 57
Mapotut 2 2,8
[enatomeranus 6e3 nosbiweHns yposHeidt ACT u AT 25 35,7
MoBbiwenne yposHen ACT u AJTT 6 8,6
Moykn
[H (BMMH -3) 46 65,7
MpotenHypus >1 runu > 0,2 r/c 28 40,0
lematypus 45 64,3
loBbILIEHNE COEPXKAHNS CbIPOBOTOYHOIO KpeaTuHnHa (125-249 mkmonb/n — 14; 250-499 mkmone/n — 2; > 500 mkmons/n — 3) 19 271
CHuxeHune CK®: cp. 40,2 mn/muH, 8-61 mn/muH (TepmuHansHas XMH — 2) 22 314
HepsHas cuctema

[MopaxeHue nepucepr4eckoi HepBHON CUCTEMbI (nepudhepuyeckas Heinponarus — 16, BTOPUYHbIA (OTOreHHbIN) HeBpuT V-VII nap 4yepenHbix HepsoB — 10) 25 35,7
MopaxeHue UHC (mHcynsT — 2, cynoporn — 1) 2 2,8

lMpnmeyanne. KT — komnbloTepHas Tomorpadus, ALl — aptepuanbHoe fasnedue, ACT — acnaptatammHoTpaHcdepasa, A/TT — anaHuHammHoTpaHcdepasa, CK® — ckopocTb
Kny6o4koBoil hunbtpaumn, XMH — xpoHnyeckas noyeyHas HefocTaTo4HOCTb, LIHC — LeHTpanbHas HepBHas cucTema.

JIeueHUe, HEPEIKO OTCYTCTBYIOT, 3TO CO3/aBAJIO TOTIOTHUTE b~ aCHMIITOMHOE MOpaXkeHKe JIETKUX, KOTOPOoe ObUIO JUArHOCTHUPO-
HbIe IMarHOCTUYECKUE 3aTPYIHEHMUSI. BaHO TOJIBKO ITPY PEHTTEHOJIOTMYECKOM UCCIIE0OBaHUM (PUC. 2, B).

Yacrora mopaskeHus Jerkux rnpu permausax TTIA moxer B To BpeMst Kak 4acToTa rpaHyJIeMaTO3HBIX MTPOSIBICHMUIA
HEJIOOLIEHUBATHCS, TOCKONBKY B 14,3% ciiyuaeB HaOIIONAIOCH I'TIA ¢ TeueHHMEM BpeMEHU BO3pacraiia, sIBICHUST HEKPOTU3U-
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PYIOIIETO BACKYJIUTA B PE3yJIbTaTe MPOBOAMMOTO JIEUSHUST CTHU-
xamu (puc. 3). Tak, cpeau 45 GOJNBHBIX ¢ MTOPaXEHUEM TTOYeK
TeMaTypusl B TeUeHUe TepBOTo Tona 3a00JieBaHUs OTMeJalach
y 58,6%, nipu peruauax — y 41,8%. BIITH pasBuiicst y n1ByX
0OJIbHBIX B MEPBbIiA roJ 60J€3HU, & B OHOM cllyyae — Mpu pe-
uauBe yepes 13 jieT mocyie Havaia 0oJIe3HU.

[MopaxxeHne KOXU B BUIE TeMOPPAruniyecKnX WIH sI3BeH-
HO-TEMOpParu4eckKux BBICHIMAHUI Ha KOHEYHOCTSIX Yalle Ha-
Osiroa10Ch B MepBbIit ro 3a6oeBaHus (y 23 u3 70 6OJIbHBIX,
wia 32,9%), yem npu peumauBe (y 6 u3 55, wim 10,9%).
DNUCKIEPUT U CKJIEPUT TaKXKe 4Yalle pa3BUBaJIUCh B Je0IOTE,
4yeM Ipu mocaeayonmx odoctpenusx (15,7 u 9,1% coorBercT-
BeHHO). [lopaxeHue mnepudepuyeckoil HEpPBHOU CHUCTEMBI
B BUJIE MHOXECTBEHHOTO MOHOHEBpHUTA OTMEYEHO y 16 6Osb-
HBIX, B TOM YHcJie Y 8 B IepBLIi rof1 3a001eBaHusI 'y 7 — Oosee
yeMm depe3 2 roma mocie Havyana ['TIA. Bropuunsii (oToreH-
Hblil) HeBpuT V—VII nap yepnHbIX HEPBOB Yallle TUarHOCTUPO-
BaJIu B MepBbIit roa 6oie3Hu (B 7 u3 10 ciaydaes).

Takum o6pa3oM, CUMIITOMATUKA, OOYCTOBIEHHAsI IpaHy-
JIeMaTO3HBIM BOCITAJICHUEM, C T€YeHUEM BPEMEHU MOXET 3a-
HUMaTh JOMUHUPYIOLIEEe MECTO B KIIMHUYECKOI KapTUHE 3a00-
JIeBaHUSI: 3HAUUTEIbHO BO3PACTAET, HECMOTPSI Ha MPOBOANMOE
JieyeHue, yactora Takux nposiieHuit I'TIA, kak riceBaoTymop
OpOUTHI U MOACKIAI0YHAs TpaHyieMa ropTaHu. B To xe BpeMst
JIOJISI CUMIITOMOB, YCJIIOBHO OTHOCSIIIMXCSI K HEKPOTU3UPYIO-
eMy BacKyJauTy, Ha hOHEe TIPOBOIUMOTO MATOTEHETUYECKOTO
JIeYeHMsI, KaK TIPaBWIO, CHUKAETCS.

Bauanue aenenus na ocobennocmu KAUHUMECKO020 MeEHeHU
2DAHY1eMamo3a ¢ NOAUAHSUUMOM

Jleuenne TK B HaunHam B cpegHeM depes 6,8 (1—48) mec
OT BO3HUKHOBEHUSI TIEPBBIX MPOSIBJICHUIT 60JIe3HN KaK TIPH JIO-
KajbHO# (6,7 Mec), TaK M TIIpU TeHepaJln30BaHHOU (6,8 mec)
dopme I'TIA. LuTocTaTuky HazHavyaJIu B cpeaHeM uepe3 12,7
(1—153) Mmec, 3HAUUTENBHO paHbllle OOJbHBIM JOKAIbLHOM, YeM
reHepain30BaHHON (hOPMOii, COOTBETCTBEHHO B CPETHEM Uepe3
8,9 (1-60) u 14,6 (1—153) mec.

B cnyuasx, xorma neyenue LI®P HaumHanmu B TiepBBIE
4 mec 3aboneBanust, UKA B mepBblii rog 6071€3HM B CPETHEM CO-
craBsut 15,9 6amna, a mpu HasHaueHuu LD vepes 5—9 mec —
20,1 6amna.

Pannee HazHaueHMe IMTOCTATUKOB (MeHee YeM depe3
5 Mec ot ae6tora I'TIA) y 60bHBIX JJOKabHOI (hOpMOIt OTMe-
yajioch yallie, YeM y 00JIbHbIX TeHepaau3oBaHHbIM [ TIA (coot-
BercTBeHHO 60,9 1 35,6%). B rpyriie maiyueHToB, Yy KOTOPBIX
B JaJibHEHIIEeM IMOJHOCTBIO Mcue3aiu MPU3HAKU TpaHyJemMa-
To3HOro BocnaneHust, LIM HazHauaiu paHo, B CpeaHEM Uepe3

100
18,5 1,1
80
315
60+ 57,4
40 -
18,5
20+ 208
0 14
T T
[paHynemaro3 Backynut paHynemaro3 Backynut
TK CK

[l MNosbiweHne
[] CHuxenne

[] CoxpaHeue
[ VcuyesHoseHue

Puc. 1. InHamuka 3HayeHuin TK n CK rpaHynemarosa u Backynuta
(%) npu pnuTenbHOM HabnaeHun 60bHbIX TTIA (n=61)

2,6 (1— 4) Mec, a B Tex ciiy4asiX, KOraa IOJHOCTbIO MCYe3aIn
MPOsIBJIEHNsT BacKy/uTa, — yepe3 6,2 (1—18) mec (tabdu. 4). B o
Ke BpeMsl y 00JIbHBIX ¢ TiporpeccupoBaHueM ['TIA u Hapacra-
HHEeM CUMIITOMAaTHKU TpaHyiemarosa jJedyeHue LIP naunnamm
B cpenHeM uepe3 26,2 (1,5—156) mec, a mpu yBeJIMIeHUU BBIpa-
SKEHHOCTH TTPOSIBJICHU# BacKy/iuTa — yepes 21,8 (6—48) mec.

Takum obpazom, knuHuueckoe TeueHue I'TIA 3aBucutT ot
BpEeMeHU Hayvajia MaToTeHETMUECKOTO JISYSHUSI: TIO3HSIS Tiar-
HOCTHKA ¥ Tlo3nHee HazHavyeHue LD crmocoOCeTByIOT mporpec-
CUPOBaHUIO 3200J1€BaHUS C TPUCOETUHEHUEM MTOPAKEHMS 10~
YeK, a TaKXKe Pa3BUTHUIO TSKEIOU, peluaAnBUpYIoLEeil hopMbl
00JIE3HU C MEPCUCTUPYIOLIEH rPaHyJIeMaTO3HON BOCHATUTEb-
HOW peakliueit.

ITpuBoIMM KIMHUYECKOE HAOJIOCHUE.

Y nayuenma 26 nem, ¢ 10-nemuum aHamue3om XpOHUHECKO2O
8A30MOMOPHO20 puHuma, éecroii 2006 e. ommeuen 3nu300 Hespuma
mpotinuuHoeo Hepea. Yepes 200, 6 anpene 2007 e., nocie peyuouea mpu-
2eMUHUMA NPUCOCOUHUNUCH APMPUMbL KPYHHbIX CYCmasos, cyogeo-
PUAbHAsL MeMnepamypa meaa, makpoeemamypus. B mae 2007 2. npu 06-
caedosarnuu 6 MTHI] TKB No52: Hb 69¢2/a, 1. 6 * 10/1, CO3D 80 mm/4,
cymounas npomeurypus 1,2—3 e, eemamypus (6ce noas 3penus), nowl-
wenue yposHeil cvigopomounoeo Kpeamununa (0,26 mmonv/a),
C-peakmuenoeo oeaxa (CPbB) 23 me/n. [lpu penmeenoepaguu nee-
KUX namonoau4eckue usmeHerus He gvisenensl. [Ipu ummyHonoeue-
ckom uccaedosanuu: anmumena Kk JAHK, anmunykaeapmuiii gpak-
mop, Kpuoenobyaunvl He o6Hapyucenst, npu HUD eviserenvt AHIIA

Puc. 2. Mpymepsbl aCMMNTOMHOr0 NopaXKeHus pecnuparopHoro Tpakta npu MA no ganHsim KT

a — YTOJILLEHNE CNIN3NCTON 060J104KI J1eBOI ralMoOpPOBOIA Nasyxu 1 HOCOBOIO X0Aa B OTCYTCTBUE KITMHNYE-
CKOI cumnToMaTukm y naumenta 20 net ¢ ge6totom MA; 6 — aCUMNTOMHO NPOTEKaKLLNA JeCTPYKTUBHbIA

CUHYCUT y nauueHTa 56 net, cTpagatoLlero pedppaktepHoii dpopmoii ITIA ¢ TKeNbIM NOPAXXEHUEM NErkux;
B — MHOXXECTBEHHbIE 04aru C JeCTPYKLMEN B NIETKMX, BbISIBIIEHHbIE NPU AUHAMUYECKOM 00CeL0BaHMN

B MEPUOA KNUHUKO-N1260paTOPHOIA peMUCCUM Y naumueHTku 45 net
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Peuunansbl

Puc. 3. Hactota KnuHUYECKNX NPOABNEHUI TPaHyeMaro3a (CroLiHas JIMHUA) U BackynuTa (NyHKT1pas
nuHus) y 60nbHbIX [TIA B nepsbIn rof 3a60esaHna (N=77) 1 Npu NoCneayoLwmx peunamsax (n=55)

C YUMONAAZMAMUYECKUM MUNOM ceevernus. TIpu nyHKyuoHHotl 6uo-
neuu nouxu: 6 22% KAy004K08 BbIABNCHA KAPMUHA HEKPOMUIUPYHO-
weeo ummyronezamuernozo T'H ¢ «<noayayrusmu». JuazHocmuposar
AHI[A-accoyuuposannuiii CB.

C uwonsa 2007 e. nasnaueHo namoceHemuuecKoe jAeqeHue,
8KANOHABUICe BHYMPUBEHHOE 86e0eHUe Memuanpednusonona 1000 me
mpuxicobl, npedHU3040H nepoparvio 60 me/cym, nosmopHvie
eHympuegennvle eeedenus IID 800 me mpuxcov, ¢ cenmsadps
2007 2. muxogpenorama mogpemun (MM®D) 2 2/cym. B pezyrvma-
me AeueHus HOpMAAU308AACS YPOBEHD CblBOPOMOUHO20 KPeamu-
nuna (0,09 mmonnv/a), ucueszna npomeurypus, yMeHbUUAACH 2e-
mamypus (0o 4 6 noae 3penus).

B danvueiiwem dosza npedruzonona 6viaa NOCMENeHHO CHU-
acena, newernue MM®D nposodusocs HepeyaspHO U3-3a 4ACHbIX
0bocmpenuil puHuma, Komopble pacyerusaluch KaxK peyuousupy-
roujue pecnupamopHvle UHGeKyuu.

Yepe3z 200 coXpausancs u30AUPOBAHHLII MOUEB0lU CUHOPOM
(npomeunypus do 0,18 e/cym, eemamypus 10— 15 6 noae 3penus),
eunepnpodykyuus yumonaazmamueckux AHI[A (cAHIIA; 1/40).
Bo3zobroenenvt eympusennvie ungyyzuu LD §00 me mpuxcov: ¢ uc-
Ye3HOBEHUEM NPOMEUHYPUL, HO NePCUCMUPOBANA YMEPEHHAS 2eMa-
mypus (8—12 6 noae 3penus). Hb 165 o/n, COD 2 mm/u. Yepes ne-

Ta6nuua 4 Cpoku HaszHadveHus Lo
60nbHbIM TTIA ¢ pa3finyHbIMKU BapuaHTamm
KMUHNYECKOr0 TeYeHus
BapuaHt Teyexus Cpoku Ha3HayeHus L|®, mec
[MonHoe ncyesHoBeHne 2,6 (1-4)
KINMHUYECKNX NPU3HAKOB rpaHynemaros3a
nocne WHOYKUNOHHOTO Kypca nevyeHnsa
[MonHoe ncyesHoseHne 6,2 (1-18)

KIMNHNYEeCKNX NPU3HAKOB BACKyNuUTa
nocne WHAYKLUMOHHOIO Kypca nev4eHna

lMocnepytoLee peunanempoBaHme
C NPOrpeccupoBaHNem rpaHynemarosa

JlokansHas copma A
leHepanu3oBaHHas gopma IMA

26,2 (1,5-156)

8,9 (1-60)
14,6 (1-153)
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cKobKko mecaues, 6 sneape 2009 e., ommeueno Hapacmanue eema-
mypuu (3pumpoyumst CHAOULb 8 NOAE 3PEHUS), YEeAuHeHUe MUmpa
cAHIIA (1/160). Asaxcov: euympusenno eeoduau LD 800 me.

Ha npomscenuu nocaedyrouezo eoda aeuenue 1@ ne nposo-
0uUA0Ch, NOCKOALKY OMMEUANUCh NOBMOPHbIE HENPOOOAICUMENbHbIE
9NU300bI NUXOPAOKU, NPU PEHM2EHO2PAPUU NeeKUX BbIAGAAAU UH-
@uabmpamol, YMo pacueHu8anroch Kak peyuousupyroas npaso-
cmoponHss nheemoHus. Ha ghone noddepacusaroujux 003 npednu3o-
JNI0HA HeOOHOKPAMHO NPO8OOUAOCH NeueHUe AHMUOUOMUKAMU (AMO-
Keuyuanun-traagynanam, neeogrokcayur). Coxpansics ymepeH-
HbLil U30AUPOBAHHDBLI MOUeB0l cuHdpom (npomeurnypus 0,2—0,6 e/x,
eemamypus 5—20 6 noae 3penus), cAHIIA 1/80—1/160.

B meuenue caedyroweeo, 2010 e. npunuman noodeprcusaio-
wue 0o3vl npednuzonona (10 me/cym), Kopomkumu Kypcamu 0-
300H084510Cb Aeuerue MM®D, dsaxncov: 6Hympuserno 66o0uru LD
600 me.

C nauana aneaps 2011 e. ommeuero 3HauumenvHoe yxyouie-
HUe COCMOsHUA C NOsBAeHUeM AUXopaoKu, apmpancuil, Kauwis
¢ KPOBAHUCMOU MOKPOMOIL, 2eMOpPAcUeCcKUX 8blCbINAHUL HA KO-
ace eonerell, 6edep u seoduy, memHozo yeema moyu. Camocmos-
meavbHo Aeuuncs anmuoduomukamu 6e3 sgpgpexma. Yepes 2 ned eoc-
nUManu3uposan 8 cocmosHuu cpeoreii maxcecmu. [lpu obcaedo-
eanuu: Hb 1112/a, 1. 9+ 10°/a, COD 57 mm/u, npomeunypus 2 2/,
MaKpozemamypusi, a30mewl0eumenHas QYHKUUs no4eK coxpan-
na (kpeamunun 0,09 mmonv/n). AHIIA co cneyuguunocmoio
K ITP3 npegviwanu nopmy 6 3,5 paza. Ilpu KT aeckux onpedens-
AUCH MHOJICECMBEHHbLE 08YCIMOPOHHUE UHDUALMPANbL.

He euvizvieana comnenus evicoxkasn axkmusrnocmv AHIIA-ac-
coyuuposanrnoco CB. Bozobnoerena akmuenas namoeeHemute-
CKas mepanus: GHYMpUeeHHoe 68edeHuUe MemuanpeoHU3010HA
1000 me mpudsicowl, yseauuerue 003bl npeoHU3040HA NEPOPANLHO 00
60 me/cym, enympugenno L[® 800 me 4 paza. Haznavaauco anmu-
baxmepuanvHble npenapamol (AMRUYUALUH, KO-MPUMOKCA3Z0A).
B pesyavmame nevenus Hopmaauzoearace memnepamypa meada,
peapeccuposant eeMoppasutecKue 8biCbInaus, 3apecucmpuposa-
HA NONONCUMENbHAS PEHM2eHOA02UYeCKas OUHAMUKA 8 Ne2KUX.
Coxpansinace npomeunypus 2,5 e/cym, eemamypust (6ce noas 3pe-
Hus), COD 28 mm/u.
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B anpene 2011 e. na ghone nocmenentoeo crHudicenus 003bl
NPeOHU3010HA 0CMPO PA3BUAUC MPOMOO3bL apmepuil 1e6oll 20ne-
HU U npasozo npeonaeuvs. Boinoanena mpombsxmomus, enocieo-
cmeuu ¢ 00pazosanuem OAUMENbHO He3aNCUBAUwell PaHbl 1e6ol
eonenu. Hasnauen sapgpapun, nevenue 11D 6vi10 npepsaro.

Yepes Heckonvko mecsayes, 6 utone 2011 e., duaenocmuposana
DPe3Kas OmpuyamenbHas PeHmeeHoN0eUYeckas OUHAMUKAa nopasice-
HUsL N1€2KUX 8 8Ude POPMUPOBAHUSL MHONCECIBEHHBIX 08YCIMOPOHHUX
ouaeos ¢ decmpykyueli. Ilposodunace oughghepenyuanvhas duaeno-
cmuka ¢ mybepkyne3om, 6aKmepuanbHoll NHeeMOHUell, MUKO3am,
nHeemouucmuol ungexyueii. Jleuenue npeonusononom 20 me/cym,
1D snympusenno 600 me mpuxcowl Ha poHe npeeeHmMueHo20 Ha-
3HAYEHUsl KO-MmPUMOKCA301a, (PAYKOHA3044, U30HUA3UOA.

C cepedunvt okmsaops 2011 e. eo306H06uraCy Auxopadka,
NPUCOCOUHUNUCL 3AN0NCEHHOCMb HOCA, 00pA308aHUe KPOBSHU-
CMbIX KOPOK 8 HOCY, 00bIUKQ, CYXOUl Kauleab, s136eHHO-2eMoppazii-
uecKue 8bICbINAHUS HA KOJICe KOHEHHOCMell, apmpaneui, Hecmoli-
KUil apmpum KpYNHbIX CYCmMaeos, oHeMmeHue 6 pykax. Jleuenue
a3umpoMuyuHoOM, yedhmpuaxkcoHom 6e3 agpghexma.

B oxmsabpe 2011 e. npu mMyabmucnupasbHoil KOMNbIOMepPHOLL
momoepagpuu (MCKT) neekux evissrena 3HauumenvHas ompuya-
MenbHAas OUHAMUKA € Y8eaueHueM KOAUYecmea u pasmepos 04azo6
¢ pacnhadom u gopmupogaruem noisocmei (puc. 4, a). Hb 98 ¢/a,
A. 6,5 10°/n, mpombouumot 557,0 « 10°/2, COD 64 mm/4, npomeu-
Hypus 2,2 e/cym, eemamypus (6ce noas 3peHus,) KpeamuHuu
0, 11 mmonv/n, aumumena xk I[1P3 npesvianu nopmy 6 4 paza. Ilpo-
600uU1aACH Mepantsi NPOMuUE02pUOK08bIMU npenapamami ((payKoHa-
304, BOPUKOHA3011), KO-MPUMOKCA3010M, 6HympueertHo LD 600 me.

Kowncyavmuposan ¢ OI'bY «HUUP» PAMH: ne evizvican
comuenus duaernos I'TIA ¢ nopancenuem BIII (s36enHo-HeKpomu-
uecKuil punum,), Aeekux (MHoJCeCmeeHHble UHPUALMPAmbL ¢ pac-
nadom), nouex (mopgonoeuuecku — ummyHoHeeamuenviii I'H
¢ <NOAYAYHUSIMU»), KOXCU (S136€HHO-2eMOppacuyecKue 8blCbina-
HUS), nepugepu1eckoll HepeHoll CUucmembl (MHONCECMBEHHbLI MO-
HOHegpum), apmepuii KOHeHHOCmeil, Cycmagos, 2unepnpooyKyuel
AHIIA co cneyugpuunocmoro k I1P3. Habawodanroce pazeumue me-
dukamenmosroeo curnopoma Huenko—Kywunea. Taxcenoe meye-

Hue nopajcerus neekux, peghpakmeproeo k 1@ (cymmaprnas dosza
13,2 2), obocHosbisaN0 NpUCcOeduHenUue Ouoa0euMecKoll anmu-B-
Kaemouroll mepanuu pumykcumabom (PTM).

B ronue nos6ps 2011 e. nposedena enympusenHas uHpy3us
PTM 500 me 6 couemanuu ¢ 6HympueeHHbIM 68e0eHuem Memusi-
npednuszonona 500 me mpuxcowt, LD 800 me, 0o3a npednuzonouna,
NpUHUMAeM0o20 nepopanvho, yeeauvena 0o 40 me/cym. /s npo-
00nJICeHUs. AKMUBHOI mepanuu 6ckope 0bli 20CHUMAAU3UPOBAH
6 OIBY «HUHUP»> PAMH. Jleuenue: PTM 500 me 4 paza c unmep-
sanom 6 I ned (c npemedukayueit memuanpednusonorom 500 me)
6 COUeMaHuu ¢ NOGMOPHbLIMU BHYMPUBEHHbIMU 66edeHusmu L[D
1000 me kaxcovie 3 Heo.

B pezyavmame aeuenus docmuenyma Odenneyus CD3-
CD19+ B-kaemok. Yepes 1 mec ommeuena noaoxcumenvras ou-
HAMUKQ C YMEHbUICHUEeM KOAUMeCMBA U PA3MEPO8 04a208 U NoA0C-
meii pacnada 6 aeexux no dawuvim MCKT. Hb 111 e/a, COD no
Becmepepeny 38 mm/u, 6 ananruze mouu npomeunypus 0,55 e/x,
apumpoyumol 1—2 6 noae 3penus, CPb 4 me/n, AHILIA omcymcem-
sytom. [Ipodoaiceno newenue LD ¢ nocmeneHHviM CHUICEHUEM
00361 Memuanpednuzonona. Yepes 3 mec coxpansaace noaoducu-
meabHas peHmeeHoA0uMeckas OUHamuka 6 aeekux (puc 4, 6), Hb
116 2/a, COB no Becmepepeny 20 mm/4, npomeunypus 0,49 e/a.

Takum 06Gpa3oM, B IPeACTaBIEHHOM KJIMHUYECKOM Ha-
omonennu I'TIA maHudecTupoBa MPOSIBICHUSIMU HEKPOTHU-
3UPYIOLLETro BACKY/IUTa ¢ pa3BuTueM Tsekenoro I'H ¢ sBaeHus-
MM TI0YEYHOM HENOCTATOYHOCTHU IIPU OTCYTCTBUM IIPU3HAKOB
MOpaKeHUsI OPTaHOB PECIIMPATOPHOrO TpakTa. B mepBbie romnb
nopaxkeHue BT mposiBIsIoch yMEPEHHO BhIPasKEHHBIMU SIB-
JICHUSIMU PUHUTA, KJIMHWYECKasi KapTWHa 3a0ojieBaHMSI HE
VIOBJIETBOPSIIA KIIaCCU(DUKAIIMOHHBIM KPUTEPUSIM TpaHyJie-
maTo3a Berenepa (aBa U3 Tpex HEOOXOAUMBIX KPUTEPUEB) U CO-
CTOSIHME MOXHO ObUIO KJIaCCU(DUIIMPOBATh KaK MUKPOCKOITH~
YECKUU MOJUAHTUHAT.

Yepes 3,5 roga oT Hauasa 3a00J1eBaHusI, Ha (poHE JIeueHUsI
KOPOTKMMM KypcaMu peaylupoBaHHbIX 103 LID (600—800 mr,
Macca Teja mamnueHTa 6osee 70 Kr), 00Ie3Hb IIPUHSIA HEYK-

[ 4

> |

6

Puc. 4. amenenns B nerkux npu MCKT o u nocne nedequss PTM y 6onbHoro ITIA pedpakTepHOro Teye-

HUA. @ — [0 NeYeHns; 6 — yepes 3 mec
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JIOHHO TIporpeccupymoliee TeyeHue. KinmHuJeckas KapThHa
B TIEPBYIO OUYEPEIb CTaa OTIPEICISITHCS TSDKEIBIM IMopaXkeHeM
JIETKUX ¢ (h)OPMUPOBAHMEM MHOXECTBEHHBIX HEKPOTH3UPYIO-
LIUX TpaHyJIeM ¢ 00pa30BaHUEM ITOJIOCTEl, YTO HEe COTTPOBOXK-
Jlajioch 3HAYMTENbHBIM MporpeccupoBanrem ['H. Heobxonu-
MOCTb CJIOXHOMN auddepeHIIalibHOi TMarHOCTUKU ¢ MHDEK-
LIMSIMU, MIPOTEKAIOUIMMHU C AECTPYKIMEH JIETOYHON TKaHU, 3a-
MeJUIsila Hayalo aKTUBHOM Tepanuu 3a00JieBaHus.

B 311X 00CTOsAITEILCTBAX AMArHO3 OCHOBBIBAJICS HA COBO-
KYIMHOCTM JIAaHHBIX: OCOOEHHOCTSIX aHaMHe3a, HECOMHEHHOM
Hanuuuu Tekyumero AHILIA-accoumMupoBaHHOroO BacKyjauTa
¢ TTOpakeHUeEM TToYeK, KOXH, Tepudeprudeckoii HepBHOM cuc-
TEMBI, TIPUCYTCTBUM SI3BEHHO-HEKPOTUIECKOTO PUHUTA, HEedd-
(EeKTUBHOCTH TIPEAIICCTBOBABILETO JICYEHUS aHTUOAKTEPH-
aTbHBIMUA 1 TIPOTMBOTPUOKOBBIMM TIpeiapaTaMu, YTO CBUIC-
TeJbCTBOBAIO O TsikesnoM peuunuse ['TIA, nmpuoOperasuiero
yepThl pedpakTepHOro reueHus. HazHaueHue agekBaTHOM mna-
TOT€HEeTUYEeCKOl Tepanuu ¢ npucoeauHeHueM PTM criocobet-
BOBAJIO YJIYYIICHUIO COCTOSIHUS MallMeHTa.

O6cyxpeHue

B ocnose I'TIA nexat nBa B3aMMOOOYCIOBIEHHBIX TTPO-
liecca, rnaroreHeTu4yecku cBsizaHHbIX ¢ AHLIA: HekpoTusupy-
JOIMIT BACKYJIMT C TIPEUMYIIIECTBEHHBIM MOpPaXKeHUEM COCYI0B
MEJIKOTO KaJMOpa pa3JIMYHOM JOKaIu3allii U CBOcoOpa3HOe
rpaHyJIeMaTO3HOE BOCITaJIcHHE, KOTOPOE COIPOBOXIAECT HEK-
POTU3UPYIOIINIA TIOJTMAHTUUT, TIPEXKIE BCETO B OpraHax peciiu-
patopHoro TpakTa [9]. Xopollo U3BECTHO, YTO KJIFOUEBOE 3HA-
YeHUe B HEKPOTU3UPYIOIIEM TTOBPEKIEHUM COCYINCTON CTeH-
ku umeroT AHLA [10, 11], Hanpsimylo BO3AeHCTBYIOIIME Ha
HEUTPOMWIBI 1 MOHOLIMTHI TIOCPEICTBOM CBSI3BIBAHUSI C aHTH-
reHamu (ITP3, MIIO), skcnpeccupoBaHHBIMU Ha TMOBEPXHO-
CTU KJeTouHoi MemOpaHbl. AHLIA BBI3BIBAIOT aKTHBALIUIO
HEeUTpO(dUIOB B Ipeaesiax COCyAUCTOro dHAOTEINS C BLICBOOO-
XKIEHUEM KUCJIOPOAHBIX PaauKalIOB, MPOTEOIUTHIECKUX (ep-
MEHTOB, XEMOKHMHOB, YBEJIMYMBAIOT LIMTOTOKCMYHOCTb HEil-
TPO(UIIOB B OTHOIIIEHUHY SHIOTEINATbHBIX KJIETOK U ITOBBIIIA-
0T 9KCIIPECCUIO MOJIEKYJT aiTe3UM, CTIOCOOCTBYS TPAHCIHIOTE-
JIMAJIBHOM MMTpallii aKTUBUPOBAHHBIX HEUTPOMUIOB, BBI3bI-
BalOT HApYUIEHWS aronTo3a HEUTPOPUIOB, CTUMYITUPYIOT
nponudepauuio T-mumbonuros [12].

B ominune ot AHLIA-accolmupoBaHHOTO MOJIMAHTUNATA,
MeXaHM3Mbl B3aUMOCBSI3aHHOTO C HMM TPaHyJIeMaTO3HOTO KOM-
noHeHTa ['TIA paciundpoBaHbl 3HaUUTEILHO MeHbIIe. Ha paH-
HEeM 3Tarie rpaHyJIeMaTO3HOI'0 BOCTIAJIEHUS! B LIEHTPAIbHOM 30He
HeKpo3a HabomaeTcss MacCUBHAas MHGUIBTpALIUST HEUTpohU-
snamMu. CBOeoOpa3Hoil peakiiyeil Ha OCTpoe HEKPOTUYECKOE TI0-
paXeHue CTAHOBUTCS aKKYMYJISILIMSI MHOTOSIICPHBIX TMTAHTCKUX
KJIETOK, B LIUTOIUIa3ME KOTOPBIX OOHAPYKUBAIOT (ParouTHpO-
BaHHBIC HEUTPOhUIIBI ¥ TTPOAYKTHI MX pactiazna | 13]. [Tporpeccu-
pOBaHUE MATOJIOTMYECKOTO Ipoliecca COMPOBOXIACTCS Hapy-
meHueM muddepeHIMpoBKN T-KIeTOK ¢ yBeJIWIeHNeM 4Juciia
addekTopHbIx T-kierok nmamsatTu CD4+CD28-, ki1eTouHbIMU
peakiusimu Thl-tuna, yyactueM adexropHbix T-KiIeTOK, 3KC-
npeccupyoimx peuentopsl NKG2D [14, 15], uHayLMpyOMMUX
XPOHU3ALIMIO AyTOUMMYHHbIX BOCITATUTEIbHbIX peakiivii, oopa-
30BaHUE IrpaHyJIeMbl M TKAHEBOI TECTPYKIIMU.

Crenyetr OTMETUTh, YTO, B TO BpeMsl KaK UMMYHHbIE Ha-
pyleHus ¢ yyactueM T-XenrnepoB 1-ro Tma, ceKpeluuneil uH-
TepdepoHa y u dhakTopa HEKpOo3a OIMyXOIU O, B MEPBYIO O4e-
penb, CBOMCTBeHHBI JJoKaabHOM hopme ['TIA, mpu reHepannzo-
BaHHOM TOJIMAaHTUMTE MOXET Tpeobaanarts Th2-Tum uMMyH-
Horo orseTa [16, 17].

26

[MonumopdHo-KIeTOYHAs rpaHyieMaTo3Hast TKaHb BT
TIOMUMO CKOIUIEHUIT HENTPOGUIOB, OKPYKEHHBIX aHTUTEH-
npeseHTupytommmu kKietkamu (CD208+ neHmpuTHbIE KIET-
ku), MakpodaroB CD68, MHOTOSIIEPHBIX TUTAHTCKUX KJIETOK,
CD4+CD28- a¢ppexropubix T-xkietok nmamsatu Thl-turma,
T-knerok, cexkperupytomux uHrepsaeiikun (MJI) 17, rucruo-
LIUTOB, 203uHOGUIOB, coiaepxkutr CD20 B-numdouuTs
U T1a3MaTudeckue kKietku [17, 18]. Hanuuue B rpaHyieme ay-
TOpeaKTUBHBIX B-KjeTok, mpoayuupyomux anturenaa K [1P3,
JI0OKA3aHO MPU MMMYHOT€HETUUECKOM HCCIEIOBAHUU CIIM3U-
cToit 000109KM HOca [19], a TakXKe KOCBEHHO MOATBEPKAaeTCS
ooHapyxeHueM AHLIA B Xuakoct OpOHXOATbBEOJSIPHOTO
naBaxa y 601bHbIX ['TIA ¢ mopaxkeHunewm nerkux [20].

[MpucyrcrBue dpokyco CD20 B-mumpoiuTos u miazma-
TUYECKUX KIJIETOK, CIIOCOOHBIX MPOAYIIMPOBATh aHTUTENA
k [1P3, maet ocHoBaHUs paccMaTpuBath rpanyiemy mpu ['TIA
KaK 9KTOMUYECKYIO (TPETUUHYIO) TUMGbOUAHYIO CTPYKTYpY [21,
22], uto npubauxkaeT 210 3a0osieBaHue K PA [23].

[MockonbKy (hOPMUPOBAHUMIO TPETUIHBIX JTUMMOMITHBIX
CTPYKTYP MOTYT CHOCOOCTBOBaTh MHGMEKUMOHHbIE (DAaKTOPbI
[24], obpazoBanue rpaHyaeMbl ipu ['TIA, Bo3MOXHO, IepBOHa-
YaJIbHO HalpaB/leHO Ha JIMKBUAALMIO HEU3BECTHOTO MHGEKIIN-
OoHHoro Bo30yauTess. Th17-kKineTku, y9acTBYOIIME B [TaTOTEHE-
3¢ ['TIA, urparoTr BaXHyIO poJib B 3alllUTe OT OaKTepUATIbHBIX
nHOEKIM, crroco0CTBYS MHGUIBTpAUM HEUTPpODIIaMK CIT -
3UCTON OOOJIOUKU PEeCTIMPAaTOPHOTO TPakTa, (HOPMUPOBAHUIO
TepMUHATUBHOTO IIEHTpa, iponykiuy antuten [19]. [TokazaHo,
4YTO OaKTepuaTbHbIE MOJIEKYJISIPHBIC TUTAHIbI, Takne Kak CpG-
OJINTOIEOKCUHYKIICOTH I, MHIAYIIUPYIOT TPOAYKIINIO ayTopeak-
TUBHBIMU B-knetkamu antuten K [TP3 u MITO [25, 26].

JlaBHO MmIKMpOKO obOcyxnaercs yvactue Staphylococcus
aureus B AHULIMALMU TPAHYJIEMaTO3HOTO BOCIMAIeHUsI, aCCOLIM-
upoBaHHOro ¢ aHTuTeaMu K [1P3. Bbuto ycraHoBIIeHO, YTO pe-
muauBel ['TIA mpoBOLIMPYET HOCUTEILCTBO B ITOJOCTU HOCA
Staph. aureus [27], 1 0COOEHHO €ro CymnepaHTUT€H-TOKCHMHA
CHHIpOMa TOKCHYECKOro 1oKa 1 (toxic shock syndrome toxin 1,
TSST-1) [28]. [IpencTaBiaeHbI CBUAETEIHCTBA BO3MOXKHOM CBSI-
3u nponykumu AHIIA ¢ npyrumu nHMEKIIUSIMUI; B YaCTHOCTH,
AHIIA c¢ pasnuuHoil crneuu@UUHOCTBbIO OOHAPYXUBAIU
y OOJIbBHBIX OAKTEPUATBHBIM 9HAOKAPAUTOM (aHTUTENa K MITO
u I[1P3) [29, 30], nenipoit [31], TyOepKysne3oM (aHTuTena K [1P3)
[32], axuHOKOKKO30M (aHTUTeNa K MITO u nakrodeppuHy)
[33], renatutom C (aHTUTeNA K KaternicuHy G) [34], napBoBu-
pycom B19 (anturena k MI1O u I1P3) [35].

C KJIMHUYECKUX MO3ULIMIA MPeaCTaBsIeTCs] BaXKHBIM U3y~
yeHue y 0oibHbIX ['TIA paHHEl CUMIITOMATUKU TMOpaKEHUS
pecnupaTOpHOro TPaKTa, YeMy yAESIOT HEAOCTATOYHO BHUMA-
HUS, B OTJIMUMe oT apyroro Bapuanta AHIIA-oGycioBieHHOTO
CB — cunapoma Yepmka—Ctpoc, mpy KOTOPOM IIMPOKO U3-
BECTHA BbiieieHHast JlTaHxaMoM [36] paHHSIsI CTaius, BKITH0Yato-
mast ayIepruiecKrii MOJUTIO3HBI CUHYCUT Y OPOHXUATBHYIO
actMy. Cpeny nipoaHaIM3UpOBaHHEIX HaMu 70 GOJIBHBIX Yy 62%
ne6toty I'TIA mpeniecTBOBaIO OCTpOe WIM XPOHUIECKOE BOC-
MaJuTeIbHOE 3a00JieBaHUE OPraHOB PECIIMPATOPHOTO TPaKTa,
B TEpBYIO oyepelb XxpoHuueckoe rnopaxenue JIOP-opraHos,
KoTopoe B cpeaHeM 3a 3,7 rona no aediora I'TIA HaGmonanoch
y 56% o6omabHbix. [Mopaxkenue BTl (HeKpOTMYECKUII PUHUT,
CUHYCHUT) U opraHa ciyxa B 90% ciyyaeB CTAaHOBUJIOCH ITEPBBIM
nposinenueM I'TIA, Hanbosiee yacTo covyeTasich ¢ TUIIEPTEPMMU -
eit (67%), nopaxenuem yierkux (27%) u aprpanrusamu (24%).

Crenyet OTMETUTD, YTO Y TTOJIOBUHBI 607bHBIX [ TIA ¢ mo-
paXeHNeM CYCTaBOB apTpaJiTU¥ HAOIIONATUCh yXKe B TepBbIe
Henenu 3abosneBaHus. Y 3 mammeHToB B nedtote [TIA obcyx-
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nancst nuarHo3 PA. G. Douglas u coaBr. [37] HaOmoganu pas-
putre ['TIA y 6 manueHToB, CTpagaBIIMX CEPOITO3UTUBHBIM PA
(B cpenHeM mutenbHoOCTbIO 7,919,1 rona), ¢ 3pO3UBHBIMU U3-
MEHEeHUsIMU B cycTaBax y 4, npu atom ['TIA mpoTtekain ¢ mopa-
sxenuem BIIT (y 83%), nerkux (67%), nouek (33%) u rurep-
npoaykimeit AHIIA (67%).

Takum 00pa3oM, BHUMATEJIbHOE UCCIEAOBAHNUE COCTOSI-
Hus JIOP-opraHoB, Hapsay ¢ onpeaenenuemM AHLIA, moxert
OBITh MOJIE3HBIM JJIsI YTOYHEHMSI 1UarHo3a y O0JbHBIX C Mopa-
JKEHHUEM CYCTaBOB C HEO(hOPMJIEHHBIMU OUArHOCTUYECKUMU
MpU3HAKAMM, JIMXOPAJKON HESICHOTO TeHe3a, XPOHUYECKUM
BOCHAJIMTEbHBIM TIpolieccoM B Jierkux, ['H ¢ remarypueit mpu
OTCYTCTBUU YETKUX NMPU3HAKOB KOHKPETHOI HO30JI0TUYECKOM
(hOpPMBI.

HeobxomuM 1eneHampaBiIeHHBI MMOUCK TOPaXKeHUS
pECTIMPaTOPHOTO TPAKTA C 00s3aTeTLHBIM TTPOBEICHUEM PUHO-
ckoruu, JapuHrockonuu, KT mpumatoyHbIX Ta3yx U JIETKUX
[38], mOCKOBKY Jaxe BbIpaXXeHHbIE U3MEHEHUS B MPUIATOY-
HbIx nasyxax npu KT u Tskenoe mopaxeHue Jerkux ¢ oopaso-
BaHUEM MHOXECTBEHHBIX MH(MUIBTPATOB C IECTPYKIIUE MOTYT
MpoTeKaTb O0ECCUMITOMHO WJIM COIMPOBOXAAThCSl CKYIHOM
KJIMHUYECKO cUMIITOMaTUKOM. PeHTreHorpadusi rpyaHoit
kietku nipu I'TIA oGnamaer MeHblIei MHGOPMATUBHOCTbIO,
yem KT [39].

Jlaxe TIpy TSKEIOM MOPaXKEHUM JIETKUX y OOIbHBIX MOT-
JIV OTCYTCTBOBATH KallleJb, OfIBIIIKA VI ayCKyTbTaTUBHBIE (he-
HOMEHBI: ACUMIITOMHOE TeueHUe Mbl Habmonanu B 14% ciyva-
eB. CornacHo nanHbiM K. Zycinska u coasr. [40], y 7 u3 14 6071b-
HBIX 0e3 KIMHUYecKux npusHakoB akTuBHOcTU ['TIA mpu KT
OTIPEeIISTUCH MHMWIBTPATHI WIIM OYaTH B JIETKUX.

B TO Xe Bpems Ha TIPOTSIKEHUU TIEPBOTO Tona 3abojieBa-
HUST KIMHUYECKKE TTPU3HAKKA TPaHyJIeMaTO3HOTO BOCIAJICHUS
MOTYT HE OMPEAESTHCS, YTO Mbl HAOIIONAIN B OTHOM CIydae.
ITo manubiM X. Bosch [41], y 6 u3 64 (9,4%) GobHBIX, B 1e0I0-
te AHLIA-accoununpoBanHoro CB kiaccu@uimpoBaHHBIX KakK
cTpajamollre MUKPOCKOTTMYECKUM TIOJMAHTMUTOM, pa3BUTHE
TMOCJEAYIONNX PELUANBOB COMPOBOXAAIOCH IMOSIBIEHUEM
KJIMHUYECKUX TPU3HAKOB TPAHYJIEMaTO3HOTO BOCTIATEHUS
B cpenHeM uepe3 42,3 (20—72) mec. Takum 00pa3oM, BO3MOX-
Ha JUTUTeJIbHas dKcno3uuus mexny Manudecramuein AHLIA-
obycnosiaeHHoro CB u ¢popmupoBannem AHLIA-accouunumpo-
BaHHOW IrpaHyJIeMBbl.

CumnToMaTuKa, BbI3BaHHAsI TPaHYJIeMaTO3HBIM BOCTIA-
JIeHWeM, C TeYeHUeM BpPEeMEHM MMeeT TEeHACHIIMIO 3aHMMaThb
JIOMUHUPYIOIIee MECTO B KMHUUYecKoi kaptuHe I'TIA. 3Hauun-
TeJIbHO BO3PAcTaeT, HECMOTPsSI Ha MPOBOAMMOE JIeUeHUE, Yac-
TOTa TaKWX TMPOSIBICHUH, KaK TMCEBAOTYMOpP OpPOUTHI U MOA-
cKJIafovyHas rpaHyjiemMa roptaHu. B To ke BpeMsi 10151 CUMIITO-
MOB, YCJIOBHO OTHOCSIIITUXCSI K HEKPOTU3UPYIOIIEMY BaCKYJIH-
Ty, Oraromapsi MaTOTeHETMYECKOMY JIEUEHUIO0, KaK TPaBUIIO,
CHIDKaeTCs.

Tak, mpu anaym3e nuaamuku TK 1 CK uncue3HoBeHMe
KIMHUYEeCKNX TIPU3HAKOB, CBOMCTBEHHBIX BaCKYJIUTY, HAOIIO-
nanoch HaMu B 3—10 pa3 yaiiie, yeM perpecc mposiBJIeHU rpa-
HyJilemMaTo3a. B To ke BpemsT HapacTaHue BBIPaKEHHOCTH Tpa-

NNTEPATYPA

1. Falk R., Gross W., Guillevin L. et al. Granulomatosis with
polyangiitis (Wegener's): an alternative name for Wegener's granu-
lomatosis. A joint proposal of the American College of
Rheumatology, the American Society of Nephrology, and the
European League against Rheumatism. Arthr Rheum
2011;63:863—4.

Hayy-npaktuy pesmaron 2012; 50(6): 19-28

HyJemaTro3a oTMeueHo B 1,5—2 pasa yarie, yeM BacKyJIWTa.
Pa3BuTHe Takoro cepbe3HOTO MPOSIBICHUS TPAHYIEMAaTO3HOTO
BOCTIAJICHUsI, KaK TICEBIOTYMOP OpOUTHI, Y 87% MalleHTOB Ha-
Oto1aIoCh B OTHATIeHHBIe CPOKH (0T 2 1o 18 jeT ot Havana 3a-
ooneBanust). @opmMupoBaHUe TOACKIAAOUYHONM TpaHyJIEeMbI
TOPTaHW MBI TakKe 4Yallle TUarHOCTUPOBAIU TIPU TTOCIIEIyI0-
mux peunauBax (29%), yem B TiepBbIi rox 6onesnu (17%),
MPY 3TOM KJIMHUYECKOE TeUeHUE MOACKIAA0YHON IrpaHyIeMbl
MOTJIO HE 3aBUCETb OT Apyrux nposipneHuit I'TIA.

Cpeny nainueHToB, MPOCIEKEHHbIX HAMU Ha MPOTSIKe-
HUU OoJiee 2 JIeT, peliUINUBbI Pa3IMIHON CTENIEHU BbIPAXKEHHO-
cti OblIM nuarHoctupoBaHbl y 90%. CToJib BBICOKYIO 4aCTOTY
peUUANBOB MOXHO OBLTO CBSI3aTh C OOJBIION TPOIOIKUTEIb-
HOCTBIO HaOMIONeHUs (B CpeIHEM 8 JIEeT), TIO3MHEel AMarHOCTH-
Koi1 3a060J1eBaHMs U IO3MHUM (B cpenHeM uyepe3 12,7 mec) Ha-
3HaueHunem L[D.

CoryacHO TIpeCTaBIeHHBIM TaHHBIM, TIO3IHSIST JUATHO-
cTUKa M 3amno3najioe HadHaueHue LID B 2 paza yBeqIMIMBAIOT
puck reHepanuzauuu ['TIA, criocoGcTBYIOT GoJiee TSKEIOMY
TEUYEHUIO C BBICOKON KIIMHUYECKOI aKTUBHOCTBIO, MOCIEAYI0-
LEMY PeLIMIUBUPOBAHUIO C MEPCUCTUPYIOLIUM IPaHyJIeMaTO3-
HBIM BOCTAJIEHMEM B OpraHax pecrupaTopHOro TpakTa, nmopa-
JKEHMUIO TJ1a3.

Xopor1o uzBectHo, yto AHLIA, sSBIsIsSich BaXKHBIM 1Mar-
HocTtuueckuMm MmapkepoMm AHIIA-accounupoBanHoro CB,
WMEIOT HEBBICOKYIO LIEHHOCTD JUISI MOHUTOPUPOBAHMST aKTUB-
HocTtu 3aboneBanust [42, 43]. AHLIA MoryT mpucyTCTBOBaTh
B CBIBOPOTKE KPOBHU Jake BO BPeMsI TTOJTHOW KIIMHUUYECKOU pe-
MUCCHUM BacKyJIUTa, YTO, BUIUMO, CBUIETEIBCTBYET B ITOJIb3Y
CYOKJIMHUYECKU MPOTEKAIOIEi XpPOHUYECKON ayTOMMMYHHOM
MaTOJIOTUH, YCKOJIb3aIOIIEN OT BO3IEHCTBUSI CTAHIAPTHON M-
MYHOJETIPECCUBHOM Tepanuu.

CkiioHHOCTb 60J1bHbIX ['TIA K peunauBam [44, 45] u ciy-
yau runepnponykiu AHLIA, coxpaHsiolieiics HeCMOTps Ha
AKTUBHO TMPOBOJMMOE TATOT€HETUYECKOe JIeUeHUE, MOXKHO
OOBSICHITH TMPUCYTCTBUEM B TPaHYJIEMaTO3HOW TKaHU [UIU-
TEJIbHO XMBYLIUX TIa3MaTUUECKUX KIIETOK [22, 46], KOTOpbIe
CITOCOOHBI CYIIECTBOBATh ACCATUICTUSIMU [47] W TIPOSIBISATH
PE3UCTEHTHOCTD K TPAAUIIMOHHON NMMYHOCYIIPECCUU U aHTH-
CD20 B-xnerouHoii Tepartun PTM. Tak, corinacHo pe3ysibTa-
tam J. Holle u coasr. [48], PTM 6bu1 o dexTuseH y 89% 6oib-
HbIX pedpakTepHbiM [TIA ¢ mopaxeHueM IMOYEK U TOJbKO
y 44% GOJBHBIX C TICEBIOTYMOPOM OPOUTHI.

IlonyyeHHble HaMU pe3yabTaThl MOJUYEPKUBAIOT BaX-
HOCTb PaHHEro Ha3HaYeHUsl aKTUBHOTO TMPOAOJKUTEIbHOrO
naToreHeTnyeckoro yieueHus I'TIA, B ToM uucie ¢ npucoenm-
HeHueM Ouojorndyeckoit Tepanuu PTM. B kaxkaom KOHKpeT-
HOM cjiyyae TpeOyIOTCsl BCECTOPOHHUI KIMHUYECKUI aHAIu3
HMMEIOIETOCs CUMITOMOKOMITIEKCA U JUIUTEIbHOE MOHUTOPU -
poBaHUe ManneHToB. Bo3MoXXHOCTH 000CHOBAaHHOTO BHIOOpA
TOW WM WHOW TepareBTUYeCKOUl cTpaTeruu OymyT orpeme-
JIATBCS TATbHEUTITUM U3ydeHUeM JIAOOPaTOPHBIX TTaTOTeHETH -
YECKMX MapKepoB, B TIEPBYIO OYepe/lb C IPUMEHEHUEM MYJIBTH -
IJICKCHOTO aHajn3a IoKasaTesieil, OTpaXalolluX pa3udHble
CTOPOHBI MaTosiornyeckoro mnpoiecca npu I'TIA.
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