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CwuHapom Nyanacyepa (Cl) — ocTpopa3BuBaloLLeecs CoYeTaH1e TSXKEI0ro JIer04HOro rMopPaxeHus Mo TUy reMopparn4eckoro aabBeonnTa
C TSIXEJI0/ AbIXaTe/IbHOV HEA0CTaTOYHOCTBLIO 1 ObICTPONPOrpeccypyioLLero rinomepynoHegputa. lpeacraBieHsl saHHbIE 06 3TNO0rn,
rnaroreHese, KIIMHN4YEeCKO KapTuHe, anarHoctuke v ne4eHun Cl. [TogyepkmBaeTcsi, 4To CI"BO MHOrOM 0CTaeTcs IPpOrHOCTUYecku Heba-
ronpusiTHbIM 3abonesarHnem. OfHaKo pacLupeHve NPeacTaBIeHnii 0 ero natoreHe3e rno3BossieT oocyxaars paspaboTKy N BHEAPEHNE
MPUHLMMNETIBHO HOBbIX TAPreTHbIX METOAOB JIEYEeHWS, A0Ka3aTe/IbCTBO 3(OEKTUBHOCTYU KOTOPLIX Npyv CI” no3BoanT B GyayLuem rnpyme-
HSITb VX U NPV APYIX BapuaHTax 1ero4HO-rnoYye4Horo CMHAPOMa, 0COOEHHO KorAa y naLneHTa pa3BuBaeTcs ObiICTPONPOrpPecCUpPyoLLni
rJ71I0MepyJsIoHePUT.

KnroyeBbie cnoBa: cuHAPOM [yanacyepa, 1ero4yHo-rnoYeYHbIi CUHAPOM, reMopparniyeckmii abBeonT, ObiCTPONPOrpeccupyoLLmm
r7IoMepyIoHepPUT

Goodpasture s syndrome (GS) is a combination of severe acute hemorrhagic alveolitis with severe respiratory failure and malignant
glomerulonephritis. Data on the etiology, pathogenesis, clinical presentation, diagnosis and treatment of GS are presented. It is
emphasized that GS remains disease with largely unfavorable outcome in most cases. However, the expansion of representations of its
pathogenesis allows to discuss the development and introduction of new targeted therapies; in future, evidences of their effectiveness
in GS should allow their application in other variants of pulmonary-renal syndrome, especially when the patient has malignant glomeru-

lonephritis.

Key words: Goodpasture's syndrome, pulmonary-renal syndrome, hemorrhagic alveolitis, malignant glomerulonephritis

unapoM I'yanacuepa (CI') — 3t10

Briepble onucaHHoe W. E. Good-

pasture B 1919 1. Bo BpeMs Mac-
TaOHOU SMUIEMUU TPUIITIA OCTPOPA3BU-
BaloI1IeeCs COYETAHUE TSKEJIOTO0 JIESTOUHO-
'O OPaKeHMS MO TUITY TeMOPParuyeckoro
AJbBEOJINTA C TSXKEJIOW [bIXaTeJIbHOU
HEJIOCTaTOYHOCTbIO U OBbICTPOIpOrpec-
cupytouiero raomepynoHedputa (bITT'H)
[1, 2]. [IpuHUMNKATBHO BaXXHBIM MpPHU-
3HakoM CI' cuuTaloT Hanmuue 0coObIX
AHTUTEJ K KOMIIOHEHTaM 0a3ajJbHOM
MeMOpPaHbI AJIbBEOJ U MOYEYHBIX KITyOOU-
koB (aHTH-bMK-anrtuTena), odyciopau-
BAIOLIMX UX OJHOBPEMEHHOE MOpaKeHNe.
HexkoTopbie aBTOPHI CKIIOHHBI PACIIUPSTH
nousgtue “cuHiupom [lyamacyepa”, 1o
CYILIECTBY, OTOXKIECTBIISISI €T0 C JIETOYHO-
MTOYEYHBIM CUHIPOMOM, KOTOPBII HabJI10-
NAIOT HE TOJBKO TP TUIEPIIPOLYKIIII
antu-bMK-antuten, Ho u mpu ANCA-
ACCOIMMPOBAHHBIX CHCTEMHBIX HEKpPO-
TU3UPYIONINX BACKYJIWTAX, a TaKXe Mpu
TPOMOOTUYECKNX MUKPOAHTHOMATUSIX U
JIBC-cunnpome.

3Tnonorua n natoreHes

CI' OInUCHIBAIOT MPEUMYILIECTBEHHO B
BUJIC OTAENBHBIX HaOmomeHwit [3, 4]; B
TeueHue 16 JieT B OJHOM KIMHUYECKOM
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LIEHTPE YAAeTCsl 3aperucTpupoBaTh He
6omee 40 ciydaeB 3TOTO CcHHApoma [5].
CucTteMaTu3upoOBaHHBIN 0030p KIMHMU-
YeCKUX MPOSIBICHUIA, METOOB JIEUEHUS U
ncxonoB cuHapoma ['yamacyepa B 1993—
2000 rr. BKiIIouMI 85 OONBHBIX, CBEACHUS
0 KOTOPBIX yAAJIOCh TONYYNUTb U3 Oa3bl
MEDLINE [6]. ITo ganubim K. Hirayama
u coaBrT. (2008) [7], cocTaBUBIIUX SITTOH-
ckuii peructp BIITH, Tobko y 6,6 % u3
715 BKJIIOUEHHBIX B PETUCTP MALMEHTOB
yaajuoch BbIsIBUTH aHTU-BMK-anturena.
Cpenu 23,4 % n3 60nbHbIX BITTH ¢ aHTH-
bMK-antutenamu HabnonaeTcsi reMop-
paruyeckuii anbBeonut. CUUTAIOT, 4TO
3aboneBaemMocth CI' MakcuManbHa B BO3-
pacte 10 30 siet u crapiie 50, HECKOJIbKO
yalie 00T MyXUMHHI |8, 9].

Co BpeMeHU TIepBOTO  OINMCAHUS
W.E. Goodpasture (1919) aktiBHO 006CyX-
JIAI0T POJTb BUPYCOB B KAYECTBE BEPOSITHOTO
atuosiornueckoro pakropa CI'[10]. Bvecte
C TeM BO MHOTUX CJIy4asx MHOUIIMPOBAH-
HOCTb OTIPEIENICHHBIM BUPYCOM TIPM CHH-
npome ['yamacuepa ycTaHOBUTD HE yIaeTcst
[11, 12]. Kpome Toro, u3BecTHO, 4TO 3200-
JIeBaHNE HEPEIKO BO3HUKAET CITYCTS HEKO-
TOpOE BpeMsI TIOCTIe NCUEe3HOBEHWSI KITMHM-
YeCKUX TPU3HAKOB BUPYCHOW MHGMEKIINN.
Passutue CI' Habmonaior, Harpumep,

cpenn  BUY-unbuuuposanubix. Tak,
E.J. Calderon u coasrt. (1997) [13] oOHa-
pyxuiu aHTU-bMK-anTutena y 060sb-
muHcTBa BUY-nH(UIIMpoBaHHBIX, CTpa-
NABIIMX ITHEBMOIIMCTHOI TTHEBMOHUEH, B
TO BpeMs KaK Cpefu OOJNbHBIX TUTTMIHON
OaKkTepUalbHOM MMHEBMOHMENH, a TaKxXe y
3[0POBBIX JIMII KOHTPOJIBHO! TPYIITIHI 3TOT
MATOJIOTUYECKUNT ~ UMMYHOJIOTUUECKUI
(enomen BeigBIeH He Ob1. CIT Takke
MOXKeT ObITh CBSI3aH C IPUOKOBBIMU MH(EK-
LUSAMU: OMKUCAHO MosiBieHue aHTu-bMK-
AQHTUTEN Y OOJILHOTO BTOPUYHBIM aMUJION-
JI030M BCJIENl 32 TPUOKOBBIM TOPasKeHIEM
Koxu [14].

bBosee onpeneneHHO MOXHO OLIEHUBATh
3HaueHMe WHOEKIMOHHBIX (aKTOPOB
kak npuunHbl oboctpeHuit CI'. E. Lucas
Guillen u coasr. (1995) [15] npoaHanu-
supoBaiu Teyerre CI' ¢ 1981 mo 1992 .y
8 6osbHBIX. bbUTO 3apeructprpoBaHo 12
3MU30[0B 000CTPEHUI, U3 HUX § CIpO-
BOLIMPOBAHO OaKTepuaJbHbIMU WH(DEK-
UMY, TIPU 2 IPYTUX BBISIBJICHBI TTPU3HA-
KU OCTpO MH(bEKIMU, HO BO3OYIUTENb
uaeHTuGuuMpoBaH He ObL1. Bemymum
[0 YacToTe M KJIMHUYECKOMY 3HAYEHUIO
MpOosIBJIEHUEM O00OCTpEHUSI ObUIM Xapak-
TepHBbIE JIETOUHBIE aTbBEOJSIPHBIE KPO-
BOTEUYEHUSI.



Cpenu nyckoBbix paktopoB CI' Ha3bI-
BaloT JiekapcrtBa [1]. HaubGosnee uderko
MpocjexeHa CcBsI3b 3TOro 3aboseBa-
HUS C TpueMoM D-TieHuImuiaMuHa
[16]. Hapsiny ¢ aibBeOJSIpHBIMU KPO-
BoreueHusiMu tipu CI', mHIyuMpoBaH-
HOM D-neHMumaIaMMHOM, BBISIBISIIOT
MPU3HAKN  OOJUTEePUpPYIONIeTo OpOH-
XMOTUTAa. PHCK  WHIYIMPOBAHHOTO
D-nennummiamudom CIT Henpenckasy-
€M, OITHAKO €TO CJIeTyeT UMETh B BULLY TIPU
BEIEHUU BCEX MALIMEHTOB, MOJYYAOIIUX
3TOT TIperapar.

Accoumanuu CI' ¢ npyrumu Jjiekap-
CTBEHHBIMU TIperapaTaMu MeHee YOe-
mutenbHBL. M. Stetter u coasT. (1994)
[17] Habmomanu 21-71eTHETO MYXUUHY,
crpagaBuiero BIITH ¢ antu-bMK-
aHTUTEIaMM, Y KOTOpPOro copMupoBa-
Jlach TePMUHAJbHAS TTOYeYHAsT HEIOCTa-
TOYHOCTh, TOTpeOOBaBILIAsT TMEPUTOHE-
IBHOTO JMANn3a; B JaJbHelleM Obuia
BHITIOJTHEHA TPAHCIIAHTALUS TIOYKHU.
HaznaueHnue azaTvomnpuHa cOmpoBOXIa-
JIOCh BBICOKO# JINXOPAIKOIA, apTpairusi-
MU, TIOSIBIICHUEM JIBYCTOPOHHUX MH(MUITb-
TPaTOB B JIETKUX C KPOBOXapkaHbeM. Bce
9TU CUMIITOMBI TIOJTHOCTBIO MICUE3aJIN TIPU
OTMEeHe a3aTUOTPUHA.

[ToTeHuMaTbHBIM
akropom CI' cunTaioT u yrieBomopoast
[1]. C 1969 r. omucano 43 ciyuas CT,
Pa3BUBIIETOCS CPEIN JINI, KOHTAKTHPO-
BaBIIMX C YIJIEBOAOpOIaMU; Haumbosee
YaCTO BCTPEUAIOLIMMCS TPU3HAKOM ObLIN
JerouHble KpoBoTeueHus. [1pu cBoeBpe-
MEHHOM YCTPaHEHUM TPOBOLIUPYIOIIETO
areHra MPOrHO3 ObLT OTHOCUTETBHO OJ1a-
TOnpUATHBIM [18].

CTI BO3MOXKEH Y JIUII, KYpSIIIAX KOKaWH.
A.E. Sirvent u coasr. (2007) [19] onucanu
coyetaHueaHTh- bM K-uHayLimpoBaHHbIX
BIITH u remopparnyeckoro aibBeOH-
Ta MOCJe BIbIXaHUs KOKauHa 26-JeTHeii
KeHILUHOM; ISl JIeYeHUe pa3BUBIIIE-
rocgs CI' morpeboBaioch NpUMEHEHUE
MMMYHOJETIPECCAHTOB U Tutazmadepesa
C MOCJIENYIOLIMM TEPEX0I0M Ha JieueHue
MPOrPaMMHBIM T€MOAMATM30M.

Kak u MHoOrME Apyrue ayTouMMyHHbBIE
3aboneBanusi, CI' Moxer ObITH mMapa-
Heorutactuueckum [20, 21]. IMpoaykuuio
aHtu-bMK-aHTuTe 1 B MoAOOHBIX CUTYya-
LUSIX CTeAyeT paccMaTpuBaTh B paMKax
CBOEOOPa3HOTo OTBETa Ha POCT aTUIMUY-
HOI TKaHUW; HENb3sl UCKIIOYUTb, YTO
HEIOCPEICTBEHHO WHAYLUPOBATh ee

STUOJIOTUYECKUM
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MOTYT HEKOTOpPbIE OIYyXOJEBble aHTUTE-
Hbl. BhineneHue mpu3HaKoB, yKa3bIBalo-
LIMX Ha MapaHeorulacTUYeckKoe MPOUC-
xoxaenue CI', 3aTpyqHUTENbHO, OTHAKO
MpeArnoyaraTb €ro cleayeT, B TMEpBYIO
oyepenb KOIjJa CTaHAApTHbIE Tepares-
TUYECKME CXEMbI OKa3blBalOTCS Masioad-
(peKTUBHBIMU.

OcoO0blif, CTEPEOTUITHO IOBTOPSIO-
LIMIACST HE3aBUCUMO OT IIPOBOLIUPYIOILETO
(bakTopa BapuaHT ayTOMMMYHHOIO OTBE-
Ta, cBoiictBeHHblil CI', mo3BossieT npe-
MOJIOXUTh CYLIECTBOBAaHUE HACJIEACTBEH-
HOI TpeapacnonoxeHHocTH. Bmecrte ¢
TeM CeMeiiHble Clydyal ero He OMUCaHBbI.
B cBsi3u ¢ Tem, 4TO B KayecTBe MHUIIEHU
aHtu-bMK-aHTuTen BbicTymaeT ajbda-
3- uenb kosutareHa IV tuna, odcyxnaercst
3HaYeHUe MYTallMii B KOAMPYIOIEM ee
reHe [22]. JanpHeiiliee u3ydyeHue reHe-
Tuyeckux perepMuHaHT CI' HeoOXonuMo
Mpexae BCero ¢ TOYKM 3PEHUsl TOUCKa
3aKOHOMepHoCTel (hOpMUPOBAHUS MPe/I-
PACMONIOKEHHOCTH K peakIUsiM ayTOUM-
MYHUTETA, HEPENKO peaau3ylolieiics B
BUJIE YTPOXAIONIMX XU3HU CHUCTEMHBIX
3a00J1eBaHUI.

He ortpuuasi 3HaueHus HacencTBeH-
HOW TpPeapacrnojoXeHHOCTH, CIeay-
€T MOMYEPKHYTh, YTO B MOJABJSIONIEM
oonbuiHeTBe cinyvyaeB CI' pasBuBaercs
Moj JAeiicTBUEM BHEIIHUX (aKTOPOB.
PeanbHag npuyrHa 3a4acTyo ocTaeTcs He
YCTaHOBJIEHHOM, OIHAKO (haKTOpbl pUCKa
3TOro 3a00JIEBAHUSI XOPOILO W3BECTHBI
U TIOJTHOCTBIO YCTpaHUMBL. [J1aBHBIM U3
HUX CYUTAIOT KYypeHWe, TTpeapacroiarai-
nree K 6oJiee TsoKeJIoMy TeUeHUIo 00JIe3H!
[6, 23].

Passutue CI" accoumupyeTcsi co crienu-
¢uueckumu aHtu-bMK-aHTtuTenamu,
CBSI3BIBAIOTIIMMUCS C 6a3abHOI MeMOpa-
HOIf aJTbBEOJT U TIOYEYHOTO KiTyoouKa |24,
25]. Autu-BMK-aHTHTETa BBICOKOCTIC-
uuuIHBl K anbda-3-1enu KoJulareHa
IV tuna [26]. CBa3b antu-bBMK-anruren
¢ anbda-3-menpio KomtareHa IV Tuma
TIPOMCXOUT Yepe3 CONepXKAIIUiics B Hell
T. H. HeKoymareHoBbIit (NC) momeH [27].
CymiectByeT 4eThipe Thma aHTu-BMK-
antuten (A, B, AB, X). A u B Tunnl B3au-
MOJIEHICTBYIOT C OTIPEIeNICHHBIMU TTUTO-
mamu (A wiu B cootBeTcTBeHHO), AB — ¢
000MMY HA3BAHHBIMU STUTOMIAMU, TOUKA
npuioxeHus: aedctsusi aHTU-bMK-
aHTuTen Tuna X HesicHa. Bce amuTomsr
pacrionoxensl Ha NC-momene [28]. J. Wu

u coasr. (2003) [29] unenTudUMpOBATN
AHTUTEHHBIN STMUTOI, B3aUMOJEICTBYIO-
muii ¢ He(PUTOreHHBIMU IITAMMaMU
T-nmumdornmToB. [lpeseHTanuss 3TOTO
aHTUTeHHOro anutona T-nmumdbountam
CYILIECTBEHHO YMEHbBIIIAETCsI TPU HAU-
yuu KarercuHa D, medunur mHrubum-
PYIOIIEro BIUSIHUSI KOTOPOTO MOXKET OBITH
OTHUM W3 OOCTOSITENIbCTB, “3amycKaro-
mwmx” passutue CI' [30]. [TokazaHo, uTO
MHTEHCUBHOCTb KCIIPECCUU crieuduy-
HBIX aHTUTENT K KOHKPETHBIM SIUTOMNaM
KOpPEJUIUPYET C BBIPaXKEHHOCTBIO TOYey-
HOTO TIOPaXXEeHMsI, B YACTHOCTU C 4YacTO-
TOW OJUTYPUU U KOJMYECTBOM IOJYITY-
Huil B Kiyooukax [31]. Tspkenoe TeyeHue
3a0oeBaHusl HAOMIONAIOT TakXe Mpu
npeobnaganuun aHtTu-bMK-anturen cyo-
knaccoB IgG1 u IgGs [32].

3aboneBanue, cxonHoe ¢ CI', Bmep-
Bbl€ BOCIPOM3BENCHO B 3KCIEPUMEHTE
H. Chikamitsu (1940) [33]: npu BBene-
HUM “aHTUJIETOYHOM” CBIBOPOTKH KpPO-
JIMKaM pa3BUBAJICS TJIOMEpYJIoHedPUT,
AHAJIOTUYHBIN TAKOBOMY TIPU WHAYKIIUU
“aHTUIOYEYHOI” ChIBOPOTKOM. B HacTo-
suiee Bpemst CI' mpoaokaeT MUHTEHCUB-
HO U3y4yaTbCsl Ha 3KCIEPUMEHTAJIbHBIX
MOJIEJISIX: CO3MaH CUHTETMYECKU aHaIoT
COOTBETCTBYIOILIETO AHTUTEHA, TMPU BBE-
NEHUU KOTOPOTO Y XXUBOTHBIX Pa3BUBALT-
Cs1 JIETOYHO-TTOYEHBII CHIPOM.

JletabHO ~TIpOCJIeXeHa DBOJIOLUS
MOpaXKeHUsT JIETKUX W TI0UeK y KpBIC C
CT. Hdenosutsl I1gG Ha 6Ga3anbHOIT MeM-
OpaHe (opMUpYIOTCS Yepe3 IBe Henle-
JI1 TIOCNIe UMMYHU3AIMU, OTHOBPEMEH-
HO KOHCTaTHUPYIOT OTeK KITyOOUOKOBBIX
SH/IOTEJINOIIMTOB W TIOSIBJIEHUE alb0y-
MuHypuu. KietouHslit uHUIBTpPAT
mpencraBieH mpenumymiectBeHHo CD4+
T-mamdouuramu. Ha 3-it Hemene Haum-
HalOT 00pa30BBIBATHCS MOJYIYHUS; B
karicyne boymeHa HakarmBaeTcst 60Jb-
roe KoJumuecTBo GubprHa; TIoMepyJIsip-
HBIIT MTHOWIBTPAT TIPENCTaBIeH TPerMYy-
mectBeHHo CD8+ T-nmumdbouutamu u
MakpodaramMmu. XapaKTepHBI
CTBEHHbBIE DPAa3pbLIBBI 0a3aJbHON MeM-
opanbl. B nerkux IgG ¢dukcupyrorcs: Ha
0a3abHOI MeMOpaHe aTbBeOJT YKe Ha 2-1
Henmene. K 3—4-if Henmene perucTpupyroT
BBIPAXEHHYI0 MH(DUIBTPALINIO JIETOYHOTO
nHtepctuinsa CD8+ T-numdbonmramu u
Makpodaramu, 4acTele pa3pbIBbl 6a3aib-
HOIT MeMOpaHbl. BbISBISIOT Kak odvaru
QIbBEOJISIPHOTO KPOBOTEUEHMSI, TaK W

MHOXKE-
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Tabnvua QuddepeHumanbHblil guarHo3 cuHagpoma Nlyanacuepa

AuddepeHuupyembie S S—
3aboneBaHus

CuictemHble ANCA- Hannune ANCA.
aCcCoLMMPOBaHHbIE BogneueHune JIOP-opraHoB (npu rpaHynematose Berexepa).
HEKPOTM3MPYIOLLME TenaeHums K GOPMMPOBAHWIO IEFOYHbIX 04aroB C pacnagom.
BACKy/UThI OTCyTCTBME CUHXPOHHOCTM B MPOrPECCUPOBAHMM IEFOHYHOMO 1 MOYEYHOrO NOPAXEHNS
Mypnypa LLeHneiHa— MopaxeHwne nerkmx He xapakTepHo.
leHoxa TvnuyHas KoxHas remopparuyeckas chinb (nypnypa), He HabmopatoLasics npu Cr.

YBenuyeHue CblBOPOTOYHOrO YPOBHS IgA.
MopaxeHue K1LweyHvka.
AHTU-BMK-aHTUTENA HE XapaKTePHbI

CuctemHas KpacHaa

XapakTepHble UMMYHOJI0ryeckne peHomeHbl (aHTutena Kk JHK n ructonam, LE-kneTo4Hbli TecT).

BOJI4aHKa BoeneueHue cepaua (aHgokapant JinbmaHa—Cakca — MUoKapauT).
Bo3moxeH LiepebpoBackynT.
YacTo HedpoTUYEeCKUii CUHAPOM 6€3 NPU3HAKOB YXYALLEHUS PYHKLIMM NOYEK
TpomboTnyeckune lMoBbILEHVE MNA3MEHHON KOHLEHTpaummn D-gumepa.
MWKPOAHrMonaTum Mapkepbl TpoM6obUAMK (aHTUTENA K KAPAMOAWMUHY, B2-rIMKONPOTENaY, FeHETUHECKME MapKepbl).

KoxHoe ceTtyartoe nneeno.
MopaxeHwne nerkux NPenmyLLeCTBEHHO MO TUMY PELMAVBUPYIOLLMX TPOMOOIMOONIA NErOYHON apTepun.

BbipaxeHHoe yxyaLeHne GyHKLMU NoYeK 1 3/10Ka4YeCTBeHHas apTeprasnbHas rmnepTeH3uns MoryT CyLLecTBOBaTb
6e3 BbIpQXEHHbLIX U3MEHEHWIA MOYM.
MopaxeHue cepaua (0CTPbIn KOPOHAPHbIV CUHAPOM — OCTPbIV MHMAPKT MUoKapaa) v LepedpanbHbIX COCYA0B
(oCTpble HapyLeHWs MO3roBOro KPOBOOOPALLIEHNS)

KPOBOUB/USHUS B JIETOUHBIII UHTEPCTU-
uumii [34].

ITokazano, uyto B (opmMuUpoBaHUU
TKaHeBoro nospexneHust npu CI' cyie-
CTBEHHYIO poJib UrpatoT T-TuMbOLMTEL.
[IponeMOHCTPUPOBAHO 3HAYUTEIbHOE
HapacTaHue B mepudepuyeckoil KpoBu
B ocTpyto a3y 3aboseBaHMS 4YHUCIA
CD4+ T-nmuM@ouuToB, pacro3HaroIIMX
NC-nomeH anbda-3 1enu KoJjareHa
IV Tumna, 4ucio KOTOPBHIX CYLIECTBEH-
HO YMEHBIIIAETCS B CTAAUI0 PEMUCCUU.
Eciu oboctpeHue ynaercs MpepBath,
YUCJIO HX CYIIECTBEHHO YMEHbBIIAET-
ca [35, 36]. Paszsurue CI' MoxeT ObITh
TaKKe 00YCIOBICHO HAPYIIEHUSIMU PeTy-
qauuu akenpeccun 1gG. A. Nakamura
n coast. (2000) Bocmpoussemu CI 'y
MBbIIIeil ¢ orcyrcTByoumMm Fc-ramma
peuentopoMm IIB, wrpatomum 1eH-
TPAJIbHYIO POJIb B KOHTPOJIE IKCIIPECCUU
IgG [37].

IMoueunoe mopaxkenune npu CI pas-
BUBAETCS TIPU YYaCTUM BOCTIATUTETbHBIX
METaJUIONIPOTeHA3, B YACTHOCTU MeTa-
JIOTIpOTeHAa3bI-9, dKCIpeccus KOTOpoii B
KITyOOUKe CTAHOBWTCS 3aMETHOI yXe B
1-e cyTku 3a0071€BaHUS ¥ TOCTUTAET MaK-
cuMyMa K 7-M cyTtkaM [38].

KnuHuyeckasa KapTuHa
U guarHocTuKa

Kak mpaBuio, mopaxkeHue JETKUX U
mouek mpu CI' 1eOIOTHPYIOT OTHOBpE-
MEHHO, TIPUYEM abBEOJISIPHOE KPOBOTE-
YeHUe MOXET OBICTPO TIPUBOIUTD K CMEp-
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1. Hapsimy ¢ mpoHUKHOBEHMEM KPOBU B
MTPOCBET aJIbBEOJT BOSHUKAIOT KPOBOUBIIH-
STHYSI B JIETOUHBIN uHTepcTunnii [39, 40].

HavanpHble TIpM3HAKM JIETOYHOTO
KPOBOTEUYEHMSI — KallleIb U KPOBOXapKa-
HHE, KOTOPOE MOXET OBITh MaCCHUBHBIM.
[lpn ayckynbTaluy JEerKUX pPErucTpH-
PYIOT KpemnWTaluio, HauyMHAIOIIyoCsS B
0a3aIbHBIX OTHEIaX W 10 Mepe yBeauue-
HHMSI KOJIMYECTBA KPOBHU B aJbBEOJIaX pac-
MpOCTpaHsIoInytocs Bbiie. Kpenurarus
MOXET TIOCTEIEHHO YCTYyMaTh MeECTO
BIaxkHBIM Xpunam [39]. HapacrtatoT npu-
3HAKU JbIXaTeJbHON HETOCTATOUHOCTH —
ONIBIIIIKA, 3aTPYIHSIONIAST BHIMOJTHEHUS
Jaxe He3HAYUTeJIbHOU (u3nyeckoi
Harpy3kud M COXpaHSIOIIAsCs B MOKoe, a
TaKkke IMaHO3. BwIpaxkeHHasw TMIoOKce-
MHUSI MOXET COIPOBOXAATHCS Hapylle-
HUSIMU CO3HAHMSI.

Hapsiny ¢ seroyHeiMM KpoBOTeYe-
Husimu, npu CI' BOBMOXHO TopaxkeHue
JIETKUX IO TUITY (PUOPO3UPYIOIIETO ajlb-
BEOJIUTa — MHTEPCTULIMANbHAS TTHEBMO-
HHMM, W TIPOTPECCUPYIOLIUN MHTEPCTHU-
LIMATbHBIN (UOPO3 OMPEAESIIOT TSXKECTb
JIbIXaTeJIbHOM HegocTtaTouHocTH [41, 42].
JlerouHoe mopaxkeHue B psae clayyaeB
MpeALIecTBYeT Ae0I0Ty MPU3HAKOB MOpa-
JKeHus royek [43].

BIITH nposiBasiercsi HEYKJIOHHBIM
HapacTaHUWEM CbHIBOPOTOYHOIO ypOB-
Hs KpEaTMHWHA; B T€YEHUE HECKOJbKHUX
CYTOK C MOMeHTa nebroTa 3abosieBaHus
YPOBEHb a30TEMUU MOXKET MPUOIUZUTHCS
K TepMuHaibHOMYy [1, 20]. B yxe ymo-

MMHaBLIEMCsl uccaenoBaHuu |[7] ycra-
HOBJIEHO, YTO B MOMEHT AMAarHOCTHKHU
BIII'H, accouuupoBaHHOTO € aHTU-
bMK-aHTuTenamMmu, y MoaaBisoNIEro
GOJIBIIIMHCTBA TAIIMEHTOB BBISBIISIETCS
BbIpaxxeHHas aszoTeMust. CpenHsisi Beau-
YyHA KpEeaTMHWHEMUU COCTaBWJIA CPEau
OOJIBHBIX M30JMPOBaHHBIM aHTU-BMK-
MHIYIIMPOBAHHBIM TJIOMepYyIoHedpUTOM
7,07 + 4,21 mr/mn; emte Boime (7,99 +
4,31 Mr/ni) KOHILIEHTpalusl KpeaTuHUHA
uMeTa MeCTO TIpY HaJTMYMKM TUITAIHOTO
g CI' mopaxeHus Jierkux (aabBeossip-
HbIe KPOBOTEUEHUS] ObLTM OTMEYEHBI Y
23,4 % nauuenToB ¢ BITT'H, cBs3aHHBIM
¢ npoaykuueir antu-bMK-aHturen).
V 63,2 % GOJNBHBIX BBISIBIECHBI TUITUYHbBIE
KJIETOYHBIE KJIYOOUKOBBIE MOJYJIYHUSI.
JlaHHag cepusi HAOIIONCHUI TEMOHCTPU-
pyeT HeOJarompusATHBIN TPOTHO3 TPU
CT': cMepTHOCTb B TeUEHHE 6 MECSLIEB OT
nebrora 6ose3Hu cocrabuia 23,3 %.
XapakrtepHbIM rposiBienreM CI sBisi-
eTcsl reMarypusi: He MeHee yeM y 30 %
MAIIeHTOB PEeTUCTPUPYIOT MaKporeMa-
typuto [1, 6]. HedbpoTuueckuit cuHapoM
BO3MOXEH, HO B TIONABISIONIEM OOJb-
IIMHCTBE CITyJaeB MPOTEUHYPHSI OCTASTCS
yMepeHHoit [42, 44]. Y 4actu GOMBHBIX
Hapsiay ¢ J1abopaTOpPHBIMM TpU3HAKa-
MU OCTPOH TIOYEYHOI HEeNOCTaTOUYHOCTU
PETUCTPUPYIOT CYIIECTBEHHOE CHUXe-
HUE OUype3a BIUIOTh IO aHypuu [2, 46].
ApTepuanbHOe NaBleHUe, KaK MPaBUIIo,
oCTaeTcsl HOPMaJbHBIM. TOJBKO TIpU
opmMupoBaHUN TEPMUHATBHOI TMOUYEU-



HOIl HEIOCTaTOYHOCTU DPErUCTPUPYIOT
apTepualIbHYIO TUnepTeH3uio [42].

CaMbIM YacTbIM Hecleuu(GuuecKkum
nposieieHueM CI' cuuraror xenezonedu-
LIUTHYIO aHEMHUIO, TeHE3 KOTOPOil CBsI3aH
C OTePSIMU OOJIBIIOTO KOJTMYECTBA KPOBU
MpU JIerouHbIX KpoBoTeueHusx (H.A. My-
xuH, 2000; X. Bosch u coast., 1999;
A.D. Salama u coasr., 2001), HO uHO
I71a aHEMUIO PETUCTPUPYIOT PaHbIIIE MOSIB-
JIEHUS! PU3HAKOB MOPAXEHUS JETKUX U
mouek [6, 42, 45—48]. Hepenko Habmo-
NAIOT JIMXOPAJKY, apTpaIrMu, MUAITUU.
Tununo ysennuerne COD [46].

Penxum mnpossinenuem CI' sBisieTcs
NIBYCTOPOHHUI PETUHUT, WHOTIA COTIPO-
BOXIAIONIUIICS 3HAYUTETBHBIM CHUXKE-
HUEM OCTPOTHI 3peHus. Takke omrcaHo
coueranue CI ¢ yBeurom [49, 50].

[TosiBNIeHME TPU3HAKOB CUHIpPOMA
l'ynmacuepa y meTeit M B3pOCIBIX Tpe-
oyer nuddepeHIMaTbHOIO AMarHo3a ¢
MUKPOCKOTIMYECKUM  TIOJUAHTUHUTOM,
rpa"yjgeMato3om Berenepa, myprypoit
Illenneitna—I'eHoxa, a TakKe CUCTEMHOI
KpacHOU BOYaHKOM (cM. mabauyy). Tpn
CI', nmeGroTMpoBaBIIEM B JETCKOM BO3-
pacte, Hapsiny ¢ anTu-bMK-anTutenamu
HaxomaT U ANCA. IlocnenHue oO6Hapy-
KMBAIOT He MeHee ueM Yy 20 % B3pOCIbIX,
crpangaromux CI'. B momoOHBIX cuTyarm-
SIX MHOTJAa TUAarHOCTUPYIOT “IIepekpect”
¢ rpanynemaro3om Berenepa. Wnorma
aHtTu-bMK-anrturena MOSIBJSIIOTCS
mo3xe, ueM ANCA, mpu 3TOM TSIKECTb
TOPaXKeH NS JIETKMX U TOYeK, KaK MpaBu-
110, HapacTaeT [51-54].

Omnucano couetanue CI ¢ paccessHHBIM
CKJIEpO30M [55], a TakXKe ¢ IpyruMu ayTo-
UMMYHHBIMU 3200JI€BAHUSIMU — TIypPITy-
poit Ilenneitna—I'eroxa [56], muacte-
Hueit [57], sSI3BeHHBIM KoauToM [58] u
MePBUYHBIM OMIIMAPHBIM LIUPPO3OM, MPU
KotopoM aHTHM-BMK-anTturena Haxomu-
JI1 ONHOBPEMEHHO C AHTUMMTOXOHIPHU-
QIPHBIMU aHTUTENAMU U aHTUTENaMU K
Muenonepokcuaase [59].

HeonnokpatHo npu CI' onuchiBantach
komouHauuss BIIIH ¢ memOpaHo3HOIM
Hedponatueit [60, 61]. BsammocBs3b
MeXIy OSTUMH GopMaMu MOpaKeHUs
MOoYeK OCTAaeTCsl HESICHOW, OIHAKO B
psizie ciyyaeB MX coueTaHue MPUBOIUT K
ObIcTpOMY (DOPMUPOBAHUIO TEPMUHAIb-
Hoil azoTemuu. [lpenmonaraioT Takxe,
4TO rnoveyHoe nopaxexnue npu CI' MoxeT
MocTeNneHHO TpaHchOPMUPOBATHCS B
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MeMOpaHo3Hy10 Hedponatuio: N. Hecht
u coaBT. (2008) [62] HaGmonaIM 10106~
Hblii BapuaHT TeyeHuss CI' (B chIBOpPOT-
K€ KPOBM BBISBJISLIMCh AyTOAHTHUTENA K
anbda-3-uenu koyaareHa IV rtuma) y
9-neTHEN TeBOYKM.

JleyeHne

Onpit teyenust CI' Bo MHOroM ocHOBaH
Ha OIMCAHUU OTIEJbHBIX HAOMIONEHUN;
PEAKOCTb 3TOTO 3a00JIeBaHUS 3aTPYAHSIET
MPOBEICHNE KOHTPOJIUPYEMBIX KIMHU-
YyecKux uccienoBaHuil. HesaBucumo ot
BBIODAaHHOW CXEeMBl MMMYHOCYIPECCUB-
HOIl Tepanmuu ONpaBIAHHBIMU CUMTAIOT
MOBTOPHBIE CEaHCHI M1a3Madepesa, KOTo-
pble TPUMEHSIIOT U MIPU COYETAHUU aHTHU-
BMK-antuten ¢ ANCA [63].

Kpome Toro, HakoIIeH OMbIT MpUMe-
HeHust ipu CI' ceneKTMBHONW MMMYHO-
abcopOuuu. Bo Beex ciyyasx ycneuHoro
MPUMEHEHHUsI €€ COYeTaM C aKTUBHOM
MMMYHOCYIIPECCUBHOI Teparueil [64].
B MHOroueHTpoBOM MIBEACKOM UCCle-
noBaHuU 3Gh(HEKTUBHOCTD M1a3Madepesa
U UMMYHOA0COpOLMKM cpaBHUBaIU y 44
6ombHBIX BIITH, v 6 m3 KOTOpBIX OBLT
JIMATHOCTUPOBAH KJIMHUYeCKHU siBHbIN CI.
Yucno manueHTOB, y KOTOPBIX MCYe3/a
HEOOXOMMOCTh B TeMOIMAIN3e, U KOJIU-
YEeCTBO yMEPUIMX B 00€uX IpyIinax He pa3-
JINYAJIKUCh, YTO MO3BOJIUJIO CIEIATh BBIBOJ
0 COMOCTaBUMOI 3(PHEKTUBHOCTH ABYX
METOIOB JieueHusI [65].

Adepe3Hble METOIbl JIEUYEHMS, KakK
MPaBUJIO, TPEOYIOT COYETAHUSI C UMMYHO-
NIeTPeccCaHTaMU. YCrex Tepanuu 00bIYHO
KOHCTATUPYIOT NPU KOMOWHAIIMU BbICO-
KUX 1103 KOPTUKOCTEPOUJOB U LIMKIO-
docdhamuna. [NocnenHuii, mo-BuauMomy,
0CO0EHHO 3(P(EeKTUBEH MpU Yrpoxaro-
IIMX KU3HW JIETOYHBIX KPOBOTEUCHUSIX;
nopaxenue nouek npu CI' Hepenko xyxe
TIOITAeTCs JIEYEHUIO UMMYHOIETIPeCcCcaH-
Tamu [1, 42].

[TpomomkaioT MoSIBISIThCS HOBBIE CIIO-
coObl JeueHust cuHapoMa [ymmacuepa.
C. Garcia-Canton u coasr. (2000) ¢ ycre-
XOM TIPUMEHWIM MUKodeHonarta Mode-
TUI B JieyeHUu 19-netHero OOJBHOTO,
y KOTOPOTO TIPEAHU30JIOH B KOMOWHA-
uuu ¢ uukiopochamMuaoMm, YCHEHIHO
KyIUpoOBaBIIE TepBOe OOOCTpeHUE,
yTpaTua cBolo 3 (PeKTUBHOCTb — JIeTOY-
HOE KpPOBOTEUCHUE pPELUINBUPOBAIIO.
Monorepanust MuKodeHonara Mode-
TUJIOM TIO[IEPKUBATA PEMUCCHIO TTOpa-

KeHMS JIETKUX B T€YEHME OIHOTO Toma
[66]. S. Takeda u coasr. (2004) [67] Ha
akcnepuMeHTanbHOi Monean CI' o6Ha-
PYXWIM, YTO TpUMEHEHUEe MMKO(EHO-
naTa MOQeTUIa TTO3BOJSIET NOOMBATHCS
3HAYMTENILHOTO YMEHBIICHUS TIPOTEUHY-
puH, BBIPAXKEHHOCTU TJIIOMEPYIOCKIEPO-
3a, MTH(UIBTPAILIMHU TOYCYHBIX KITYyOOUKOB
MakpodaraMyd M 3KCIPEeCCUU MOYeYHOMU
TKaHBIO OCTEONOHTHHA, SIBJISIIOIIErOcs
OITHUM M3 MeIUaTopoB (hubporeHesa.

EnuHcTBO mpemcTaBaeHWit O mmaTore-
Heze CI' onpenensieT UCMONb30BaHUE €TI0
3KCTEePUMEHTATbHBIX MOJIENIEH ISl OTpa-
00TKM 3(PHEKTUBHOCTH HOBBIX TepareB-
TUYECKUX cTpaTeruit. S.A. Asgeirsdottir u
coasr. (2008) [68] mpomeMOHCTPUPOBAIIH,
YTO colepxKalire AeKCaMeTa30H JIUIOCO-
MBI, TPOTTHBIE K 9KCITPECCUPYEMOii IIOMe-
PYJSIPHBIMU SHAOTEINOLUTAMY BOCTIAIU-
TeJIbHOM MoJieKyJe anre3uu E-cenekTuny,
npu aHtTu-bMK-rinomepynonedppute
3HAYUTEIbHO YMEHBIIAIOT 3KCIPECCUI0
MMOYEYHOI TKaHbIO KOMIUIEKCA ajre-
3UBHBIX MeauaTopoB — P-cenekTuHa,
E-cenektuHa 1 VCAM-1. DTu naHHbIE
OTKPBIBAIOT TEPCHEKTUBBI IISI TapreT-
HOIl NOCTaBKM MMMYHOIETIPECCAHTOB C
MTOMOIIIbIO HOCUTENIEH-TUIIOCOM B MecTa
KOHUEeHTpauuu aHTu-bMK-aHTuTen,
YTO, OUYEBUIHO, TIO3BOJIUT MPepBaTh Mpo-
rpeccupoBanre CI' Ha paHHMX cTamusx
JIETOYHOTO M TOYEYHOTO MOPaXeHUs U
CHUBUT YMCJIO CBSI3AaHHBIX C TPUMEHEHU-
€M TJIIOKOKOPTUKOCTEPOUIIOB U LIUTOCTA-
TUKOB HeXXeJaTeJIbHBIX SIBJICHUIA.

Bo muorom Oynyiiee B nedeHun CI
CBSI3bIBAIOT C MHHOBALIMOHHBIM aHTH-
XEMOKMHOBBIMU M aHTULIMTOKWMHOBBI-
mu npernapatamu. G.E. Garcia u coaBbT.
(2007) [69] moka3anau, YTO WHTEHCHB-
HOCTh MakpodaraibHON MHOUIBTPALUN
U rJIoMepyJisipHOro nospexaeHust mpu CI
MOXET OBITh YMEHBIIEHO C IOMOIIbIO
6J0KaTOpa PacTBOPMMOTO XeMOKHWHaA
CXCLI16, nHIyLMpPYIOIIET0 MUTPALIUIO 1
aIre3uI0 KJIETOK MOHOIIUTAPHOTO psia.

Ha skcniepuMeHTaIbHOM MOJIEIN aHTHU -
BMK-rnomepynonedpura [70] uzyueHo
MIPOTUBOBOCTIATITETbHOE TEHCTBUE OeTKa
CTAaHHMOKAJIbIIMHA- 1, KOTOPBII 00JamaeT
CIIOCOOHOCTHIO MHTUOMPOBATh TPACHIH-
NOTEeJIMAJIbHYIO MUTPALIMI0 MaKpoGharos u
T-1MbOLUNTOB, MOAABIATH MPOLYKIIMIO
Makpodaramu cyrnepoKCHI-NOHOB 1 OJ10-
KMPOBaTh aKTWBAIIMIO MaKpo(daros Iox
NeiCTBUEM XeMOATTPAKTAHTOB. Y MbIIIeit
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¢ aHTu-bMK-rnomepynonebputrom
CTAaHHUOKAJIbLUH- |
>KEHHOCTh
(barasbHONl MHGUABTPALIMU TTOYEUYHBIX

yYMEHbIIaA BbIpa-
BOCIMAJIUTEIbHOW MaKpo-

KJIYOOUKOB ¥ KOJMYECTBO OOPA30BBI-
BaBIIUXCS B HUX TIONYJIYHWIA, 3aMemIsuT
TEMIT Pa3BUTHUS TJIOMEpPYIOCKIepo3a U
TYOYJIOMHTEePCTUAILHOTO (hUOpO3a, TOp-
Mo3un otioxeHue C3-dpakuuum Kom-
TUIEMEHTa B TIOYEYHOM KIIYOOUKe U IKC-
TIPECCUIO TIOYeYHON TKaHBbIO TpaHchop-
Mupyloniero ¢akropa pocra 3, CHMXal
TTOBBIIIIEHHOE apTepuaibHOE NaBlIeHUe 1
CrocoOCTBOBA COXpAaHEHWIO (YHKIUU
rmouek. Pa3paboTka JieKapCTBEHHBIX TIpe-
rmapaToB, COIepXKalluX pPEeKOMOWHAH-
TBIi CTAHHUOKAJBLUWH-1 MOXET, TaKuM
00pa3oM, TIOBBICHTH KauyeCTBO JICUCHUS
60sbHBIX CT.

[Ipu CI ycrienrHo MpyUMeHEHbI HEKO-
TOpBIE TepaIreBTUYCCKHIE
WCIIOJb3YIOIIMeCs ISt
Hedpockiepo3a. OMHAKO BHEAPECHUIO MX

CTpaTeruu,
TOPMOXKEHUA

B TIPAKTUKY JIeYeHUsI TONOOHBIX Talln-
€HTOB JIOJKHBI TIPEIIeCTBOBATh CIeLH-
IBHO TUTAHUpPYeMble KOHTPOJIMpYeMbIe
KIMHWYeCKUe uccienoBanus. Tak, ycra-
HOBJIEHO, YTO BBIPAXEHHOCTh TOYEYHO-
ro Tpollecca, B YaCTHOCTH KOJIUYECTBO
MTOBPEXIEHHBIX TIOMOIMTOB HAa paHHEN
cramuu aHTu- bMK-Tmomepynonedpura,
MOXeT OBITb YMEHBIEHO MyTeM TIpHMe-
HEHUs OJloKaTropa pPEUEeNTOpPOB AHTHUO-
teHsuHa Il xanpgecaprana, OsokaTopa
TpaHcdopmupytomiero dakropa pocta 3
nupdeHnIoOHa 1 UX KoMOuHammu [71].
[To-BumumMoMy, GIOKAaTOpPBI PeLeNTOPOB
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aHruoreHsuHa Il Moryr HasHauaTbcs
MOABJISIONIEMY OOJBIIMHCTBY TIallM-
eHToB ¢ CI' yxXe ceromHs, OIHAaKO HX
WCIIOJIb30BaHME TpeOyeT TIIATeIbHOTO
MOHUTOPWHTA JWHAMUKU KpeaTMHUHE-
MUU ¥ KATUEMUH.

[Mpn dopmupoBaHUM TepMUHAIBHOI
MMOYEYHOI HEITOCTAaTOYHOCTH Y OOJBHBIX
CI' HayMHAIOT TPOrpaMMHBII reMoaua-
3 [1, 6]. JanHbele 00 3¢ (HEKTUBHOCTH
TPAHCIUIAHTALIMM TIOYKU TPOTHBOpE-
yusbl [72, 73]. Hapsiny ¢ oTrTopxXeHuem
MMOYEYHOro TpaHCIJIaHTaTa HaOJI0daroT
u Oojee penKue OCIOXHEHUs, HarpH-
MEp S3BEHHBI KOJUT, Pa3BUBILIMUICS
y pebeHka, crpagasiiero CI', cmycts
4 roma mocie TpaHCIUIAaHTALlMM TOYKHU
|74]. Tlo-BuaumMoMy, TpaHCIJIaHTa-
LIS TIOYKM HE TMOJHOCTbIO TapaHTUPYeT
MpeaynpexnaeHue 000CTpeHn i IETOUHOTO
npouecca. boaee Toro, BO3MOXeH peru-
nuB aHTH-BMK-rnomepynonedpura B
MOYEYHOM TpaHCIIaHTaTe, B T. Y. M Ha
(oHe ageKkBaTHOI UMMYHOCYITPECCUBHOM
Tepanuiu |75, 76].

MporHos

JIoCTyIHbIe B HACTOSIIIIEE BPEMST METO-
IIbl JIeYeHMs] He 00eCIeynBaloT MOJHOIO
uznevyenus npu CI' ¥ He MO3BOJSIOT MOJI-
HOCTbIO MPEeIOTBPaTUTL 000CTpeHus [77].
Tak, Mo JAaHHBIM ILBEICKOIrO0 PETUCTpa,
BKJIIOUMBILIEro 79 601bHbIX ¢ aHTU-BMK-
antutenamu, 27 (34 %) u3 HUX MOTKOIN
CrycTst 6 MecsiIeB Iocjie YCTaHOBICHUS
nartosa, 32 (41 %) HaxomuJIMCh Ha TIPO-
IPaMMHOM TeMOIUaIn3e U TOJbKO y 20
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