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Jlerounsbie BACKYJ/IMTbI: TUAIHOCTHUKA U JICYCHUE

3.X. AHAEB, M.A. BAPAHOBA, A.C. GEAEBCKNM

DOreOY BO «PHUMY mumenn H.M. MNuporosa» Munsapasa Poccuun, Mocksa, Poccust

AHHOTaums

AerouHble BACKYAUTbI COCTABASIIOT FPYMny ObICTPO NMPOrPECCHMPYIOLLMX TAXKEAbIX 3a00AEBAHMIA, XapaAKTEPU3YIOLIMXCS BOCMAAEHUEM COCYAOB,
AECTPYKLIMEN U HEKPO3OM AErOYHOM TKaHM. [1aTOAOrMUYecKuin MPoLEeCC B AErKMX BapbUpyeT oT AM(IY3HOrO aAbBEOASIPHOTO KPOBOU3AMSIHUSE
AO BOCTMAAEHUs MAPEHXMMbI, MAEBPAALHOTO BbINOTA, TPOMOOTUUECKMX U TPOMOOIMOOAMUECKMX OCAOXKHEHUIM. B 3aBMCMMOCTH OT pasmepa no-
PaXKEHHbIX COCYAOB BACKYAUTbI MOAPA3AEASIIOTCSl HA BACKYAMUTBI KPYTHBIX, CPEAHUX M MEAKMX COCYAOB. Hanboaee yacto nopaxkeHue Aerkux
BCTPEYAETCs NMPU BACKYAUTaX MEAKMX cOCyAoB, BkAlodasi ANCA-accoumMmpoBaHHble BACKYAUTbI [FpaHyAemMaTos ¢ noAMaHrumtom (M1A), s03m-
HOUABHBIA rPAHYAEMATO3 C MOAMAHTMMUTOM (ITTIA) 1 MUKPOCKONUUECKUI MOAMAHIMKT (MITA)] 1 6oAe3Hb FAOMEPYASIPHOM 6a3aAbHOM MeM-
6paHbl (cHApom l'yanacuepa). KamHuueckoe 06cAeA0BaHUE APYTUX CUCTEM M OPraHOB, BOBAEUEHHbIX B MATOAOTMUYECKUIA MPOLIECC, B TOM UYMC-
A€ KOXM U MOYeK, a TakKe BbISIBAEHME ayTOAHTUTEA MO3BOASIET YAYULIMTb MOAXOAbI K PAHHEN AMArHOCTUKE M AEHEHMIO BACKYAUTOB. AeyeHne
KM3HEYIPOXKAIOLMX AETOUHbBIX KPOBOTEUEHMI 1 HEOOPATUMOTO NMOBPEXAEHMUSI OPraHOB, MPEXAE BCEro nouek, Tpebyet GbICTPO AMarHOCTUKM
3TUX COCTOSIHUM. BackyAuTbl — peakue 3a60A€BaHMs C MOPAXKEHUEM MHOTMX OPraHOB, M METOAbI UX AEUEHMSI, BKAIOUasi GUoAormueckue, Gbl-
CTPO Pa3BMBAIOTCSl, UTO TPEOYET COTPYAHMUYECTBA BpaYel PasAMUHbIX CNELMAALHOCTEN U CMIELIMAAM3ZUPOBAHHbBIX LIEHTPOB AASI AOCTMKEHMS!
AYULLIErO KOHTPOAS 3a00AEBaHMUsI.

KatoueBbie cAoBa: AeroyvHble BAaCKyAUTBI, 303MHOL¥)M/\beII7I rpaHyAemarto3 C rNOAMAHIMHUTOM, rpaHyAemaTo3 C NMNOAMaHTMUTOM, MUKPOCKOMNH4Ye-
CKUH MOAMAHIMUT, CUHAPOM I'yAnaCLlepa (Aerquo—noqequlﬁ), AMArHOCTHKa, AedeHue, 0630,0.

Pulmonary vasculitis: diagnosis and treatment

E.Kh. ANAEV, I.A. BARANOVA, A.S. BELEVSKY
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Pulmonary vasculitis is a group of rapidly progressing severe diseases characterized by vascular inflammation, destruction and necrosis of the
pulmonary tissue. The pathological process in the lungs varies from diffuse alveolar hemorrhage to inflammation of the parenchyma, pleural
effusion, thrombotic and thromboembolic complications. Depending on the size of the affected vessels, vasculites are divided into vasculites
of large, medium and small vessels. Most frequently the lung is found in the small vessels vasculitis, including ANCA-associated vasculitis
[granulomatosis with polyangiitis (GP), eosinophilic granulomatosis with polyangiitis (EGPA) and microscopic polyangiitis (MPA)] and the dis-
ease is glomerular basement membrane (goodpasture syndrome). Clinical examination of other systems and organs involved in the pathologi-
cal process, including the skin and kidneys, as well as the detection of autoantibodies can improve approaches to early diagnosis and treat-
ment of vasculitis. Treatment of life-threatening pulmonary bleeding and irreversible damage to organs, especially the kidneys, requires rapid
diagnosis of these conditions. Vasculitis is a rare disease with lesions of many organs, and methods of their treatment, including biological, are
rapidly developing, which requires the cooperation of doctors of various specialties and specialized centers to achieve better control of the
disease.

Keywords: pulmonary vasculitis, eosinophilic granulomatosis with polyangiitis, with polyangiitis granulomatosis, microscopic polyangiitis,

goodpasture's syndrome (pulmonary and renal), diagnosis, treatment, review.

BAJI — 6poHX0anbBeOISIPHbIIT JTaBaXK

BIIT'H — GbIcTpo nporpeccupyoLimil roMepyioHepuT
I'BM — rnomepyJsipHasi 6a3anbHast MeMOpaHa

I'KC — rimrokOoKOpTUKOCTEPOU/IbI

I'TIA - rpanyneMaro3s ¢ noJMaHruuToM

IAK — nuddy3Hoe anbBeosspHOe KPOBOU3IMSIHIE

NI'C — upronaTyecKuil runep303MHOCUIBbHBINA CUHIPOM
DA — uMMyHO(DEpPMEHTHBI aHAN3

MIIA — MUKPOCKONUYECKUI1 TTOJIMAHTUUT

MCKT — MyJbTHCIIMpanbHasi KOMIBIOTEPHast ToMorpacus
CKB - cucreMHast KpacHasi BOJTYaHKa

IHC — ueHTpasbHasi HEpBHasi cUCTEMA

OI'TIA — 3031MHO(UIBHBII MPaHyJIEMATO3 C MOJTUAHTUUTOM
OKT - anekTpokapauorpacust

Ix0KTI — sxokapauorpadus

A-AB — ANCA-accouumnpoBaHHbIe BACKYJIUTbI

ANCA — aHTHHENTPO(UIIbHbIE IUTOMIA3MATUYECKUE aHTHTENA
a-ANCA — atunmunast ANCA

c-ANCA — npromnasmatudeckass ANCA

CPB — C-peakTuBHbII1 6el0K

IgE — nmmyHorno6ymun E

MPO — muenonepokcuiasa

p-ANCA — nepunykneapHasi ANCA

PR3 — nporeunnaza-3

TepMUH «JIerOUHBIN BACKYJIUT» BKJIFOUAET pa3jMuHble 3a-
GoJieBaHMsI, XapaKTepU3yOIIKecs COCOOHOCTHIO BBI3bIBATH
BOCHAJIEHNE COCY/IOB, IECTPYKLMIO ¥ HEKPO3 JIETOYHOH TKaHM.
Knuunyeckne 0coO6EHHOCTH KOHKPETHOT'O pacCTPOMCTBA OIpe-
AEJSA0TCS MECTOM, Pa3MEPOM M TUIIOM BOBJIEUYEHHBIX B MPO-
LIECC COCY/IOB, a TAKXKE CTENEHBIO BLIPAXKEHHOCTH COCYUCTOrO
BOCHAJICHNS], IECTPYKLMN 1 HEKPO3a TKaHU.

Hecmotpst Ha mpocToe onpeneneHne 3a60ieBaHus, €ro pac-
MO3HaBaHUE, IMArHOCTHKA U JIeYeHUEe OCTAIOTCSl OfIHOM U3 Hau-
6oJiee CIIOKHBIX 3a/ja4 KIIMHUYECKON MeIMIMHBL. [17151 BacKysm-
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Ta XapaKTepHbl HEOTHOPOJHbIE HAaYaIbHbIE MPOSIBICHHUS, Ba-
puabenbHasl KIIMHAYECKAasi KAPTHHA, CXOXKECThb MPU3HAKOB U
CUMIITOMOB ¢ MH(EKIHEeN, He3KeJlaTebHbIMU peakuusMi Ha
JIeKapCTBEHHbIE MpenapaThl, CHCTEMHBIMHU 3a00JIEBAaHUSIMU CO-
€IMHUTENLHON TKaHU, 3JI0KaYeCTBEHHBIMA HOBOOOPA30BaHNSI-
M. [Ipo6ieMa Tak>Ke OCIOXKHSETCS TeM, UTO BACKYJIUTHI Ya-
CTO NPUBOJAT K CMEpPTENBLHOMY Ucxody [1].

Knaccudukanpst BaCKyJIMTOB, yTBEP>KJEHHAS! HA MESKTYHAPOJI-
HOW cormacuTensHon KoH(pepeniyy B Yanen-Xumne B 2012 r.,
OCHOBaHa Ha KIIMHUKO-NATOJOTMYECKUX MpOsIBIeHUSIX [2].
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3.X. AHaeB u coaBT.

DTa kaaccuuKanus He MOXET MCIOIb30BATHCS IS TOCTA-
HOBKM JINarH03a UJIM OTpefieIeHNs TAKTUKY BEJICHUS! NalieHTa.

T npoBefieHns1 MarHOCTUKY JTydllle TIOJIb30BaThCs Kilac-
cuuKalmei J1eroyHbIX BaCKyJINTOB MO Pa3Mepy MOpaXkaeMbIX
COCYZIOB (KpYyTHbBIE, CPE[THIAE,, MEJIKME) U C UCTIOIH30BAHUEM aH-
TUHEATPO(UIBHBIX LMTOMIa3MaTndeckKux antutesa (ANCA)
(puc. 1). VIx upenTudrkanys npusena K peBoJIFOLMH B [IUArHO-
CTHUKE U TIOHUMAHUK NIaTOreHe3a BaCKYJIUTOB.

Haubomee yacTo BcTpevaroTcsi B MpaKTUIECKO TyJIbMOHO-
JIOTWM BaCKYJIUTbI, KOTOPbIE SIBJISIFOTCS MEPBUYHBIMU, UMONA-
TUYECKUMH, C TOPAKEHNEM MEJIKUX COCY/IOB, a Tak:ke ANCA-
MO3UTUBHBIMU. K HUM OTHOCSITCSI TpaHyJIeMaTo3 C MOJMAHTUH-
ToM (I'TIA; panee m3BecTHbBIN Kak rpaHysemMaro3 Berenepa),
303MHOMUIIbHBIN IpaHyiemaTos3 ¢ noauanrunurom (AI'TIA; pa-
Hee M3BECTHBIN KakK cuHpoM Yepmka—CTpocca) 1 MUKPOCKO-
mryeckuit mojmanruat (MITA).

AunarHocrmuka

ITocTanoBKa iMarHo3a «BacKyJMT» OCHOBBIBAETCS Ha pac-
MO3HABAHUM KJIMHUYECKUX MATTEPHOB 3a00JIeBaHUs, COCTOSI-
IIUX U3 creun(ruecKux KIMHUYECKUX, Ja60paTOPHbIX, H-
CTPYMEHTANbHbIX 1 MATONIOrMYeCKUX 0coGeHHoCTell. BhIsBe-
HHE KOHKPETHBIX KIMHUYECKUX CLEHAPUEB MOXKET yKa3bIBaTh
Ha HaJM4Yre CUCTEeMHOTO BacKyiuTa [4].

ITofo3peHne Ha BaCKYJIUT MOKET BbI3BaTh XPOHUUYECKUI
pedpaKkTepHblil CUHYCHUT, IIPU KOTOPOM OOHAPY3KUBAIOTCS fie-
CTPYKLMS MSITKUX TKaHEW MM KOCTEeN, XpPOHMYECKIE SI3BEHHbIE
MOBPEX/IEHNS U UCKJIIOUEHb! NIepBUYHbIE MH(PEKINOHHbIE, all-
Jiepruyeckue 1 aHaTOMUUECKHe NPUUMHBI.

K muddysHomy anbeeonsipHoMy Kposousnusinuto (JJAK)
oTHOCHUTCS AU Py3HOE BHYTPHAIBLBEONISIPHOE KPOBOTEYEHHE,
0OBIYHO U3 aJIbBEOJISIPHBIX KaWJUISIPOB U peXke U3 MpeKanu-
JISIPHBIX apTepHOJT ¥ MOCTKAMWUISIPHBIX BeHyJ1. He3aBucumo ot
HAJIMYMS y MAUMEeHTA TaKUX «KIIACCUYECKUX» CUMITOMOB, KaKk
KpOBOXapKaHbe, AU dy3HbIE albBEOSPHbIE 3aTEMHEHUS U
HU3KHUI reMaToKpuT, BeposTHOcTh [JAK noskHa paccmaTpu-
BaThCSl Y BCeX MALMEHTOB C HE IMarHOCTUPOBAaHHBIM 3a00J1eBa-
HMEM OpraHoB jbixaHusi. KpoBoxapkaHbe CIOXHO MOAAAeTCs
UIeHTU(PUKALMH,, TOCKOJIBKY OHO YacTO HOCUT MPEPHIBUCTHIN
xapakTep u HabmomaeTcst ToiapKo y 1/3 mamuenTtos. [ToaTomy
Bo3MOoXHOCTb [JAK crnenyer paccMaTpuBaTh y MalMEHTOB C
HEOOBSICHUMBIMU AJ1bBEOJIIPHBIMU 3aTEMHEHUSIMH, OCOOEHHO
KOI'JIa 3TV U3MEHEHHMs] BOHUKAIOT Ha (pOHE CUMIITOMOB 3a00J1e-
BaHWI COCIMHUTENLHON TKAHU UJIM BIIEPBbIE BbISBJIEHHON MO-
YEYHOM HEIOCTATOYHOCTH.

JAK puarHocTupyeTcst npy IOMOLIY GPOHX0AJIbBEOIISIPHO-
ro naBaxka (BAJI). Ognako [IAK MoxeT GbITh BEI3BAHO KaK 3a-
60JIeBaHUSIMU, B OCHOBE KOTOPBIX JIEXKUT KAMUIISIPUT (B TOM
Yuclle NEPBUYHBIM UAMONATUYECKUM U BTOPUYHBIM BaCKYJIU-
TOM), TaK U1 3a00/1€BaHUSAMU C U DY3HBIM aTbBEOJISIPHBIM I0-
BpEX/IEHUEM M BTOPUYHBIM YMEPEHHbIM KPOBOU3IUSHHUEM.
Y Bcex mammeHToB ¢ ANCA -accoMMpOBaHHBIMU BaCKYJINTAMU
(A-AB), ocnoxxnenubivu [JAK, BbISIBIISIETCSI KaNWILISIPUT .

Cesedenus 06 asmopax u KOHMAKMHAA UHGOPMAUUA:

Anaes davoap Xyceesuy — [.M.H., Ipod. Kac. MyJILMOHONOTUY (PaKyIbTe-
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IIpu BbIsIBIEHNN OBICTPO MPOTPECCUPYIOLIETO TIIOMEPYJIO-
Hedputa (BIII'H) caepyet npoBoauts audgepeHranbHbIN
AMArHo3 MeXJy TaKUMHU 3abojeBaHusIMH, Kak A-AB, npnona-
TUYECKUI CTaO0MMMYHHBII IJIOMepyJIOHePUT (M30JIMPOBaH-
HBII BACKYJIUT MEJIKHUX COCY/IOB MIOYEK), CUCTEMHAsi KpacHasi
Bommuanka (CKB), cunppom ['ynnacuepa, nocTuH(MEKIMOHHbBIN
riomepyioHedpur, IgA-nedponarus, nypnypa llenneitna—
I'enoxa, acceHIMaNbHbIA KPUOTI00yIMHEMAYECKHIA BACKY AT
1 MeMOpaHonpoMQepaTUBHBIN riaoMepynonedpur [S].

Krnaccuyeckuii 1erouHo-novYeyHbIil CHHAPOM XapaKkTepu3y-
ercs ogHoBpeMeHHbIM HanmuueM JJAK u BIII'H. Opgnako Bo
BCEX CIIyyasx, Korja leCTPYKTUBHOE MOPAKEHUE JIbIXaTellb-
HBIX MyTEH WM y3J1bl ¥ MOJIOCTH Ha PEHTI€HOrpaMMax Py HON
KJIETKM COYETAIOTCS C MOYEUHOI HEJJOCTATOYHOCTbIO, CIIEAYET
Tak>Ke MCKJovYaTh BackyauT. Heo6xopumo nposefeHne aud-
¢epeHumanbHOrO quarnosa mexny A-AB, cunapomom INynnac-
gepa u CKB.

Hanuuue nansnupyemoii mypnypsbl npu (pu3MKaIbLHOM 00-
CJIEIOBAaHUM YKAa3bIBAET HA CYILIECTBOBAHUE BACKYJIUTA MEJIKUX
cocynoB koxu [6]. [Tpu aToM pacnpocTpaHeHHbIM OO BSICHEHHU-
€M SIBJISIETCS] HaJIM4YKe KOXHOr0 BACKYJIUTA, BO3HUKILETO B pe-
3yJbTaTe peakldy rMnepuyyBCTBUTEIBHOCTH Ha JIEKAPCTBEH-
Hbli1 penapat. Tak:ke ciegyeT uckimouaTtsb A-AB, kprorno6y-
JIMHEMUIO, OOJIE3HU COESAMHUTENLHON TKAH!, MH(PEKIMH U 3710-
KayecTBEeHHbIe HOBOOOpa3oBaHus. MoryT HabOAaThCsl pa3Ho-
00pa3Hble CUMITOMBI NOpaXkeHus! nepuepruyeckon Ui LEeHT-
panbHoit HepBHol cuctembl (LTHC), Bkirouasi 6016, OHEMEHME,
napecTes3uny, c1aboCcTb WM NOTepro (PYHKUMK (HanpuMep, BHe-
3alHO HACTYMUBIIEE OHEMEHME CTOMbI UM KUCTH). MHOXe-
CTBEHHbIl MOHOHEBPUT TAK>Ke JIOJI’KEH BbI3BATh MOI03PEHNE Ha
BacKyJur [7].

HeoObrunble KOMOMHALMY MPU3HAKOB M CUMIITOMOB, KOTTIa B
MATOJIOTMYECKHI TPOLIECC BOBIIEYEHBI HECKOJIBKO CUCTEM U Op-
I'aHOB JIMOO OHOBPEMEHHO, JIMOO B TEYEHUE ITIUTENIBHOIO Bpe-
MEHH, TpeOyIOT UCKJIIIOUEHHs BacKysmTa. PacnpocTpaneHHble
CUMIITOMbI, HAPUMEP JINXOPAJKa HESICHOTO TeHe3a, «HeOoObIu-
HbI€» BBICHINAHUS, MUTPUPYIOLIMI MOIMAPTPUT UIIU «XPOHUYE-
CKUI1 CUHYCHUT», MOT'YT ObITb NPOSIBJIEHUEM BaCKYJIUTa, OCOOEH-
HO NPY HAaJIMYMY TaKMX KIMHAYECKUX MPU3HAKOB, KAK OfIbIILIKA,
NoYeyHast HelOCTATOYHOCTh WIIM MATOJIOTMYEeCKUe 3MEHEHUsI Ha
PEHTTEHOrpaMMax OpraHoB I'PYJIHON KIIETKH.

AHTUHEHTPOPHAbHBIE
LMTOMAA3MaTHYECKME aHTUTEAQ

ANCA snepsble o6Hapyxkumi D.J. Davies u coast. B 1982 r.
[8]. B HacTosiee BpeMsi OnucaHbl TPU KOHKPETHbIE MOJICIIN
HENPSIMOTO UMMYHO(IIIOOPECLEHTHOTO OKPAIIUBAHUS: LIUTO-
nna3matudeckasi (c-ANCA), nepunykieapnast (p-ANCA) u
atunuyHasi (a-ANCA). Aatutena c-ANCA B OCHOBHOM Ha-
npasJieHbl TpoTUB npoTenHasbl-3 (PR3, B a3ypoduibHbIX rpa-
HyJlax), B TO BpeMs kak p-ANCA uallle BCero HalnpaBlieHbl
npoTtuB muenonepokcuaassl (MPO, Takke B a3ypoduiabHbIX
rpanyinax). TectupoBanue Ha PR3 1 MPO meTonom nmMmyHo-
¢epmentHoro ananuza (MIPA) sBisieTcss KOMMEpUYECKU J0-
CTYIHBIM U UMEET BaKHOE KIMHUYECKOE 3HaUeHUue. DTU aHTU-
TeJla TECHO CBSI3aHbl C BACKYJIUTOM MEJIKUX COCY/OB JIErKUX.
IMonoxwurensHbiil pe3yabtaT UPA na ANCA npu atux 3a60-
JIeBaHUsIX ompefelsieTcs: He Bcerpa. IToaToMy fist nepBoHa-
4aJIbHOTO CKPUHUHIA LieJiecoo0pasHo onpefensitb ANCA nBy-
MsI MeToiaMu (HerpsiMoi nMMyHogroopectenmy u P A-te-
CTUPOBAHUEM), YTO MO3BOJISAET YJIy4IINTh AMarHocTuky (9, 10].

JuarHoctuyeckas nojb3a TecTupoBanusi Ha ANCA 3aBu-
CUT OT €ro 4yBCTBUTEJbHOCTH, CNELU(PUUHOCTU U MOJIOXKU-
TEJIbHOI MPOrHOCTUYECKON LIEHHOCTH [0 OTHOILEHUIO K pa3-
HbIM THUIaM BacKyJauToB: ucciepgosanue c-ANCA (unu aHTH-
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Puc. 1. B3aumMoCBSA3b MEXXAY pa3mepom COCYAOB M MeXaHH3-
MOM pa3BUTUA BaCKyAMTa.

PR3) 6onee undopmarusro nnst guardoctuku I'TIA, a p-AN-
CA (mmu antu-MPO) — st MITA u OI'TIA.

ITpu I'TTA ananu3 Ha c-ANCA xapakTepu3yeTcsl BbICOKOM
YyBCTBUTENBHOCTBIO (90-95%) npu aKTHBHOM CUCTEMHOM 3a-
00JIeBaHNM, HECKOJBbKO MEHbIIEH UYyBCTBUTEIbLHOCTHIO
(65-85%) npu nopakeHMK OJJHOTO OpraHa, U ellie MeHbIIe — B
craguu pemuccuu. CrnequuIHOCTb COCTABISIET MPUMEPHO
90% , 03TOMY B KIMHUYECKUX CUTyalUsIX C OYeHb BHICOKON
BEPOSITHOCTbIO HAJIM4Ms 3a00JIeBaHMS MOJOXUTEbHBIA pe-
3ynbTatr Ha c-ANCA uMmeeT 10CTaTOUHYIO IPOrHOCTUYECKYIO
IIEHHOCTD U MO3BOJISIET 000NTUCEH 6e3 Ouorcuu [11].

Hamnporus, p-ANCA He 06/1a1at0T JOCTATOYHON YyBCTBU-
TEJBLHOCTBIO U JIMILIb KOCBEHHO YKa3bIBatOT Ha Hamuue DI'TIA,
MITA unu cna6oummynnoro BIIT'H, nockosnbky oHU MOryT
ObITh BBISIBIICHBI TaK>Ke MPH PEBMATOMHOM apTpPUTE, CUHIPO-
Mme ['yanacuepa, ayTOMMMYHHOM TelaTuTe U BOCTAJIUTEbHBIX
3a0oJyieBaHMsIX KulleyHuka [9]. He BbISIBIEHO YeTKOM B3auMO-
CBSI3U MEXKJ1y TUTPAaMU aHTUTEJN U aKTUBHOCTBIO 3a00JICBaHUSI.
CrnepyeTr TakXe MpU3HATh, YTO OTCYTCTBHUE MOJOKUTEIBHOTO
TecTa He uckmovaeT A-AB [12].

Apyrne AabopaTopHble MCCAEAOBAHMS

Hnst uckmoveHnss MHMEKIUU HYKHO MPOBOAUTHL MOCEB
KyJIbTYpbl KPOBU M NPOG U3 APYTUX MOTEHLMAILHO MOPasKeH-
HBIX OpraHoB. Pe3ynbTaTbl KJIMHAYECKOr0 U 6MOXUMUUECKOTO
aHaM30B KPOBH HECTELM(MHUIHBI, YACTO BBISIBIISIETCS MOBBIIIIC-
nue COD u C-peaktuBHoro 6enka (CPB).

OO6uMit aHamu3 MOYM C MUKPOCKOMMEN Ocajika JOJIKeH
ObITh BBINOJIHEH y BCEX MAlUEHTOB, TaK KaK MPOTEUHYPUSl U
MHUKPOCKOMTUECKAsi TeMATypHsl SIBISFOTCST YaCThIMA PAHHUMU
Haxopikamu nipu ['TIA u MITA. ¥ Bcex maupeHTOB C JIETOYHBIM
KPOBOTEUEHUEM WIIM JIETOYHO-TIOYEYHBIM CHHAPOMOM HE00X0-
JAUMO KCCJIEIOBATh aHTUTEJA K [IIOMEPYJSIPHON Ga3ajbHOi
MemOpane (I'BM). AHTHHYKJIeapHble aHTUTENA U PEBMATOW/I-
HBIN (PAKTOP TaKKe MOTYT OBbITh MOJIOXKHUTEIBHBIMU MPH JIe-
FOYHBIX BaCKyJUTax. ¥ poBeHb 0011ero MMMyHorino0ynuHa E
(IgE) m uyypkyanpyrommx 203uHO(UIIOB JOJIKHBI HCIOJIB30-
BaThCs 17151 IuppepenumansHon quarnoctuk DI TIA.

u HCTPYMEHTAaAbHbI€ UCCAEAOBAHHUA

PenrtreHorpacust 1 MyJIbTUCTIMPATbHAS. KOMITBIOTEPHAS TO-
morpacust (MCKT) rpyiHO# KII€TKH YacTO BBISIBIISIFOT MATOJIO-
T'MYECKNE UBMEHEHMS Ja>Ke TTPU OTCYTCTBUU CUMIITOMOB, TaK
kak 6onee yem y 80% naumenTtoB ¢ ['TIA u SI'TIA umeroTcst
peHTreHoJornuecKne oTkiIoHeHus. Crequduyeckue n3MeHe-
Hus Tydire Bcero onmcanbl st [ TIA m BKIFowaroT conmrapHbie
OKpYTJIbIE€ TEHU B JICTKUX U CJIMBHBIC OYaru, 0COOEHHO C KaBU-
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TauusIMU, AU y3HbIE 3aTEMHEHNS 110 TUITY «MaTOBOIO CTEKJIa»
(oco6enno npu JAK) 1 koHCconmpanuio, a Tak>ke CTeHO3 OpOH-
XOB M M3BSI3BIICHNS] BEPXHUX /IbIXaTeJbHBIX MmyTei (puc. 2).
Y nayuentos ¢ DI'TIA 06bIYHO HAaGMOAAIOTCS UH(PUILTPATHI,
reTeporeHHble 3aTEMHEHNUS TI0 THITY «MAaTOBOT'O CTEKJIa» WU
KOHCOJIMJJALUY, @ TaK>Ke MPU3HAKU NAaTOJI0ruu 6poHXoB. JIum-
¢haieHONaTHsI PY JIETOYHBIX BACKYJIMTAaX BCTPEUYaeTCs PeAKo,
oHa GoJiee xapakTepHa /i MH(PEKUMOHHBIX O0JIe3HeN 1 3710Ka-
YeCTBEHHBIX HOBOOOpa3oBanwmii [13].

MCKT npuaTouHbIX Ma3yX HOCA BbISBJSET NAaTOJOrMYe-
ckue n3MeHenust y 6onbimucTBa (70-90%) naupenTos ¢ I'TIA
u OI'TIA 1 MOXeT NOMOYb BBIIBUTH JAECTPYKUMIO WUJIH U3b-
si3BJIeHus1 y maipeHToB ¢ ['TIA.

ITaTosnoruto cepana npu odcielOBaHNM OOJILHBIX C JJOKa-
3aHHBIM WJIM TpepnosiaraeMbiM A-AB NO3BOJSIOT BBISIBUTH
anektpokapauorpacdus (OKI') u sxokappuorpagus (3xoKI').
[Topaskenne cepaua Bctpedaercst y 5—15% mampenTos ¢ [TIA n
y 30-50% nauuenTtoB ¢ DI'TIA u siBAsieTCS] OCHOBHOM MPUYH-
HOI1 CMEPTHU NIPU 3THUX 3a00JIeBAHUSIX .

Bponxockomnusi B OCHOBHOM MCHOJIb3YETCs /ISl IMarHOCTHU-
KM 3JI0KQYeCTBEHHbIX HOBOOOPa30BaHNi, NH(EKLHI1, CTEHOTHU-
YECKUX UM SI3BEHHbIX MOPaXKEHUI BEPXHUX [IbIXATEJbHBIX I1y-
Tell WM GPOHXOB, BBISIBIIEHUS JIETOYHOM 303MHOMUIINU U allb-
BeosisipHoro kpoporeuenus. BAJI cienyer oueHuTh Ha npep-
MET HaJM4YMs aJIbBEOJISIPHOIO KPOBOTEUEHHMS, 3aTEM MaTepua
OTIPaBUTb HA MUKPOOMOJIOTMYECKOE U UUTOJOrM4eckoe uc-
cnepoBanusl. TpaHCOpOHXUANIbHASI OMONCUS TIO3BOJISIET UCKIIIO-
YUTh MH(EKUMUIO UM HOBOOOpa30BaHUE, HO MATIOMH(OPMATHB-
Ha JUI IMarHOCTUKY BaCKyJIUTA.

1711 MOCTAaHOBKM TOYHOT'O JJarHo3a HE0OXOIMMO MpOBefie-
Hue Guorncum TKaHel. Brorncust Kosku Wit BEpXHUX JIbIXaTellb-
HBIX MyTei 6e30MmacHa ¥ JIErKO BBINIOJIHUMA, HO UMEET MEHb-
LIYIO IMarHOCTHYECKYIO LIEHHOCTb 110 CPAaBHEHUIO ¢ GHorcuei
MOYKY MM XMPYPruyeckoi 6uorncueit jgerkoro. Juarnoctuye-
CKME MPU3HAKM BACKYJHUTA MEJIKUX COCY/IOB BBISIBJICHbI NPU
TpaHCTOpaKalbHOU 6uoncuu nerkoro y 90% 60ibHbIX [14].
Buorncus noyku 4acTo npoBoaUTCS J1si MOP(OJIOrMYECKOil Be-
pudukanuu octporo riaomepynoHedputa. Hamuue gpokannb-
HOT'O CEerMEHTAapHOIr0 HEKPOTU3UPYIOLIEro r1oMepyJsioHedpura
6€3 MIMMYHHBIX OTJIOXKEHHH (CJTa00MMMYHHBIN TIIOMepyJIoHed-
PpUT) yKa3bIBaeT HAa HAIMYME CUCTEMHOTO BacKymTa [14, 15].

Cneundpmueckme KAMHUYECKHE
nposBAeHns A-AB

Bynyun cucreMHbIMU 3a60J1€BaHUSIMU, TPAKTUYECKU BCE
BaCKYJIMTHI MOTYT Mopaath sierkue. [TaTonorunueckuii npo-
ecc BapbupyeT OT A (y3HOTO aTbBEOISIPHOTO KPOBOM3IIHS-
HUS1 JI0 BOCTIAJIEHHSI TAPEHXMMBI, TUIEBPAILHOTO BBINOTA, COCY-
JMCTBIX aHEBPU3M U TPOMOOTUUYECKUX U TPOMOO3IMOOTIMYECKUX
ocnoxkHenmii. AupepenupmansHast quarioctuka ANCA-acco-
UMPOBAHHBIX BACKYJIUTOB TPEJICTaBICHa B Ta0I. 1.

rpaHy/\emaroz C MOAMAQHTMHUTOM

I'TIA siBnsieTcst cambIM pacnpocTpaHeHHbIM u3 ANCA-ac-
COLMMPOBAHHBIX BACKYJIUTOB MEJKUX COCY/IOB, BO3HUKAET B
mo6oM Bo3pacTe (B ocHOBHOM OT 40 10 60 5eT) u B paBHOM
CTeneHn nopaxaet 06a nona. B naTosornyeckuii mpouecc npu
I'TTA BoBIEKalOTCS KaK BEpXHUE (HAIpUMEP, XPOHUYECKUIl CU-
HYCHUT W/UIIM OTUT, 513Bbl BEPXHUX [IbIXATEJIbHBIX MyTed U/ WU
CTPYKTYpPHbIE AehopMaluu, MOICBA30YHBIIA NN 3HI0OPOHXU-
aJIbHBIIA CTEHO3), TaK U HIDKHUE AbIXaTeJbHble MyTH (HAIpU-
Mep, KallleJlb, 60J1b B IPYJAHON KJETKE, OfjblllIKa, KpOBOXap-
KaHbe U/UNY NaTOJOrMYeCKre U3MEHEHUs IPU PEHTIeHorpa-
¢un 1 MCKT opraHoB rpyiHO# KJI€TKM), a TaKXKe MOYKU (Ha-
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Ta6anua 1. AucpcpeperunarbHas anarnoctuka ANCA-accounMmpoBaHHbIX BackyauTos [5, 14, 16, 18, 22-24, 26-29]

[Iposinenust

I'MA

OI'TIA

MITA

Jlerounblie

IToueunnie

BepxHue fibixaTesibHble
nyTH

ApTpanruy 1 MUAITAx

I'nasnblie

Cepneunble

KenynouHo-KuiueyHble

Koxnbie

HeBpOJIOFI/I'{CCKI/Ie

Pentrenorpacdpust / MCKT
OpraHOB I'PYAHOI KIIETKI

ANCA

PecrimpaTopHbie cCUMIITOMBI U
PEHTIEHOIOTMYECKUE U3MEHE-
Hus y 70-95% nauueHToB, Tpa-
Xe0OpOHXMANbHAs U SH0OPOH-
xuanbHas naronorust y 10-50%

50-90% naupeHTOB

JlecTpyKTUBHbIE U SI3BEHHbIE
nopaxkenust y 70-95% naumen-
TOB

ITo 80% maupeHTOB

25-60% naupenToB. 3a00€eBa-
HMsI, yrpoXKarollue norepei
3peHNs1, BKITIOYAs yBEWT, SI3BBI

Y 5-25% nanyeHToB

<10%

Oko110 60% nalUeHTOB UMEIOT
NAJBIUPYEMYIO MyPIypPY, SI3BbI,
Y3€JIKU WX MY3bIPbKU

Bosneuenue neHTpanbHOI U
nepucepuueckoi HepBHOM CU-
CTEMBI

OtkioHeHus1 6oiee yeM y 80%.
ANbBEOIISIpHBIE, UHTEPCTHLH-
aJbHbIE MM CMEIlIaHHbIe
3aTEMHEHUsI, YaCTO C y3eJIKaM1
1/WIN TIOJIOCTHBIMY 00pa30Ba-
HUSIMU

ANCA (+) y 6onee 90%
u c-ANCA UDA (+) y Gonee
85% npu reHepau30BaHHOM
aKTHBHOM 3a00JIeBaHNN

BpouxuanbHas actMa y 6071b-
LIMHCTBA NauueHToB. ['eTepo-
reHHbIe MH(PUIBTPATHI JIeT-
KMX Ha peHTreHorpamme 60-
nee yeM y 70% nauueHToB

20-50% naupeHTOB

HepectpykTiBHBIE Opaxe-
HUs (CHHYCHT, OJIUTIO3, PH-
HUT) y 70% nauueHToB

o 50% naupeHTOB

<5% nauueHToB

Y 30-50% mnanmeHToB

OcHoBHasl npruKHa 3a6ose-
BAE€MOCTHU U CMEPTHOCTH Y
30-50% nanueHToB

Y 50-70% nauueHToB mypIty-
pa, y3eJKH, JIeHKOLUTOKIIa-
CTUYECKUI BACKYJIUT, NAMYJIbI

MHOeCTBEHHBIII MOHOHEB-
pur y 50 —=75% nauueHToB.
Bosneuenne LTHC y 5-40%

3aremHeHus 6onee yem

y 70%. Yacto 3a60seBaHust
IbIXaTeNbHBIX MyTel (YyTou-
IIeHNe GPOHXHMANBHBIX CTe-
HOK, TUNepUHQJISLINST)

ANCA (+) y 30 =70%
NanyeHToB, 60IH>UJI/IHCTBO
p-ANCA (+)

JOAK y 10-30% nauueHTOB

BIIT'H y GonblimHCTBA MALMEHTOB

3aboJieBaHNsl OKOJIOHOCOBBIX Ta-
3yx y 5-30% nauueHTOB

Y 50% naupieHTOB

o 30% naumeHTOB. SIBHBIX KJIH-
HUYECKUX TPOSIBIICHUI MOXKET He
OBITH

Y10-20% mnamnyeHToB

35-55% nauyeHTOB UMEIOT MpU-
3HAKHU, CXO3KHE C Y3EJIKOBBIM IO~
JIAPTEPUITOM

35-60% nauueHTOB UMEIOT
nypnypy

MHOXeCTBEHHbIII MOHOHEBPHT
y 10 =50% naruenToB

3aremuenus y 10 -30%
nanyeHToB. [1eBpabHbIl BHIIOT
y 5-20% nauueHToB

ANCA (+) y 50 —=75% nauuenTos,
6osbuIMHCTBO p-ANCA (+)

npuMep, raomepysonedput). B koneuHom cuete, 3a6051eBaHuUs
nouek pazBuBaroTcs y 80—-90% naumeHTOB, Npy NEPBOM 00pa-
LIEHUM K Bpady MaToJOrus Nouyek BbIsiBisieTcs nuiib y 40%
[16, 17]. HacTo BcTpeyaroTCss KOHCTUTYMOHAIBHBIE CUMIITO-
MBI, a Tak>Ke G0JIe3HN KOXH, IJ1a3, ONIOPHO-BUTATEILHOTO afl-
napara, nepugepruieckon 1 HeHTPAITLHON HEPBHOW CUCTEMBI
[5,16,17].

PenTrenorpacust opraHoB rpy/JHOI KJIETKU BBISBIISIET Ma-
TOJIOTMYECKIE U3MEHEHHSI Y OOJIBIIMHCTBA MAMEHTOB, MPEKJie
BCET0 aJIbBEOJISIPHbIE, CMEILIAHHbIE UM UHTEPCTULMATIbHBIE 3a-
TEMHEHHMsI, & TAKXKe Y3JI0Bble WJIM MOJIOCTHbIE 0Opa30BaHUS
(puc. 2) [18].

I'mcronornyeckoe 3akiouyeHWe MpPU TPAHCTOPAKAILHON
6GMOMNCUM JIETKOTO 3aBUCUT OT CTaJuu 3a00JI€BaHNs U TpeLie-
CTBYIOLIETO JIeYeHHsI IMMYHOCYTPEeCCaHTaM1. XapaKTepHO MO-
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paXkeHne MeJIKMX U CPEJTHUX COCYJI0B HEKPOTUYECKUM BaCKY-
JIUTOM C IPaHyJIeMaTO3HbIM BOCIAJIEHUEM M HEKPO30M IapeH-
XMMBI, 4acTo reorpacuyeckoit popmsl [19]. Xors Bocnanenue
npu I'TTA, Kak npaBujIo, ONMUCHIBAETCS KaK IPaHyJIEMAaTO3HOE,
OHO YaCTO HOCUT CMELIAHHBINA XapaKTep M BKIIIOYAET B ceOst
rpaHyJieMbl, TUTAHTCKHE KJIETKU, HEUTPOUIIbI, TUMQOLUTHI,
Mnaa3MaTU4YeCKne KIE€TKNU, TMCTUOLUTBI U 303I/IHOCbI/IJIbI. Maibie
UCTOJIOTMYECKHe KPUTEPUU BKIIIOYAIOT OPraHU3YIOLIYIOCS
nHeBMoHuIo (70% cnyvaeB) u JAK (10%) [19]. [1pu BbinonHe-
HMM OMOTICUM B HAYAJILHOM CTajiuM 3a00JIeBaHMsl XapaKTepHble
KJIAaCCUYECKNUE N3MEHEHUA MOT'YT OTCYTCTBOBATh. Yy MaguEeHTOB,
HOJIy4YaBUINX JIEYEHUE, SIBHbIE BOCNAIUTE IbHbIE UH(UILTPATbI
4acTO He OGHAPY>KMBAIOTCS, U €JMHCTBEHHbIM Hecneuudpuye-
CKMM TIPU3HAKOM MOT'YT ObITh pPyOLbl B apTEpUsiX W/WIH IbIXa-
TenbHbIX My Tsix [20]. [Ipy cBOeBpeMEHHOM U MPaBUIILHOM Jieye-
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Aero4Hsbie BaCKyAUTbI

Puc. 2. MCKT opraHos rpyAHoit kaeTku npu ITIA: A — y3ea-
ku; B — noaocty; C — AerouHble 3aTeMHeHUs, 00YCAOBAEH-
Hble AAK; D — koHCcOAMAQUIMS.

HUY 3200J1€BaHUs] 5-JIE€THSS BBDKUBAEMOCTh cocTasnseT 75%.
OcHoBHOII NpyuKHOI cMepTH nauueHToB ¢ I'TIA sBnsieTcs uH-
¢pexupsi, a He HEKOHTpOJIMpyeMoe TedeHne 3a6oseBanust [21].

J03UHO(UAbHDIN TPaHyAEMATO3
C NOAMAHTMMTOM

OI'TIA sBnsiercs cnenupuueckum ANCA -accoumpoBaH-
HBIM BAaCKYJIUTOM MEJIKMX COCY/IOB, KOTOPBII KIMHUYECKU OT-
mnyaercs ot I'TIA u MITA. 3a6GoneBatoT B3pocible BCEX BO3-
pacToB 1 000MX MOJIOB B paBHO# cTenenu. Ero nposisnenus ya-
CTO UMEIOT CXOJICTBO C 303MHO(MUIBHBIMU 3a00/I€BAaHUSIMU JIET-
KUX [MauonaTtuyeckasi XpoHUYecKasi 303MHO(UIIbHAS THEBMO-
HUSl, ajllepruyeckrie OPOHXO0JIEroYHble MUKO3bI, PeaklUui Ha
JIEKapCTBEHHbIE MpenapaThl, UIUONATUYECKUI TUTIEP303UHO-
¢unbabi curapoM (MIMC), mapasurapHast UHBa3usl, alJIepru-
yecKue 3a00J1eBaHNsA] U TSXKENOi HEKOHTPOJIMPYEMOil GpPOHXU-
anbHoit acTMoit. DI'TIA xapakTepusyeTcst TpUafoil CUHAPOMOB:
HEKOHTpOJIMpyeMasi OpOHXHMallbHAsl ACTMA, TMUIIEP303UHO(DU-
JUsl, HEKPOTUYECKMI BacKyJUT. B Kiaccuyeckom BapuaHTe
tedyenne DI'TIA mMoxxHO pa3genuTb Ha Tpu asbl. [lepBoHa-
YaJbHO TOSBISIOTCS ATOMUS/PUHNT/CUHYCUT/OPOHXMANIbHAS
acTMa, 3aTeM 303MHOMUINS W, HAKOHel, BacKyiut [21].
Co CTOpPOHBI BEPXHUX IBIXATENbHBIX MyTel OOLIYHO HAGIIO-
AAIOTCSl XPOHUYECKUI1 PUHUT U CUHYCHUT (C MOJIMIO30M HOCa
nim 6e3 Hero), Kak NpaBuiio, 6e3 AeCTPYKTUBHBIX U3MEHEHUIA.

PenTrenonornyeckasi AMarHOCTUKa OPraHOB TPYAHON KJIeT-
KM BBISIBJISIET NMATOJIOTMYECKUE U3MeHeHus 6oee yeM y 2/3 na-
uueHToB [22]. Yawe Bcero Ha MCKT opraHoB rpyiHO# KJIeTKH
HAGJTIONIAIOTCS MPEXOJISIME M YMEHBLIAIOIIMECS CO BpEMEHEM
MApEeHXUMATO3HbIE 3aTeMHEHNS (10 TUIY «MaTOBOTO CTEKIIa» 1
KOHCOIMauN) 1 pexxe — y3enku. B ormume ot I'TIA u MITA
JIErOYHOE KPOBOM3JMsHUE U riomepynoHedput npu I TIA
BCTpeyaroTcs KpaiiHe peako [22, 23]. IaTonorust cepaua (Ha-
PYLIEHHS TIPOBOIMMOCTH,, CUCTOJIMYECKAS UJIM INACTONIMYECKas!
AMCYHKLMH, BHY TPUITOJIOCTHON TPOMO, MEPUKAPIIUT) WITH >Ke-
JyIOYHO-KHILIeYHble 3aboJieBaHus (nepdopauusi, UILIEMUs,
KPOBOTEYEHHE) SIBIISFOTCSI U3BECTHBIMU U CEPLE3HBIMU OCIIOK-
Henusamu. P-ANCA o6HnapyxusatoT B 30-70% cityuyaes, 3031-
Houms nepucpepudeckoir Kposu 6osee 1500 KIeTOK/MKIT Ha-
GuroflaeTcsl MPaKTUYECKU Ha BCEX 3Tanax 3a00JeBaHus.

HepasHo BbIsiBIeHO, yTo naumeHThl ¢ DI'TIA nmoapaspe-
JISIIOTCS Ha /IBa KIMHUYeCKUX perHoTuna. OnHa noarpynna xa-
pakTepusyercsi 60JblIell YaCTOTO! HEBPOJIOIMYECKHMX pac-
CTpOWICTB, 3a060J1€BaHUI MOYEK, KETYT0UHO-KUILIEYHOTO TPaK-
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Ta ¥ MOPAKEHUEM KOKH; MALMEHThI 3TOW MOArPYIIIbI Yalle sB-
nsrotes p-ANCA-nonoxuTensHbIME. [Ipyras noprpynna na-
UUEeHTOB uMeeT obime npusHaku ¢ MI'IC, a umeHHo ceppeu-
HbIE MPOSIBIICHNUS, MUTPUPYIOLIYE 3aTEMHEHUS JIETKUX (303MHO-
¢unbHast mHeBMOHMS) U P-ANCA-HEeraTuBHbIN cepoioruye-
cKuii mpounb [24].

Mopdonoruuecku y nauuentoB ¢ II'TIA onpenensercs
KaK HEKpPOTUYECKUIl BACKYJIUT MEJIKUX COCY/IOB, TaK U Gora-
ThIN 203MHO(UIIAMY KIIETOYHbIN MH(UIBTpAT. [lnarHoctuye-
ckue npusHaku D' TIA no 6uoncun Jerkoro BKIIOYAIOT 3031-
HO(UIIbHYIO THEBMOHUIO, HEKPOTUUYECKHUIT BACKYJIUT U IPaHy-
Jemaro3Hoe Bocnanenue [25]. Hanbonee yacThIMU npuyMHamMu
JIETAILHOTO MCXOfa SIBJISIIOTCSI OCJIOXKHEHHSI CO CTOPOHBI Cepjl-
1a, >KeJy[I04YHO-KHUIIEYHOr0 TPaKTa, aCTMATUYECKUI CTaTyC U
AbIXaTelbHass HegocTaToyHocTh [22]. Ecimm B 70-Xx rogax
XX Beka yposeHb cMepTHOCTU focTurai 40%, To 6oiee no3uHue
JaHHbIE MOKA3bIBAIOT, YTO MPH aJICKBATHOM JICYEHUH MALMEHTbI
MOT'YT UMETh HOPMAJILHYIO TPOIOJLKUTEIBHOCTD SKN3HU [26].

Mwukpockonnueckmit NOAMaHTMUT

Hauany MITA 06b1yHO NpelIeCTBYEeT HAIMYKME B TEUEHUE
HECKOJIbKUX HeJlellb-MeCSLEB BbIPA>KEHHbIX CUCTEMHbBIX CHMII-
TOMOB (JIMXOpajKa, aCTeHUsI, yTOMIISIEMOCTh, HE[IOMOTaHKE,
MUK, ApTPANTUK) C TOCIEAYOMUM Pa3BUTUEM NTOYEYHON
HEIOCTATOYHOCTH, Kak npasuiio, B (popme BIII'H. DTo 3a6oue-
BaHMe HauuHaeTcs nocne 50 Jer, yalle BCTpedyaeTcs y MyxX-
yiH. Ero KimmHn4eckue nposiBleHUs] HAMOMUHAIOT CUMIITOMBI
Y3€JIKOBOT'O TOJIMAPTEPUNTA, YTO B TEUEHUE AECCATUIIETUI MpHU-
BOJIMJIO K MyTaHULE B IMarHocTuke. I'nomepynonedpur npo-
SIBJISIETCS TIPAKTUYECKH BCET/A, TOTMA KaK JIETKUE MOPasKatoTCst
ik y 10-30% GonbHbIx [27]. Y mag@eHToB ¢ MaToJIoruein
nerkux JAK u xanmunnsiput sIBstIOTCST HanboJiee pacipocTpa-
HEHHbIMU NPOSIBIEHUSIMU. JlerouHblii ¢pubpo3 BCTpevaeTcs
PEAKO U COMPOBOXKIAETCS BBICOKOI cMepTHOCThIO [21]. Koska
BOBJIEKAETCS B Npoliecc 6oJiee YeM y TOJIOBUHBI TALUEHTOB, Ya-
11e BCero B Bujie mypmypsbl. [lepuceprueckas HepBHast cucteMa
nopaxaetcs yaie, yeM LHHC. [Tatonorus >kenynouHo-Kuiey-
HOT'O TpaKkTa CONPOBOXKAAETCS KPOBOTEYEHUEM U MLIEMUEN
[28]. ANCA o6HapyxuBatoTcs B 50-75% ciyvaes.

Mopdonornyeckn HaGIIOAAIOTCS 0YAroBbI, CErMeHTap-
HbIIl HEKPOTU3UPYIOIIMI BACKYJIUT U CMEIIAHHbIA BOCMAJIM-
TeJIbHBIN UH(PUILTPAT 6e3 rpanyneM. HelTpouibHbIN Kanul-
JISIPUT C KPOBOM3JIMSIHMEM B JIETOYHbIE AJIbBEOJIbI M HATPY>KEH-
HbIMH 'eéMOCH/IEPMHOM Makpodaramu sBisieTcsl KIIacCCUYeCKUM
rucrosoruyeckum npusHakom MITA. [To mepe Toro Kak mo-
BPEXK/ECHN 3aKUBAIOT, TPaHyJISIUUOHHAsS TKAHb MOXET 3aroll-
HSITb aJIbBEOJIbI, IPUBOJSl K CXOKEN C OpPraHu3yoLercs MHEeB-
MOHHUEN PEHTTeHOJOrn4eckon KaptuHe. [IaTuneTHss BbIXKU-
BAaeMOCTb BapbupyeT oT 45 10 75% [21]. Peunpusbl nocie yc-
NelHOl MHAYKUMOHHOW Tepanuu HabmopatroTcs B 25-33%
cayyaeB [27], HO OOBIYHO HOCSIT MEHEE TSKEJIbIil XapakTep U
MOJIAIOTCS TePANuHm.

AeyeHue: 06wMe NPUHLIMIBI

Tepanust BacKyJIMTOB BK/IIOYAET arpeCcCUBHYI0 UIMMYHOCY-
NPecculo C NMPUMEHEHUEM LMUTOCTATUYECKUX INPENapaToB U
rimokokoprukoctepouos (I'KC). IHTeHCUBHOCTb UMMYHOCY-
IPECCUBHOY TEPAIUU ONpPENENsieTCsl He HO30J10rnueckoi op-
MOI1, a TSLKECThIO 3a60seBanms. Lleab Jedyenus - gqocTkeHne
KOHTPOJIS HaJ] TeUeHUEM 3a00J1eBaHNsl P MUHUMU3AUUN PUC-
Ka pa3BUTHs HEOJIArONPUSITHBIX SIBJICHUI, CBSA3aHHBIX C Jieve-
HueM. EBporneiickas rpynna uccinegosanus Backynura (EU-
VAS) pa3zpaboTana KIMHAYECKH MOJIE3HYIO0 CUCTEMY OLEHKH,
KOTOpasi KIacCU(UIMPYET aKTUBHOCTD 3a00JIEBaHUS 110 OJJHO-
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TabAnua 2. BapMaHTI:I Tepanuu nepBoﬁ AUHUU AAA MHAYKL[MOHHOF! Tepanuu 1 NnoAAepi>kaHue peMMCcCuu B 3aBUCUMOCTH

OT TshKecTH 3aboAaeBaHus (aAaanTUpoBaHo U3 [29-37])

Hapymenne
CucrtemHble KpeaTuann HKIVA
AKTHBHOCTE 3a00JIEBaHUSI P ymku BapuanTs! Tepanuu
CHMIITOMBI CBIBOPOTKH OpraHoB-
MMUIIIEHEH
I'KC unm meToTpekcar
OrpaHnyeHHas Her <120 MKMOnB/N Her P ’
WY a3aTUOTIPUH
I'enepanu3oBaHHas Ha paHHEN nkiogocamuy + I'KC nmmn
P P a <120 MKMOIIB/IT Her 1 ocdp
CTaun Mertotpekcat + 'KC
nknopocamup + '’KC nmm
AKTVBHAS TeHEpAIN30BaHHAS a <500 MKMOIIB/IT Ia 1 docdp
Putykcumab + 'KC
I'KC + nna3macpepes +
Tsxenas Ia >500 MKMOJIB/JT Ia tep
uKIogochamuy (MM pUTYKCUMao)
PaccMoTpeTh BO3MOXKHOCTh HAa3HAUEHUS
Pedpakrepnas Ha JTro60i1 ypoBeHb Ha MpenapaToB, UCTIOJIb3YEMBbIX ISl UCClIe-
JIOBATEJILCKUX LeTIei
Ecnu maypeHTy Ob110 HAYaTO JieueHue
UUKJI0ochaMUIoM: a3aTUONPUH +
Hu3Kue 103bl nepopaibHbix 'KC nnmm
MerToTpekcar + HU3KHUE J03bI IEPO-
[Topnep>kanue pemuccun Her Her gaHHbIX Her P P

panbabix 'KC. Ecnu naupenTy 6110
HayaTo JieYyeHHe PUTYKCUMAOOM: PUTYK-
cuMab 1o (PUKCUPOBAHHOI CXeMe +
HM3KMeE J03bl nepopasbHbix 'KC

MY U3 MISITH YPOBHEN TsKecTu: 1) orpaHnyeHHas (JIOKaibHOe
HOpa’KE€HNE BEPXHUX JIbIXaTeJIbHbIX MyTell); 2) reHepaIu30BaH-
Hasl Ha paHHell CTafuy; 3) aKTUBHAs FeHepalu30BaHHast; 4) Td-
KeJasi; 5) pedppakTepHas (He Nofjarolasics neyenuto) [29].
Kpurepuu tsokectn A-AB 1 pekoMeHgamuy no Tepanuu mnep-
BO¥ JIMHUM TIPE/ICTABNICHbI B TA0. 2.

ITogoOHO Tepanmu 370KaY€CTBEHHBIX HOBOOODPAa30OBaHMI
JieyeHue JIeNuTcs Ha 2 ¢hasbl: HavallbHas (pa3a — «MHYKLUS pe-
MUCCUI» , TTO3BOJIAIONIAsE KOHTPOJIMPOBATh AKTUBHOCThL 00e3-
HU, U «TOJYIEP>KMBatoLast» a3a [is NOjiep>KaHusl PeMUCCUU
3a6oseBaHus. CieflyeT MOMHUTH O JIEUEHUM COMYTCTBYIOLIUX
3a60JeBaHNil, KUCIOpOioTepanuu (IIp1 HEOOXOIMMOCTH), BaK-
HUHAIWSX , TpopunakTke Pneumocystis jirovecii, puznue-
CKOI peaGuaMTaLy1, MPAaBUILHOM MUTAHUM U NCUXOJIOTHYe-
CKoOi nopyiep>kke. [JaHHble MEpbI YMEHBINAIOT PUCK PELWINBA
3a00/1eBaHus U Pa3BUTHS TIOOOYHBIX 3(p(PeKTOB OT JeKapcT-
BEHHOI1 Tepanuu.

MHAYKuMa pemuccum

[Tpu orpannyenHOM 3a60JIeBaHNM HA3HAYAIOT TEPAIUIO Ofl-
HuM npenapatoM (I'KC unu azatuonpus, iy MeToTpekcar).
ITpu Gonee arpeccuBHOl OrpaHMueHHON (hopMme 3a00IeBaHuUs
MOXKET NMOTPe6OBATHLCS TepaMsl, ONMUCAHHAS JIJIsl TeHepan30-
BAHHOI Ha paHHE CTaJiuM UM AKTUBHON IeHePaJu30BaHHOMN
¢opMbI 3a0051EBaHNS.

I'eHepanu3oBaHHOE HA paHHEl cTaguu 3a00JeBaHue OTIIU-
4yaeTcs OT aKTHBHOIO FeHePaM30BaHHOIO 3a00JI€BAHUS OTCYT-
CTBMEM HENOCPE/ICTBEHHON YIrpo3bl 71 KOHKPETHON (DYHKLMU
OpraHoB, HO PEKOMEH/IALMY TIO JICUEHUIO OIMHAKOBbBIE (IUKJI0-
dochamup + I'KC). LHuknodochamuy no3BossieT 10cTudb 60-
nee 3(p(peKTUBHOTO KOHTPOJIS Hafl TeUeHNEM 3a00JIeBaHus 110
CPaBHEHUIO C METOTPEKCAaTOM, B KAauecTBE ajbTEepPHATHUBbI
npeyiosKeHbl MuKoeHonat MoceTn u azatuonpus [38]. On-
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HAKO JJAHHbIX OTHOCUTENILHO MPUMEHEHMs 3TUX MpenapaToB Mo-
Ka HEeJI0CTATOYHO.

ITpu aKTUBHOM reHepaa30BaHHOM 3a00/1€BaHIU KOMOMHA-
st nepopasbHoro npuema nykiaodocdamuaa ¢ I'KC nosponsier
nocTnab pemuccuu 6omnee yeM y 90% 6GomnbHbix [17]. [To mosiBie-
HUSI 3TOW CXEMbI S-TIETHSIS JIeTATbHOCTD fjocTurana 85%. Tepa-
must putyKcrumMaooM (aHTU-CD20 MOHOKJIOHA/ILHBIMU aHTHUTENA-
MH) TIPUBOAMT K JIOCTMXKEHUIO peMUCCHH 3a00JIeBaHus 1 yCIelI-
Homy cHikeHnto 0361 ['KC uepes 6 mec, He ycTymast o acdek-
TUBHOCTH NepopajibHOMY LuKjodochamuny [32, 39].

Y GOJBHBIX C TSKEIbIM 3a00JIeBaHIEM JOOaBJIEHUE T1J1a3-
Madpepesa K cTaHJapTHOH Tepanuu nukinogocdamugom u 'KC
npu3HaHo 6oiiee 3p(PeKTUBHBIM, YEM MPOBEJICHUE MYJIbC-Tepa-
muu ['KC [40, 41]. [TononHUTENbHbIE METO/bI JIEUSHNUS Y Nally-
€HTOB C pehpaKTepHOIl TUIIOKCEMUUYECKOI IbIXaTeJIbHOI Heflo-
CTAaTOYHOCTBIO U HeKOHTposmpyeMbiM [JAK BKItovyaroT akTu-
BUPOBaHHLIN yenoBeueckuil pakTop VII u akcTpakopnopaib-
HYI0 MeMOpaHHYIO oKcureHauuio [42, 43].

PesucrenTHOE 3a0071€BaHNE XapaKTEPU3YETCSI OTCYTCTBU-
eM oTBeTa Ha BBejeHue Bbicokux o3 'KC, nuroctatukos u
masmadepes. ITUM NayueHTaM HeoOXO0 MO paccMaTpUBaTh
BO3MOXKHOCTb MCIIOJIb30BAHUS HOBBIX (MM 3KCHEPUMEHTANIb-
HbIX) NpenapaToB. [IpefnoxeHsl Takue METO/IbI JISUEHUsI, KaK
BHYTPHMBEHHbI MIMMYHOTJIO0YJIVH, IEOKCUCTIEPryaiH (IPOTH-
BOOIYXOJIEBbIIl 1 IMMYHOCYIPECCHUBHBII NIPEnapar) u aHTUTH-
MOLMTApPHbIN rao0yauH [33].

MoaAepxuBalomas Tepanus

[Mopnep>kuBatomjasi Tepanusi npeHa3HavueHa Il COXpaHe-
HUSI KOHTPOJIS 3a00JIeBaHKsI, IPU 3TOM CHUXKAsl PUCK WIIU Tsi-
SKECTb CBSI3aHHBIX C JIEKAPCTBEHHBIMU CPEICTBAMU HEXKeJla-
TeJNbHBIX siBJeHN. Bo Bpems aToil ra3bl ieueHns! maueHThbl,
nostyyvaronye uukiopochamuy st MHIYKIUA PEMUCCUH, KaK
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/AeroyHsie BaCKyAUTbI

TIPABUJIO, TIEPEBOMIATCS HA TEPANMIO a3aTHONPUHOM WJI METOT-
pekcatoMm (Npu HeNMepeHOCUMOCTH a3aTUONPUHA), 4YaCTO B CO-
yetaHuu ¢ Hu3knMu josamu ['KC [44]. [TauueHTsl, nonyyaro-
e pUTYKCUMa0, KaK MpaBuiIo, MOJIy4aloT MOBTOPHOE Jieye-
Hue putrykcumabom u Huzkumu nozamu ['KC. [Ins nopaepxu-
BalOIIeN Tepanuu Take MCNOoIb30BaHbl MUKO(eHonaTa Mode-
i, necpiynomun u yukiocnoput [30, 34, 45, 46].

Ha ceropHs1HMiA IeHb OTCYTCTBYIOT YOEeUTENbHbIE 1aH-

HbIe 00 ONTUMAJILHOI TIPOJIOJIXKUTEIBHOCTH MOJIIEP>KUBAOLIEH
Tepanuu. BoJBIIMHCTBO 3KCNEPTOB PEKOMEH/YIOT NMEPUO He
MeHee 2 JIeT /0 pacCMOTPEHMsI BO3MOXKHOCTH TpeKpalleHust
neuenus [47].

3akAloueHue

TepMI/IH «JIETOYHBIN BACKYJMT» BK/IIOYA€T pa3JINYIHbIC 3a-

6oJieBaHusl, XapaKTepU3YIOLMecs: CIOCOOHOCTBIO BbI3bIBATH
BOCTIAJIEHNE COCY/IOB, IECTPYKLMIO U HEKPO3 JIETOYHOM TKa-
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Hu. ANCA-acconuupoBannbie Backynutsl (I'TIA, OI'TIA u
MIIA) siBasitoTcs HanboJiee YacTO BCTPEUaOLMMKCS BacKy-
JIATAaMU B KJIIMHUYECKOW NpakTuke. [IposBiaeHns 1eroyHbix
BACKYJIUTOB HEeCNEUU(MUYHBI, YTO CYIIECTBEHHO 3aTPYyHSIET
MOCTAHOBKY /IUAarHO3a M aJIeKBATHYIO OL[EHKY aKTUBHOCTH 3a-
6osieBaHMsI. XOTs MPaBUJIbHBINA AMATHO3 UHOT/IA MOXKET ObITh
YCTAHOBIIEH KJIMHUYECKH, JJIs1 OKOHYATENbHOI AMAarHOCTUKN
TpebyeTcsi GUONCus TKaHeN.

Tepanus BacKyJaUTOB BKJIIOYAET arpecCUBHYI0 UMMYHO-

CYNPECCHI0, KOTOpasi YacTO MPUBOAUT K Pa3BUTHIO cepbe3-
HBIX HEXeJlaTeJbHbIX siBJIeHUi. OC0XKHEHNS, BOSHUKAIOIUE
B X0jie 60JIe3HNU, BKIIIOYAIOT WH(EKINN, peUuB 3a00JeBa-
HUsI, KOMOPOUHBIE COCTOSIHUSI U BEHO3HYI0 TPOMO03M6O-
quto. [IpoBefieHHbIE PaHIOMU3UPOBAHHbIE KOHTPOJMPYEMbIe
UCCJIeJOBAHUS NTO3BOJIMIIN CYIIECTBEHHO PACIIUPUTH PEKO-
MEHJIAIIMK IO JISYSHWUIO U YTy YIIATh TIPOTHO3.
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