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JIETOYHO-TIOYEYHBIVI CMUHJIPOM KAK «<MACKA» OCTPOI'O
PECIITMPATOPHOTO JVICTPECC-CMHIIPOMA Y ITAIITMEHTOB
B OTIEJTEHUM MHTEHCUBHONM TEPATIVI I PEAHUMAIIUU

V3 «6-a I'Kb 2. Muncka»'
YO «benopycckuii eocyoapcmeeHHbiti MEOUUUHCKUTE yHUBepCUmMem»

Ha ceco0Hsmnuti 0etv cyuecmeyem MHo2o 3a00/1e8aHULl, «<MACKUPYIOULUXCS» 100 OCHPITi PeCHUPAOpHDLLL
oucmpecc-cunopom. Vx Hedocmamounas npurusHeHHas OUazHOCMUKA NPUBOOUM K 8bICOKOMY.NIPOY,eHMY /1emanb-
Hocmu om amux 6onesneil. B cmamve paccmampueaemcs epynna aymoumMmyHHbIX 3a0071e6aHUT, HPOMEKAOULUX
€ 00HOBPeMEHHBIM NOPaKeHUEM EZKUX U NOHeK (11e20uHO-no4euHblil CUHOPom). Knunuko-pernmeenonocumecku smu
3a0071€6aHUS NOXOHU HA OCHPLTL PeCHUPAMOPHDLIL OUCHpPecc-CUHOPOM. Yuumviéas Hecneuuduueckyo KauHuqe-
CKYI0 KAPMUHY 0aHHOT NAMON02UL U CKOPOCTb NPOZPECCUPOBAHUS CUMNINOMOS, NAYUEHIMbL C 1e204HO-NOYeUHbIM
CUHOPOMOM 20CHUMATIUSUPYIOMCS CPA3Y 6 OmoerieHlie UHIMEHCUBHOT mepanuy u peanumauu. Bpauy cnedyem Ha-
CTNOPOXHEHHO OMHOCUMbCS K NAUUEHIAM C 00HOBPEMEHHBIM NOPANEHUEM TIELKUX U NOHEK U nP0B800UmMb OupdepeH-
UUATIbHYI0 OUAZHOCIUKY MeX0y AYMOUMMYHHOT U He UMMYHHOU npupoooii danHou namonozuu. Cheyuduueckoe
JleveHue MaKux nayueHmos 3axKouaemcs 6 nposedeHuUl UMMYHOCYNPecCUsHOT mepantu (e110KoKopmuKocmepou-
0bl, YUMOCMAMUKU, MOHOK/IOHATIbHblE AHMUMENA) U HA3HAYeHUU NAa3Mmadepe3a no NOKA3AHUIM.

Knrouesvie cnosa: ocmpuiti pecnupamopruiti oucmpecc-cunopoms OPIC, nezouno-noueunuviti cunopom, JII1C, ougp-
py3Hoe anveeonspHoe nospexcderue, OuPdysHoe anveeonipHoe KPosomeueHie, Oblcmponpozpeccupyrouuti 2nomepy-
nonedppum, sackynum, anmumena, ANCA, anmu-BMK 6onestv, permeenoepadus epyoHoii knemku, 6poHxoanveeo-
JIAPHYLIL 1ABaNH, OUONCUST, 2TIIOKOKOPMUKOCEPOUObL, UUKIOPOCHamuo, niasmagpepes, pecnupamopHas noodepica.
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PULMONARY-RENAL SYNDROME AS A “MASK” OF ACUTE RESPIRATORY DISTRESS
SYNDROME IN PATIENTS IN THE INTENSIVE CARE UNIT

Today, there are many diseases that are “masked” as acute respiratory distress syndrome. Their insufficient intra-
vital diagnosis leads to a high percentage of mortality from these diseases. A group of autoimmune diseases that occur
with simultaneous damage to the lungs and kidneys (pulmonary-renal syndrome) is available in the article. Clinical
and radiological these diseases are similar to acute respiratory distress syndrome. Given the observed clinical picture
of this pathology and the rate of symptom progression, patients with pulmonary-renal syndrome are hospitalized
immediately in the intensive care and resuscitation department. The doctor should be wary of the patient with simul-
taneous damage to the lungs and kidneys and conduct differential diagnosis between autoimmune and non-immune
natural pathology. Specific treatment of such patients consists of immunosuppressive therapy (glucocorticosteroids,
cytostatics, monoclonal antibodies) and the appointment of plasmapheresis as indicated.

Key word: acute respiratory distress syndrome, ARDS, pulmonary-renal syndrome, PRS, diffuse alveolar dam-
age, diffuse alveolar hemorrhage, rapidly progressive glomerulonephritis, vasculitis, antibodies, ANCA, anti-GBM
disease, plain chest radiography, bronchoalveolar lavage, biopsy, glucocorticoids, cyclophosphamide, plasmapheresis.

AKTyaAbHOCTb. OCTpblii pecnupaToOpHbIA AUCT-
pecc-cuHapom (OPAC) - 370 OCTPO BO3HMKa-
towee Anddy3Hoe BOCMAAUTEABHOE MOPaXeHWe napeH-
XMMbl AETKMX, pa3BMBalOLLEECH KaK Hecneuupuyeckas
peakumsa Ha pasAMyHble noBpexaatowme (NyCKoBbIe)
dakTopbl M nNpuBoasiLlee K GOPMUPOBAHMUIO OCTPOM
AbIXaTEAbHOWN HEAOCTATOUYHOCTU (KakK KOMMOHEHTa Mo-
AMOPraHHOM HEAOCTaTOUYHOCTU) BCAEACTBUE HapyLLEeHUs
CTPYKTYPbl AErOYHOM NPEHXUMbI MU YMEHbLLIEHWSA MacChl
a3pUPOBAHHOM AErOYHOM TKaHu [1].

BcTpeuaemMocTb AQHHOM NATOAOTMU B OTAEAEHUM UH-
TEHCUBHOM Tepanuu u peaHumaumm (OUTP) coctaBAasieT
okono 10% [2]. CeroaHsa amarHo3 OPAC BbicTaBAsieTcA
cornacHo bepanHckum Kputepuam 2012 roaa [1-3]. Tie-

Tonornyecknum narrepHom OPAC saBasetcsa anddysHoe
anbBeoAsipHOe noBpexaeHue (aHra. «Diffuse alveolar
damage - DAD») [4]. CrepyeT NOMHUTB, UTO BepanHCckne
Kputepun 2012 ropa HemaeanbHbl, 3TO NOATBEPKAEHO Ha-
YYHbIMU NyBAMKALMSIMU, TAE CPaBHWBAAUCh KAMHMYECKas
N TUCTOAOTMYECKast KapTuHa y naunentos ¢ OPAC [5].

Okono 8% naupneHtoB ¢ OPAC He MMET UAEHTUOU-
UMpOBaHHOro ¢akTopa pucka, npu atom y 80% U3 HUX
He yAaeTcs YyCTaHOBWUTb 3TUOAOTMUYECKUIA AnarHo3 [6]. Beé
BbILLENINOXKEHHOE 0OYCAABANBAET BbICOKYH AETaAbHOCTb
ot OPAC, koTtopas coctaBaset ot 35 p0 45% [1, 3].

Ha ceropHsILWHWIM AeHb CYLL,ECTBYET OFPOMHOE YMCAO
3aboneBaHuii, «MackupytoLmxca» nop OPAC (KAMHMue-
CKM COOTBETCTBYIOLWME BEPAMHCKMM KPUTEPUSM MNpPU
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OTCYTCTBUM dakTOpa pPUCKa) U HE MMEKOLME KAaccuye-
CKOr0O rMCTOAOrMYeckoro natrepHa [7]. Mpu Andody3HOM
aAbBEOAAPHOM MOBPEXAEHMUU NMPOUCXOAUT AECTPYKLMSA
3HAOTEAMOLIMTOB, BbICTUAAIOLLMX aAbBEOAbI AETKUX (aAb-
BEOAOLMTOB), pa3pylleHne cypdaKkTaHTa, BbIXOAOM AEW-
KOLMTOB U APYTMX KAETOK BOCMAAEHWUSI B aAbBEOASIPHbIN
NMPOCBET C MOCAEAYHOLLMM HAKOMAEHWEM TaM 3KccypaTa
n dopMHUpoBaHMEM TMAAMHOBLIX MeMbpaH [4]. OpHako
eCTb OAMH «KOHKYPEHT» AAHHOMY MaTTEPHY, KOTOPbIM
KAMHUKO-PEHTreHoAornyeckn cxox ¢ OPAC, - a1o anb-
dy3HOE anbBEOASIpHOE KpoBoTeuveHue (aHra. «Diffuse
alveolar haemorrhage - DAH»). B otanune ot andodys-
HOrO aAbBEOAAPHOIO MOBPEXAEHMWSA, B MPOCBET aAbBEOA
NMPOMUCXOAUT BbIXOA 3puTpoumtoB [8-11]. AaHHasa rucro-
AOTMYECKan KapThHa BCTpevaeTcs npu 60AbLIOW rpynne
ayTOMMMYHHbIX 3a60AeBaHUWSAX, NPOABAAIOLLMXCH AETOY-
HO-MoYeYHbIM cuHApomoMm (ATC) [8-18].

Ha pucyHke 1 npeacTaBAEHbI AAS CPABHEHWUSI TUCTO-
AOTUYECKME KapTUHbI NPK AUDDY3HOM aAbBEOASPHOM MO-
BPEXAEHUN U ANGDY3HOM aAbBEOASIPHOM KPOBOTEUEHWM.

Lenblo paHHOW CcTaTbM ABASIETCS NpPeAOCTaBAEHUE
Bpauy-peaHnmatorory ob3opa npobAeMbl ayTOUMMMYH-
HblX 3ab60AEBaAHUI, NPOTEKAOLLMX C AETOUYHO-MOYEYHbIM
CUHAPOMOM, U UX MeCTO B AUdPepeHUUanbHON Aunar-
HOCTMKE OCTPOro PecnmpaTtopHOro AMCTPeCcc-CUHAPOMa
M Hanbonee YacTbIX NPUYUH KOMOMHMPOBAHHOIO NOBPE-
XAEHUSA AETKMX U MOYEK B OTAEAEHWUSX MHTEHCUBHOM Te-
panvu u peaHuMaumu.

KoH)AUKT MHTepecoB. ABTOPbI 3asiBASIOT 06 OTCYT-
CTBMU KaKOro-AMBO KOHOAMKTA WMHTEPECOB MPW MOATO-
TOBKE AQHHOM CTaTbM.

TepmuHonorusa. Octpoe noepexaeHve novek (OLT)
W AblXaTeAbHas HepocTatouHocTb (AH) aBAafAtoTcs pac-
NPOCTPaHEHHbIMU NpobAeMamu, 3aTparvBatoLLIMMKU Na-
uneHToB B ycroBusax OUTP [18]. B npakiuke kaxaoro
Bpaya OUTP 6biAM NauUMeHTbl, rOCAUTAAM3UPOBAHHbIE
C HapyleHHON dyHKUMEN novyek n npudHakammn OPAC
HEen3BECTHOM aTMoAOTUK [12].

NEroyHo-nouYeuHbi CUHAPOM (aHrA. «Pulmonary-
renal syndromes - PRS») - 310 KOMOBUHauUMa AMDOY3-
HOIO0 aAbBEOAAPHOrO KPOBOTEUEHUS (reMopparmyeckui
aAbBEOAUT) U ObICTPO MPOrPECCUPYHOLLErO TAOMEPY-
AoHedputa (BMrH) [11-18]. CmepTHOCTb Y NaUMEHTOB
¢ A\NC moxet pocturate 25-50% [12].

B autepatype nop onpeaeneHvem AINC noHuMmaroT
3aboneBaHWA, UMeEOLMEe WMMMYHHbIM reHe3 [12-18].
B npakTtnke BCTpeuaroTcsl CUTyaL MK, KOTAa@ NMPOWCXOAUT
KOMOUWHaALMA NOBPEXAEHUS AETKMX U NOYEK HE UMMYH-
HOW MpupoAbl. [pK 3TOM peyb MAET O AEFOYHO-MOYEY-
HOM CUHAPOME B LUMPOKOM CMbICAE 3TOr0 CAOBA, Kak
BapuaHTE COAPYXECTBEHHOIO MOPaXeHUs1 AEFKMX M MO-
yek M 310 Tpebyer anddepeHUMarbHON AMArHOCTUKK
C UCTUHHBIM (@yTOMMMYHHbIM) AFIC [12, 13, 15].

AtuonaroreHes. B ocHoBe 3aboAeBaHWiA, NpoTeka
towmx ¢ AMC, AeXUT BaCKYAUT MEAKUX COCYAOB (apTEPUOA,
KanuAASIPOB M BEHYA) @yTOMMMYHHOIO MPOUCXOXAEHMSI.
AaHHoe BOCManeHWe NPUBOAMT K HEKPO3Y M HapyLLEHMIO
LEAOCTHOCTM COCYAMCTOM CTEHKMU. CyLLecCTBYIOT pasAny-
Hble NaTodU3MOAOTMUECKME MEXAHU3Mbl MOBPEXAEHMS
MEAKMX COCYAOB, OMNocpepoBaHHOe: aHTUTeAnamMu (AT)
K @aHTUHENTPOGMABHON LuTonAa3me (ANCA - C-ANCA k npo-
TenHase-3 n P-ANCA K MMenonepoKCHAa3e), aHTUTEAAMU
npotnB 6a3anbHOM MeMbpaHbl kayboukoB (BMK) nouek
(@HTM-BMK-AT), UMMYHHbBIMW KOMNAekcamm [12-18].

[Ipn nopaxxeHun AErkux BaCKyAUT MEAKMX COCYAOB
XapaKTepn3yeTca AECTPYKTUBHbIM BOCMAAUTEAbHBIM MPO-
LLECCOM (HEKPOTUYECKUI AETOUHbIN KanUAASPUT). ITU
nopaxeHusa HapywatoT nepdy3uto U HEenpepbiBHOCTb
CTEHKM AErOYHbIX COCYAOB, NO3BOASIA 3PUTPOLIMTAM 3KC-
TpaBa3nMpoOBaTbCs B aAbBEOAAPHOE MPOCTPAHCTBO (AND-
dy3HbIN reMopparMyeckmii anbBEOAUT). KAMHUYECKM 3TO
nposiBAsieTca npudHakamu AAK [12, 15].

Mpu nopaxeHuM MNOYEK WMMMYHHOE BOCMAAEHME
pa3BuBaeTca B cocyAax KAYBOUKOB ¢ dopMHUpoOBaHUEM
04aroBoro npoaMdepaTMBHOro rromepyroHedputa (MH).
Mpy NoBpeXAEHUN COCYAUCTON CTEHKU 3PUTPOLIMTBI MO-

Puc. 1. Tuctonornueckan kaptmHa npu AUGOY3HOM aAnbBEOAAPHOM NoBpexAeHuK y nauneHta ¢ OPAC (A): 1 - akccyaaT B NpocBe-

T€ aAbBEOA C €AUHUYHBIMU AENKOLIMTAMK Y 3PUTPOLUTaMU; 2 — TMaAMHOBbIE MeMOpaHbl B yYacTKax AECTPYKLMM aAbBEOAOLIMTOB

W OTCYTCTBUSA cypdakTaHTa; 3 - AeMKouUTapHas MHOUABTPALMA MHTEPCTULMS AETKMX. TUCTOAOTMYECKAs KapTUHA NPK AUGPY3HOM

aAbBEOAAIPHOM KpoBoTeueHun y naumeHTa ¢ ANC (B): 1 - 60AbLLOE KOAUYECTBO IPUTPOLIMTOB B MPOCBETE aAbBEOA; 2 — AENKOLU-
TapHas UHOUABTPALMUS UHTEPCTULUA AETKUX.
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napatoT B MOAOCTb KancyAbl boymeHa v UMTOKMUHbI, CO-
AEpXallMecs B KPOBM, BbI3blBAOT NPoAndepaTUBHbIN
OTBET CO CTOPOHbl 3MUTEAUA KaMCyAbl. ITO MPUBOAUT
K GOPMUPOBAHUIO MOAYAYHUI BOKPYT KAYOOUKOB nouek
(OTAMUMUTEABHBIN NPU3HAK). KAMHUYECKM 3TO NPOABASET-
ca BMNMH [12, 15].

Knaccuoukaums AMNC B aMTepatype npeacTaBAeHa,
B OCHOBHOM, MO 3TMOMNATOreHEeTUYECKOMY MNPUIHaKY
[12, 16, 18]:

1. AMNC, cBsizaHHbIM ¢ AT npotuB BMK - aHTU-BMK
60Ae3Hb (CHAPOM yanacuepa).

2. ANC npn ANCA-NOAOXUTEABHOM CUCTEMHOM Bac-
KYAUTE — rpaHyAeMaTo3 C NOAMAHITMUTOM (FpaHyAeMaTos
BereHepa), MWKPOCKOMUYECKUIA MOAUAHTUMUT, 303UHO-
OUABHBIM rpaHyAeMaTo3 ¢ NoAMaHITMUTOM (boae3Hb Yap-
ra-Ctpocca) v Ap.

3. ANC npu ANCA-NOAOXUTEABHOM BaCKyAUTE, CBS-
3@aHHOM C AEKapPCTBEHHbIMW CPEACTBAMM — MPOMUATHO-
ypauua, D-neHuupAramMuH, rMAPana3uH, aAAOMyPUHOA,
CyAbdacanasuH.

4. NMC y aHTn-BMK-nonoxutenbHbix U ANCA-no-
AOXMWTEAbHbIX MaUMEHTOB (T. H. ABOMHAA MOAOXWMTEAb-
Hasi 60AE3Hb).

5. ANC npu ANCA-HEratTuBHOM CUCTEMHOM BaCKYyAW-
Te - IgA-BackyAuT (6one3Hb LLleHAelHa-TeHoxa), cMellaH-
Has KprornobyaMHemusi, bonesHb bexuerta, IgA HedponaTus.

6. ANCA-nonoxuTeAbHbIi AMNC 63 NpU3HakoB CUC-
TEMHOro BackyAuTa (Mamonatuyeckunt AMC) - BIEH
W AETOYHOM KaMMUAASIPUT.

7. N\11IC npu ayTOUMMYHHbIX peBMaTUYeckux 3a6o-
AEBAHUAX (MMMYHHbIE KOMMAEKCHI U/UAW ONOCPEAOBaH-
Hble ANCA) - cucTemMHas KpacHasi BOAYaHKa, MOAMMMO-
31T, PEBMATOMAHBIN apTPUT, CMeLlaHHbIE KOAAAreHOBble
COCYAUCTbIE 3aboAEBaHUSA.

8. AINC npu TPOMOOTUUYECKON MUKPOAHIMoNaTum -
aHTUHOCHOAMNUAHBIN crHAPOM (ADC), TpoMbOoTUUECKaSs
TpomboumnToneHnueckan nypnypa (TTH), MHOEKLMU U Ap.

9. Anddy3HOE anbBEOAAPHOE KPOBOTEUYEHME, OCAOXK-
HAOLLee namonatnyeckuii BIrH.

CambIMKW  pacnpoCTPaHEHHbIMU  3ab0AEBAHUAMM,
conpoBoxaaembivu AlNC, aastotrca ANCA-accoummnpo-
BaHHble BaCKyAUTbl (AAB) 1 aHTU-BMK 6one3Hb [12-18].

KAnHuYeckue nposBA€HUA U AMArHOCTUKaA. Y 3Ha-
UYWTEAbHOro YucAa MauMeHTOB HabAatopaeTcss BbicTpoe
KAMHMUYECKOE YXYALLEHWE 0BLLLErO COCTOAHMS, UTO TPEby-
eT rocnuTtanudaumnn B OUTP. ATNC npeacTaBAatoT cobol
cepbesHyto npobaeMy B OUTP, MOCKOAbKY MCX0A 3aBW-
CUT OT PaHHEN U TOYHOW AMATHOCTUKU U CBOEBPEMEHHO-
ro HayaToro Aneuenus [12, 14].

Y 60AbLUMHCTBA MaUMEHTOB, nocTynuBwnx B OUTP,
AMarHo3 yxe maBecteH. OCTpoe yxyAlLleHne MOXET ObiTb
BbI3BaHO 000CTPEHMEM OCHOBHOrO 3aboAeBaHUs, Bbl-
3biBatolLero AMNC, Txenon MHOEKUMEN UAN AeKaPCTBEH-
HOWM TOKCMYHOCTbLO, BbI3BAHHOM MMMYHOCYNPECCUBHbBIM
AeyeHMeM. Y HEKOTOPbIX NaLMEHTOB AMArHO3 CTaBUTCS
TOABKO nocAe noctynaeHua B OUTP [12, 14].
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KAnHnueckas kapTnHa AINC HecneunduruHa 1 BKAKO-
yaet B ceba npoasaeHua AAK, BIMTH n aApyrue cumnro-
Mbl OCHOBHOIO ayTOMMMYHHOro 3aboAeBaHUsi CO CTOPO-
Hbl APYrMX OpPraHoB (CYOrAOTHbIA CTEHO3, CPEAHUIM OTHUT,
3aN0XEHHOCTb HOoca U Ap.) [12-18].

BbICTpO HapacTatowas noyeyHasas HEAOCTaTOuHOCTb
MOXET MPOSIBAATLCA B BUAE OAMIO-aHypWW, OTEUHBLIM
CUHAPOMOM, apTepuanbHon runepteHsun (Al) n ap. ON
AETKO OMpPeAENsieTCs N0 YPOBHAM MOUYEBWHbI U KpeaTu-
HWHa B CbIBOPOTKE KPOBW, UTO MMEET BOAbLLIEE AMATHO-
CTUYECKOE 3HayeHWe Mpu HaAMYMM MOYEBOrO OCaAKa:
B o6uwem aHaanze moun (OAM), KOTOPbI BaXXHO BbIMOA-
HUTb AO MNOCTAHOBKM MOYEBOr0 KaTerepa, npoTenHypus
BCTpeyaeTcs yalle, Yem remarypusi. 3T Npu3HaKkm CBU-
AETEALCTBYIOT O NMOBPEXAEHWUU KAYOOUKOBOWM MeMOpaHbI
noyek BcaeacTBUe TH. YpoBeHb NPOTEUMHYPUU 0ObIYHO
HUXe, YeM Mpu HEPPOTUUECKOM CUHAPOME. Mccaepo-
BaHWEe OCapKa MOYM MOXET MOKal3aTb BblPaXeHHOCTb
remaTtypum (peako Makporemarypus) U AMCMOpPOHbIEe
(MBMEeHeHHble) apuTpoluTbl [12, 16]. MocaepHU Npu-
3HaK yKa3blBaeT Ha TO, YTO 9KCTpaBasaums 3pUTPOLMTOB
B MOUYy NPOM30LUAa B KAYBOUKax, a He MHbpPapeHaAbHO.
PekomeHAayemoe AeueHue npu BIMTH 6bicTpo yAydyliaet
kapTuHy B OAM, x0T NapeHne ypoBHA KpeaTUHWHA KPo-
BY 3aHMMaEeT HEMHOro 6oAbLLe BpeMeHu [17].

Cumntombl AAK MOryT npeawecTBoBaTb NposBAE-
HUAM TH, OT HECKOAbKWNX HEAEAb A0 MECALEB U BbITb Ha-
UaAbHbIM MPOSABAEHWAM OCHOBHOIO CMCTEMHOro 3abo-
AeBaHus [17]. Kaaccuueckon KapTuHon AAK aBasieTcs
TpHapa CMMMNTOMOB: KPOBOXapKaHbe, CHUXEHWE YPOBHSA
remornobvHa (HOPMOXPOMHasi HOpMoOUMTapHas aHe-
MWSI), UHOUABTPATbI AETKMX Ha pPeHTreHorpamme [8-18].
OAHaKO HEKOTOpPble M3 3TUX NPOSBAEHUIM ABAAKOTCS He-
NMOCTOSIHHBIMM WU MOTYT OTCYTCTBOBAaTb.

KpoBoxapkaHbe 06bIYHO UMeeT HebOoAbLLIOK 06beM
(< 200 ma/cyTkM) [16]. Apyrve cumnTombl AAK, Kpome
KpPOBOXapKaHbs, HECNELMPUUHBI U BKAIOYAIOT AMXOPAAKY,
60Ab B rpyAM, KalleAb M 0AblLLKY [8]. MocaepHee nposBAe-
HWEe SBASIETCS MPU3HAKOM TMMNOKCEMWUUYECKON AblXaTenb-
HOM HEAOCTaTOYHOCTU. ATa KAMHUKO-PEHTIEHOAOIMUYECKas
KapTMHa MOXeT ObiTb nepenyTaHa C¢ 6akTepuanbHbIMM
M OMMNOPTYHUCTUYECKUMK UHEKUMAMU. AAK MOXET NposiB-
ASITbCS1 BHEAETOYHBIMW NpoABAeHUsMHK [8]. Hanpumep, Bbl-
ABAEHME NYPNYPHOro NopaxeHus Koxu, octporo M, MHo-
)ECTBEHHOr0 MOHOHEBPUTA, 3P03MM HOCOBOM NEPErOPOA-
KM YKa3blBaeT Ha HaAMume y nauueHTa BackyamTa [8-10].

AMXopapka U HeAOMOraHWe MOTyT MPEeALLIEeCTBOBaTb
CUMNTOMaM MOBPEXAEHUSA NMOYEK U AETKMX OT HECKOAb-
KMUX HEAEAb A0 MecsiLEeB. MI30AMPOBaAHHOE NOBPEXAEHUE
AETKMX BCTpeyaeTca peako [18].

KpaiHe BaXHO KakK MOXHO paHblle AMarHoCTUpO-
BaTb NPUYMHY AblXaTEAbBHOW M MOYEUYHOW HEAOCTATOUHO-
CTH, YTOObI HA3HAUYNTb MaKCUMAAbHO PaHHIOK TEPANMIO.
TpyaHOCTEN C AMArHOCTUKOW MMMYHHOIO NOYE€YHOro Mo-
BPEXAEHUS 06bIYHO He BO3HMKAET. [pobAaeMbl B OCHOB-
HOM CBSfi3aHbl C AMarHocTukon AAK [17]:
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Puc. 2. PeHtreHorpadus OFK y naumeHta ¢ AAK

1. Ha peHTreHorpamMme OpraHoB FPYAHOM KAETKM
(OTK) paHHaA naToAOTrMsi MOXET ObiTb OLIMOOYHO AMar-
HOCTMPOBaHa KaK MHOEKUMOHHbIKM npouecc (MHEBMO-
Hus, Tybepkyned nam OPAC, BbI3BaHHbI CENCUCOM) UAU
OTEK NETKOTO.

2. AAK MOXeT MMeTb 6eccMMNTOMHOe TeueHue, Ha-
npumMep, KPOBOXapKaHbe MOXET OTCyTCTBOBaTb y 1/3 na-
unenToB [8-10].

3. HopmanbHasa peHtreHorpadua OFK otmeuaetcs
7O 25% cayuaeB AAK [8-12, 14, 16].

PeHTreHorpadust MAM KoMnbtoTepHast Tomorpadus (KT)
OpraHoB rPyAHON KAETKM MOMOTatoT BbISIBUTb MOBPEXAEHUE
AErkux npu AMNC B BMAE 3aTeMHeHUI. [TocaepHne valle
XapaKTePU3YOTCA Kak ABYCTOPOHHWIA CUMMETPUUHbIN
NPOLLEeCC C PAcnOAOXEHUEM NPEUMYLLECTBEHHO B LIEHT-
paAbHbIX U 6a3anbHbIX OTAEAAX (T. H. aNUMKaAbHas «LaAn-
MOCTb») AETKMX (PUCYHOK 2). AaHHas KapTMHa OYeHb Ha-
NOMUWHAET peHTreHonornyeckue npossaeHns OPAC [12,
16]. 3aTeMHEHNST B HEKOTOPbIX CAyYaax MOryT UMeTb
OAHOCTOPOHHUK XapakTep [17].

PenTreHorpadua OMK ABASETCS UyBCTBUTEAbHbLIM,
HO HecneunduUecKUM AMArHOCTMUECKUM WHCTPYMEH-
TOoM npu AAK. Kak npaBuAo, 3aTEMHEHWSA BbICTPO MEHS-
FOTCA, paclmMpsasch (MPOAOAXKAKOLLEECA aAbBEOAAPHOE
KPOBOTEUYEHWE) AU paccacbiBasicb 6€3 0CTaTOUHbIX SB-
AeHUI (peabcopbLins KPOBK) B TeueHue 2-4 pAHel (MHOT-
Aa Aaxe 3a 1 AeHb), ECAM KPOBOTEUYEHME B AETOYHOM Na-
peHxume npekpatuaoch [12, 15]. PeHTreHOAOrMyeckoe
YAYULLEHME Tak ObICTPO HEe BO3HUKAET NPU UHOEKLMM,
Kak npu AAK, 4To MOXET noMoub B AnddepeHLManbHOM
AvarHoctuke [15, 17]. MoaBAeHUe HOBbIX MHOUALTPATOB
COMPOBOXAQETCS, Kak MPaBUAO, NaAEHUEM YPOBHSA re-
MOTrAOBUHa, UTo iIBASieTc BoAee YyBCTBUTEAbHBIM MOKa-
3arenem AAK [8-10].

CoxpaHeHUE WMHTEPCTUUMAABHOIO 3aTEMHEHUA MO-
XeT 6biTb 00YCAOBAEHO 3aCTOEM KPOBM B MaAOM Kpyre
KpoBOObOpaLLEHUS] (MUTPAAbHbINA CTEHO3, 3acToWMHas cep-
A€YHaa HEAOCTATOUYHOCTb) MAM OTAOXKEHWE FEMOCUAEPUHA
B MHTEPCTULMKN AETKMX (MEPBUYHBIA AErOYHbIA FEMOCH-
Aepo3). NocrepHee ABASETCA PEAKOM, HO BaXXHOM Mpw-
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unHon AAK, HO MouyeyHoe MOBPEXAEHUE He ABASIETCA
npu3Hakom 3Tol natorornu [12, 14]. Haanune naes-
pPaAbHOIO BbINOTa MOXET YKa3blBaTb HA CEPAEYHYIO He-
AOCTaTOYHOCTb MAW NEePErpysky opraHM3ma XUAKOCTbIO
[15]. BbinonHeHue 3xo-KI' MOXeT nomoub B AudpdepeH-
LMaAbHOM AMArHOCTUKE MOBPEXAEHUA AETKUX KapAMO-
reHHoW NpupoAbl [15].

BbinoaHeHne KT OI'K nokasaHO nauMeHTam C Kpo-
BOXapKaHbeM MNpW HOpMaAbHOW peHTreHorpamme OlK
WUAW C 0YAroBOW MaTOAOTMEN, HETUMMUHOM AAS TYBepKy-
Aesa. Ha KT, Ha paHHem aTtane, AAK BbITASAUT NO Ty
«MaTOBOr0 CTEKA@» C COXPaHEHHbIMW HOPMAAbHbLIMU
(Npo3payHbIMK) aAbBEOAAPHbLIMUW NPOCTPaAHCTBaMK, pac-
NMPEAEAEHHbIE CAyYaMHO (MOXET ObiTb Kak MATHUCTOrO,
Tak MU OAHOPOAHOTO XapakTepa). B poanbHenwem (npu He-
OAHOKpaTHbIX anun3opax AAK) dopmupyetcs peHTreHOAo-
rMyeckan KapTMHa AeroyHoro ¢ubposa - nartrepHa, Ha-
6AH0AGEMOTO MPU PasAnuHon natororum [8-10, 15, 17].

[0 KAMHWYECKUM MNPOSIBAEHUSM, PEHTFEHOAOrnYe-
CKOW KapTMHE M ra3oBOMY COCTaBYy apTepuanbHOM Kpo-
BU AMDODY3HbIM reMopparmiyecknii aAbBEOAUT BbIFASIAUT
Kkak OPAC [11].

Bepudnkaumsa aMarHosa sSIBASETCS 0COOEHHO TPYA-
HOWM 3apayelt y NaUMEeHTOB C AErOYHbIMU UHOUALTPATA-
MW U AUXOPAAKOM, HE MMEKOLLMX MPEALLIECTBYHOLWMX 3a-
6oneBaHMI U 63 KPOBOXapKaHbA — KAMHMYECKAA Kap-
TWUHa, HaNnoMMHaKLWaa NHEBMOHMIO [12].

AASt YTOUHEHUA AMarHosa pPekoOMEeHAOBAHO BbIMOA-
HUTb creaytowee [11, 12, 15, 171:

1) Ceponornyeckne uccaepoBaHusa (aHTU-BMK-AT,
ANCA v ap.).

2) BMpycOAOrMUYECKME UCCAEAOBAHUA (MCKAKOUEHKE
BUpycHoro renatuta C 1 Ap.).

3) YTouHsIlOWME aHaAM3bl MOKPOTbI U MOYM (MOCeB
Ha CTEPUABHOCTb U Ap.).

4) Ixokapaunorpadusa (3xo-KI) n Y3 opraHoB mo-
YEBbIBOAALLEN CUCTEMDI.

5) BpoHXOCKOMUA (UCKAKOUEHUE WHOEKUMU U MOA-
TBEPXAEHMEe AAK-naTTepHa), B TOM YUCAE NPOBEAEHUE
6pOHX0aAbBEOASIPHOIO AaBaxa (BAN).



6) buoncusi AErkoro M/MAM MOYKM, C AAAbHEWLLNM
NpPoBeAEHUEM UMMYHODAKOPECLEHTHOMO BbIABAEHUS AT.

Ceponornyeckme MCCAeAOBaHMSI MOMOratoT BepuUdu-
LMpOBaTb ayTOMMMYHHYO Npupoay 3aboreBaHms [12-18].
B Ttabanue 1 npeacTaBAEHbl HEKOTOPble 3ab0AEBaAHMA U
NO3UTUBHOCTb CEPOAOTMUYECKMX TECTOB.

Tabavua 1. Pe3yAbTaTbl CEPOAOrMUECKUX NOKa3aTenen
B CbIBOPOTKE KPOBH NPU HEKOTOPbIX ayTOUMMYHHbIX
3a6boneBaHunax ¢ AMNC [13]

C-ANCA P-ANCA ANCA
3aboneBaHue MOAOXMU- |MOAOXKUTEAb-| HEraTuB- |AHTU-BMK-AT
TeAbHble Hble Hble
[paHyremaTo3 70% 20% 10% <10%
C MOAU@HTUNTOM
Mwukpockonuueckut | 30% 60% 10% < 10%
MOANAHTUNT
303UHODUABHBIN 10% 60% 30% < 10%
rpaHyAemaTo3 C
NOAUAHTUNTOM
AHTU-BMK 60ne3Hb | <10% | <30% | 70% 95%

BbiBatoT cAyyau, Koraa y naumMeHTOB MOAOXKMUTEAbHbIE
n aHTU-BMK-AT n ANCA. Takoe COCTOsiIHWE Ha3bliBaeTCA
ABOVHbIM MOAOXMUTEABHBIM 3aboAeBaHWeM. locaepHee
npeactaBafeT cobon noarpynny AAB 1 aHTU-BMK 6one3s-
HU. Y 5-14% ANCA-NOAOXUTEAbHbIX NAUMEHTOB 0BHapY-
xusatorca aHTU-BMK-AT, a y 30-43% aHTu-BMK-nono-
XWUTEeAbHbIX NaumMeHToB 0bHapyxmBatotcs ANCA. Mpeob-
Aaparowmm tunom ANCA B Takux CUTyauUsIX SABASIKOTCS
P-ANCA (82%) [15].

®dubpobpoHxockonua (OBC) 06bIYHO MCMOALIYET-
CA AN UCKAKOUEHUST MHPEKUMU U MOATBEPXKAEHMA AAK.
Mpu octpom AAK ¢ HopManbHOM peHTreHorpaduen OrK,
6POHXOCKOMMUSA UMEET HU3KYHO UyBCTBUTEABHOCTb (MEHEE
20%), B TO BPEMSA KaK y MaLUMEHTOB C MACCHMBHbIM KpPO-
BOXapKaHbeM 4YyBCTBUTEAbHOCTb MpeBbiwaer 90% [10,
12-18]. CBexan KpoBb BO BPEMS. OCTPOIro KPOBOTEUEHMS
MOXET ObITb BUAHA Ha YPOBHE MOACErMEHTapHbIX 6POH-
x0B [15]. OCOBEHHO LIEHHO AAS-AMArHoCTUKM AAK npo-
BeAeHMe BPOHX0aAbBEOASIPHOrO AaBaxa (BAN). Kaaccu-
yeckasi KapTMHa npu Haanumm AAK 3TO NOCTENEHHOE WH-
TEHCMBHOE OKpalUUBaAHWE KPOBbIO AABaXHOMW XMAKOCTU
OT NepBOro Ao NocAeaHero obpasua [8-18] (pucyHoK 3).

TakXXe B AaBaxXHOM XWAKOCTU OMPEAEASIOT MyTEM
LMTONOTUUYECKOTO WMCCAEAOBAHWUS KOAMYECTBO TEMOCH-
AEPUH-Harpy>XeHHbIX Makpodaros (cuaepodaroB), Ko-
TOpble 0BbIYHO NOABAAIOTCA Yepe3 24-72 yacoB NocAe
Hauyana AAK [8-10, 15]. BepxHAsa rpaHuLa HOPMbl 9TUX
KAeTOK npun BAA npuHata 3a 5% [15]. MNoatomy yBean-
yeHue aToro nokasartenn 6onee 5%, N0 HEKOTOPLIM AaH-
HbiM A0 30%, cBMAETEABCTBYET O Haanummn AAK [9, 17].
06pa3slpbl AaBaXHOW XUAKOCTU CAEAYET Takxe OTnpaB-
ASITb B A@BOPATOPUIO C LIEABID UCKAKOUEHUSI MHOEKLIMOH-
HOro reHesa (b6akTepuanbHbli, BUPYCHbIN, FPUOKOBBIN
W AP.) AEFOYHOro noBpexaeHus [9].
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Puc. 3. NocteneHHoe OkpalMBaHWE AaBaXHOW XUAKOCTH
y naumeHnTa ¢ AAK

AOMNOAHUTEABHBIM AMArHOCTUYECKUM TECTOM AAS Bbl-
ABAeHUA y nauneHTa AAK ABASETCA onpeaeneHre Andody-
3MOHHOM CNOCOBHOCTU AETKMX MO MOHOOKCHAY YrAepoAa
(DLCO). AAA 3TOro MCcAepOBaHKMA TPeOyeTCA 3aaepxKKa
AbIXaHWA CMECbIO BO3AYXa, YrapHOro rasa u reaust B Te-
yeHue npumepHo 10 CEKYHA, UTO KpaHe 3aTPyAHUTEAb-
HO 1 HelLleAeco0bpa3Ho y NALMEHTOB B KPUTUUECKOM CO-
CTOSAAHUW (BBMAY HaAMUMA BblpaXeHHOW OAbILKK). DLCO
yBeanunsaetca npu AAK un3-3a npucyTCTBMUS FEMOIAO-
61Ha B aAbBEOAAX, KOTOPbIA aKTMBHO CBSI3bIBAET BAbI-
XaeMbll yrapHbli ras [9, 17]. B pe3yabtate noraoweHne
OyAeT YBEAUUMBATLCA, HO BbIBEAEHME U3 AETKMX 3aAEp-
XunBaercsi. COOTBETCTBEHHO, OTHOLLUEHWE MOTAOLLEHUS
K KAMPEHCY yKa3biBaeT Ha HepaBHee AAK (B npeablAy-
wme 48-72 yacos). pu BbIMOAHEHUN TeCTa B TeYEeHUe
48-72 yacoB OT MOMEHTA MOSIBAEHWS CUMMNTOMOB 6y-
AET OTMeyaTbCs MOBbILLEHWE NoKa3aTeAs 6oree YeM Ha
30%, NO CpaBHEHMIO C UCXOAHBIM YPOBHEM, YTO YKa3bl-
BaeT Ha HepaBHee AAK [8, 15, 17]. NMocaepoBaTEABHOE
yBeanveHne DLCO moxeT yka3biBaTb Ha NPOrpeccupyto-
Lee KpoBoTeueHue [8, 17].

B AuTepaType Takxe yNnoMuHaeTca npUMeEHEeHUe
y naumeHToB ¢ AAK TeCcToB AASI OLEHKU OYHKLMK BHELL-
Hero AbixaHusi (OPBA). MocaepHWE NPU AQHHOM MAaTOAO-
MU AETKMX MOKa3blBalOT PECTPUKTMBHbIE HapyLUEHWSA
C YMeHbLLEeHWeM 006lLLen EMKOCTU AETKMX U XW3HEHHOM
EMKOCTU AErKMX MPU HOPMAAbHOM MHAEKCE TudHO.
Pexe y TakuMx naumMeHTOB HabAOAQIOTCA OOCTPYKTUB-
Hble HapyleHus. NocAepHME MOTYT BO3HUKHYTb, ECAM
HEMTPOPUABHAA MHOUABTPALMS B aAbBEOAAx Bbl30BET
HeOOAbLLIOE MOBPEXAEHUE AbIXaTEAbHbIX NMyTEN, 3a cUeT
BbIAEAEHUSI aKTUBHbIX GOPM KMCAOPOAA M MPOTEOAUTH-
yecknx ¢epmeHToB [9]. EcaM HabalopaeTcs kapTuHa
0OCTPYKTMBHOIO HapyLLUEeHWUs,, CAEAYET PacCMOTPETb Ta-
Kre 3aboAeBaHUA, KAK MUKPOCKOMUYECKWUIA NMOANAHTUKT,
rpaHyAemMaTto3 C NMOAMAHTMUTOM, AETOYHbIN KanUAAAPUT
WA UAMONATUUYECKUIN AEFOUYHbIN remocuaepo3s [9]. OaHa-
KO oueHKa OB/ y nauMeHTOB B KPUTUUYECKOM COCTOSAHWUMN
TakXxe 3aTtpyaHuTenbHa [8-10, 12, 15].

30A0TbIM CTaHAapPTOM amarHocTukm AMNC gaBasetca
AEroyHas u/uan noveyHas buoncus. Yacto npoBoAUTCS
TPaHCKyTaHHaa 6UOMNCKSA NMOUYKK C MOCAEAYHOLIMM TUCTO-
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AOTUYECKMM U UMMYHODAYOPECLEHTHbIM UCCAEAOBA-
HWMem 06pa3uoB. MNpu NopaxeHun AErkoro MOXeT ObiTb
BbINOAHEHa TpPaHCOpOHXMaAbHasi, BUAEOTOPAKOCKOMM-
yeckas WMAM OTKpbITasa buoncua aérkoro [12-18]. Mep-
Bblll BApMaHT MOXeET HbITb NOABEPXEH OLMbkam oTbopa
npo6, NoToMy 4YTo 0BAACTb MOPAXEHUs YacTO HEOAHO-
pPOAHA, M BO3MOXHbIA NMHEBMOTOPAKC MOXET YXYALLIWUTb
M 6e3 TOro HapylleHHY0 OYHKUMIO AErKMX, 0COOEHHO
y NaUMEeHTOB, HAaXOASALLIMXCS Ha PECNMPaTOPHON NOAAEPX-
ke ¢ napameTpamu kak npu OPAC. B cBs3K ¢ 3TUM 61on-
CUSi AETKOTO B OCTPOW KAMHWYECKOW CUTyaLMW OrpaHu-
YyeHa B NPUMEHEHUU U AOAXKHA MCMOAL30BATbCHA TOABKO
B KayecTBe KparWHeW Mepbl, ECAU AMArHO3 HE MOXET
6bITb YCTAHOBAEH ApyrMMm cnocobom [12-18].

AvddepeHunanbHaa AMArHoCTUKa. /\erouHble oc-
AOXHEHMS PacnpocTpaHeHbl y NaUMEHTOB C NOYEUYHOM
HeAOCTaTOUHOCTbIO, 0cobeHHo B OUTP [18].

AnddepeHumpoBaTtb YacTble NPUYUHBI HE MMMYH-
HOro OT MMMYHHOro ANC MOXeT 6blTb 3aTPYAHUTEALHO,
NockoAbKy AMNC MOXET coCyLLeCTBOBaTb C MHEBMOHUWEN
WAW OTEKOM AerKMX. Kak BbIA0 YNOMSAHYTO BblILLE, HET HU-
KaKUX KAMHWYECKUX 0COBEHHOCTEN, crneumdUYHbIX AAS
AMC. Psp pacnpocTpaHeHHbIX KAMHWUYECKUX COCTOSHWM
MOXET UMETb CXOAHbIE ¢ AMNC KAMHUYECKME NMPU3HAKM.
K HUm oTHOocAaTes [15]:

* COCTOSIHUSI C HU3KUM CEPAEYHbIM BblIBpOCOM, Npo-
ABASAOLLMECH OTEKOM AETKMX M MOYEYHOM runonepdysunen;

e 3A0OKauvecTBeHHaa Al ¢ rMnepToHMYEcKoW no-
YEeYHOM W CEPAEUYHOM HEAOCTAaTOUYHOCTbIO, BeAyllas
K OTEKY AETKUX;

* NMHEBMOHUSA AtOOOM 3TUOAOTUKM C CEMCUC-UHAYLIW-
POBaHHOM NMOYEYHOM HEAOCTATOYHOCTLIO U APYrue cre-

unduryeckne MHOEKLUMOHHbIE 3aboAeBaHUs (AeNTOCMK-
po3, Manapua, Hanta-virus un Ap.);

e Ato6ast NpMUKMHA NOYEYHOM HEAOCTATOYHOCTH CMO-
cobHas MPUBECTU K OAUFYPUWU U MOCAEAYHOLLEMY OTE-
Ky AETKUX;

* aM60AUK (KMpOBas, TPOMOO3IMBOAUSA U AP.);

* HapyLleHWs1 remocTasa (TpoMboumUToneHus, Aeye-
HWe aHTMKoaryAstHTaMu / aHTMarperaHtamu / «rpom6o-
AMTUKaMK», ABC-CcUHAPOM);

* TOKCUYECKHe BellecTBa (repbuumnAbl, pacTBopUTe-
AW, KOKaWH U AP.);

* 3A0KauyecTBEHHble HOBOOOpa3oBaHWA (MepBuUY-
Hble, BTOPUYHbIE) C GOPMUPOBAHUEM UMMYHOKOMIIAEKC-
HOro HebpuUTa;

e 6apoTpaBMa W APyrme natoAorMYecKrue CoOCTOSHMUSA.

AVarHoCcTMueckui aAropuTM, CYMMUPYIOLLMIA KALO-
yeBble AMarHocTMyeckue ocobeHHoctu AMNC, npeacTas-
AEH Ha PUCYHKe 4.

B Autepartype Takxe OrnuMcbiBaeTCA aAroputM And-
depeHUManbHOM AMArHOCTUKKM Hanboaee yacTbiX Npw-
UMH KOMOWMHUPOBAHHOIO MOPAaXEHUSA MOYEK U AETKMX,
NPeACTaBAEHHbIW Ha PUCYHKe 5.

Nevallmit Bpau AOAXEH NMoAO3peBaTh HanMune AAK
npu OMNPEAEANEHHbIX KAMHUKO-PEHTTEHOAOIMYECKMUX
nposBAEHUSAX. [1pM OTCyTCTBMM TemnepaTypbl MOX-
HO HayaTb Tepanuio ratokokopTukocteponpamm (FTKC)
C €XEeAHEBHbIM KOHTPOAEM PEHTFEHOAOrMUYECKOW Kap-
TUHbI OIK. B cAyuae coMHeHUI AedeHUE MOXHO AOMOA-
HUTb Ha3HaYeHUEeM aHTUOUOTUKOB LUMPOKOrO CNeKTpa
AENcTBUA. Kak BbIAO YNOMSIHYTO Bbille, HOAbLIMHCTBO
cnyvyae AINC ceAszaHo ¢ AAB, npu KOTOPOM Yy NauMeHToOB
B 0obLieM aHanmMde kpoBKu (OAK) oTmeuvaeTcs AeMKOLIW-

Kannnko-pentreHoaornmyeckue npusHaku BITTH n
And y3HOro reMOpparnyeckoro aabBeoAuTa

!

Y3U (aas nCKAIOUEHUST | 4
CTPYKTYPHOTO IOpaXkeHs h

/1eroyHo-I10YeYHbI CMHApOM? — (DBA 6pOHXOCKOl'IM}I+ BAA

moviex); Femarypus n
DXO-KT (a4s1 MCKAIOYEHMST yp
XCH); IIpOTEeNHY pyst
Tiocey KPOBM)( Lgpioe- Coueranne ¢ aAbBEOASIPHBIM
HIS Cercuca
< VccaeaoBanne Ha Haamume | KpoBoTedeHnem
rHeT M3MEeHEeHUIt antu-bBMK-AT n AHLIA +
smnupudeckn 'KC
1
+ + Orpurare. bH' 1e antTu-BMK-AT
%\ b H’ - O
IHoaoxureapusie AHITA IMoaoxurteasHsle antu-BMK-AT P
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CucreMHbIe Autu-BMK ]
Bacxy/mrm 60Ae3Hb Ap. uMMyHoAornyeckue tectol: ANA, auH-

™-AHK, C3, C4 PO, Autu-CCP, ENA,
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puUTyKCMao,
naazmadepes

I'KC, niukaodocpammng,
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ACAO, a®A, BA, xpuoraody anHsl, Guoncust
MOYKNU

Apyrue
npuunHbl ATIC

/leueHyie B COOTBETCTBUMU C
AarHo30M

Puc. 4. AATOPUTM AMATHOCTUKK U AeueHKs 3aboneBaHuUi, npoTekatowmnx ¢ AMC [15]
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Puc. 5. AuddepeHumnanbHas anarHoctrka AlNC ¢ Hanboaee YacTbiMU NPUUMHAMU NOBPEXAEHUSA AETKMUX
M NOYEK HE UMMYHHOTO reHesa [17]

TO3, KOTOPbIN MOXET 6bITb OLUIMOOUYHO NPUHAT 38 UHDEK-
umto [17].

NeueHue. /\eyeHWe NaUMEHTOB C BNEPBbIE BbISBAEH-
HbIM ATNC MAK B cTapnio 060CTPEHMSA OCHOBHOIO ayTOMM-
MYyHHOro 3aboaeBaHus B ycAoBUsIX OUTP coCTOUT U3 UM-
MYHOCYMPECCUBHOM U NOAAEPXMBAIOLLEN CUMMNTOMATH-
yeckon Tepanun. TeyeHne 3aboneBaHNA HEPEAKO HOCHT
MOAHWEHOCHbIN XxapakTep U TpebyeT cpoYHOro Hauyana
AEYEHUS AaXe B OTCYTCTBMM TMCTOAOTMUECKOIrO MOA-
TBEPXAEHUSA [11].

MmmyHocynpeccuBHana Tepanua noapaspenseTcs
Ha $asdy MHAYKUMK U a3y NOAAEPXKAHUA PEMUCCUMN.
Pepko, korpa Bpay-peaHUMaTtoAor A€YMT MauMeHTOB
¢ \IMC Bo 2-11 dpase, ECAU TOAbKO HE BO3HMKAOT TOKCUYe-
CKWE peakLmu OT npenapartoB U UHOEKLMOHHbIE OCAOX-
HEeHUMA Ha PoHEe nMMyHocynpeccun [12, 15].

MHAYKUMS Yy naupeHToB ¢ ATC npoBoAUTCA KOMOK-
Haumem TKC n umknodpochammuaom (LLOA) [11-18]. Takan
cxemMa 0COb6eHHO aPPEKTUBHA U NPUBOAUT K PEMUCCHUM
y nauneHToB ¢ AAB B 75-85% cayuaes [18].

MNynbc-tepanunsa FKC BKAOYaeT BHYTPMBEHHOE BBe-
AeHve _MeTuanpeaHnsonoHa (500-1000 mr B CYTKMW)
B TeueHne 3-5 aHel. Mo mepe Toro, kak ctabuamManpy-
€TCH COCTOSIHWE MauMeHTa WM perpeccupyroT NpU3HaKu
3aboneBaHMUSA, A03a MOXET ObITb YMeEHbLIEHA A0 1 MI/Kr
B CYTKM MO MPEAHU3OAOHY (MAU €ero SKBMBAAEHTA)
Ha NPOTAXEHUU MEPBOro Mecsua, NOCTENEHHO CHWXas
B TeueHue caepyrowmx 3-4 mecaueB. LDA saBaserca
npenapaTtomM Bblibopa Cpean LMTOCTAaTMKOB M HasHaua-
eTca B p03e 15 MI/Kr, BBOAMMOW BHYTPUBEHHO B BUAE
nyAbCc-Tepanum oT 6 A0 9 ceaHCcoB (C MHTEPBAAOM 2 He-
AEAU MepBble 3 ceaHca, a 3aTeM KaxXAble 3 HEAEAW)
WUAK NEPOPAAbHO KaXAbli AeHb B A03€ 1-2 MI/KI/CYyTKM
[16]. Y naumneHTOoB cTaplie 60 AeT, a Takxe C Hapylle-

HMEM OYHKLMKW NOYEK MOKal3aHO CHMxeHue A03bl LIOA
Ha 25% [19].

Mepexoa Ha NOAAEPXKMBAIOLLLYIO Tepanuio OCyLLECTB-
ASIETCS uepesd 6-12 mecsueB MOCAE Hayana MHAYKLM-
OHHOW Tepanuu WAM MOCAE KAMHWUUYECKOW PEMUCCUM.
AaHHbIA 3Tan AevyeHUs BKAKOYaeT Hu3kue po3bl TKC
B COYETaHMU C uMTOCTaTMKamu [12, 15, 17]. NopaepxmBa-
IoLlan UMMyHocynpeccusa boAabLle xapakTepHa Ans AAB,
Tak kak aHTU-BMK 60Ae3Hb peLMANBUPYET peako [18].

MHAYKUMOHHAA Tepanua nNauMeHToB C AT NpoTMB
BMK noyek HamHoOro arpeccuBHee W TpebyeT yBeAu-
YEHUsA AO3MPOBOK U MPOAOAXKUTEABHOCTU AeueHua TKC
n umknodocdammpa [12, 14, 15, 17]. UIHAYKLMA peMuc-
CMU ABOMHOIO MOAOXMTEABHOTO 3abOAEBaHUSI AOAXHO
ObITb @aHAAOTMUYHBIM Kak U Npu aHTU-BMK 6oaesHu [15].

Ha ceropHsilLHWIA AeHb NOSIBAAKOTCA CO0bLLEHUS 00
yCMewHoCTU npuMeHeHua Putykcumaba (<Mabtepanr)
n MukodeHonaT MOopeTMAa B KaAuyeCTBE aAbTepHaTUBbI
U®A [12, 15, 17]. Umetotcsa cayuan AAB He oTBeuvato-
LMEe Ha CTaHAAPTHOE AeYeHUe (T. H. pedpaKTepHoe Te-
yeHue). B TakmMx cuTyaumsax NPUMEHSAIOTCA CAEAYHOLLNE
AEKAPCTBEHHbIE cpeacTBa - LinknocnopuH, MmnkopeHo-
AaT MOGETUA, UMMYHOTAOBYAUH, Putykcumab [12, 15].
Takxe NPOAOAXAETCH NMOMCK HOBbIX MpenapaToB M pas-
paboTka HOBbIX CXEM AASI UMMYHOCYNPECCUBHON Tepa-
nun naumeHTtos ¢ AINC [18].

TOKCMYHOCTb AEYEHUA ABASETCA BaXHOW AETEPMU-
HaHTOM Bbibopa Tepanuu. LiukrodochammnaHas ToKCUY-
HOCTb MOXET BKAKOUATb AEMKOMEHNIO, FeMOpPParMyeckmni
LMCTUT, pak MOYEBOro ny3bipsi, becnaoare U onNnopTy-
HUCTUYECKME WHOEKUUU, KOTOPbIE MOTYT OrpaHUuMUTb
€ro NPUMeHeHUe y MOAOAbIX NaLMEHTOB U Yy NauneHToB
C peunarMBom 3aboneBaHuA. Auua, noAyvarowmne LIOA,
AOAXHbBI 06A3aTEABHO MOAYUATb NOAAEPXKMBALOLLYO TMAPA-
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Tauuto, MepkantoataH cyabdoHaT (<Mesna») U TpumeTo-
npuM/CyabGamMeTokcason (<Ko-Tprumakcason») AnA npe-
AOTBPALLEHUS Pa3BUTUA TeMopparMyeckoro UucTuTa
M MHEBMOLMCTHOW NMHEBMOHMM COOTBETCTBEHHO. CTpa-
TErMmn, KOTOpble YMEHbLLAIOT TOKCMYECKOE BO3AENCTBUE
LI®OA, BKAKOUAKOT BHYTPUMBEHHOE BBEAEHWE, UCMIOAL30BA-
HWE aAbTepPHATMBHbIX MpenapaTtoB (TakuX Kak PUTykcu-
Mab) U paHHWIA Nepexop Ha MOAAEPXMBAIOLLYD UMMY-
Hocynpeccuto. Myabc-Tepanua BHYTPUBEHHOW UHOY3HUEN
LU®DA nmeeT 3KBUBANEHTHYIO 3PPEKTUBHOCTE EXEAHEB-
HOW MepopanbHOM Tepanuu C TOYKWM 3PEHMS BbKMBaE-
MOCTU U MHAYKLMK PEMUCCUUN; OAHAKO, MyAbC-Tepanus
NMPUBOAWT K CHUXEHWUIO KYMYAATUBHOW AO3bl Mpenapara
npumepHo Ha 50% [18].

TokcnuHocTb TKC Xopolio M3yyeHa W MOAAAETCA
KOPPEKLMU (KEAYAOUHO-KULLEYHOE KPOBOTEUYEHUE, TU-
nepramkemus u Ap.) [18].

MNaasamadpepes (60 MA/KF;, KypcamMu B TeuyeHue 7-
14 pHen) nokasaH nauneHtam ¢ AMNC npy HaAMUYUK NpPK-
3HAKOB AErOYHOr0 KPOBOTEYEHMA, BbICTPO Mporpeccu-
pytoLLLe MOYEYHOM HEAOCTATOYHOCTM (KOHLEHTpaums
B CbIBOPOTKE KPOBM KpeaTuHMHa > 500 MKMOAbL/A) AN
NPU HaAUUYUK MOAOXKUTEABHBLIX aHTU-BMK-AT [17-18].
B AuTepatype elle OAHUMM MOKa3aHWEM ABAAETCA Ha-
Aumre y naumeHTa TTM [12]. NpuMeHeHe pAaHHOW Ma-
HUNYAALUMU MOXET ObiTb BbINOAHEHO MPWU OTCYTCTBUM
BblLIENEePEeYNCAEHHbIX COCTOSIHUI, HO MPWU YCAOBUK CTa-
OUAM3MPOBAHHOIO COCTOSIHMSI MauueHTa. lauueHTam,
KOTOPbIM BbIMOAHAETCHA NAa3mMadepes, nocae NpoLeAy-
pbl HeobxoAMMa TpaHchy3na pacTBopa anbbyMnHa WAK
CBEXe3aMOPOXEHHOW NAa3Mbl, ECAY UMEETCS PUCK KPO-
BoTeueHus [18].

Nevalumii Bpay AOAXEH BCErAa MMETb B BMAY, UTO
NAINC npy maHudecTaumMm MOXeT HE TOAbBKO MMUTUPOBATb
NMHEBMOHMIO, HO B HEKOTOPbIX CAy4Yasax 3anyckatbca ume-
toLLiecst NHEBMOHKWEN. M03TOMY AeUEHME Y TaKKUX NaLMeH-
TOB AOAXKHO BKAKOUYATb aHTUOMOTUKM LUMPOKOrO CrekTpa
AEVCTBUA AO TeX MOp, Noka He BYAET NPOBEAEHA AAAbHEN-
LIasa AMarHoCTMka 1 BepudULMpoBaH AnarHo3s [12].

Y nauuneHToB ¢ AMNC MOXET BbITb CKAOHHOCTb FreMo-
AVMHAMWKKU K apTepUaAbHOM TMMOTEH3UU, UYTO OBOBACHS-
€TCA COYeTaHUEM AervapataLmn, KpoBOTEYEHUS U CUC-
TEMHOW BOCHRAAUTEABHOM peaKkumn. ITo 060CHOBbLIBAET
Heob6X0AMMOCTb B WMCMOAb30BAaHWMU Ba30MPECCOPHOM
M MOHOTPOMHOM MOAAEPXKKM, MOAAEPXKAHUM HOPMOBOAE-
Mun [12, 14].

B cAayyasx nosiBAeHUs y naumMeHToB npudHakos AH
nokasaHa pecnupaTopHas MOAAEPXKA (MCKYCCTBEH-
Hasa BeHTUAAUMA Aerknx — UBA). Mpu rpaHyaematose
BereHepa BO3MOXeH MOACKAAAOUYHbIN CTEHO3 FOpTaHM,
No3TOMYy MHTybauMsa Tpaxen MOXeT ObiTb 3aTpyAHEHa
M noTpeboBaTbCs UCNOAb30BAHME IHAOTPAXEAABHbIX TPY-
60K MeHbLUWX pa3mepoB [16]. MNMpu ocTpoM NnoBpexAe-
HUU AErkmx m3-3a AAK 60AbLLME AblXaTeAbHble 0ObEeMbI
AW U3MEHEHUS] AABAEHUS B AblXaTEAbHbIX NMyTAX MOTYT
yCyrybutb noBpPEXAEHWE AErOYHOM MUKPOLMPKYAALMK.
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3almMTHaAA BEHTUASILMA AETKUX, UCMOAb3yEMas Kak npu
AeveHnn OPAC, nOMOXET yMEHbLIMTb MOBPEXAEHME
AETKMX Y A@HHbIX NnauMeHToB [1-3, 12, 16]. Y nauMeHToB
¢ Taxenon AH, He nopparowascs koppekumn UMBA, pe-
KOMEHAYETCS NPUOErHYTb K 3KCTPAKOPMNOPaAbLHON MeM-
6paHHOM okcureHaummn (AKMO) [9, 12].

Y naumentoB ¢ ANC B OAK oTmeuyaeTcs aHewmus,
BCAEACTBME MOTEPU IPUTPOLMTOB Yepes3 AETKME W MO-
UKK, NO3TOMY MOXET MOoTPeboBaTbCA KOPPEKLMS YPOB-
HSl reMorAobrHa M/MAK 3PUTPOLIMTOB B 3aBUCUMOCTH OT
CTENEHU TAXKECTU aHEMUM (BNAOTb A0 FreMoTpaHchy3nm).
Kpome Toro, MoxeT notpeboBaTbCA KOPPEKLMA CUCTE-
Mbl FeMOCTa3a C LEeAblO MOBbILEHUS CBEPTBIBAEMOCTH
KPOBW W NMPEAOTBPALLEHUST NATOAOTMUYECKOFO GUBPUHO-
AM3a (C3M1, aHTUOUOPUHOAUTUKI U AP.) [19].

MmetoTcs coobLLEeHUS], CBUAETEALCTBYIOLLIME O TOM,
YTO NPUMEHeHWEe PEKOMOBUHAHTHOIO aKTMBMPOBAHHOMO
VIl pakTopa cBepTbiBaHWA (FVI1a) MOXeT ObiTb NOAE3HO
AASI HEKOTOPbIX KPUTUYECKMX naumeHtoB ¢ AAK (Ha-
npumep, npu pedpaktepHom TedeHnn) [9-10, 12]. rVila
YCNELWHO MNPUMEHANCA KakK CUCTEMHO (BHYTPWMBEHHO),
Tak 1 bpoHxockonuuecku [9-10].

MaumeHTbl ¢ BACKYAMTOM YacTO YMUPAIOT OT UHPEK-
LIMOHHbIX OCAOXHEHWI (cencuc). PUCK BO3HMKHOBEHUSA
MHPEKLMKU, CBA3AHHON C OKa3aHWEM MEAULMHCKOW Mo-
MOLLK, Yy TakKWX MNaLMEHTOB OYEHb BbICOK BCAEACTBUE
UMMyHoOcymnpeccuun. Taxenas MHOEKUMS, pasBuBLLAACSA
Ha ¢oHe npuema LIOA, BcTpevaetcss npumepHo B 10%
CAYYaEB VY UMEET BbICOKMI NPOLLEHT AETaAbHOCTU. TakUM
obpasom, y nauneHtoB ¢ AMNC Ha ¢oHe UMMyHOCynpec-
CVBHOM Tepanuun nokasaH TlaTeAbHbli MOHUTOPUHT QyHK-
LMOHAABHOTO COCTOSIHUA MMMYHHOM CUCTEMbI M pPaHHSAA
AMArHOCTMKa NPUCOEAMHMBLLENCA MHDEKUMW. Y TaKUX na-
LMEHTOB 4acTO UCNOAB3YETCA cneunduyeckas MHGeKUu-
OHHas npodurakTunka [14].

Ansa AMNC, cBA3aHHOro ¢ karactpoounuecknum ADC,
aHTUKOAryAaHTHas Tepanus SIBASETCS OCHOBOMW Aeye-
HuA [15, 17].

Y MHOrmMx naumMeHToB pa3BuBaeTca Taxenoe O[T,
Tpebytollee NPUMEHEHUS 3aMECTUTEAbHON MOYEUYHOMN
Tepanuun (3MT). U3 HKUX y BOAbLLUMHCTBA, B OTAAAEHHOWM
nepcnekTMBe, pa3BUBaETCH XpoHUYeckaa BOAe3Hb Mo-
Yek C MPOrpeccupoBaHMEM B XPOHUUYECKYHO MOYEUHYHO
HEeAOCTaTOUYHOCTb, Tpebytolas AAuTeAbHon 3MT [14].
Mopoi po 50% naumeHTam B AebtoTe 3aboreBaHUA Tpe-
6yetcs npumeHenue 3MT [12, 14, 18].

HecmoTpsi Ha KOMNAEKCHOE AeUeHune, noutu 2/3 na-
uneHToB ¢ AMNC HyXAalTCA B TPAHCMAAHTALMMK MOYKK
B TeUeHue 4 AeT OT anrM30Aa NepPBbIX NPOABAEHUI 6ones-
HK [12, 14, 16].

Takum 06pa3oM, yunTbiBasa 4acToTy BCTPeYaeMocCTH
OPAC cpean nauuneHtos OUTP, oTcyTCTBME OYEBUAHOIO
NMyCKOBOro ®akTopa, OMPEeAEAEeHHYtO CAOXHOCTb B Be-
pPUOUKALMN ITUOAOTUM, HU3KMI MPOLLEHT BEPHOM MpwU-
XWU3HEHHON AMArHOCTUKM, BOAbLLOE YUCAO «MaCKMUpy-
oLMXCs» 3aboAeBaHUI MOA 3TY NATOAOTUIO U BbICOKYHO



AETaAbHOCTb 3acTaBAfET Bpauva-peaHumatonora C Ha-
CTOPOXEHHOCTbIO OTHOCWUTLCA K NaUMEHTAM C KAMHWUYe-
ckol KapTuHoi OPAC, 0COBEHHO Npu COMyTCTBYHOLLEM
NnopaxeHMKn Noyvek.

AyTOMMMYHHble 3aboAeBaHUsA, NpPOTEKatoWKe C Ae-
rOYHO-MOYEYHbIM CUHAPOMOM, SIBAAKOTCS XMU3HEYrpoxa-
FOWUMHK, HO KypabeAbHbIMK COCTOAHUAMK. AaHHaA na-
TOAOTMA cxoXa kak ¢ OPAC, Tak 1 ¢ Apyrumu Hanbonee
pacnpocTpaHeHHbIMW COCTOSTHUAMM (MHEBMOHUSA C cen-
CUCOM, OTEK NAETKOTO U AP.) AAS Bpava-peaHMmaTonora

NeroyHo-noyeuHblt cuHapom B OUTP npeacrtas-
ASieT cobov MaToAOTMIO C OCTPbIM HaYaAOM M MOAHUEHOC-
HbIM TEYEHWEM, MPU OTCYTCTBMM aAEKBATHOTO AEUYEHMS,
C BbICOKOW AETAaAbHOCTbIO. Ha CErOAHALLHUIN AEHb, HE CY-
LecTBYyeT cneundruyecknx MeTopoB auvarHoctrku ArC.
AnarHos yctaHaBAMBaETCA Ha OCHOBE COYeTaHus Npu-
3HakoB AAK 1 BIMH ¢ pesyAabTatamu COOTBETCTBYHOLLMX
UMMYHOAOTMYECKUX TECTOB, MHCTPYMEHTAAbHbIX METO-
AOB WCCAEAOBaAHUSA, BUOMNCUM NOYEK U, NO BO3MOXHO-
CTU, AETKUX.

Haanexallee BepeHWEe TakMX MaUMEHTOB B YCAO-
BusAXx OUTP BKAIOUYAET: PAHHIOO M TOUHYIO AMArHOCTUKY,
UCKAOYEHNE MHPEKLMOHHOIO reHesa MaToAOruM, Tia-
TEAbHbI MOHWUTOPWHT, CBOEBPEMEHHOE HAYaA0 MMMYHO-
CYNpPeCcCUBHOM Tepanuu B COYETaHMU C NAa3Madepe3om
B OMpPEeAENEHHbIX CAyYasix M NPOGUAAKTUKY BTOPUUHBIX UH-
GEKUMOHHBIX OCAOXHEHWW. PeunanBbl AOBOABHO 4acTo
BCTPEYaoTCA Y M3AEUYEHHbIX MauMeHTOB. boaee HOBbIE
UMMYHOMOAYAMPYIOLLME npenapaTbl B OByAyllem MoryT
NMOMOYb B AeYEHUN pedpaKTepHo 6oAe3HWU. TpaHCMAaH-
TauMa MNOYKM OCTaAeTCa EAMHCTBEHHOW aAbTepPHaTMBOW
AASE naumneHToB ¢ ATC, y KOTOPbIX pa3BUMBaETCA TEPMU-
HaAbHasA CTaAMA NOYEYHON HEAOCTATOYHOCTH.

TaknMMm 0b6pa3om, AN CBOEBPEMEHHON AMAFHOCTUKM
W Hauyana apekBaTHoM Tepanun B OUTP 1pebyeTtcs npu-
MEHSATb MYABTUAMCLMNAMHAPHbBIA MOAXOA U CO3AaHME KO-
MaHAbl CMEXHbIX CMeLMaAnucToB.
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