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OEOULIUT AlTbPA-1-AHTUTPUTICUHA,
NOPAXXEHUE OPTAHOB ,[I,bIXATEJ'IbHOI/I ‘
CMCTEMbI




Nedununt anbda-1-aHTUTPUNCUHA
(A1AT) - reHeTM4YeCKH
NeTepMMHUpPOBaHHOe 3aboneBaHue,
Bbl3BaHHOe HegocTaTouyHOCTbio ATAT
B CbIBOPOTKE KPOBU U
npoAsastoLeeca B Buae
XPOHUYECKON OOCTPYKTUBHOM
6one3Hun nerkmx (XOB/), amdusembl
JIETKNX, NOPAXKEHNA NEYEHU U
cocyaos.




YTO TAKOE AJIb®DA-1-
AHTUTPUIICHUH?

Anbda-1-aHTUTPUNCUH - UHTMOBUTOP NpOoTEa3
CEMENCTBA CEPNMNHOB, MPENMYLLECTBEHHOM

MULLEHbIO KOTOPOrO ABAAETCA HeUTPoPpUAbHaA
3nacTasa.




IDIMUAEMUOJIOTUA

Mo paHHbIM EBpOnencKkoro nerodHoro ¢oHaa, B ctpaHax EBponbl pacnpocTpaHEeHHOCTb
nedbnumnta A1AT Bapbupyet B npeaenax 1 kK 1800-2500 HoBopoxKAeHHbIM, YTO
coctasadeT nopaaka 125 Tbic. yenosek.

Hutchison DC. 1998 Mar;92(3):367-77



A1AT obiazaet psi/iIoM CBOMCTB:

1poTHBOBOCIIATIUTENIBHOE,

JUMMYHOMOIYIUPYIOIIIEE,

JaHTHOKCHUAaHTHOE,

doakTepuiuHOoE




[laToreHes

Teopus HapyLLUeHUsi NpoTeasHo-aHTUNPOTEa3HOro paBHOBECUS

HopmanbHoe nerkoe
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A1-AT: wesitpa- /
nmaauma HI /

T
| HepocTatouHo
 A1-AT png Hedirpa-

NM3auMKn H3

Hentpodunbl paspywatot 6aktepumu, BbicBoboxKaasn
depmeHT anacrasy (HI - HeliTpodunbHaA anacTasa).
N36bITOYHbIE KOIMYecTBa depmeHTa HI
HenTpanusytotca AT-AT.




HopmanbHoe nerkoe

, HepocrarouHo

| A1-AT pne HedTpa-

| nm3awmn H3

Takune e npoueccobl
NPOUCXOAAT U B IETKUX Y
6onbHbIX ¢ AATH, ogHaKo

HepocTaTtok A1-AT npuBoauT
K paspyweHuto HI
cobCTBEHHOM NEroYHOM TKaHU
K amduseme.

HopmantHoe nerkoe

JlocTaTtosHo
A1-AT: Hedirpa-
nn3aupg H3 /

H2 pas3pylimnna CTeHKY a/ibBeOo/bl.




Knaccudpumkayuma no KAMHMYECKOMY Te4YeHUIo:

Nedununt ATAT c npemmyLlecTBEHHbIM NMoparKeHnem
renatobnanapHoOn cUCTeEMbI

Nednunt ATAT c npemmyLecTBEHHbIM MOparKeHUem
AbIXaTeNIbHOW CUCTEMDbI

Nedununt ATAT c codeTaHHbIM NOParKeHUEM JIerkKUxX U nevyeHun




[MTpeobnapatot neroyHole

dopmbl. Hanbonee TMNUYHBLI:

v amobunsema,

v'XOBN,

v peunamsupyoime BpoHXUTSI,

v 6POHX006CTPYKTUBHbIN
CUHAPOM.




NMatonorna neyeHwu

YacToTa pasBuTMA LMPPO3a NeyeHu
yBE/IMYMBAETCA C BO3PACTOM U
coctanaet 3% cpeau naumeHToB A0
20 net n 30-50% - y nosxkunbix.

Eriksson S.; 1999:307-15




[AunarHocTuuyeckne mapkepol gedbuumnta A1AT

MposaBneHnsa co CTOPOHbI OPraHoOB MposaBaeHnsa co CTOPOHDbI APYrnx OpraHoB
AbIXaHUA nu cuctem

PaHO BO3HMKLLaA amdpusema (B Bo3pacre bonesHb NnevyeHn HeACHOM 3TUONOTUMN

45 net) dmdpusema nerkmx B oTcyTcTBmE Hekpotusupytowmit naHHnkynmt ANCA-
N3BECTHbIX PaKTOPOB pUCKa (KypeHue, aCCoUMUPOBAHHbIN BacKyauUT Hannume B
NPOM3BOACTBEHHOE BO3AENCTBUE MbINN U CeMeMNHOM aHaMHe3e 3MPU3EMbI JIETKUX,
Ap.) IMdum3ema ¢ npenmyLLecTBeHHbIM 6POHX03KTa30B, 60/1€3HN NEYEHMN,
nopa*keHnem 6a3anbHblX OTAENO0B NAaHHUKYANTA MO0 NoATBEPHKAEHHbIN
Passutue XOB/1 y any monosxke 40 net nednumnt ATAT y KPOBHbIX POACTBEHHUKOB
n/Mnu co ctaxkem KypeHuna meHee 20 (ocobeHHO y bpaTbeB u cectep).

nayek-net bpoHXx03KTa3bl HEAACHOM
3TMoNornm GpPoHxnanbHaa actma ¢
YCTOMYMBbBIM K TEPANMKU HapyLUEHUEM
OYHKLUMU NErKkux




Mpun cbope aHamHe3a y
naumeHToB ¢ aedunumtom ATAT
PEKOMEHAYeTCA OLeHMBATb
Hann4ne oAblLlLKK, Kalns,
NPOAYKLUMM MOKPOTbI, XPMNOB B
rpyau, Bo3pact aebroTa
KnnHndeckmnx 10 npoasneHun,
CTa)K KYpPeHUs, YTOYHATb HaNn4une
NaToONOrMn AblXaTe/IbHOM
cuctembl (3mdmsembl) U NeYeHn y
KPOBHbIX POACTBEHHUKOB.




PekomeHayetca namepeHume yposHsa ATAT B
CbIBOPOTKE KPOBMU.




Ha cerogHAWHWN AeHb eANHCTBEHHbIM
AOCTYNHbIM cneunPmnyeckmm cpeacTsom
nevyeHnsa amPpmsembl nerkmx, obycnoBsieHHOM
nedvunumtom A1AT, ABnAeTca BHYTPMBEHHAA
3amecTuTesibHag (ayrmeHTauMoOHHaA) Tepanms
yenoseyeckmm ATAT, nonyyeHHbIM M3 Nyna
JOHOPCKOWU Naa3mbil.




B HacToALWlee Bpema OTCYTCTBYET Kakaa-1mbo cneunduyeckaa tepanma ans
3aboneBaHUN nevyeHun, ceasaHHbIX ¢ gepuumntom ATAT. /lMua c TepMUHANbHOM
CTagmnen 3aboneBaHmnA NeYeHU ABAAITCA KaHAMAATAMU ANA ee TPAaHCN/aHTaLUuu.

Donor Recipient




OnucaHue KAMHUYECKOro cay4yan

BonbHasa P., 1969r. noctynuna c »kanobamm Ha:

» O[bILWKY NPU MUHMMANbHOM PU3NYECKOM
Harpy3ke, xoabbe n pa3rosope; B

> PeaKui Kallesb ¢ TPYAHOOTAEeNAeMOM 3
MOKPOTOMU; .

» ANCKOMGOPT B rpyAHOM KNETKe, OLLyLLEeHUE
XPUMOB B rPyAMU;

» 4YyBCTBO HEXBATKM BO3yXa, OCTAHOBKMU
AbIXaHUSA BO CHE;

» 00bulyto chabocTb.




AHamHe3 3aboneBaHuA

B npolnom YacTble npocTygHble 3aboneBaHUA, OC/IOKHABLLMNECS
6poHxMTamu. Mocne Kaxkaoro ANnTeNbHOe Bpemsa oTMeYasaa OAblLLKY,
npuHMmana bepoayan.

B 2016r. nepeHecna npaBOCTOPOHHIOK HUXKHEA0/1EBYIO MHEBMOHUIO, NOC/IE
Yyero cTasla HapacTaTb OAbILLKa.

NuBanng sTopoi rpynnbl ¢ 2021r.

HeoaHOKpaTHO Nosiyvyana fie4eHue B cTallMoHape, NnocaeaHuni pas B mae
2023r. c anarHo3om: XpoHuyeckas ob6CcTpyKTMBHAA 60ne3Hb Nerkux,
yeTBepTas CTagusa, TAXKenoe TeyeHue, KAnHnYeckas rpynna E, dasa taxenoro
obocTpeHuna; bynnesHaa ampunsema, JIOKa/IbHbIM MHEBMOPUNOPO3 HUKHEN
011 nNpasBoro nerkoro, 1H3.




AHaMHe3 XU3HW

BonbHas Kyput. MHaekc KkypeHumsa 6onee 10
nayka/ner.

Y oTua - bynnesHasa ampusema nerkumx, co
CNnoB 60NbHOW, Y TETU N AeAYLKN N0 ANHUN
OTL,a Te e CUMNTOMbI, YTO U Yy Hee (oablILKa,
Kallenb), HEOAHOKPAaTHO IeYUANCH MO NOBOAY
XOB/1, samdpunsemsi.




[1aHHble 06BEKTUBHOIO Uccnea0BaHUA

J LlmaHo3 ry6

U MpaHULbI Nerkmx onyLleHbl

J AbixaTenbHaa 3KCKYpCUA NEerkmux orpaHmnyeHa '
d Nynbec 104 ya/mun, YOO-22/MUHYTY. N
0 SpO2 - 89-92%

J MpaHWLbl OTHOCUTENIBHOM TYNMOCTU cepaLa

He onpeaenArTCA N3-3a BblPaXKEHHOM | o
amdpun3embl /i) s

J AycKynbTaTUBHO: AbIXaHME BE3UKYNSAPHOE, .
pe3Ko ocnabneHo, cyxme xpunol € ABYX

CTOPOH.




1aHHble MCKT opraHoB
rPpyAHOU KNETKN

Ha ¢oHe ycuneHmnsa nero4yHoro pnCcyHkKa
33 CYET UHTEPCTMLMNANBHOIO
KOMMOHEHTA C YTOJ/ILLEHNEM
MEKJ0NbKOBOIo MHTEPCTULINA
BU3YaIM3NPYIOTCA Y4aCTKMU bynnesHoro
B34yTUA NIerKnx. B S6 HMKHen nonu
NPaBOro JIErKoro onpeaensieTca y4acTok
NIMHenHoro ¢ubpo3sa.

WIL 3500/350
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Rozhenko
First Name: Marina

Identification

s o TugdHo-30%. Peskume

Date of Birth: 27.07.1963 Age 54 Years 3 :‘; Hao PEat
female Weight 74.0kg T
ofession Height 174.0 cm so
Smoker 4
S HapyweHuna BC/T no
FVC. .41 1.60 1.85 1.8S5 54.2 ol
FEV 92 0.38 0.43 0D.43 14.6 i
FEV 8.84 20.63 23.11 23.11 29.3
FEV 23.86 23.11 23.11
PEF 6.54 97 || dazilliadas 16.4 i °
FEF .85 .22 0.26 0.26 4.4
FEF .[1/s14.07 16 0.17 0.17 4.2
FEF -[1/s11.539 0.10 0.10 6.4

L [1/s]

gz 3HauyunTe/ibHble HapyLleHuA
MO PECTPUKTUBHOMY TUTY.

MMEF 75/25
FEF 75/85....
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JlabopaTopHaa AnMarHoCTuKa

+*Y 60NbHOMN HECKONIbKO MOBbIWEH YpoBeHb C-peakTMBHOro benka
(8,26mr/n).

**Y4ynTbIBaA ceMenHbIN aHAMHE3 U KNIMHUYECKYIO KapTUHY
NauMeHTKM B3ATa KPOBb Ha onpeaeneHne Koamyecrtsa anbda-1-
aHTuTpuncuHa. (725,7 mr/n).




PekomeHAOBaAHO:

* OnpeaeneHne yposHsa al-bpakumu rmobynnHos

e PeHOoTMNUPOBAHME C NOMOLLBI TOHKOCAOUHOIO
M303/IEKTPUYECKOro POKYCUPOBAHUA

* [eHOTUNUPOBAHUE METOAOM annenbcrneunPuyeckomn
amnandukaumm (ons sbigeneHuna annenem S m Z) unu
npaAMbIMm cekBeHmnposaHnem AHK, BbiaeneHHoOU m3
NHOObIX AQpPOCOoAEpPKALLLMX KNETOK ANA BblABNEHUSA
peaKux myTauun




BbiBOA

K coXaneHuto, B NPakTUYECKOM 31paBOOXPAHEHUM
Bpayn peaKo npoBodaT AuddepeHLUNaANbHYIO
NNArHOCTUKY SMPU3EMbI NETKUX CO CAYYaaAMMU,
Koraa AaHHaA NaTo/10rMa pa3BmMBaeTca Ha PoHe
nepunumta anbda-1-aHTUTPUNCUHA.




baarogapum
33
BHUMaAHUe!




