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AnHOMmayun

Jedunur anpda-1-anturpuncusa (A1AT) — peakoe Hac/IeACTBEHHOE 3a00I€BaHUE, YAllle BCETO MPOSIBIIAIOIIEECs Y B3POCIIBIX TOPAKEHUEM JIbI-
XaTeJbHOM cucTeMBbl. PacpocTpaHeHHOCTh 3a00J1eBaHUS PA3IMYAETCS JIJIs PA3HbIX HMOIYJIAUH U /10 KOHIA He U3y4deHa, a BApHabesIbHOCTh KJIN-
HHUYECKUX IPOSBJIEHUH NPUBOJUT K CJIOKHOCTAM CBOEBPEMEHHOW AMarHocTUKH. Llesb mpescTaBieHUsA KJIMHUYECKOTO CIIy4as — IIOBBICHTH
HACTOPOKEHHOCTD IPAKTUKYIOIINX CIEUAINCTOB B OTHOIIEHNUHU HTOTO 3abosieBaHus. B paboTe mpuBeieHO COOCTBEHHOE KIIMHUYECKOe HA0JII0-
nenue Tspresoro aedunura A1AT y nanuenra ¢ ZZ-beHoTHIIOM 3Toro 3abosieBanus. [IpoieMOHCTPUPOBAHBI IMHAMUKA U TAKTHKA BE/IEHUSA OT
TIOSIBJIEHUS IIEPBBIX CHMIITOMOB CO CTOPOHBI IbIXaTeJIbHON CUCTEMBI /10 IIOCTAHOBKY BEPHOTO JINarHo3a U S11130/1a TSAKeJI0ro 000CTpeHU s, HOTpe-
6GOBABIIIETO FOCIIUTAIU3AIIH B OT/I€JIEHNE PeaHUMAaIUH.

Karoueswvte caosa: nedpunut anbda-1-aHTUTPUIICHHA, aTb(da-1-aHTUTPUIICUH, dMbu3eMa, XpOHUYecKass 00CTPYKTHUBHAsL O0JIE3HD JIETKUX.
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Abstract

Alpha-1-antitrypsin deficiency (A1ATD) is a rare hereditary disorder that most commonly manifests in adults by damage to the respiratory system.
The disease prevalence varies across different populations and has not been fully established, while the variability in clinical manifestations leads
to difficulties in achieving a timely diagnosis. This paper presents a detailed clinical case report of severe A1ATD in a patient with the ZZ pheno-
type of the disease. It demonstrates the disease progression and management strategy from the onset of the initial respiratory symptoms to the
establishment of the correct diagnosis and an episode of severe exacerbation requiring admission to the intensive care unit.
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BBegeHne

Hedurut anbda-1-anturpuncuna (A1AT) — Hace/ICTBEH-
HOe 3a00JieBaHue, CBSI3aHHOE ¢ MyTanueli reHa SERPINA1, B
OCHOBe TATOTe€HEe3a KOTOPOTO JIEKUT HeJ0CTATOYHOCTh WU
HaIn4yue AUCHYHKIIMOHATIBHBIX MOJIEKYJI MHTHOUTOPA MIPO-
Teas cemelicTBa ceprnuHOB (coO6cTBeHHO A1AT) U Kak ciief-
CTBUE CHIKEHUE €er0 BJIMSIHUS Ha aKTUBHOCTh HEUTPODUITb-
HOU aacTa3bl. KIIMHUYECKH TPOSIBJISIETCS B BUJIE XPOHUYE-
CKOH 06CTpYKTHUBHOH Goste3Hu Jierkux (XOBJI), smpusemsl
JIETKUX, a TAK)Ke TIOPasKeHUsI [IeYeHH U COCY/IOB [1].

VMeroTcsi pasjinyHble CTATHCTUYECKUE JJaHHBIE O pac-
npoctpaHeHHOCTH Jledurura A1AT B pa3iudHBIX MOIYJIA-

nuax. Hampumep, B eBpONIEHCKOM HOIMYJIAIUN OHA COCTaB-
JIsIeT 1 CJlydall Ha 2 ThIC. HACeJIeHus [2]; [0 JaHHBIM
G. Menga u coaBT. (2020), B BRIOOpKe U3 3254 MAIUEHTOB,
crpagmatomux XOBJI, 554 yenoseka umenu gedunut A1AT,
4TO IIPU IlepepacyeTe cocTasisAeT 0,83% Momyianuu B Ap-
reutrHe [3], a Mo JaHHBIM HccIemoBaTeed w3 JlaHuw,
J. Acquavella u coasr. (2022), 3a601€Ba€MOCTh COCTaBUIIA
12,9 yesI0BeKa Ha 100 Thic. Hacesnenus [4]. [To pacueram, B
eBporeiickoi yactu Poccniickoii @eziepamuy 0K0JI0 17 ThIC.
YeJIOBEK TOMO3UTOTHBI/KOMITAYH/I-T€TEPO3UTOTHEI 110 S- U
Z-annesisiM, a TakKe 2,6 MJIH ABJIAIOTCS HOCUTESMH, B
a3MaTCKOM 7K€ YaCTU 9TH 3HAYEHMS COCTABJIAIOT 1,2 ThIC. U
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500 ThIC. COOTBETCTBEHHO [5]. TeM He MeHee BOIPOC ycTa-
HOBJIEHUS HCTHHHOM PacCIPOCTPAHEHHOCTH /edHUIIUTa
0CTaeTCs OTKPBITHIM.

Knunnueckre nposasnerus aepunura A1AT kpaiiHe Ba-
puabesbHBI BCJIE/ICTBHE B3aUMO/IEUCTBHA (PAKTOPOB OKPY-
JKaromen cpesibl 1 nonuMopdusma reia SERPINA1, mipo-
SIBJISIIONIErocsl pa3jaudHbIM ypoBHeM A1AT. Haubosee Ts-
JKeJIO IIPOTEKAIONIUM ABJAeTcs ZZ-(GeHOTUI. Y B3POCIIBIX
npeoOsaaoT jeroyHble GopMbl 3a00JIEBaHUA: B BHJIE
paHO BO3HHUKIIEN dMpuseMsl (10 45 JyeT), sMpusema B OT-
cyrcTBre (DAKTOPOB PHICKA, IIPEHMYIECTBEHHOE IOpaKe-
HUe 0a3aIbHBIX OT/EN0B, pazsutre XOBJI y jiun Mosioxke
40 JIeT U/WJIK CO CTa’KEM KypPeHUsl MeHee 20 Mavyka/JieT, a
TaKke OPOHXOJKTa3bl HEACHOTO IreHe3a U OpOHXHMAJIbHAA
actMa (BA) c pe3HCTEHTHBIM K JIEYEHHIO HapylIeHWeM
(yHKIMY BHEITHEro JbIXaHusA. [IpAMBIM HOATBEPKIEHUEM
JedunuTa AisgeTcsa 1ab0paTOpHOE KOJIMYECTBEHHOE HCCIe-
JloBaHHe — omnpepesieHne ypoBHA A1AT B CBIBOPOTKE KPOBH
MEeTO/IOM HMMYyHOTYpOuuMmerpun (HOpMa 0,9—2,0 T/J)
win Hedenomerpuu (HopMma 2,0—4,0 1/1). ITpu Heobxou-
MocTu Oosiee yIyIyOJIEHHOTO 00OC/Ie/OBAaHUA IIPOBOJATCA
¢deHOoTUIIIPOBaHME (M303JIEKTpUYECKOe (HOKYCHPOBAHIE)
Y/WIY TeHOTUIINPOBAHUe JUIA S-, Z-ajuiesiel U CeKBEHUPO-
BaHUe Bcero reHa SERPINA1, Kak IpaBUJIo, s OOHapy»Ke-
uust «Null» aytens u Gosiee penkux BapuanTos [6]. Crout
OTMETHUTh, YTO BceMupHas opraHusanus 37paBOOXpaHe-
HUA PEKOMEH/IyeT TeCTHPOBATh Ha IIPeIMET HINYUSA Jie-
¢dumura A1AT Bcex naruentos ¢ XOBJI, a AmeprkaHckoe
TopakaysbHOe o61ecTBo (ATS) u EBpomeiickoe pecriupa-
TopHOe 0611ecTBO (ERS) yKaspIBaroT Ha BAXKHOCTD TECTUPO-
BaHMS BCEX B3POCJIBIX CO CTOMKHME HapyIIEHUSAMH 110 006-
CTpYKTUBHOMY THILy [7]. JleueHue jierounoit popmsl gaH-
HOH IIaTOJIOTHH BKJIIOUYAET B cebs MpUMEHEHHe ayrMeHTa-
[IMOHHOU Tepanuu (BHYTPHUBEHHOE BBE/IEHHE OUYHUIIIEHHOTO
yesioBeueckoro A1AT), ucnosib3oBaHUE OPOHXOJIHUTUYE-
CKHUX IIPEeNaparoB, PAHHIOK Tepanui HHPEKIUN pecrnupa-
TOPHOTO Tpakra [6].

TakuMm 06pa3oM, B CBA3H € HEAOCTATOYHO OIIPEZeIEHHOH
pacIpoCcTpaHEHHOCThIO 3a00JIeBaHUs, BapHabeIbHOCTHIO
KJIMHUYECKUX IIPOSBJIEHUH U IPOTPECCUPYIOIINM ITOparke-
HUEM OPraHOB JBIXaHUSA C PA3BUTHEM TSKEJBIX 000CTpe-
HUH CUUTaeM BaXKHBIM PACCMOTPETD CJIeIyIOITUN KINHUYe-
CKHUU CITyJau.

IIpencrasisgem coOCTBEHHOE KIMHHYECKOE HAOJIIO/IEHNE
cJIydas HECBOEBPEMEHHO BbIsABIeHHOro Aedpunura A1AT c
Z7-beHOTUIIOM U TSKeJIBIMU 000CTPEHUSMHU IIPU IIPOBO-
JIIMOM a/IEeKBAaTHOH TEPAINU C IeIbI0 MOBBIIIEHNUS HACTO-
POKEHHOCTH IIPAKTUKYIOIINX CIEIHAINCTOB B OTHOIIIEHUH
3TOrO0 3a00JIEBAHMUS.

KnuHunueckuin cnyyanm

ITanwent E., 47 ner, unBamz 1 rpynnel. Ha momeHT
ocMoTpa (MIOHD 2024 T.) TIPEbSIBIISET KaI00bl HAa OIBIIIIKY
CMeIIaHHOTO XapakTepa IpH Masedniell (u3ndecKol Ha-
Ipy3Ke, B TOM YHCJIE IIPU Pa3roBOpe, Ha BBICOKYIO IIOTPeO-
HOCTB B UCII0JIb30BaHNU Bepopyana (umparpomusa 6pomuy, +
dbeHOTEPO) 110 15 Pa3 B CYTKHU, HENPOAYKTUBHBIH IIOCTO-
SIHHBIU KallleJib, 0010 cJ1ab0CTh.

AHamHe3 Hcu3Hu. J[IuTenpHBIA CTaXX KypeHHUSI —
20 JieT 10 1 mavyke B JieHb (MHAEKC KypUJIBIIHKA —
20 Iayka/jer), Tenepb He KypuT. B Hacrosiee BpeMs He
pabotaer, 10 3TOro paboTas ciecapeM-CaHTEXHUKOM, Kpa-
HOBIIUKOM. OTATOIIEH CeMENHBIA aHAMHE3 — OTeIl YMeD B
BO3pacTe 59 JIET OT /IbIXaTeJIbHOW HEeI0CTATOYHOCTH, [IPH-
YHHA KOTOPOH HEM3BECTHA, MaTbh, 65 JIeT, HaOIoaeTcsa ¢
nuarao3oM BA. EcTe gBOe feTeld, y OJHOTO M3 CHIHOBEH B
paMKax o6ciieZioBaHUsA KaTErOPUI BBICOKOTO PHUCKA Pa3BH-
tus jedurura A1AT Obut BoisiBieH gedunur A1AT,
MZ-denorur.

AnamHe3 3a60ae8aHun. Buepsbie ozpliika craa Gec-
IIOKOUTH B 2014 T., K Bpady He oOpaiascs. B 2016 r. B cBA3u
€ HapaCTaHUEM OJIBIIIKY U IIOABJIEHNEM 000CTPEHUH B BUJIE
IIPOYKTUBHOIO KAaIlUIA, ITOJ{beMa TEMIIEPATyPhl U OOILETO
HEIOMOTaHusA o0paTuicsa B IOJUKIUHHKY IO MECTY JKH-
TEJIBCTBA, ycTaHoBJIeH auarHo3 «XOBJI B craguu obocrpe-
HUsA, HMU3eMa JIETKUX », IOCTOHHOE JIEYeHHE He I0JIyJal,
Tepanus 00ocTpeHni yieBodIokcanHOM. CTOUT HOJYEpK-
HyTbh, HA TOT MOMEHT BO3pAaCT IAI[UEHTa — 39 JIeT.

B 2019 r. 6pU10 HHUIUUPOBAHO ob6cenoBanue B OTBY
«HayuyHo-nccenoBaTeIbCKUH HHCTUTYT ITyJIbMOHOJIOTHH»
®MBA Poccuu. BeraBieHO HapylleHHe (QYHKIHUHM BHEII-
HETO /IBIXaHUsA 110 OOCTPYKTUBHOMY THITY TSKEJIOU CTEIIeHH
(puc. 1), mpoba ¢ canpbyTamMmosioM (400 MKT) [OJIOKUTEb-
Had. Ilo jaHHBIM dXOKapauorpaduu — yBeJddyeHue Ipa-
BOTO 2KeJyZouKa (KOHEUHO-IHACTOJIUYECKUH IepenHe-
3aJHUI pa3Mep IIPaBOTO XKeJIyI0UKa YBEJIMYEH JI0 3,3 CM),
yMepeHHas JIeroyHas TUIepTeH3usA (IIHMKOBBIH I'pajjueHT
JIaBJIEHUS TPUKYCIH/IAJIBHON PErypruTanuu — 34 MM PT.
CT.), U YJIBTPA3BYKOBOM HCCJIEIOBAHUY OPraHOB OpIONI-
HOH moJsioctd obpamaroT Ha cebsd BHUMAaHHE 35XO-IPH-
3HaKU UQOY3HBIX U3MEHEHUH IedeHu. BpT BBIABIEH
noBBIIIEHHBIH ypoBeHb IgE — 839 ME/miu (HopMma
<100 ME/mn) u IgE x Aspergillus fumigates -
20,30 Ex/mit (HopMma <0,35 Ex/mvo).

KTroueBbIM B MOMEHT TOCITUTAIM3AINY CTAJIO UCCIIENIO-
BaHUEe ypoBHA A1AT MeTOZOM UMMYHOTYPOUIMMETPHH —
0,08 r/J (HopMa 0,9—2,0 T/J1) U IPOBe/IEHNE CEKBEHUPOBA-
HudA — ObL1 onpesiesieH ¢enorun ZZ (PiZZ). Ilpu nposese-

Puc. 1. KpuBas «noToK — 06bem» B Xxofe CNMpoMeTpum y naymeHTa E:
A - ponmxHble BeNnNUnHbI; b - nonyyeHHble pesynbTaTbl.

Fig. 1. Flow-volume loop during spirometry in patient E.: A — proper values,

B - results obtained.
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Puc. 2. KomnbloTepHble TOMOrpaMmmMbl nerkmnx nauuvenra E.
Fig. 2. Pulmonary CT scan of patient E.

HUM KoMmubioTepHOH Tomorpaduu (KT) serkux obparman
Ha ce0Os BHUMAaHHeE XapaKTepHbIH Juia gedurnura A1AT
maTTepH NaHJI00Y/IApHOH 3Mdu3eMbl, 0COOEHHO BbIpa-
JKEHHOU B HIIKHEeOAa3aJbHBIX OTZesax JIeTKux (puc. 2).
OO1ieKIMHUYECKHe HCCIe/IOBAaHNS — B paMKax pedepeHc-
HbBIX 3HaYeHu. J[uarnos 6wt fonosHeH: «/ledunur A1AT
(benorun ZZ). LlenTpunoOysisgpHas, TaHI00yIApHAA IM-
¢duzema serxkux. XOBJI, III cragusa mo GOLD, tun D, cra-
nus obocrpenus. BA, cmemanHsaa gpopma, TAKeI0€e Iepeu-
crupymomiee TedyeHue, obocrpeHne. CeHcnOmausdanus K
IIBUIBLIEBBIM, TPHOKOBBIM ajulepreHaM. JlekapcTBeHHAs He-
[I€EPEHOCUMOCTD a3UTPOMHUIINHA, AHTUOAKTEPUAIbHBIX IIpe-
[1apaToB I'PYIIIbI IEHUIWJIIMHOBOTO PsA/ia B BU/E KPAIIUB-
HULBI U Oy/lecoHuAa B BHJeE yAylibsa». HasHaueHO Jjeve-
HUE: 0JIO/IATEPOJI + THOTponus opomuy (2,5/2,5 MKT) 10
2 71036l 1 pa3 B JIeHb JUINTEIbHO, (DJIyTHKA30H 250 MKT IO
2 J103bI 2 pa3a B JieHb. BriepBble Ha3HAUEeHA 3aMeCTUTEb-
Has TepamusA anb(da-1-poTeasbl WHTUOUTOPOM B /103€
4000 MI' 1 pa3 B HEJEJI0 BHYTPHUBEHHO KalleJIbHO JIJIH-
TEJIBHO.

[Tocie ovuepesHON rOCHUTATU3ANMK B 2021 I. ObLI Ha-
IpaBJIeH Ha cranuoHapHoe jedeHue B I'bY3 « MKHII um.
A.C. JlorunoBa». Ilocyie mpoBeieHHOTO OOCJIeIOBaHUA U
JIeYeHHs TPAKTOBKA JIMAarHO3a OCTasIach IPEXKHEH, oJoza-
TEPOJ + THOTpOmMA OpoMuUZ 3aMeHeHbl Ha Tpesemxu
Anunra (BUJIAHTEPOJI + YMEKJIUAUHUA OpoMuy + GIyTuKa-
30Ha (ypoar) 1 pa3 B JieHb, bepoayan (unparponus 6po-
My + HeHoTepoII) 0 MOTpebHOCTH 1-2 BJoxa. PekomeH-
JIOBaHA BaKI[MHAIUA OT I'PUIIIA, THEBMOKOKKOBOU HH(DeEK-
MY, HOBOU KOPOHABUPYCHON MH(EKIUN B IUIAHOBOM II0-
pAnke.

Ha ¢oHe HaszHaueHHOH Tepanuy HaIUEHT OTMedall
3HAYHUTEJIbHOE YJIydllleHHe KayecTBa XKU3HH, YMEHbIICHHE
OJIBIIIIKY, COKpAllleHHe Yucyia 00OCTPeHHH 10 1—2 B Trof,
IIPU STOM JI0 JIeYeHH A 000CTPEHU IIPOUCXOIUIIN 5—6 pPas B
rozx. OZHAKO B CBA3U C HEYKJIOHHBIM IIPOTPECCHPOBAHIEM
3a00J1eBaHMA OTMEUAINCh 00JIee TsKeJIble SITHU30/4bI 060CT-
peHUl, ONIMCaHHbIE HUXKE.

Anu300 o6ocmpenun. OnHO U3 0060CTpEHUH OBLIO
KpaiHe TsKeJIBIM — IAIUeHT HaXOJWICA Ha CTal[ioHap-
HOM JIEYEHUH € 24.09.2023 10 24.10.2023 (co 02.10.2023
110 06.10.2023 — B OT/I€JIEHUH PeaHUMAaIllUH) B IIyJIbMOHO-
norudgeckom otaenenuu I'BY PO OKB c gumaraozom: «Ilo-
JIMCEerMeHTapHAas [THEBMOHUSA HIDKHEH JIOJIU JIEBOTO JIer-
KOro, TsKesioe Teuenrie, SMART — 4 6asa. J{pixaTeabHast

HegocTatouHOCT 111 cTenienu. BriepBble 3aperucTpupoOBaH-
HBIH napokcus3M GUOPWIIALNY IPEACEPIUN ¢ BOCCTAHOB-
JieHreM putMa (MeIuKaMeHTO3Hasl Kap/IHOBEPCHSI)».

24.09.2023 B CBSI3H C yXyZIIeHUEM CHUMIITOMOB, BO3HHUK-
IIMX 32 HECKOJIBKO AHEH 710 3Toro (ojplika, cabocTh, Ka-
11es1b), ObUIa BhI3BaHA OpUTajila CKOPOU MEUIIUHCKOU TI0-
momu. OKaszaHa MOMOIIb — OKCUTeHOTepamusd, 3yQUUIHH
2,4% 10 MJI BHyTPUBEHHO CTPYHHO; IIPeTHN305I10H 60 Mr. J{o-
crasyieH B 'BY PO OKbB. OcMOTpeH TepaneBToM, IIyJIbMOHO-
JIOTOM, PeaHMMATOJIOTOM; B CBSI3H C TSKECTBIO COCTOSTHUSA
IIPUHATO PelleHre O FOCIUTAIN3AINY B OT/ieJIeHNe peaHu-
manuu. COCTOSHUE TAXKeII0e, B CO3HAHNHN, KOKHBIE IIOKPOBBI
6J1eIHO-PO30BEIE, cyxXue. J[bIXaHHe CIIOHTAHHOE, YaCTOTA JIbI-
XaTeJIbHBIX JIBIKeHHI — 28—30 B MunyTy, SpO, — 80%. Ha-
JlaxeHa MHCYOQUIANMA KUCIIOPo/ia Ha IIOTOKE 12 JI/MUH, Ha
sTom one SpO, — 92%. AyCKyJIbTaTUBHO /IbIXaHHE PE3KO
ocabeHo 10 BCeM IIOJIAM, CyXHe XPHIIBI ¢ 00eMX CTOPOH.
ApTrepHasibHOe JJaBJIeHUE — 110/70 MM PT. CT., YaCTOTa Cep-
JIEYHBIX COKPAIleHUH — 94 B MHUHYTY. /lajiee — BBICOKOIIO-
TOYHAs OKCUTeHOTepanusA Ha oToke 60 j1i/muH ¢ FiO, 45%,
Ha aToM Qone SpO, — 98%. Haznauen pactsop MopduHa
1% 110 1 MJI BHYTPHUBEHHO ApobHO ¢ 20 M NaCl 0,9% c ne-
JIBIO CHUKEHUSA OTPEOGHOCTU B KUCJIOPOJIE.

ITpoBoauiace sMnupuyeckas aHTHUOAKTepHaIbHAsA Tepa-
nusi, peKOMeH/1oBaHa 3ameHa Tpese/pku Jurta (Buianre-
pos + ymewsuauaus 6pomus + duiytukazona ¢ypoart) Ha
Bpeatpu Aspocdepa (OyzrecoHus 160 MKT + TJIHKOIIHPPO-
HUU 7,2 MKT + popmoTeposia dymapar 5,0 MKI') B KAaUeCTBe
IIOCTOSTHHOH Tepaluy, IPeJHU30JI0H 60 MI' BHYyTPUBEHHO
KanesabHo ¢ 200,0 Mt NaCl 0,9%, MHTaJIAIUN UITPATPOIIUS
O6pomuzia + dbeHoTeposia 15 Karesb 2 pas3a B IeHb. B anb-
HelIlleM — 3aMeHa JieBOo(IoKcalnHa Ha MepOIleHeM 2,0 T
3 pasa B JIeHb, aMUKAIIUH 15 MI'/ KT BHYyTPUBEHHO M€/IJIEHHO
B TeueHNe 30 MUH I10J{ KOHTPOJIEM KJIMpEHCAa KpeaTHHUHA
U CKOPOCTH KJIyOOYKOBOH (DIUIBTPALIAM.

27.09.2023 B 14:55 BBI30B B IIAJIaTy — JKaJI00BI Ha ycUIe-
HUe OJIBIIIKY, Ilepebou B paboTe cep/ilia yepes3 gac mocsue
npuema numy. CocTosHUE CpefHEH CTeleHU TAKeCTH.
Anexrpokapauorpadusa (OKI'): purm He CHHYCOBBIH, HUO-
pwusiiius npeacepaunit (OIT), Taxucucrosndeckas hopma
C YaCTOTOH CepZIeYHBIX COKpAIeHUN 117 B MUHYTY, OTKJIO-
HEHUE 3JIEKTPUYECKOH OCH cepAua BIPaBo. JleKypHBIM
Kap/In0JIOTOM PEKOMEHIOBAHO MeZMKaMEHTO3HOe BOCCTa-
HOBJIEHHE PUTMAa — aMHOZAPOH 300 MT + 200 MJI TJIFOKO3bI
5% BHYTPHBEHHO KalleJIbHO, aMHOJAPOH 200 MI IIepo-
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Puc. 3. intHaMunKa cocToAHNA naymneHTa E. n 0cHOBHble cO6bITUA (BbIPa)KeHHOCTb OAbILWIKN yKa3aHa rpaAueHToOM LiBeTa).
Fig. 3. Dynamic changes in the condition of patient E. and major events (dyspnea severity is indicated by a color gradient).
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pPaJIbHO 2 pasa B JIeHb, SHOKCAIAPUH 0,4 MJI IOJKOXKHO
2 pasa B JieHb. KappuoBepcus IpoBesieHa YCIENIHO, Ha
KOHTpOJIbHOH DKI' — CHHYCOBBIN PUTM.

[TosioxxuTesnpHASA AUHAMUKA Ha (DOHE IIPOBOAMMOU Tepa-
IIUY. BINVCaH B y/IOBJIETBOPUTEIEHOM COCTOSHHH.

Hacmosawee cocmosaHue. Ha MOMEHT HacCTOSIIETO
0OCMOTpa COCTOSIHUE YZOBJIETBOPHUTEIBHOE, CO3HAHHE fC-
HOe, HaXO/IUTCA B II0JIOKEHUH JIe’Ka Ha KpOBaTH, obpamaer
Ha ce0s BHHMAaHHE KOHIIEHTPATOP KHCJIOpOAa — IHOTpe6-
HOCTb €KeZIHEBHAs, CKOPOCTD ITOTOKA IIPH 3TOM 10 JI/MHH.
ACTEHUYECKOr0 TeJIOCJI0KeHUs, pocT 178 cM, Macca Tesa
51 KT, HH/IEKC Macchl Teja 16,1 Kr/M?, YTO yKa3bIBaeT Ha He-
JIOCTATOYHYIO, OJIMBKYIO K BEIPA’KEHHOMY ZIeUIIUTY Maccy
Tesa. BaskHO OTMETUTH, UTO ITO COCTOSHHE MOXKHO pac-
CMaTPUBaTh KaK NposiBieHne ¢eHoTUra GU3nIecKon cia-
6octu nipu XOBJI: B JaHHOM Cilydae — cOUYeTaHHe Kaxek-
CHM, HU3KOU (PUBUIECKON aKTHBHOCTU M MBIIIEYHOH CJIa-
6octu [8]. KokHble TIOKPOBBI U CJIM3UCThIE 00OJIOUKU UH-
CTble, HOPMaJIbHOM OKPACKU U BJIAXKHOCTH. Typrop Koy
COXpaHEeH, OTeKU He ompezensaoTrcsa. Ilepudeprnueckue
JuM@aTHIECKUe Y3/l He HaIBIIUPYIOTCA. ApTepHasbHOe
JlaBjieHue 100/60 MM PT. CT. Ha 00enx pyKax, IyJIbC PUT-
MWYHBIA, CHMMETPUYHBIH, 84 yzapa B muHyTy. Yacrora
JIbIXaTeJIbHBIX IBIKEHUN — 29 B MUHYTY 0€3 KUCJIOPOTHOH
moJiiep:KKU. JIpIxaHue ocsabjieHHOe BE3HKYJIAPHOE Hajl
BCEH IIOBEPXHOCTHIO JIETKUX, CYXHE CBUCTAIINE XPUIIBI IIPH
dbopcrpoBaHHOM BIOXE C 00EUX CTOPOH IO BCEH TIOBEPXHO-
CTH, €AVMHUYHBbIE BJIAJKHBIE XPHIIBl B HIDKHHUX OT/eJax
Takxe ¢ 06eux cropoH. SpO, 96% 0e3 uHCYPOAAUN Kuc-
sopoyia. ObOparmiaer Ha ce0s BHUMAaHHE OTCYTCTBHE CHMII-
TOMa «Dapa0aHHBIX [TAJOYEK», HECMOTPSA HA JIJIUTEJIBHOE
TsJKeJoe TeueHue 3zabosieBaHusa. [yia 6Gosiee TOUHOM
OIIEHKU KJIMHHYECKOT0 COCTOSHHUSA NanyeHTa ObLIN IpuMe-
HeHbl ompocHUKHU [9]: oxpiika mo mMRC cocraBuia
4 6asuta, mo CAT-COPD — 35 6asitoB. JKMBOT IIpHU majibIia-

Brog  Brog

UM MATKUH, 6e300JIe3HEHHBIN, IeUeHbh He YBeJIndeHa,
NJIBIIUPYEeTCs HIDKHUN ee Kpal 31aCTHYeCKON KOHCHCTEH-
nuu, 6e300/1€3HEHHBIH.

O6cyxpeHue

BaxHOCTH paHHeH auarHocTuku Aedbwurura A1A1l 1OJ-
YEPKUBAETCA PAIOM CIIELUATIICTOB, IIPY STOM ITO3/(HSA JH-
arHOCTHKA HETaTUBHO CKa3bIBaeTCs Ha MPorHose [10]. Tem
He MeHee CPOKH IIOCTAaHOBKHU JJUArHO3a BCE ellle ABJIAITCA
HE/I0CTATOYHO Y/IOBJIETBOPUTEJIHBIMI: 110 JAHHBIM HCCIIE-
nosatesiei u3 CIIIA, B cpefHEM CPOK ITOCTAHOBKH BEPHOTO
JINarHO3a CcoCTaBJisieT 5,6 roza [11], cpefHUIl BpeMeHHOH
WHTEPBAJ MEX/Ly IIOSBJIEHUEM CHMIITOMOB U IIOCTAHOBKOH
JINarHO3a IIPH PETPOCIIEKTHBHOM H3Y4YEHHH 3a IIEPHOJ C
2006 1o 2011 1. B [TaBuu (Utanusa) u Mapbypre (Iepma-
HUsI) COCTaBWJII 6 U 77 JIET COOTBeTCTBeHHO [12]. [IpencraB-
JIEHHBIM HAaMHU KJINHUYECKHUH CJIydail IeMOHCTPUPYET COIIO-
craBuMbIE CPOKU — febunut A1AT GBI YCTaHOBJIEH CIYCTSA
5 JIeT II0CJIe TIOABJIEHUA IIEPBBIX CUMIITOMOB (pHc. 3).

B marHOM ciyuae nuarsos aedwuiura A1AT mMor ObITH 3a-
II0JIO3PEH ellle Ha 3Talle IEPBHYHOTO O0paIleHHs B IOJIH-
KJIMHHKY: OBICTPO HapacTalolas OJbIIIKa, paHO (B BO3-
pacre 37 Jyiet) Bo3HuKIaA sMmpusema, pazpurue XOBJI y
JINIA MOJIOJKE 40 JIET CO CTa’KEM KYPeHHs 20 Iadyka/Jer.
Ha manHOM 3Tarne Tpe6oBaIoch KOJIUYECTBEHHOE UCCIIE0-
BaHue ypoBHsA A1AT. Ilomo6Has TakTWKa IO3BOJIWIA OBI
YCTQHOBUTD BEPHBIH IMArHO3 U B 60jiee paHHUE CPOKU Ha-
3HAYUTH HEOOXOIUMYIO TEPAIIUIO, 3aMe/IJIUB IIPOIPECCUPO-
BaHUe 3a60sieBaHuA. Pa3BuTre HEOOPATHMBIX U3MEHEHUH
B JIETKHX, JJa)Ke HECMOTPS Ha 3aMECTUTEJIbHYIO TEepAIIHIo,
IIPUBOJUT K Bce 0oJsiee TSKENIBIM 00OCTPEHHUAM C HEOOXO-
JUMOCTBIO TOCHHUTAJIN3AIUN B OTHEJIEHWE DPeaHHMAaIuu.
CTOHUT OTMETHTD, UYTO IIPOBOJUMAs IIOCTOSHHASA Teparusd
BHe 00OCTpEHUH IO3BOJIAET YJIYYIIUTh KAYECTBO JKU3HU
[anyeHTa U 3aMeJJTUTh [IPOrpecCUpOBaHue 3a00IeBAHMS.
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3aknioyeHume

ITpescraBieHHBIN KINHUYECKUH CIydal IMOAYepKUBAET,
uro gedunur A1AT ABIAeTCA AOCTATOYHO CJIOKHBIM, He-
OUEBHU/IHBIM JIMATHO30M, TPEOYIOIUM HACTOPOXKEHHOCTH
OT Bpauen-CueruaancToB. Jloaroe BpeMs, 10 Pa3BUTHA TH-
JKEJIOTO U OBICTPOIIPOTPECCUPYIOIIETO TOPAIKEHUS JIETKUX,
nuaraos gedunura A1AT MOXeT CKpbIBaThCA 32 «OOBIY-
Hoii» XOBJI. B ¢Bsi3u ¢ aTM He0o6X0/[MO o6paIaTh BHU-
MaHUe Ha AuarHocTudeckue Mapkepsl gedpurura A1AT, Ta-
Kue Kak sMmduszema HmKHeOa3aIbHBIX 0T/es 0B 1 XOBJI,
BO3HHUKIIIKE B MOJIOJIOM BO3pacTe, M MHbIE MpU3HaKu. Mc-
cnenoBanue ypoBHA A1AT B CBIBOPOTKE KPOBU KaK pellaro-
1[ero J1abopaTOPHOTO MTOKA3AaTEJsI HE SIBJISIETCS PYTUHHBIM,
YTO HE IT03BOJISIET MAaCCOBO 00CJIEZI0BATH MAI[MEHTOB C YCTa-

HOBJIeHHBIM suarHo3om XOBJI. 3abosieBaHue HEYKIOHHO
MIPOTPECCUpyeT, B 0COOEHHOCTH Y MAIlHeHTOB Oe3 CBOeBpe-
MEHHOM IMOCTAaHOBKU JAMArHO3a W Ha3HAYEHHUs HeOOXOJH-
MOU TEpaIu¥, YTO MOXKET IPUBOAUTD K TKETBIM OCIOXK-
HEHUSIM, TPEeOYIOIINM TOCIUTAIM3AINH, BIUIOTh /10 PeaHu-
MAaIllOHHOTO OT/eJIEHUsI.
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