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Pe3iome

Heduuur anbda-1-anturpuncuna (JJAAT) — HauGoJiee paclipoCTpaHEHHOE HACIEACTBEHHOE 3a00JieBaHKE B3POCIIBIX, CBI3AHHOE C MOBBILICH-
HBIM PUCKOM Pa3BUTHs 9M(bU3EMbI JIETKUX U natosioruu neyeHu. [Topaxenue jgerkux npu JAAT TecHO CBSI3aHO C KypeHUEM, HO 1axke y HUKOT-
I1a He KYPUBIITUX OOJbHBIX MOXKET PAa3BUTKLCS TTPOTpeccupyiolee MmopaxkeHne JerkKrux, BBI3BaHHOE 9TUM TeHETUIECKUM Ne(eKTOM. Y MHOTUX 00JTb-
HbiX ¢ JIAAT Gosie3Hb OcCTaeTcsl HeIMarHOCTMPOBAHHOM, COOTBETCTBEHHO, TaKue OOJIbHbIE HE MMOJydyaloT NOJDKHOro jedeHus. B 2003 r.
ony0OJIMKOBaH COBMECTHBIN TOKJIa1 AMepUKaHCKOTo TopakaibHOro U EBporneiickoro pecniuparopHoro ooiects 1o JAAT. B nocieayroiine roast
TIOSIBUJTCH HOBBIE, O0JIee TOUHBIE U HEIOPOTHUE IO CTOMMOCTH TeHETUIECKUE METOIbI AMATHOCTUKHU, pa3paboTaHbl HOBbIE KOHEUHBIE ITOKA3aTeNn
IUISI UCTIOJIB30BaHUSl B KIIMHUYECKUX MCCIeJOBaHMSIX, BBIMOJHEHbl HOBble HabII04aTe/IbHble U PaHAOMU3MPOBAHHbIE KIMHUYECKUE UCCIe0Ba-
HUSI, TI0 pe3yIbTaTaM KOTOPBIX TIPEICTaBIeHBI HOBBIE JI0KA3aTeILCTBA 6e30MacHOCTH U d(D(MEKTUBHOCTH 3aMECTUTELHON TepaIuu, KOTOpasi Cero-
JTHSI OCTaeTCsl €MIMHCTBEHHBIM METOIOM crieliMduyeckoit Tepanuu nopaxeHus gerkux npu JAAT. [Mockonabky JAAT siBisieTcs: penkum 3aboJie-
BaHUEM, JUISI TTOJIYYEHUsT MPOCIIEKTUBHON MHMOPMALIMKM O €CTECTBEHHOM €ro TeUeHWU BaXKHO CO3MaBaTh HALIMOHAJIbHBIC U MEXIYHApOIHbIE
peructpsl. [Taunents! ¢ JAAT D0/KHBI HAOTIONATHCS U ICUUTHCS B HALIMOHATBHBIX 9KCIIEPTHBIX LIEHTPAX; CJIEAYeT COBMECTHO 00CYKIATh JTI00bIe
pasHorIacus B BeAeHUM Takux 00JbHBIX B EBpore.

KnroueBbie ciioBa: nepunut anbba- [ -aHTUTpUTICHHA, SM(U3eMa JIETKUX, TeHETUIeCKIEe METOIbl JMATHOCTUKHU, PETUCTD, 3aMECTUTENIbHAS Tepa-
nusl.
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Abstract

Alpfa-1-antitrypsin deficiency (AATD) is the most common hereditary disorder in adults. It is associated with an increased risk of developing pul-
monary emphysema and liver disease. The lung injury in AATD is closely associated with smoking, but progressive lung disease could occur even in
never-smokers. A number of individuals with AATD remain undiagnosed and therefore do not receive appropriate care and treatment. The most
recent international document on AATD was the joint statement of the American Thoracic Society and the European Respiratory Society published
in 2003. Thereafter, there has been a continuous development of novel, more accurate and less expensive genetic diagnostic methods. Furthermore,
new outcome parameters have been developed and validated for use in clinical trials and a new series of observational and randomized clinical trials
have provided more evidence concerning the efficacy and safety of augmentation therapy, the only specific treatment available for the pulmonary
disease associated with AATD. As AATD is a rare disease, it is important to createnational and international registries and to collect information
prospectively about the natural history of the disease. Management of AATD patients must be supervised by national or regional expert centres and
inequalities in access to therapies across Europe should be addressed.
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BeegeHue

C Tex mop Kak ObUIM OMUCAHBI TEpBbIC Cay4Yau Je-
¢uuura o -aHtutpuncuHa (JAAT), npouuio 6ojee
50 nert [1]; ceityac U3BeCTHO Topas3ao 00Jibllle 00 STOM
3a00JIeBaHNM, OCOOCHHO B mociieqHue roasl. OmmcaHo
> 100 reHeTMYECKUX BapUAHTOB, CPeIU KOTOPBIX Ts-
KENBIA Ae(UIINT CBIBOPOTOYHOTO Cj-aHTUTPUIICUHA
(AAT) (< 11 mxmomb i < 0,5 T / 71) CBSI3aH C TIOBBI-
IIEHHBIM PUCKOM Pa3BUTHS SM(bU3EMBI JaXe Y HUKOTIa
He KypuBILIMX 00nbHBIX. Hanbosee pacnpocTpaHeHHBIM
TEHETUYECKNM HapyIICHWEM, CBSI3aHHBIM C TSKEJTBIM
HAAT, gaBasieTcs: TOMO3UTOTHBIM reHoTtun PiZZ, npu
KOTOPOM, TIOMUMO IIaTOJOTUM JIETKUX, Pa3BUBAIOTCS

LIMPPO3 MEUEeHHU, T'eNaTOLC/UIIONSIPHBIA paK, BacKYJIUT
U nmaHHUKYJUT. [lo Mepe pa3BUTHSI MECTHBIX, HaIlMO-
HaJbHBIX ¥ MEXIYHAPOIHBIX PETUCTPOB OOIBHBIX
¢ JAAT nosieisiercst HoBast nH(GopMalus o0 3ToM 3a00-
JICBAHWU U €r0 eCTeCTBEHHOM T€UEHUH, a TAKXKe O MeXa-
HU3Max pa3BUTHs 3Mdu3emMbl 1 1Mpposa. Pacmpoctpa-
HenHocth JIAAT B EBpome cocrtasister ot 1 : 1 368,
B Jlannu — 1o 1 : 58 319, B [1onbiie — B 3aBUCHUMOCTH OT
MUTpaluu HaceJleHus [2].

CJIOXHOCTh B MHTEPIpPETAllMM TeHETUYECKUX Bapu-
aHTOB, MX 3HAUYCHWE U POJIb TCHETHYECKOTO CKPMHWHTA
IIJIST TIAIIMCHTa W €T0 POICTBEHHUKOB, a TAKXKE BEICHUE
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JlnarHocTuKa U JedeHKe JIeTOYHOM MaToJIoruu pu neduimre aabda- 1-antutpuncuna: gokiang ERS

00J1e3HU TPEOYIOT OTbITA, KOTOPBIN MOSBISIETCS] TOJBKO
MpU PETYJISIPHOM OOUIEHUU € TaKUMU O0bHbIMU. [Ipn
Ha3HaueHUUu 3amMectuteabHoil Tepanuu (3T) u TpaHc-
IUTAaHTAllUU OPTaHOB TPEOYEeTCs CKPYITYJIE3HbI U MHOTO-
npodwIbHBINA TTonxoa. B cBoo ouepenb, Mpu pa3BUTUN
HOBBIX METOJIOB JICYEHUSI, TAKUX KaK BBIKJIIOYEHUE Te-
Ha, Tepanusi HU3KOMOJIEKYISIPHBIMU JIEKAPCTBEHHBIMU
npenaparaMu U ApyTUMU BUAAMU TPOTUBOBOCTIATTUTEb-
HOW M aHTUIIPOTEVHA3HOU Tepanuu TPeOyIoTCsT HOBBIC
MOAXONbl K NU3afiHy M TPOBEAEHUIO KIMHUYECKUX
WCCIIeOBaHUN JI MPEeOoAoJieHUsT HEKOTOPBIX TPYAHO-
CTeli, CBSI3aHHBIX C MCCJENOBAHUEM pPEIKUX 3aboJieBa-
Huii. [1pu paciuvpeHun 3HaHU 00 3TOM 3a00JIEeBaHUU,
pa3paboTke Au3aiiHa M MPOBEACHUU HOBBIX KIMHUYE-
CKUX HCCJIeAOBAaHUI BaxKHYI POJIb UTPAIOT OpraHu3a-
MM MO 3allluTe MpaB MallUEHTOB, KOTOPbIE TECHO
COTPYAHMYAIOT C KJIMHUIUCTAMU U IPYTUMU pabOTHU-
KaMu 37paBooxpaHeHus. MHTepechl MalMeHToB TMpen-
crapissioT EBporneiickuii sierounslit oHa BMecTe ¢ Ha-
LIMOHAJIbHBIMU OpraHu3aiusaMu 00abHbIX ¢ JAAT. OHu
TaKXe TIPUBIEKAINCH K COCTaBICHUIO JAHHOTO MOKY-
MEHTa U YIOMSIHYTBl B TOTMOJHUTEIbHBIX MaTepuaiax
OHJIAltH (erj.ersjournals. com).

Hanubiit noxnan EBponelickoro pecnupaTtopHOro
obmectBa (Furopean Respiratory Society — ERS) mipen-
cTaBisieT co0Oii OOHOBJIEHHYIO COBPEMEHHYIO MH(POP-
Malvio Mo M3Y4YeHUIo TopaxkeHus jerkux npu HAAT
U BEIEHUIO TaKUX OOJIbHBIX.

MeToabl

Comnpencenatenu Padoueit rpyninel R.A.Stockley u M. Mi-
ravitlles BO3TNABIISUIM BCE CTOPOHBI ITaHHOTO IIPOEKTA
U OTOMpad ero y4acTHUKOB. B MpoeKT BKIIOYEHBI
13 crielayucToOB C OMBITOM BeleHUsT 00JbHBIX ¢ JJAAT
U / WIN XPOHWYICCKON OOCTPYKTUBHOM OOJIE3HBIO JIET-
kux (XOBJI) 6e3 JAAT, TakKe y4acTBOBAaBIIUX B (hyH-
MaMEHTAJbHBIX U KJIMHUYECKUX ucciaeqoBaHusx. Co-
npencenarenu u 4dieHbl PaGoueit rpynmbl obcyxaanu
JIoKa3aTeJbcTBa 1 (hOPMYIMPOBATIN TAHHOE COTJIalle-
Hue. Bce wieHnsl Paboueit rpynrbl pacKpblUIvM MOTEHLIM-
aJibHble KOH(MIUKTH MHTEPECOB, OTCYTCTBOBABIIIKME IO
KpaitHeli Mepe y /3 U3 HUX.

UYnensl Paboyeil rpynmnbl COCTaBUIM CIIMCOK BOMPO-
COB, KOTOpBbIC OHU ITOCYMTAIN BaXXHBIMU TSI TUATHO-
CTUKU U BeleHUsl JeroyHoil marojiorun mpu JTAAT.
ITouck nuTepaTypbl OCHOBBIBAJCS Ha IMPEAIIECCTBY-
IOIIEeM COTJIalleHN AMEPHKAHCKOTO TOpPaKaJbHOTO
obwectBa (American Thoracic Society — ATS) / ERS
(2003) [3]. Touck ocymecTBastica Mo 06azaM JaHHBIX
MEDLINE, MEDLINE in Process, EMBASE, Cochrane
Library CENTRAL, CDSR, HTA, BED u DARE
(CM. IOTOJNHUTEIBHBIC MaTepuajbl OHJIAiTH) 06e3 SI3BbI-
KOBBIX orpaHuueHuii. Kpome Ttoro, misi moucka abc-
TPaKTOB U MaTepUaIOB KOH(MEPEeHIIUIH UCTTOIb30BATUCH
UTHpYyeMble MaTepuanbl KoHdepeHuwmit (Conference
Proceeding Citation Index) Ha caiitax Web of Science
n 6a3za ZETOC bpuraHckoii 6ubauoreku. Takke B 0TO-
OpaHHBIX HCCJIEIOBAHUSIX U 0030pax HCIOIb30BaHbI
ccouiku. TTouck orpanunumBaics JAAT roMo3uroTHOro
reHoTuria Z, Hysnesoro reHorumna (Null) win reHoTumna

Null/Z. Tlouck nutepaTypbl M COCTaBJICHHE COTJIa-
LIEHWs TMPOBOIMINCEH TOI HaOIIOAEHNEM OIHOIO W3
meTonuctoB ERS.

,Eled)wum 04=aHTUTPUNCUHA WU NOPaAXeHUe nerknx

C.B.Laurell w S.Eriksson [1] BriepBble ONMUCaHbI CyYau
HAAT y nui ¢ sMmbuU3eMaTO3HBIM MOPAKEHUEM JIETKUX
(n =15), mosnonoro (n = 1) u moxwuzoro (n = 1) Bo3pacra
6e3 aBHbIx cuMmnTomMoB XOBJI. Brnocnenctsuu S. Eriks-
son [4] cobpaHa nHopManus emle o 33 60JIbHBIX 10 JaH-
HBIM UCTOPHIT 60JIE3HN U c(hOPMUPOBaHA KOTOPTA TTALIM-
€HTOB CO 3HAYUTEIbHOM BapradeTbHOCTHIO 10 HATMYUIO
U TSOKECTH TIOpakKeHHUs JIETKUX, KOTOpPbIe YaCTUYHO
OBLIM TOABEPKEHBI CUCTEMATUYECKUM OIINMOKaM, XOTSI
B 1IEJIOM y BCeX OOJBHBIX OBLIM MUATHOCTUPOBAHBI
XOBJI ¢ panHUM HavajoM W MaHJIOOYJISIpHast dMpu3e-
Ma B 06a3aIbHBIX OTIENaX JETKUX. DTOT MaTTepH 00JIe3HU
cTajl KJIACCMYECKUM KIMHUYECKUM (DEHOTHIIOM, YTO
TPUBEJIO K TIPEUMYIIECTBEHHOMY OOCJIEIOBAaHUIO Ha
JAAT MononbIxX JIOAei C TSKEJbIM MOpaKeHUeM Jier-
kux. OIHAKO B HACTOSIIIUX PEKOMEHIAIUSIX COMEPKUT-
cs TIpU3bIB oOcienoBath Bcex OonbHbIX XOBJI Hesa-
BUCUMO OT BO3pacTa U TSLKECTHU cocTossHus [3, 5—7].
[MaTodusnonorus 3aboieBaHKUS CBsI3aHA C HEIOCTATOU-
Hoil (yHkimeit AAT Kak OCHOBHOI'O ChIBOPOTOUHOTO
1 JIETOYHOTO MHTUOMTOPA CEpUHOBBIX TPOTENHA3, 3alll1-
MIAONIMX JIETOYHYI0 TKaHb OT TPOTEOJUTUYECKON
MECTPYKIIMHU, KOTOpasi BO MHOTOM 3aBHUCUT OT HEUTpO-
¢unoB. OgHAKO HECMOTpsl Ha TO, YTO KypeHHUe, IMpu
KOTOPOM YCHJIMBAETCSI MUTpaIvst HEUTPO(DUIIOB B JIETOY-
HYIO TKaHb, SIBJISIETCS OCHOBHBIM (PaKTOPOM PHCKA, UM
HE MOXET OBITh OOBSICHEHO BCE pa3HOOOpa3ne KIMHUYC-
CKUX TIPOSIBJICHUIT M CTPYKTYPHBIX MU3MEHEHUM, KOTO-
pble pa3BuBalOTCS y 001bHBIX ¢ JAAT, Kak Kypsiiux,
TaK ¥ HUKOTHA He KYPUBIIINX.

B mocnegHue Tompl MpW CO3MAaHUU PETUCTPOB OOJIb-
Heix ¢ JAAT [8, 9] u mo pesynbTaTamM HaOIOACHUS
TaKUX OOJIbHBIX, TIOJYYCHHBIM B IIIBEICKOI KOTOPTE JIMII,
poxneHHbIX B 1972 r. [10], nomyepkHYTO pa3HOOOpasue
KIMHUYCCKUX TIPOSIBICHWI M BapHaHTOB ITOPaKCHUS
JIETKUX, B T. Y. BIMSIHUS OOJIE3HU HA COCTOSIHME 3I10-
poBbsl U usnosorvio Jierkux. OmHoit u3 HauboJsee
OOIIMPHBIX 0a3 MAaHHBIX SBISETCS HAWOHAIBHBII
peructp BennkoOpuTaHn, B KOTOPOM COICPKUTCS T10-
IpoOHasg MHGbOpMaLMs O IIUTEIbHOM HaOJIOACHUU
o6onbHBIX (7 > 1 000) [11]. KiinHuyeckune mposiBIeHUs
00JIE3HN B ATOI KOTOPTE TTOMYEPKUBAIOT MHOTOOOpasue
JIAAT, KxoTopoe He Bcerga MOXKHO OOBSICHUTh IPOCThIM
nucbamaHcoM Mexay AAT u HeUTpo(UIBHBIMU TIPO-
TEeWHa3aMU.

Bo-miepBEIX, HE BHISIBIICHO COBITaIIcHUIA MEXK Ty OpaTh-
SIMA M CECTPaMH, BBIPOCIITMMU B OJWHAKOBBIX BHEIITHE-
CPEIOBBIX YCIOBUSIX. Y TaKuX OpaTbeB M CECTEp OTCYT-
CTBYET B3aMMOCBSI3b MeXIy 00beMOM (POPCUPOBAHHOTO
BbIIoXa 3a 1-10 cexyHay (ODB,) naxe mocie KoppeKIuu
mo muddy3nonHoi crocodHocTn Jerkmx (JACJI) [12],
MpY 3TOM, B CBOIO ouepeab, BO3HMKAIOT 2 BOIIpoca
o ToMm, 4yTo ODB; sBIsIETCS HETOCTATOYHO XOPOIIUM
CyppOTaTHBIM MapKepoM 3MGU3EMBbl Y TaKUX OOJTHHBIX,
a mcxopn 3a0o0JieBaHMSI 3aBHUCHUT OT APYTHMX, ITOKa HE

274

Mynbmoxonorus. 2018; 28 (3): 273-295. DOI: 10.18093/0869-0189-2018-28-3-273-295



BBISICHCHHBIX BHEIITHECPEIOBBIX MJIM TEHETUISCKUX (pak-
TOPOB.

Bo-BTopeix, cHmzkeHne O®B, oTpaxkaer Io3IHUE
pusroIoTNUeCKEe M3MEHEHMSI, BOZHUKAOIINE TOJHKO
Ha 4-M IecaTUIeTUN Ku3HM, Toraa Kak JICJI cHimkaeTcst
ropaszio paHbllie U, CJIeI0BaTeIbHO, MOXET OBITh OoJiee
cre(UIHBIM U YyBCTBUTEIBHBIM TECTOM TP pa3BU-
T smbusemsl [13, 14]. D10 nmoaTBEepKIaeTCS MO MaH-
HBIM HaOJIOMAaTeIbHOTO MOHUTOPUPOBAHUS IITBEACKOM
KOTOPTHI JIMII, POXACHHBIX B 1972 T., B KOTOPOIi Hapy-
mweHue JICJI BBISIBJISIIOCH Y HEKOTOPBIX OOJbHBIX C HOP-
MaimbHBEIM ODB; [15].

B-Tperpux, y HEKOTOPBIX HMKOTIA HE KYPUBIIUX
MmanueHToB aMdu3eMa co cHikeHneM OPB, pasBuBaeT-
cs B CpellHeM Bo3pacTe, a y APYTUX HOpMasbHas CIUpPO-
METpPUST COXPAHSIETCS IO MOXMWIOro Bo3dpacta [16] u ux
MIPONOJIKUTEILHOCTD JKU3HM MPUOIIKACTCS K HOPMaTh-
Hoii [17].

B-4eTBepTHIX, TP MOHUTOPUPOBAHUU (DU3UOIOTH-
YeCKHUX IMapaMeTPOB MOATBEPKIaeTCd pa3Hasl IMHaAMUKa
TTOKa3aTeNIeil JIerTOYHOM (PYHKIIMK: Y HEKOTOPHIX TallM-
eHToB JICJI coxpaHsieTcsd HOpMaJbHOM Aaxe MpU CHU-
ke ODB,, a apyrux — Haoboport [18], 9To oTpaxkaer,
10 KpaifHe Mepe, YaCTUYHO, pa3Hble BapHaHTHI pac-
npenesieHusT sM(pu3eMbl B JIeTOYHOIT TKanum [14, 19].
JleiicTBUTENBHO, KJIacCUUecKoe Oas3anbHOe Tpeobsana-
Hue 3M(U3eMbl MPUCYTCTBYET HE Bcerma, U y 4acTu
OOJIBHBIX pacIipeiesicHrne 3MMU3eMbl 00Jice TUITMIHO
st 6ombHBIX XOBJI 6e3 JAAT [19]. DTO MMeeT 6Ob-
110e 3HauyeHue ISl BeleHUsI OOJbHBIX M OLICHKU CTa-
OMJIBHOCTA WM TPOTPECCUPOBAHUS 3a00JIEBaHUS.
YkazaHo, 9To HanboJjee paHHNM U3MECHEHUEM SIBIISICTCS
camxenne JICJI, kotopoe MmoxeT He 3aBuceTh oT ODB;
U TporpeccupoBaTh OBICTpee, 4YeM OpoHXMaJibHas
ooctpykius [20]. DTo 0COOEHHO SIBHO TPU OYE€Hb TSIKE-
JIoM TeyeHuu 6oJie3Hu, korna cHuxkenue I CJI mporpec-
CHpYeT ¢ MAaKCUMAaJIbHOM CKOPOCTBIO, a CPEIHEe CHIXKE-
nue ODB; — muauMainsHo [21, 22].

Haxkonen, kinHnyeckast KapTuHa y 607abHbIX ¢ JJAAT
MOXeT ObITh aHasoruuHoi TakoBoil mpu XODBJI Ge3
JAAT, Bxiouasi OpOHXO3KTa3bl, XPOHUYECKUIT OpPOH-
XUT, OaKTepUATbHYIO KOJIOHM3AIlMIO0, YacThle 000OCTpe-
HUs (HO ¢ Oojiee BBICOKMM BOCHAJIEHWEM B JIETOYHOM
TKaHU U CBSI3aHHOI C 3TUM CKOPOCTBIO TIPOTPeCcCHpOBa-
HHS), CHIDKeHHOe KaudecTBo Xus3HU (K2K) m cremeHb
obpaTUMOCTH OpoHXMaIbHOI obcTpykuuu [20, 23, 24].
Takum obpazom, pekoMeHaauuu BcemMupHoit opraHuza-
uuu 3apaBooxpaHenus (BO3) mo uccnenoanuio AAT
y Kaxaoro 6oibHOoro XOBJI nim 6poHXnanbHOM acTMOM
(BA) ¢ mo3guuM HauanoMm Ha JIAAT mOJIKHBI CTaTh CTaH-
naptom [25].

Monoxexus:

* xumHuYeckoe 3HayeHue JIAAT kpaiiHe BapuabOenb-
HO. ['eTeporeHHOCTb MOpaXkeHUs JeTKUX MPU ITOM
3a00JIeBaHUM JIUIIIb OTYACTU OOBSICHSIETCS BO3AEH-
CTBMEM M3BECTHBHIX (DaKTOPOB PHCKA, TaKMX KakK
KypeHue;

* nopaxeHue jgerkux rnpu JAAT B 1ie1o0M pa3BuBaeTcs
B OoJiee MOJIOIOM BO3pacTe, yeM «o0bruHast» XOBJI
U MOXET OBITh OLIIMOOUYHO MPUHSTO 3a BA;

KnuHnueckue peKomeHaauum

e xiMHUYecKnii eHoTUN O0NBHBIX ¢ JAAT Moxer
U3MEHSTBCSI, HO BCE XK€ Y HUX Yallle, YeM Y OOJbHBIX
«00bryHOI» XOBJI, BcTpeuaercs 6a3anbHast dSMbU-
3eMa;

* cormacHo pekomeHmanmu BO3, mckmouars JTAAT
clienyeT y Bcex 00bHbBIX ¢ AuarHo3oM XOBJI unu BA
C TIO3THUM HayajoM.

NabopatopHas guarHocTuka
¥ nocnegaoBaTeNbHOCTL 06CneaoBaHNsA

Jlaboparopnas nuarnoctuka JJAAT cymiectByet > 50 et
M cTajla pa3BUBAThCS ITOCTE TOTO KaK OBUIM OIMHCAHBI
MepBble clydyau 3TOro 3abojieBaHus. Torma oHa ObLIa
OCHOBaHa Ha cjabbix ornevyatkax AAT WU MOJHOM
WX OTCYTCTBMM TIpu OyMaxkHOM »siyekTpodopese [1].
DxcnepramMu MpoBeeH 0030p JTUTEPATYPHI IO TOCIENO0-
BaTeJbHOCTH UCITOIb30BaHUS Pa3HBIX TMATHOCTUYECKUX
MEeTOIIOB Mpu BhIsiBIeHUU JJAAT.

KonuuectsenHoe omnpenenenue ypoBHsd AAT B cbl-
BOPOTKE KPOBU SIBIISICTCS BaKHEHIINM IIepBOHAYATb-
HBIM TecToM Tipu guarHoctuke JJTAAT. OpurnHaiabHbIe
METONbl, TakKue KakK paauaibHass UMMyHOIUdDy3us
U paKeTHBIN 2JieKTpodopes, OoJble He TTPUMEHSIOTCS
B nabopatopusix. CerogHst ypoBeHb AAT B CBIBOPOTKE
KPOBU U3MEPSIETCS MPEUMYIIECTBEHHO METOIOM Hede-
JIOMeTpUr AU (pexe) CPaBHUTEJIbHBIM HMMMYHO-
TypOMINMETPUIECKUM METOIOM, YCUJIEHHBIM JIATEKCOM
(tabm. 1) [26].

B mocnenHee mecsaTuiieTHEe IIMPOKOE pPacIpoOCTpaHe-
HUE MTOJyYWIN HauboJiee BOCTIPOM3BOAUMbBIC U HAaZEKHbBIE
KOJTMYECTBEHHBIE METO/IbI, OCHOBaHHbIE Ha TIPUMEHEHUN
BBICYIIICHHBIX 00pa3IloB KPOBH, KOTOPBIC ITO3BOJISIOT
LIEHTPaJIM30BaTh TECTUPOBaHNE OOJBbHBIX [27—29].

AAT saBasiercs monuMop®HbIM 6ekoM ¢ > 100 reHe-
TUYECKNUMHU BapHaHTaMM, KOTOPBIIT KOOUPYETCS ABYMSI
KOIOMWHAHTHBIMHU aJUTeIsIMU. MHOTHE TeHETHMYEeCKHUE
BapuaHTbl AAT oTpaxaloT ToueuHble MyTalluu B TEHE,
MPUBOASIINE K 3aMEHE aMUHOKUCIIOT, YTO MOXKET BJIM-
SITh Ha JIEKTPODOPETUYECKYIO TTOIBUKHOCTh KOHKPET-
Horo Buma AAT. DT BapMaHTBI UIECHTU(DULIMPYIOTCS
C TIOMOIIBIO M303JIEKTPUIECKOTO (DOKYCUPOBAHUS, UM
MpUCBanBaeTcss OyKBEeHHOE 00O3HaueHue oT A no Z
B 3aBUCUMOCTHU OT TOJBMKHOCTH MOJIEKYJIbI (ObICTpee
WJIN MeJUICHHEE 10 CPaBHEHMIO C HaboJIee pacipocTpa-
HEHHBIMU (HOpMaJbHBIMM) BapUaHTaMU, 0003HaAYaeMbl-
MU OykBoii M); mpu 3TOM HauOoJbIlIasi MOABUXHOCTh
COOTBETCTBYET TEpBBIM OykBaMm ayichaBUTa, HAMMEHb-
masi — ToClIeTHUM. pyrumMu pacrmpocTpaHCHHBIMU
BapyaHTaMU SIBIISIIOTCSI BApUAHTBI S U Z, TIpU 3TOM 10
JTAaHHBIM OOJIBIIIMHCTBA MOMYJISILIMOHHBIX UCCIETOBAHUMA
[30], na ¢penotunst MM, MS, MZ, SS, SZ u ZZ npuxo-
mutest > 99 % Beex BapuaHTOB. [Ipu heHOTMTIMPOBaHUM
BBISIBJISIETCSI O€JI0K, COmepKalllUiics B KPOBM, OTHAKO
9TO PYTUHHBIN TecT nuarHoctuku JAAT. Penkue Hyse-
BblE BapUaHTHI, BKIIOYAIONIE MHOXECTBO BapHUaHTOB
3aMEHBI TeHa, MEJICIIMHU YUIM TOYCUHBIX MyTalldii, MOTYT
MPUBOINTH K oTcyTcTBMIO cuHTe3a AAT. HyneBoble rete-
PO3UTOTHI MOTYT OBITh HOpMabHbIMU (Mnull) nau mato-
JjornyeckuMiu (Znull), B 3aBUCUMOCTH OT 3JIeKTpodope-
TUYECKOTrO TaTTepHa (PEHOTUIIHMPOBAHUS OCIKa, XOTS
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Tabauua 1

Jlabopamopnsie memoobt, ucnoaviyemole 0451 OUAHOCMUKU Oepuuuma o ;-AHMUmpuncuna
6 PA3AUMHBIX HAUUOHAALHBIX UEHMPAAbHbIX aabopamopusx Eeponvt

Table 1

Laboratory methodologies used in different central national laboratories across Europe

Jor diagnosis of alfaI-antitrypsin deficiency

CrpaHa Buonoruyeckui HavanbHble Mocneaytoume JlononHuTenbHble Ccbinka
matepuan MeToAbl MeToAbl MeToAbl
Wpnanpua CeiBopotka / Yposenb AAT ®eHoTNMpoBaHue leHoTMNMpOBaHMe,
nnasma CeKBEeHUpOBaHue [131]
Monbwa  CeiBopoTka / CbIBOPOTOYHBIN ypoBeHb AAT Onpepenenue koHueHTpauun AAT CexBeHMpoBaHue [132]
BbICYLUEHHOE B BbICYLIEHHOM NATHE KPOBH, heHo-
NATHO KPOBU TUNMPOBAHNeE, FTeHOTUNMPOBaHNE
Cepbus  Kpob WmmyHoHedenomeTpuyeckmit MeTop; N3oanektpuyeckoe thokycnpo-
reHOTUNMpPOBaHNe BaHue, cekBeHnpoBahne OHK [133]
Opanuna  CbiBopoTka KonuyectBeHHas oLieHka CbIBOPOTOYHOM ®eHoTUNUPOBaHKe, MpsiMoe cekBeHMpoBaHue [134]
KOHUeHTpauuu AAT ¢ BO3MOXHBIM A0NON-  TeHOTUNUPOBaHUe
HUTENbHbLIM N3MepeHUeM UHTNGUTOPHON
CNOCOGHOCTM 3MacTasbl CbIBOPOTKM
lepmanns  BbicyweHHoe YpoBeHb AAT W3amepeHue ypoBHa AAT MeTooMm ®eHoTUNMPOBaHMe, [31]
NATHO KPOBU HedhenomeTpum, reHoTUNUpOBaHMe CeKBEHUpOBaHMe
Wranus To xe YpoBeHb AAT, reHOTUNMpPOBaHUe ®eHoTUNMPOBaHME CeKBeHUpOBaHue [31]
Wcnawma  -"- YpoBeHb AAT leHoTUNMpOBaHKe ®eHoTUnMpoBaHue, [31]
CeKBEHMpOBaHHe
CLIA KpoBb / cbiBopotka  YpoBeHb AAT, reHoTUnupoBaHue ®eHoTUNMpoBaHKe [135]
Wranua  BbicyweHHoe YposeHb AAT, reHOTMNNPOBaHHE, CekBeHMpoBaHMe [136]
NATHO KPOBH theHOTMNUPOBaHMeE
Monbwa  To xe CbIBOPOTOYHBIN ypoBeHb AAT ®eHoTUNMpoOBaHMe TeHeTYeCKNI CKPUHUHT [137]
Wranua  Kposb / To xe To xe [eHoTMNMPOBaHHE,
BbICYyLIEHHOE CeKBEeHUpOBaHue [138]
NATHO KPOBY
CLUA KpoBb YpoBeHb AAT, reHOTUNUPOBaHUe -"- [139]
CLLA BhicyweHHoe KoHueHTpauus AAT B nnasme unm BeHoTMNUpoBaHue leHotunuposanue (MLP), pyHk-  [140]

NATHO KPOBU CbIBOPOTKE (MMMYHHbIA MeTOp)

IMpumedanue: AAT - as-anTutpuncis; MNLP - nonumepasHas LenHas peakums.

U HE BCErIa COBMAJAIOT C OXMUAAEMON CeMEMHON Ha-
CIIEICTBEHHOCThIO. pyrue Ae(UIMTHBIC MYyTaIluH,
Takue Kak MMalton, MWurzburg, MHeerlen, Takxe
MPENCTABISIOT CO0O0M 2IeKTPOoPopeTUYecKUit PeHOTUI
M-6enka. B cB3u ¢ 3TUM HEOOXOIMMO BBIMIOJIHSITH aHa-
JIN3 B LEHTPAJTBHBIX Ja0OPATOPUSIX C OIMBITOM TUArHO-
ctuku JIAAT, a Takke MPOBOAUTb T€HETUUYECKOE KOH-
cyaptupoBanue [31]. B mnocnegHee nmecATuieTue
CTaHIAapTHbIE HEABTOMATU3UPOBAHHBIE METOMIbI 3aMEHe-
Hbl Ha TOJYaBTOMAaTU3UPOBaHHBIE [32], 4TO yCKOPUIIO
1 YIIPOCTIIIO TIPOLIECC TECTUPOBAHMUS, XOTSI IJISI MHTEP-
MpeTalu ero pesyJbTaToB IO-TIpeXHEMY TpedyeTcs
3HAUUTEbHBIN OMBIT [33].

HenaBHo mpoaHanu3upoBaH Auana3oH ypoBHS AAT
B CBIBOPOTKE KPOBU B OOIIEH MOIYISIIMUA Hacele-
Hus [34].

OntumanbHbIii TOporoBbiit ypoBeHb AAT misd pas-
neieHuss HopMmasibHoro reHotuna PI*MM u gpyrux
TCHOTUIIOB, COACPXKAIIMX XOTS OBl OAWH IePUITAT-
HBIN ayutensb S unu Z, coctasisiet 24,4 mxmoinsb (1,1 T/ 1)
MpY 9yBCTBUTEJNbHOCTH 73,4 % u cnenuduIHOCTH
88,5 % [34]. AAT saBnsercs octpoda3oBbIM OEIKOM,
1, HECMOTPSI Ha TO, YTO €TO CPeIHSISI KOHIICHTPAIINS pa3-
JIMYaeTcsl BHYTpU (peHOTHUMA, CYIIECTBYET BhICOKasl CTe-
MeHb nepekpecta, mostomy omnpeneneHue AAT Toabko
B TUTa3Me KPOBHM HEIOCTATOYHO IJIT TMATHOCTUKU yME-
PEHHO BbIpaXXEHHOTO AedULUTA B CBS3U C BOZMOXHOM

(303nekTpuyeckoe hokycupoBaHme)

LMOHANbHbINA TECT (MHrMbnpoBa-
HMe NeiKOLMTapHON anacTasbl)

reTepo3uroTHOCTh0. M3BecTHO, 4TO OCTpoda3oBbie
peakuuu BaustoT Ha AAT 1 MOTYT OBbITh BBISIBJIEHBI, MO
KpaifHeil Mepe B HEKOTOPBIX CIyJasix, ITyTeM OIHOBpE-
MeHHoro usMepeHuss C-peaktuBHoro oOenka (CPB).
OnHako 3Ty MpoOJEMYy MOXHO YCTPAaHUThH C TTOMOIIIBIO
deHOTUITMPOBAHUS WX OCOOCHHO TC¢HOTUIIMPOBAHUS;
00a 3TM METOAbl HE 3aBUCAT OT KOHUeHTpauuu AAT
B KPOBH.

IIpy reHOTUIIMPOBAHUU BBISIBISIIOTCSI CIieLUdUUe-
ckue mytaiuu reHa AAT, nipexne Bcero — S u Z. [lpu
HCIIOIH30BaHUM JAaHHOTO METOMIa MPUMEHSIOTCS TIPUH-
LIUIIB TIoJMMepa3Hoil 1enHoit peakuuu (ITLP), mpu
9TOM TaKXKe MOTYT BBLISBJISATLCS pelAKHe U HyJeBble Ba-
puaHThl, HarpuMmep MMalton [35—37]. OnHako Takum
IyTeM MOKHO OITPEICITUTD TOJBKO M3BECTHBIC Te(DEKTHI
MocJIeI0BaTeIbHOCTEM, Kaxdass W3 KOTOPBIX TpedyeT
cnenuduyeckux mnpaiimepoB. HekoTopble mpaiitMepbl
HCTIONTB3YIOTCST B TIOBCEIHEBHOI paboTe psiga J1aboparo-
puit, Hanpumep F u 1. OTcyrcTBre HEOOXOAMMBIX Mpaii-
MEPOB IMPUBOAUT K JIOXKHBIM pe3yJibTaTaM.

CekBeHMpPOBaHME 1IeJIOr0 reHa (CTOUMOCTh KOTOPO-
TO CTAaHOBUTCS BCE HIKE) TTO3BOJISICT OOHAPYKUTH CTOTI-
MYTaIl¥ ¥ U3YIUTh TIPUPOAY PSIKUX BAPUAHTOB, TAKNX
kak E, F, G, I u P 6e3 ucnoab3oBaHus cneluuiecKmux
npaiiMepoB, a TakxKe TMarHOCTUPOBATh MOKA HE U3BECT-
HBbIC BapMaHTHL. [ eHOTUMMMpPOBaHNE JAaeT ONTUMATBHBII
PE3YNIBTAT, €CJIM BBITIOIHSIETCS B 1a00OPAaTOPUU SKCITEPT-
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KonnyectseHHbil aHanua AAT (n CPB) B nnasme kposm

|

deHoTNMpoBaHne Hanbonee pacnpocTpaHeHHbLIX BapUaHTOB
(n303nekTpuyeckoe okycrpoBaHme)
n/vmm
reHOTUNMPOBAHME (MPW HaNM4UW NpanimepoB)
ecnu I'IanMepr omcymecmeyrom unu
npednonazaemces Hynegou eapuaHm
CekBeHupoBaHue ak3oHa SERPINA-1

npu Heobxodumocmu

CekseHupoBaHue nHtpoHa SERPINA-1

Puc. 1. Anroput™ 1aGopaTOpHOI AMATHOCTUKU AeUIUTa O-aHTH-
TpUTICMHA. B JaHHOM ajropuTMe OIMCHIBAETCS TPWHSTash B Ha-
cTosiliee Bpemsl TpakTHKa, KOTOpPOi TMoJb3yloTcsl wieHbl Paboueit
TPYTIIIBI; QJITOPUTM HE SIBJISICTCS] TIOJTHOLIEHHOI peKOMEHIAIIMEH.
[Mpumevanue: AAT — o-antutpunicuH; CPb — C-peakTUBHbII GeJIOK.

Figure 1. Algorithm for laboratory testing of oy-antitrypsin deficiency
(AATD). This algorithm describes the current practice of how members
of the task force treat patients with AATD and is not provided as a ge-
neral recommendation. AAT: a,-antitrypsin; CRP: C-reactive protein

HOTO YPOBHS M UHTEPIIPETUPYETCSI TCHETUKOM VUTH KITH -
HULIMCTOM C OIBbITOM auarHocTuku JTAAT B KomIuiekce
¢ KOHLIEHTpalMei 0enKa 1 ceMeiHbBIM aHaAMHE30M.

Kak mpaBuio, B Kaxaoil chnenuajiu3upoBaHHOMN
JlabopaTopuu BbIpabaThIBAIOTCS COOCTBEHHBIE Aajro-
PUTMBI UISI MECTHBIX WJIM HAIIMOHAJIBHBIX ITPOTPaMM
nuarHoctuku JIAAT, HauMHast OT B3THS 00pa31oB OMO-
JIOTMYECKOro MaTepuania (KpoBb, Ija3Ma UIn BbICYIIECH-
Hoe MITHO KpoBH) [31]. [lepBbIM 11arom gBjsieTcs U3Me-
peHne AAT B T1a3Me KpOBH, UTO TTO3BOJISICT BBIACIUTH
OONBLHBIX ¢ HanboJiee TSKeAbIM aeuutoM (ZZ, Znull,
Nullnull 1 601bIIMHCTBO JULL ¢ BapuaHTOM SZ), M-reTe-
pO3UroT ¢ yMepeHHbIM Aedunurom (MZ, MS u Mnull)
U TIAIIMEHTOB ¢ HOpMaJbHBIM ypoBHeM AAT (BapuaHT
MM). CnenyonumMu 3TariaMu sIBJSIIOTCS (PEHOTUITUPO-
BaHUE, TCHOTUIIMPOBAHUE U CEKBEHUPOBAaHUE 1LIEJI0TO
reHa B 3aBUCMMOCTU OT IOCTYITHOCTU 3THX TECTOB W /
WIX HEOOXOOUMOCTU B OoJsice MOAPOOHOM MHTEpIIpeTa-
uuu. ITo mepe monuskeHust croumoctu ITLP u cexBeHun-
pOBaHUS reHa B OymylleM 3TH METOIbl MOT'YT CTaTh BTO-
pPBIM IIAroM B asiroputMme nuarHoctuku JAAT.

Ha pwuc. 1 mpencraBieH TMarHOCTUYECKUI aITOPUTM
C HavYaJIbHBIM KOJMYECTBEHHBIM OIpeaeIeHUEM YPOBHS
AAT B KpoBHU B COBOKYMHOCTHU ¢ usmepenueM CPb mis
BBISICHEHUS, He 3aBbllleH U ypoBeHb AAT 13-3a BO3-
MOXKHBIX OCTPBIX BOCHAIMTEIBHBIX IPOIleccoB. Takum
obpaszoM, (peHOTUMHMpOBaHUE OeJIKa ¢ TTOMOIIbIO M30-
9JIEKTPUYECKOT0 (hOKYCUPOBAHUSI WM T€HOTUIIMPOBA-
HHE, eCJTU JOCTYITHBI crielnprIecKue mpaiiMepsl K 13-
BECTHBIM MYTAallMsIM, TO3BOJISTIOT WMIACHTUMUIIMPOBATH
HauboJjiee pacrpocTpaHeHHbIe BapuaHThl AAT. MoxHO
MPUOETHYTh K CEKBEHWPOBAHUIO 1IEJIOT0 2K30HA, OCO-
OEHHO €ecJIM 3aloNO3PEHBbl HYJIeBble BapuaHThL. Poib
CEKBEHMPOBAHUS MHTPOHA TTOKa HE OIpeesicHa.

ITockonbky JJAAT sgBnsieTcst HacaeACTBEHHBIM 3200~
JIeBaHWEM, MOcJIe YCTAaHOBJICHUS AUarHo3a He0OX0IUMO
o0cenoBaTh JIPyrux 4ieHOB ceMbu OojbHOro. Yaiie
BCETO POIUTEIN TMAIlMeHTa SBJISIOTCS TeTepO3UTOTAMU

KnuHnueckue peKomeHaauum

no ¢enoruny PiMZ. B KOHCyJIbTaTMBHBIX LIEHTpPax
TakXe MPOBOIUTCS OOCJeIOBaHME OpaThbeB U CecTep
0O0JIHOTO, MOTOMY YTO POAUTENU C TeHOTUIIOM MZ
MOTYT OBITh T€TEPO3UTOTAMU C BEPOSITHOCTHIO | : 2 win
nMeTh GeHotun PiZZ c¢ BepogtHocThio 1 : 4. Tlpn
BoIsIBIeHUU PiZZ y OpaTheB MJIM cecTep UM MpeaiaraeT-
csl HaOJIIoJIeHNEe aHAJIOTMYHO CJIyYyasiM BIIEPBbIE JUATHO-
CTUPOBAaHHOTO 3abosieBaHUusA. bpaTbsiM U cecTpam
¢ (peHotunom PiZZ criemyer peKOMeHIOBaTh OTKa3 OT
KypeHHUsI U 00ciefoBaHNEe UX MMapTHEPOB, T. K. (PEHOTUIT
PiMZ BcTpeuaeTcst 10CTaTOYHO 4acTo (pacrpoCcTpaHeH-
HOCTh 1—3 %), MO3TOMY CYIIECTBYET PUCK POXKICHUS
nereit ¢ peHorurniom PiZZ, KoTopble OYOYT HYKIATHCS
B CBOGBPEMEHHOII NMArHOCTUMKE M HaOJIONEHUM Kak
B JETCTBE, TaK U BO B3pocioM Bo3pacte. [lo aToii ke
MpUYNHE MNpU OOCAEOOBAaHUM POOUTEEH OOJBHOTO
MOXKET OBITh BBISIBJIeHa Je(eKTHasI ajUleib, a y peOeH-
ka — Tsaxenwlit JIAAT c¢ BepositTHocThio 1 : 2. Peko-
MeHayeTcsl paHHee BbisBieHue JAAT y Takux nereit,
TTO3TOMY IOPUINIECKUX TTPETIITCTBUM TSI TAKOTO 00CIIe-
JIOBaHUS He CyIecTBYeT (puc. 2). B HEKOTOPBIX CeMbsIX
1ieJIecooOpa3Ho paclIMpeHHOe 00caeaoBaHue (C BOBIIe-
yeHHeM OoJiee JaJbHUX POICTBEHHUKOB) C y4YeTOM
CeMEeHOro aHaMHe3a WJIW pPe3yJbTaTOB OOCJIeTOBAHUS
ponuTeneil 60JbHOTO (Harpumep, mpu ¢peHotune PiZZ
Yy OJJHOTO U3 POAUTENICIA).

B cooTBeTcTBMM € HAllMOHAJBHBIM 3aKOHOIATEIIb-
CTBOM BaXXHO O0ECTIEUMTHh aleKBAaTHOE T€HETHYECKOe
KOHCYJIBTUPOBAHUE KaK 10, TaK U ITOCJIe TCHETUICCKOTO
tectupoBanusi, [38]. Ilepen TectupoBaHUeM OONbHBIM

Pogutenn*
A
ObcnenoBaHie | . > ObcnenoBaHue
< Pizz >
napTHepa OpartbeB / cectep
Y Y Y
PiMZ Pizz PiMZ
Y Y Y
TR AHanornyHo | |O6cnegosative
nioRerit obcnenoBaHunio napTHepa
60nbHOro
Y \
O6cnenogaHV|e < PiMZ
aeten

Puc. 2. Anroput™m o0cienoBaHusi ceMbU OOJIBHOIO ¢ AeULIMTOM
Q-aHTUTpUIICUHA. B aqropuTMe onuchIBaeTcsl CyIIECTBYIONIAs MpaK-
THUKA JIeUeHUS] OOJIbHBIX C Ae(ULIMTOM O -aHTUTPUIICMHA U UX POJI-
CTBEHHUKOB 1-i1 nmuHuM wieHamu PaGoueii rpynmbl. JlaHHBII anro-
PUTM He sIBJIIeTCsS peKoMeHaalueil. B HeKOTopbIX ciydyasix rmoka3aHo
0oJiee oapoOHOe 00cIe0BaHNE POJACTBEHHMKOB OOJBLHOTO.
[Tpumeuanue: * — obcaeoBaHKMe poauTeeit 60JbHOTO (ecau BO3MOXHO) TTOKa-
3aHO MPU MOAO3PEHUN HA HYJIEBOI reH.

Figure 2. Algorithm for familial testing for alfa-1-antitrypsin deficiency
(AATD). This algorithm describes the current practice of how members
of the task force treat patients with AATD and their first degree relatives
and is not provided as a general recommendation. Wider family testing
may be indicated in some instances (see text)

Notes. *, test parents (if available) if a null gene is suspected.
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caenyeT OObSICHUTH BO3MOXHBIE MPAKTUYECKHE acleK-
TBl TEHETMYECKOIO MCCIEAOBAHUS U TTOJYIUTh UHGOP-
MUpOBaHHOe corjlacue. TakuM obpa3oM, OOJbHOI J0JI-
JKEeH OBITh HAIIpaBJICH Ha SKCIIEPTHOE TCHETHMYECKOE
TECTUPOBAHNE CBOMM BPayOM.

MonoxeHus

* KOJIMYECTBEHHOE orpezaesneHue ypoBHsI AAT B KpoBUu
SIBJIICTCSI BaKHBIM TIEPBBIM IIIarOM B ITMArHOCTUKE
JAAT. KonnuectBenHas nuarHoctuka JJAAT pomxk-
Ha OBITH JOITOJTHEHA KaYeCTBEHHBIM TECTOM IS
BBISIBJICHUSI TEHETHWYECKMX MYTaIldil, BBI3BABIINX
HAAT;

* (eHOTUNUpPOBAHUE OEJIKOB C IOMOIIBIO HM303JIEK-
TPUYECKOTO (POKYCMPOBAHMS TMO3BOJISIET BBISIBUTH
BapuaHTBI, NMPU KOTOPHIX cuHTe3 AAT YacTUIHO
COXpaHeH, B T. 4. peakue BapuaHTtel — F, [ u Pu . n.;

* TCHOTUIIMPOBAHME MO3BOJISIET OBICTPO M TOYHO IO~
TBEPAWTh MJIM MCKIIOYUTH TIPUCYTCTBHE ajuieieit S
" Z M IpyTUX BApHAHTOB, €CIIA JOCTYITHBI CTICIIM (Y-
YeCcKHe MpaitMephl;

* CEKBEHUPOBaHUE TIeHa MO-TPEXHEMY HEOOXOMUMO
TpY MOJO03PEHUN Ha HYJIEBON BapuWaHT WM IpyTve
BapuaHThl JIAAT, oTiMuHbIe OT ajuiesieit Z u S;

* HEOOXOTMMOCTH B COOTBETCTBYIOIIIEM OOCIICIOBAHUU
POICTBEHHUKOB OOJIbBHOTO 00CYKIAeTCs Moce TeHe-
TUYECKOTO KOHCYIbTUPOBAHMS;

* TEHETUYECKOEC TECTHPOBAHUE HOJIKHO ITPOBOIUTHCS
TOJBKO TIOCJe TIONydeHUs HNHOOPMHPOBAHHOTO
corjlacus malueHTa U COOTBETCTBOBATh PEKOMEHIA-
LIMSIM 1 3aKOHO/IATEIbCTBY.

MporpeccupoBaHue NeroYHo! NaTonoruu
npu AeduumTe 04-aHTUTPUNCUHA

HewusgectHo, y Kakoii yactu 60bHbIX ¢ JIAAT pa3zBuBa-
eTCs TIOpaKeHNUE JIETKUX, XOTS 110 TaHHBIM TTOTIEPEIHBIX
HCCIIEOBAaHMIA TTOKa3aHo, 4To y okojio 50 % Hukorma
HEe KypUBIIUX OOJBHBIX COXPAHSIOTCS HOPMaJbHbIE
CIUPOMETPUYECKUE TOKA3aTeNU JIETOUHON (DYHKIIUU
B TEUEHME JUTUTEIbHOrO BpeMeHu |16, 17]. Tem He MeHee
pacnpoCcTpaHEeHO MHEHME, UTO IMPOrpecCupoBaHUE Jie-
TOYHOI MaToyioruu y 601bHbIX ¢ JIAAT, ocobeHHO Kypsi-
mux, npoucxoaut ObicTtpee, yem npu XODBJI. OmpHako
IPpY OTKa3e OT KYPEHMSI CKOPOCTh IPOTPECCUPOBAHUS
MOXKET CHU3UTBHCS 10 aHAJIOTMYHOM Y HUKOTIa He KypUB-
mux 6oabHbIX ¢ JJAAT [20].

TpaauIMOHHO OCHOBHBIM IOKa3zaTejieM HaJludusl,
MIPOTPECCUPOBAHMS 1 TSKECTU TTOPAKECHUS JICTKUX TP
JAAT cayxut ODB,. OgHako 3T1 JTaHHBIE TIJIOXO OTpa-
KaloT COCTOsSIHME AMGbU3EMbI, B OTJIMYME OT OoJsiee cre-
mvduyHoro mokaszatenss auddodysuu razos. B koroprt-
HBIX HCCJCHOBAaHUSIX OSTU JBa IapaMeTpa XOpPOIIO
KOPPEJIUPYIOT IPYr C IPYIOM, ONHAKO OHU UMEIOT pas-
HOE€ 3Ha4YeHMeE JJII YCTAHOBJICHUS] KIIMHUYECKOTo (heHO-
TUMA, CKOPOCTU MPOTPECCUPOBAHUS WU CTAOUIBHOCTHU
COCTOSIHUS 00JIbHOTO. AHAJIOTMYHBIM 00pa3oM, Io JaH-
HBIM KOMITBIOTEPHO-TOMOTpadUIECKON NeHCUTOMET-
puu nerkux (KT-geHcutomeTpuu), mporpeccupoBaHue
sMmbu3eMbl TIpomorKaercs, gaxke ecau ODB, ocraercs
crabwibHbIM [ 14, 18, 20, 22].

MoHHTOpUPOBaHUe NPOrpeccUPOBAHMUA NOPAKEHUSA
nerkux npu peduuunTe 04-aHTUTPUNCHUHA

Ouanonorus | pyHKUMS nerkux

CJIOXXHOCTh MHTEPIIPETALINY PE3YIbTATOB, ITOJYYCHHBIX
MPU OOBIYHOM M3MEPEHUU JIETOYHOM (PYHKLIMU, TAKOM
Kak crupomeTpusi U auddy3uoHHass COCOOHOCTb Jier-
KuX 1o MoHookcuay yriepoaa (DLco), uimmoctpupyer
pa3Hasi TMHAMMKa 3THX MoKa3aTeseil Ipu Iporpeccrupo-
BaHUM 3abosieBaHus1. breictpoe cHmkeHue ODB; Bo3-
MOXHO JaXke Y OOJIbHBIX C TIepBOHAYAJIbHO HOPMaJTbHOM
JeroyHoil (yHkuueit, a OvicTpoe cHuxeHue JICJI
MOKET IIPOUCXOMNTH JaxXKe MPU TSKeJIo OpOHXUATbHOM
OOCTPYKLIMU C HEOOJbIION CKOPOCTBbIO CHUXEHUS
O®B,. B cBgI3u ¢ 3TMM BO3HWKAEeT HEOOXOTUMOCTH
MOHUTOPHWHTA JICTOYHON (PYHKIINM Y BCeX OOJBHBIX, IO
KpaifHeil Mepe B TE€UeHHE HEKOTOPOTO BpEeMEHU, ISt
BbIOOpa MeTofa JiedeHus, B T. 4. 3T. TiiateabHOe MOHU-
TOPUPOBaHME JOKHO BKJIIOYATh TaKWe TOKa3aTelu,
kak O®B,, DLco mmm otHomeHne DLco K ambBeosip-
HOMY 00BbeMy, TUCTAHLINSI, TIPOIIeHHAS TP BBITIOJIHE-
HUM 6-MUHYTHOTO Iaroporo tecra (6-MIIT), n KXK.

KomnblotepHo-ToMorpadimyeckas AeHCUTOMETPUS

KT-mencuroMerpust sBIseTcs HaubOojIee YYBCTBUTEIIb-
HBIM U CIeIM(UYHBIM CYppOTraTHBIM MoKa3aTejaeM Mpu
oneHke s¢dexktuBHoctu 3T; MeToA TNpeacTaBisieT
co0o0ii Bu3yanusupoBaHHbIil Ornomapkep. Lllupoko mpo-
BOAUTCS BaJTUAM3ALNSI METOIUKUA ITOTO UCCIAEIOBAHUS
KaK OOBEKTUBHOI M creuu@uuecKoit oLleHKU ampuse-
MbI [39—44]: B monepeyHbIX UCCIEeI0BAHUSX BbISIBICHA
TeCHasi KOPPEJISIIUS eTo pe3yJIbTaTOB ¢ Mopdosorueil n
nerouHoit ¢pynkumeii, Bkimouass O®B; n JCJ [45—47],
¢ KX [47] u nmepeHOCUMOCThIO (DU3UUECKOIl Harpys-
ku [48]. Ilo pe3ynbratamM MpPOAOJbHBIX HaOJIOIATETb-
HBIX UCCJIEOBAHMI TTOKA3aHO, YTO, HECMOTPSI Ha KOppe-
JISIIUAIO TIPOTPECCUPYIONIETO CHUXKEHUSI TIJIOTHOCTH
JIETOYHOI TKaHMU C YXYAIIEHWEM JIETOUHON (DYHKIIMKU
u K2K o Mepe nporpeccupoBaHusi ambuszeMsl [22, 49],
KT-nencuromeTpust siBisieTcsl Haubojaee YyBCTBUTEIb-
HBIM METOIOM OLICHKHU ITPOTPECCUPOBAHUS dM(PU3EMBI
10 CPaBHEHUIO C TPAIUIMOHHBIMU KIMHUYECKUMU
nmapameTpamu |13, 22, 50].

B HeckoJbKMX paHIOMU3MPOBAHHBIX TT1aIle00-KOHT-
POJIMPYEMBIX UCCIIEIOBAHUSIX 3TOT HOBBIN CyppOTaTHBIN
mokasaTesib MO3BOJIMI OLUEHUTh 3(h(GEKTUBHOCTh Jieue-
HUS B CKaThle CPOKM U TIPY MEHbBIIIEM pa3Mepe BHIOOPOK
O6osbHBIX [51—53], yeM 3TO TpeGOBAJIIOCH B UCCIEIO-
BaHUSIX, B KOTOPBIX B KAUECTBE KOHEYHOTO ITOKA3aTeIIsI
ncnonb3oBaiica nmokaszatesb ODB; [54]. [Tocie my6nm-
KallMy J0Ka3aTeJIbCTB B paMKax COBEIIaHMS YIIpaB-
JIEHWST TI0O CAHUTApHOMY Han30py 3a KaueCTBOM ITHIIE-
BBIX MPONYKTOB W MenaukameHToB (Food and Drug
Administration — FDA, 2009) [55] cnenaHo 3akitoueHue,
YTO JOMYCTMMO MCIIOJIb30BaTh CEPUITHBbIE W3MEPEHUs
MJIOTHOCTHU JierouHoi TKaHu 1o KT nerkux B KadecTBe
KJIMHUYECKN 3HAYMMOTO KOHEYHOIO ITOKasaTess ISt
oueHku BiausHUs 3T BHyTpuBeHHBIM AAT Ha mporpec-
cupoBaHUe dMGbU3EMBbI, a TAKXE B KaYeCTBE OCHOBHOTO
KOHEYHOTO TOKa3aTesl B KIMHUIECKUX UCCIIETOBAHMSIX
IV dasbl.
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HecMmotpst Ha 3ToT mporpecc, HagexxHocTh KT-aeH-
CUTOMETPUM [IJisI MOATBEPXKIACHUS 3(PGHEKTUBHOCTU
JIEUeHUST MO-MPEKHEMY BBI3bIBAET MHOT'O BOIPOCOB U3-
3a HEBO3MOXHOCTH OTHOBPEMEHHOTO COITOCTABJICHUS
C TPaIUIIMOHHBIMU CYPPOTAaTHBIMU MapKepaMu, TAKUMH
Kak nerouHast pynkuusa u KXK. ITpu pacueTe MOIIHOCTH,
KOTOPBIIf UICTOPUYECKU UCTIOIb30BAJICS IS TIJIaHUPOBa-
HUS 00Jjice MO3THUX MHTEPBEHIIMOHHBIX MCCICIOBAHMIA,
IMoKa3aHo, YTO JUISI AeMOHCTpaluu 3(DOEKTUBHOCTH
JeyeHus1 mo pesyiabrataMm KT-meHcuToMeTpuu mocra-
TOYHO 3-JIeTHEro ucciaenoBaHus ¢ yyactueM 130 6oJib-
HbIX [51], Torma Kak mpu UCMOJb30BAHUU MOKa3aTelei
O®B, B KauecTBe KOHEUHOTO TTOKA3aTeJIsI TIPU TaKOI XKe
JIJTUTETbHOCTA MCClenoBaHusl Tpebyercsa > 550 06oib-
HBIX B omHOH rpymme [54]. Pacyer MoumiHoCcTH Mccieno-
BaHWI1, IO TaHHBIM KOTOPKIX olleHMBasioch K2K, He BBI-
TTOJTHSIICSI.

B HacTtosiieM cuctremMaTudeckoM 0030pe JuUTepaTy-
pbI TpoaHanu3rupoBaHo 200 myoauKauuii (CM. TOMOTHU-
TeJIbHbIE MaTepUuaibl OHJIaiiH). B Tads1. 2 npeacTaBieHb
PE3YNIBTATHl €XETOMHOTO CHIDKCHUS TIOTHOCTU JICTOY-
HOIT TKaHU, U3BMEPEHHO# KakK 15-s1 mepceHTUIb (0003Ha-
yeHHas Kak Percl5 wom PDI15; r / 1), omHOBpeMeHHO
¢ O®B,, DL¢o u TpaHdep-k03hGUITMEHTOM IO MOHO-
okcuny yriaepona (Kco) (mocmemnue 2 TmoKaszaTess
CKOPPEKTUPOBAHBLI MO KOHLIEHTpAUMM TeMOIIOOWHA).
B Tab6n. 2 npuBeneHbl JaHHBIE MO OOJBHBIM, IMOJyYaB-
UM TIIale60 B KOHTPOJIHMPYEMBIX PaHIOMU3UPOBAH-
HBIX KITMHIYeCKuX nccienoBanmsix (PKI), 3a nckimode-
HUEM TOCJIEeIHUX 2 CTPOK, B KOTOPBIX IPEACTaBICHBI
JIaHHbIE U3 MPOCIEKTUBHBIX McciaenoBaHuii. B tabmi. 2
YETKO MTPOAEMOHCTPHUPOBAaHA BHICOKAS BaprlabeIbHOCTD
CpPeMHUX 3HAYCHMI KaxXIOTo M3 MoKasaTeseil mporpec-
cupoBaHus 3a0oyieBaHus. IS MOMyasiuuy OOJbHBIX
¢ JAAT B nutepaType OINUCAHBI TOJHKO MOBTOPHBIE
U3MEepeHUsl IJIOTHOCTU JIErOYHOUM TKaHu [56]. Dak-
TUYECKU KoJjiebaHusl 15-i1 mepceHTUIN, CKOPPEeKTUPO-
BaHHOM IO pa3HMIEe OOIIero odbema JIETKUX MEXIy
IBYMSI CKaHaMHW, MWHUMAaJIbHBI (BHYTPUKIIACCOBBINA

KnuHnueckue peKomeHaauum

koo duimeHt koppeasunun — 0,96; 95%-ubiit AU —
0,86—0,99) [56].

Bonbiie nHpOpMaIIM IO MOHUTOPUPOBAHUIO TIPO-
rpeccrupoBaHms SM(PU3EMBI TTOJTYICHO TSI OOJBHBIX 0e3
HAAT. Pa6oueii rpyrmoit ATS / ERS (2005) omyoauko-
BaH TOKYMEHT IO MHTEPIIPETAlMU JETOYHbBIX (DYHKIINO-
HaJbHBIX TECTOB [57], B KOTOPOM MOKa3aHO, YTO OMNTH-
MaJbHBIM METOIOM OIIpeIelIeHUs KPaTKOCPOIHOI
BapuaOeIbHOCTU TTOKa3aTessl («IIOMeXU M3MEpPEHUsI»)
SIBJISIETCS pacyeT Ko UIIMeHTa TOBTOPSIEMOCTH.

[MonoxeHus:

* KOJIMYECTBECHHOE olpeacieHne ypoBHs AAT B KpoBu
SIBJIIETCSI BaXKHBIM TIEPBBIM IIIarOM B IMArHOCTUKE
JIAAT. KonnuectBeHHast nuarHoctuka JIAAT moxk-
Ha OBITH IOTOJIHEHAa Ka4eCTBEHHBIM TECTOM IS
BBISIBJICHUSI TEHETHMYECKMX MYTaIldii, BBI3BABIINX
HAAT;

* COIVIaCHO pe3yJibTaTaM HabJI0JaTeIbHBIX KOTOPTHBIX
uccienosanuii 1 PKW, Haubonee 4yBCTBUTETbHBIM
MapKepoM IIPOTPECCUPOBAHUS IM(PU3EMBI SIBIISICTCS
JIEHCUTOMETPHUSI JIETKUX;

* B3aMMOCBSI3b MEXIYy WM3MEHEHUSIMU TJIOTHOCTU
JIETOYHOUW TKAaHU U JIOOBIMU KPAaTKOCPOYHBIMU
W3MEHEHUSIMU JIETOYHOI (byHKIMU ciabdas. OmHaKo
Mpu OoJiee IIUTEILHOM Tepruoje HaOMIOAECHUST CHU-
>KE€HUE TJIOTHOCTH JIETOYHOI TKaHU Mo gaHHbIM KT-
JIEHCUTOMETPUY KoppenupyeT co cHikeHuem ODB,
n KK

 ponb KT nerkux mnpu HaOMIOAEHUU OOJbHBIX
B PYTUHHON KJIMHWYECKON MpaKTUKE HYXKIaeTcCs
B JaJIbHEUIIIEM YTOUHEHUMU.

Puck NOopaXeHnsa nerkux y retepo3nroTHbIX
nauueHToB

Puck nopaxeHus nerkux y nuu ¢ resotunom MZ
IIpenpacnonoXeHHOCTh OOMBHBIX C TeHOTUIIOM MZ

K pa3Butuio XOBJI uzyyanach B Mmetaananuse C.P. Hersh

Tabauua 2

Excezoonoe cnuixcenue naomnocmu ae2o4noii mxanu, ouernennoe no 15-ii nepcenmuau (06o3nauennoi xax Percl5
uau PD15), oosema popcuposannozo évidoxa 3a 1-1o cexyndy u oughghyzuonnoii cnocobnocmu ae2kux y 004oHbIxX,
noay4aswux naaye6o, 6 paHoOOMU3UPOBAHHBIX KOHMPOAUPYEMBIX UCCACO0BAHUAX UAU UCCACO0BAHUAX
ecmecmeenH020 meveHus IMpuzemol, C6A3AHHOI ¢ depuyumom o ;-aHMUMPUNCUHA

Table 2

Annual change in lung density measured as the 15" percentile point (abbreviated as Percl5 or PD15), FEV;
and gas transfer in placebo-treated patients in randomised controlled trials or studies

on the natural course of AATD-associated emphysema

Ccblinka Yucno [nutenbHocTh Perc15 (PD15),r/ n O®B;, mn B rog DLco, Kco,

60onbHbIX, N | HabnAeHNs, Mec. mMmonb / MuH | klMa mMMmonb / MuH [ kMa [ n
[51] 28 36 -2,57 £ 0,41* -59,1 £11,9* -0,16 £ 0,04* -0,0162 £ 0,004*
[52] 35 25 -2,241** (-2,90 - (-1,577))  -23 mn** (0,043 - (-0,004))  -0,343** (-0,489 - (-0,196))  -0,035** (-0,051 - (~0,020))
[141] 110 14 -1,81 £ 0,5* -50 £ 13* -0,23 £ 0,05 NA
[142] 51 96 NA -66 £ 60,9+ NA =-0,0275 £ 0,00259+
[53] 87 24 -2,19 + 0,23 -2,3+13,1 %** -1,5+19,5 %** NA
[111] 76 24 -32£05 -44,67 £ 8,71 -0,37 £ 0,04 -0,01 £ 0,01

Mpumeyanne: OOB; - 06bem hopcvpoarHoro Buifoxa 3a 1t cekyray; DLoo — AncdyauoHHas cnocoBHOCTb Nerkvx Mo MoHooKCUAY yrnepona, Koo — TpaHcdep-koadduLmMeHT no MoHooKeUay
yrnepoga (Deo / anbBeonsipHblit 06bem), NA - HeT AaHHbIX B nybnukaLmm; * — cpeaHsis + owwnbka cpearedt; ** — 95 %00BepuTeNbHbIN MHTEPBAN, + — CPEAHSS  CTAHAAPTHOE OTKNOHEHME;

*kk

~ CPEAHET00BOE CHUKEHNE, %aONK.

http:/ljournal.pulmonology.ru/pulm

279



JlnarHocTuKa U JedeHKe JIeTOYHOM MaToJIoruu pu neduimre aabda- 1-antutpuncuna: gokiang ERS

et al. [58] B 2004 r. B Hero BkJItoueHbI 16 ncciaenoBaHmii
«CIly4ail-KOHTPOJIb» WJIW MNOMNEPEeUYHbIX MCCIeIOBaHUM
¢ OMHapHBIM KOHEUHbIM mokasaTejeM Hanuuus XOBJI
WIM OPOHXUATBHONH OOCTPYKIMU U 7 TMOIMEPEYHBIX
uccnenoBanuilt ¢ OPB; (%omx) B KaUECTBE HEMIPEPHIB-
HOro KOHEYHOTro rokasateisi. B omHoM M3 uccienoBa-
HUII UCTIONb30BAIUCh 00a KOHEYHBIX TOKaszaTelssi, 3TO
HCccleloBaHMEe BKJIOYEHO B oba aHanmuza [59]. Cym-
MapHoe oTHomteHue maHcoB (OI) s XOBJI y retepo-
3UTOTHBIX JIMII IO CPABHEHMIO C HOCUTEISIMU HOPMaJb-
HOTO T€HOTUIIA OBbLJIO 3HAYUTENIbHO TMoBbIIeHO (2,31;
95%-ub1it I — 1,60—3,35), x0T MeXIy MCCIEaI0Ba-
HUSIMU OTMeJalach 3HAYMTEIbHAs TeTePOTeHHOCTH [58].
[To maHHBIM MOMEPEYHBIX UCCACAOBAaHMI U MCCIenIoBa-
HUI, B KOTOPBIX UCMOJIb30BaIaCh KOPPEKIIUS MO CTaTyCy
KypeHusi, TIoJlydeH Oojiee HU3KWI M HETOCTOBEPHBIN
PHICK ITO CPAaBHEHMIO C TAKOBBIM B CIyJac TU3aifHa «CIIy-
Yaiil—KOHTPOJIb» U pabOTaMM, B KOTOPBIX PE3yIbTaThl IO
CTaTycy KypeHUsI He ObLIM CKOPPEKTUpPOBaHbI. B cym-
MapHOM aHajiu3e He BBISBICHO Pa3HUIIBI B CPEIHEM
OB, (%p0nx) MeXIy nuuamMu ¢ reHoturnamu PiMM
u PiMZ. B uccrnenoBaHuu «cliydail—KOHTPOJIb», BBITIOJ-
HeHHoOM B HopBeruu, 1 MHOTOLIEHTPOBOM HCCJIEIOBa-
HUN cemeii, BeimosHeHHOM B EBpore u CeBepHoit
Amepuke [60], ormedyeHo, yto reHotun PiMZ cBsizaH
¢ 6osee HU3KUM cootHoureHneM ODB; u ¢popcupoBaH-
HoI Xu3HeHHOI eMKocth Jierkmx (MXKEJI) m 6omee
Tskestoi amdusemoit o nanueiM KT snerkux. OgHako
YMCJIO JIML ¢ TeHOTUINIoM MZ B o0eux rpyIinax ObLIo
HEeOOJIBbIINMM, a pa3Mep BBHIOOPOK B MCCICAOBAaHUSIX HE
JIOCTUTAJI MacIITaOOB MOMYJSILIMOHHOTO UCCIEAOBAHMS.

K. Molloy et al. [6]1] B reHeTUYECKOM MCCIIEIOBAHUN
cemeii nzydeH puck passutusg XOBJI y Hocuteneii reHo-
tuna PiMZ HenmocpeacTBEHHO B CEMbsIX, B KOTOPBIX YK€
OobuM BbIsIBIEHBI 0obHbIe XOBJI ¢ TakuM ke TeHOTH-
oM. B mcciaemoBaHuM cpaBHUBAINCH JaHHBIC HOCUTE-
neit reHotunoB PIMM (n = 99) u PIMZ (n = 89), oto-
opaHHble B 51 ceMbe Hocuteneit PiMZ ¢ XOBJI 11-1V
cTaauii, TMaTHOCTUPOBAHHON B COOTBETCTBUM C KPUTE-
pusimu [nobanbHol wHULMaTuBel o XOBJI (Global
Initiative for Chronic Obstructive Lung Disease — GOLD).
[TokazaHo, 4yTO cpeau KypsIIuX OOJIbHBIX C TEHOTUIIOM
PiMZ OponxuanbHass OOCTPYKUMS W KIWHUYECKU
3HauuMast XOBJI BcTpevanuch yaile, 4eM Cpeau Tia-
TEJIbHO TTON00PAaHHBIX KOHTPOJBHBIX JINIL C TEHOTUIIOM
PiMM.

Puck nopaxeHus nerkux y nuu ¢ reHotunom SZ

B mupe uncno Hocuteneit reHotuna PiSZ MeHbine, yeM
Hocutelieit reHotuna PiMZ, omHako pucK pa3BUTUS
XOBJI y Hux no koHua He usydeH. M.Dahl et al. [62]
BBITIOJIHEH MeTaaHaiu3 pucka pa3sutuss XODBJI y nuig
¢ aienem PIS. B Hero BkmioueHo 21 ucciiemoBaHue,
B T. 4. 6 — Iu3aiiHa «CIy4aii—KOHTPOJIb» U MOIEPEYHBIX
uccaenoBaHuii. B cymmapHoM aHaju3e BbISIBIEHO 42 HO-
curtens reHotuna PiSZ, u3 kotopsix y 27 AUarHocTUpo-
BaHa XOBJI. Cymmaproe O paszsutusg XOBJ cpenn
HocuTeneil reHotuna PiSZ ObL1o 3HAYMTEIBLHO BBIIIE
(3,26 (95%-uwrit 1N — 1,24—8,57), yeM cpeay HOCHUTE-
seit reHotuna PiMM, ogHako mocjie MCKIIOYEeHUS U3
aHaIM3a JINI, 3HAYUTCIHHO OTIMYABIIMXCS OT OCHOB-

Hoit macchl, OLLl mocToBepHO HE OTIMYAIOCH OT TPYIIITHI
cpaBHeHUs [63]. N.Seersholm et al. [64] B ucciaenoBaHnmn
¢ yuyacTueM Hocutesei reHotuna PiSZ (n = 94) nmokasa-
HO, 4TO Yy HocuTeneit PiSZ cHukeHa BbKUBaeMoCTb. [1o
MAHHBIM WTATBSIHCKOTO W WCIIAHCKOTO PETUCTPOB [24,
65] mokaszaHo, 4TO JInia ¢ TeHoTuoM PiSZ Ha MOMEHT
TTOCTAaHOBKY TMarHO3a ObIIM CTaplile, Yy HUX OTMevasiach
OoJtee coxpaHHas JieroyHast (PyHKIWS, YeM Y OOJBHBIX
¢ reHotunoM PiZZ, HecMoOTpsi Ha Oojiee BHICOKOE BO3-
neiicTBue KypeHusi. B Oosee mo3mHMX ucCleIOBaHU-
AX [66] aBTOpBI aHAJIOTMYHBIM 00PAa30M TMOJIATAIOT, UTO
Hocutenu reHoturna PiSZ MeHee BOCIpUUMYMBEI K BO3-
IEeUCTBUIO TaOAYHOTO NIBhIMa, YeM HOCHUTEIM TeHOTHIIA
PiZZ, a nartepH »M@u3eMbl, BBISIBJIEHHBIII C MOMO-
mpio KT jlerknx B MOMEHT ITOCTAHOBKU ITHAaTHO3a, ObIT
aHaJloTUYeH 5M(u3eMe, BBISIBISIEMONM Yy OOIBHBIX
¢ oowrynoit XOBJI, B oTnnume OT MpenuMyIIeCTBEHHO
0aszaJbHOI JIOKAMU3alUKU TMaHJI00YIIpHOM 3MOU3EeMbI
y 00JIbHBIX ¢ TeHOTUIIOM PiZZ.

CobOpaHHBIE BMECTE, 3TH pe3yJIbTaThl CBUACTCIb-
CTBYIOT O TIOBBIIIEHHON TIPeapacIlONIOKEHHOCTH
KypwiIblIMKOB ¢ deHotuniom SZ k passutuio XOBJI,
OJIHAaKO HEOOXOAMMBI JalbHEWIe WCCIeIoBaHMS,
B T. 4. TTO BIUSTHUIO BHEITHECPEIOBBIX (haKTOPOB, C aHA-
JIOTUIHBIM TU3aifHOM, MCITOJIb30BAHBIM IIJIST HOCUTEICH
MZ [61].

Peakue retepo3urotHble Mytaumu (FZ, IZ, MMalton, Mnull)

Janubie o penkux mytauusx npu JAAT npencraBieHb
CKyIHO, HO B HEKOTOPBIX HCCIIEIOBaHUSX I1OKa3aHO,
yro mytaiuu F, I 1 MMalton cBsizaHbI ¢ MTOBBILIEHHOM
MpeapacnoyioXeHHOCThI0 K paszButuio XODBJI, eciu
HaclenyoTcs ¢ ajuteaeM Z. HyneBble MyTaliuu, cBSI3aH-
Hele ¢ JIAAT, BcTpedaroTcsl peko, HO B UCCIEIOBAHUSIX
MoKa3aHo, 4TO HyJieBble roMo3uroTel (Null) mmeror
Oosee TsKesloe TeyeHUE 3a00JIeBaHUS JIETKUX, YeM
nuna ¢ renotunamu PiZZ wnu PiSZ [67-70], a y HO-
cuteneii reHotuna Mnull otmedatoTcst 60Jiee BhIpaKeH-
HbIE CUMIITOMBI MOPaKE€HUsI U OOCTPYKTUBHOI 00JIe3HU
Jerkux [71].

MonoxeHus:

* 'y HEKypsIIMX Jull ¢ TeHotunoM PiMZ He oTMeueH
TOBBIIIEHHBIN puck pazButusgd XODBJI;

* y Kypdlmmx JML ¢ reHoTunamMu PiMZ wm PiSZ
YCTAHOBJICH TIOBBIIIEHHBIN puck pa3Butus XOBJI
10 CPaBHEHMUIO C KYPSILIIMMU HOCUTEJISIMU T€HOTHUIIA
PiMM;

* pOJIb OPYIMX TE€TEPO3UTOT OCTAETCS HESICHOW M3-3a
UX PEAKOW BCTPEYaeMOCTH U TMOTEHUMATbHBIX IO-
rpeirHocTeit B usMepenun AAT nipu peakux BapraH-
Tax MOPaXEeHUS JIETKUX UJIU TTEYEHMU.

Ponb 1 npenmyLiecTBa CKpUHMHIA

Cyl1eCTBYIOT pa3Hble TTOAXOAbI K BBISIBIEHUIO O0JbHBIX
¢ HAAT. IlepBblit MeTO OCHOBAH Ha MOMYJISILIMOHHBIX
HCCIIeIOBAaHUSX, B KOTOPBIX 00CIEAYIOTCS TPYIIIbI 00JIb-
HBIX, HE MPOXOAUBIIUX CIIeLUATbHbII OTOOP (CKPUHUH-
roBble HccaeaoBaHus1). BTopoit Meron mpencraBisieT
c000i1 11eIeBbIe UCCIeAOBAHMS, B KOTOPBHIX OOCIICIYIOT-
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¢Sl MalUMEHTHI C 0COObIM nomo3peHueM Ha JTAAT, BKiIo-
yas vl ¢ paHHuM HayajgoM XOBJI (B Bo3pacTe Mmosoxe
40 net), OaszanbHOU MaHAOOYIApHOU 5MbU3EMOIA,
cemeiinbiM aHaMHe30M XOBJI unu JTAAT, ¢ nepuHa-
TaJbHOI >KEATYXOM, IMUPPO3OM II€UCHU, BACKYIUTOM
WA TAHHUKYJIUTOM.

O HEeKTUBHOCTh CKPUHUHTOBBIX MpOrpaMMm st
BoIsiBieHUs1 JIAAT He uzydyanach HA B OAHOM KOHTPOJIU-
pyeMom PKW. BonbIIMHCTBO CKPUHUHIOBBIX UCCIEI0-
BaHU OBUIM CEJICKTUBHBIMU, B HUX HE BKIIOYAIUCH PaH-
JIOMU3UPOBAHHbIE MOIMYJISILIMOHHbIE BHIOOPKHU, HO ObLIU
BKJIIOUEHBI O0Jiee 3M0pOBbIe (JOHOPHI KPOBM) JIMLIA U
6osiee OONBHBIC (TOCTIMTAIM3UPOBAHHBIC), YEM COCTaB-
JISTIOILME TIOMYJISILMIO B 11eJIoM. [1o TaHHBIM HeCKOJIbKUX
MOMYJISIUMOHHBIX MCCIEN0BaHUI, B KOTOPBLIX MPOBO-
JIWJICSI paHAOMU3UPOBAHHBIN CKPUHUHT OOI11Ieli MOMyJIsi-
uuu [72, 73] nim B HUX IPUHUMAJIA Y4acTHhe OOJIbIIIOe
YHCJIO HOBOPOXKAEHHBIX [10, 74], mpegocTaBieHbI Oosee
TOYHBIE NaHHBIE O PACIPOCTPAHEHHOCTU creluduye-
ckux peHoTurnoB AAT ¢ MEHBIIMMU CUCTEeMaTUYECKU-
MM OImMOKaMu. B mcciaemoBaHUSIX ¢ yJacTHEeM HOBO-
DPOXICHHBIX Takke MoJydeHa IIeHHash WHdopMamus
o ectecTBeHHOM TeueHuu HAAT c oOlleHKOHW pucka
Pa3BUTHSI TIOPAXKCHUS JIETKUX W TIeYeHM 0e3 cHucTeMa-
THYeCcKMnX ommook. [To pe3yabraTaM TaKMX MCCIEIOBA-
HUI BBISIBJICHO, YTO Y YYaCTHMKOB B BO3pacTe B Cpel-
HeM 15 [75] u 30 nieT [76] yacTo oTMeYaaach HOpMabHas
serouHast GpyHKUMS. [10 TaHHBIM, TTOJTYIeHHBIM Y TTali-
€HTOB B BO3pacTe B cpeaHeM 35 JieT, IToKa3aHo, 4TO 110
KpaiiHeil Mepe y HEKOTOPbIX U3 HUX BBISIBICHO CHMXe-
Hue HCJI ¥ MIOTHOCTU JeroyHoil Tkanu [15]. Otm
pe3yJbTaThl COBMAJIM C AAHHBIMUA PETPOCIIEKTUBHOTO
aHalMM3a, O pe3ylabTaTaM KOTOPOTO YCTaHOBJEHa 00-
Jiee BbICOKasl YYBCTBUTEIBHOCTh 3THUX ITOKa3aTesei
JIJISI paHHEe# AUarHOCTUKM 10 CPaBHEHUIO CO CITIUPOMET-
pueit [14]. I1o naHHBIM HETaBHUX KOTOPTHBIX UCCIEI0-
BaHWI TTPOJEMOHCTPUPOBAHO, YTO Y 2 M3 4 KypWJIBIIH-
KoB B BodpacTe 37—40 ner yxke ormevaetcss XOBJI [77].

K moTeHUMaIbHBIM MPEUMYILIECTBAM CUCTEeMaTUue-
CKOTO CKPMHUHTA OTHOCSITCSI TEHETUYECKOE KOHCYIbTU-
poBaHNE, PEKOMEHIAILIMH 110 00pa3y XKU3HU (IIpeaoTBpa-
IIeHWEe WJIM OTKa3 OT KypeHMUs, BbIOOp mpodeccuii, He
COIPSIKEHHBIX C BBICOKMM puUcKOoM pa3Butus XODBJI,
OrpaHMYeHUEe TOTPEOJICHUST aJKOroJisl) U oOCyXIeHUe
panHero Hauaja 3T. [ToTeHUIMaTBbHBIMU HETOCTATKAMM
CKPUHUMHTA SIBIISIIOTCSI TICUXOJOTMYecKue 3(P@eKThl,
COLIMaJIbHbIE OTPAHUYEHUST U CTOUMOCTD. DTU HE0CTaT-
KJ MOTYT KOMIICHCHPOBAThCSI YBEPEHHOCTBIO B TOM, UTO
ecnu 6onbHOM ¢ JIAAT He HauHET KypUThb, €T0 TIPOI0JI-
KUTEJBHOCTh XM3HU OyaeT HopmanbHoit [17, 78]. Tlo
TAaHHBIM 00Jiee KPYITHOTO MOMYJISILIMOHHOTO UCCIeN0Ba-
Hus, nocssieHHoro AAT, BBIMOJHEHHOTO MEXIy
1972 1 1974 1r. B llIBentuu ¢ yyacTieM HOBOPOXKICHHBIX
(n = 200 000), BbIsIBIEHBI HOCUTEIU TeHOTUIIOB PiMZ
(n=127) u PiSZ (n = 48) [10]. OcHOBHOI1 1ieJIbIO UCCIIe-
JIOBAaHUS SIBUJIOCh CHIUKEHME BO3JIEUCTBUSI Ha neTeit
KYPEHUST POAUTENIC B NETCKOM M ITOIPOCTKOBOM BO3-
pacTte M TIpeNoTBpallleHWe aKTUBHOro KypeHus. [lpu
HEOHATaJIbHOM CKPUHUHIE MOKa3aHO, YTO YMCJIO Kypsi-
mwux cpeau 18—20-JIeTHUX CHU3WIOCH MO CPaBHEHUIO
C KOHTPOJIBHOM TPYMIION COOTBETCTBYIOIIETO BO3pacTa

KnuHnueckue peKomeHaauum

(6 % vs 17 % akTUBHBIX KyprIbIINKOB; p < 0,05 1 88 %
vs 65 % nuxorma He Kypuimx; p < 0,05 [79]), xots
BJIUSTHUS Ha aKTUBHOE KypeHUe poauTesieil He YCTaHOB-
JIECHO. AHQJIOTUYHBIE PE3YJIbTAThl MOJYYEHBl B IPYTOM
HEOHATaTbHOM CKPUHWHTOBOM uccienoBanuu B Ope-
TOHE CO 3HAUYUTEJIbHO MEHbILIEH PacCIPOCTPAHEHHOCTbHIO
KypeHUsl Cpeau JIUI ¢ auarHoctupoBaHHbBIM JAAT 1o
CPaBHEHUIO C KOHTPOJIbHOM Tpymmoi (27,3 % vs 56,9 %;
p=0,02) [75].

HeoHaTtanbHbIit CKPUHUHT HE BBI3bIBAET HEXesa-
TEJIbHBIX TICUXOJIOTUYECKUX TTOCTIENCTBUI Y TOJPOCTKOB,
y koTopbix JAAT OuarHOCTUPOBAH MNPU POXIECHUU,
XOTs OOHapyXeHbl HeXelaTeTbHbIe TMCUXOJOTUYECKUE
a¢bdheKTh cpeayd poauTeNeil (HeraTUBHOE BIMSIHUE Ha
TCUXOJOTMYECKYI0 B3aMMOCBSI3b MEXIY MaTepblo U pe-
6enkoM) [80], u maxe 20 JeT cIycTs y Matepeil Takux
TOIPOCTKOB OTMEYEH 0oJiee BHICOKUI YPOBEHb TPEBOX-
HOCTH, 4YeM B KOHTposbHOI rpyrme [81]. M3-3a aTux
HETaTUBHBIX aCIEKTOB HeOHATaIbHbII CKpuHUHT B L11Be-
MU He OBLT TIPOJOJIKEH, XOTSI ObUTO OBI TTOJIE3HO TTOJTY-
YUTh 0OJiee YEeTKOE TMPEACTABICHUE O COOTHOIICHUU
pUCKa U MOJIb3bl U ECTECTBEHHOM TEUEHUU 3a00JIeBaHMUSI.

Monoxexus:

* B OOJBIINHCTBE CKPUHUHTOBBIX WCCICAOBAHUMA
OTMEYaeTCsl BHICOKMM PUCK CUCTEeMAaTUYECKUX OIIM-
00K, T. K. B HUX He ObLIM BKJIIOYEHBI PaHIOMU3UPO-
BaHHBIC TOMYISIIMOHHBIC BEIOOPKU,

* B MOMYJISIIIMOHHBIX CKPUHUHTOBBIX MCCIICIOBAHMSIX
YCTAHOBJIEH MEHBIIUN PUCK CUCTEMaTUYECKUX
OLIMOOK M TIpeAOCTaBJIeHbl JaHHbBIE O pacIpocTpa-
HeHHocTU crieurduueckoro JAAT U KIIMHUYECKUX
¢eHOTHUIOB, a TakKe LIeHHas WH(OpMAIIUSI O ecTe-
ctBeHHOM TeueHuu JIAAT;

* TIpU HEOHATaJIbHOM CKPUHUHTE 3((HEKTUBHO CHU-
>KaeTcs 4yacToTra KypeHus B Bo3pacte 18—20 snet mo
CPaBHEHMIO C KOHTPOJBHBIMHU TPYIIIIAMU COOTBET-
CTBYIOIIIETO BO3PACTa;

* HeOoHaTaJbHbIIi CKPUHUHT MOXET UMETh HEraTUBHOE
BJIMSTHUE HA POOMTENEH M ICUXOJOTMUYECKYI0 B3au-
MOCBSI3b MEXKITy MaTepsIMU U UX IeTbMHU. OMHAKO 3TU
HeraTuBHBIE 3(DMEKTHI MOKXHO TPEOAOJIETh MOTHO-
LIEHHBIM TeHETUYECKUM KOHCYJIbTUPOBAHUEM U Me-
NUIMHCKOW MOMOILIBI0O B CHEUMATIU3UPOBAHHBIX
ueHtpax mo JAAT.

3amecTuTenbHas Tepanus
npu gecuLnTe 04-aHTUTPUNCHUHA

IMockonbky 3T B HacTosllee Bpemsl SIBISIETCS €IWH-
CTBEHHBIM BapUaHTOM CIelM(pUIECKON Tepanmuu Mpu
JAAT, oHa craja TpeaMeTOM s WHTEHCHUBHOTO
00CYXXIeHUs B JIMTEPAType U TEMOIl MHOTOYMCIICHHBIX
0030poB u ctateii. [1pu penkux 3a00JeBaHUAX, K KOTO-
pbiM oTHocutcs JAAT, TpymHocTM Habopa OOJIbHBIX
B KJIMHWYECKUE MCCJIETOBAHUS B COBOKYIHOCTU C He-
MOCTATOYHON YYBCTBUTEIBHOCTHIO CHEIU(UICCKUX
KOHEYHBIX ITloKa3aTeseil 3aTpyaHSIOT TUIaHMPOBaHME
U TIPOBEICHUE KIIMHUYECKUX rccieqoBanuit. [1pu atom
cloXuiaach HeOoOblYHas cutyauus, npu Kotopoir 3T
B TeUECHHE HEKOTOPOTO Ieproaa ObUIa OpHMEHTUPOBaHA

http:/ljournal.pulmonology.ru/pulm
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TOJBKO Ha OMOXMMHYECKME NaHHBIC, a UMCHHO — Ha
ypoBeHb AAT B kpoBu [82] u, Takum oOpa3oM, cTaia
HCTIOJIb30BaThCSl BO MHOTMX CTpaHaX, B KOTOPBIX JOKa-
3aTellbHas 0a3a, KOTOpasi CeTOMHSI OIMMPACTCs Ha TaKMe
pecnupaTopHble KOHEYHBIC IToKasarenn, Kak ODB,,
K2K u nerajgpHOCTD, OTCYTCTBOBAJIA.

Omny6auKoBaHO 2 CUCTEMaTHMYeCKUX 0030pa: OIMH
CKOHIIEHTpUpPOBaH Ha KoHTposiupyeMbix PKW 3T [83],
B APYrOii ObUIN BKJIIOUEHBI BCE KOHTPOJIUPYEMBbIE UCCTIE-
moBanus 3T, B T. 4. HepaHIOMU3UPOBAHHBIC, B HEM
npencrapieH aHaiau3 cHkeHuss ODB,; [84]. [Tomumo
5TOTO, OITyOJIMKOBAHEI pe3yabTaThl aHanmm3a KT-geHcn-
TOMETPUHU Y OOJIbHBIX, IPUHUMAaBIINX yyacTue B 2 PKN
[85]. B 2 Oojnee mo3mHMUX MCCIEIOBAHUSX MOATBEPKIE-
HO, 4T0 3T MOXET 3aTOPMO3UTh, XOTSI U HE YCTPAHUTh
MOJHOCTBIO, TIporpeccupoBaHue sMmbuszemnl [84, 85].
ITo pesynbraTam MeTaaHanmu3a, BeimojaHeHHoro P.C. Gotz-
sche et al. [83], Takxke MPOAEMOHCTPUPOBAHO, UTO Ha
¢one 3T mioTHOCTH JerouHoii TkaHu no KT-geHcuro-
METPUM CHITKAeTCS MeUICHHee, YeM Ha (DoHe Irameoo.
OmHako caemad BBIBOMI, YTO 3TO HEAOCTATOYHBIM KPUTE-
puii 5OEKTUBHOCTU. AHAJIOTUYHAs TOYKa 3pPEHUS
BbICKa3aHa B 0oJiee TTO3IHEM OOHOBJIEHUU TEX € aBTO-
poB [86] u mocnenyomeit MyGIUKALMKA UCCIeTOBAHUST
RAPID [53].

JIst cyMMalMm BeeX 10Ka3aTesbeTB (P PEeKTUBHOCTH
3T u MUHUMM3ALMU CUCTEMATUUYECKUX OILIMOOK

METOOBbI CUCTEMATHIECKOTo 0030pa (CM. HOTOIHUTEThb-
HbIe OHJaliH-MaTepuaisl). Haiineno 8 PKI BHyTpuBeH-
Hoit 3T, B 3 U3 KOTOPBIX aKTUBHAsI Teparusl CpaBHUBA-
Jachk ¢ manedo [51—-53, 87] u B 5 — ¢ ApyrUuM aKTUBHBIM
neyeHreM [88—92], B ocHoBHOM HOBBRIMM tst 3T mperna-
paramu. Kpome 3TOro, HaiimeHO 6 HaOJIOIATEIbHBIX
HUCCIeA0BaHU C BKIIOUEHUEM KOHTPOJBbHOM TPYIIHI [§,
93—97], mo HaHHBIM KOTOPBIX MPOAHAIU3UPOBAHBI
MMPENMYIIECTBEHHO TaHHBIC PETUCTPOB, U 11 HEKOHTPO-
JIMPYeMbIX HaOJIONaTebHBIX HccleqoBaHuii [82, 98—
108], mocBsIIeHHBIX (PapMaKOKMHETUKE, 0e30MacHOCTU
WX HOBBIM KCXOIaM 3a0ojieBaHUS. B MOMEHT HaIm-
CaHMS HACTOSIIETO MOKYMEHTa IPOIOJIKAINChH eIle
2 KJIMHUYECKMX MCCIeN0BaHUs (MIESHTU(UKAIIMOHHBIC
Homepa NCT00242385 u NCT01213043 Ha caiite Clini-
calTrials.gov). JIns1 KpaTKOCTU U3JIOXKEHUS B HACTOSIILIEM
IOKyMeHTe Iuianebo-kKoHTpoaupyeMble PKIW ob6cyx-
Jal0TCs MOAPOOHO, a IPyrye UCCIeI0BaHMsI TTPUBEICHBI
B Tabs. 3, B KOTOPOU COMEPXKUTCSI KpaTKOe pe3toMe Xa-
PaKTEePUCTUK U Pe3yIbTaTOB MCCIICTOBaHUIA.

B PKU BxiroueHbI B ob1Ieit cioxHocTr 315 6071b-
HbIX. B 0onee pannue PKM Obuin BKIIIOYEHBI ObIBIINE
KypuabluKu (n = 58) ¢ reHoTunom PiZZ u co cpenHe-
TSKEJION MW TSKeJIoi dSM(MU3eMOit, JIeUeHHBIX KaK MU-
HUMYM B TeUeHMeE 3 JIET, U paHIOMU3UPOBAHBIC IIJIST JIeUe-
HMS BHYTpUBEHHBIMM UHGbY3usIMU AAT B mo3e 250 Mr / KT
JIN0O YeIoBeYEeCKUM albOyMUHOM Kaxnble 4 Hed. [51].

B HACTOSIIIIEM JTOKYMEHTE MCIIOIb30BaHHEI cTaHOapTHBEIe OCHOBHBIM KOHEUHBIM moka3zarenreM Obur O®DB,.
Tabauua 3
Hccaedosanusa samecmumenvroii mepanuu npu degpuuume o ;-QHMUMPUNCUHA
Table 3
Studies on augmentation therapy for alfa- 1-antitrypsin deficiency
[mzain Ccbinka | Bmewarenscto |  CpaBHeHue OcHoBHoM Yucno | [inutens- AdpchekT nevenms
uccnepo- KOHEYHbIN GOnbHbIX,|  HOCTb
BaHUA nokasarenb n neyeHns
Mnaue6o- [51] 3T 250 wmr/ kr, PactBop Chuxenne O®B, 58 2 3 net HepocToBepHas pasHuua B cHukeHun OB,
KOHTpOnu- 4 Hep, anb6ymuHa (59 mn B rog vs 79 mn B rog; p = 0,25);
pyembie PKK mr [ kr 3amepifieHne CKOPOCTU CHUKEHNS NNOTHOCTH
neroyHow TkaHu no KT (2,6 r/ n B roA vs
1,51/ nBrop; p=0,07)
[52] MNponactuu 2%-Hblit KT-peHcurometpus 7 22 net 3amepneHne CHUXeHUS NNOTHOCTM NEroYHOM
60 mr / kr pacTsop TkaHm no KT (1,4 r/nBroavs 2,2/ n B rog;
eXeHefenbHo anb6ymuHa p=0,06)
[53]  3emaitpa 60 mr/ kr Jluodpunuan- KT-peHcuTomeTpus 180 22 net 3amepnieHne CHXEHUS MOTHOCTM NEroYHoM
eXeHeaenbHO POBaHHbIN TkaHu no KT (1,5r/n B rog vs 2,2/ n B rog;
npenapar p=0,03)
PKW co cpaHe-  [88]*  MponacTuH Pecnutun YpoBeHb AAT 28 212Hen.  OcHOBHOM KOHeYHbIN Nokasatenb B 06enx
HUEM C ApYrUM 60 mr / kr 60 mr / kr B CbIBOPOTKE rpynnax oguHakoB, panuyus no O®B;, DLco,
aKTUBHbIM eXeHeAenbHO eXeHefeNnbHO KpoBU [BEeCMOKCHHY MOYN He0CTOBEPHbI
neyeHnem
[89]*  MponacTuH 3emaiipa YpoBeHb AAT 44 210 Hed.  OCHOBHOI KOHEYHbIV NOKa3aTenb OAMHAKOB
60 mr / kr 60 mr/ kr B CbIBOPOTKE B 0beux rpynnax
eXeHeaenbHo eXeHefenbHo KpoBU
[90]% ** MponacTuh-C Mponactux YposeHb AAT 24 10 Hep. OCHOBHOW KOHEYHbI Noka3aTenb OfNHAKOB
60 mr / kr 60 mr / kr B nnasme B 0beux rpynnax
eXeHenensHo eXeHeAenbHO KpoBM
[91]*  Mponactun-C Mponactun YpoBeHb AAT 30 8 Hep. OCHOBHOM KOHEYHbIN NOKa3aTeNlb OANHAKOB
120 mr [ kr 60 mr/ kr B N1asme KpoBw, B 0beux rpynnax, pasHuua B no6oYHbIX
eXeHeaenbHoO eXeHefenbHoO GesonacHocTb athchekTax HeoOCTOBEPHA
[92]* Tnaccus 60 mr/kr [Mponactu YpoBeHb AAT 50 21 Hep. OCHOBHOM KOHEYHbIN NOKa3aTelb OANHAKOB
exeHefenbHO 60 mr / kr B Nnasme KpoBK B 0beux rpynnax, pasiuua no O®B; u ®XEN
eXeHeAenbHO HeAoCTOBEpHa
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HaGlopatenbhble  [93]  Mponactud unu

uccnefoBaHus TpuncoH 60 mr / kr
C KOHTPONbLHOM exeHeaeNnbHO
rpynnon
[8]  Mponactun
60 mr / kr
exeHeaeNnbHO

[95] 3T 60 mr/kr
eXeHeaenbHo

[94] 3T B nrobom
A030BOM pexume

[96] 3T B nioGom
[030BOM pexume

[97]  NponacTtun unm
TpuncoH 60 mr / kr
¢ no6oil nepu-

0AMYHOCTLH
Habnioparens- [82] 3T 60 mr/kr
Hble uccnepo- eXeHepensHo

BaHUA 6e3 KOHT-
ponbHBIX rpynn

[98] 3T 60 mr/kr
eXeHeaenbHo
[99]*  MNponacTux
60 mr / kr
eXeHeaenbHO
Mponactux
60 mr / kr
eXeHefenbHO
Mponactun
120 mr / kr
1 pa3 B 2 Hep.
Mponactun
60 mr / kr
eXeHegenbHO
Mponactu
60 mr / kr
eXeHeAenbHO

lvobas 3T

(01

[100]

[102]

[103]

[106]

[105] Miobas 3T

[108]  Tpuncox 60 mr / kr

eXeHeAenbHO
Mponactun
60 mr / kr
eXeHeaenbHoO

[107]

Orcyrctaue 3T

Heperynsp-
Has 3T unm
ee oTCyTCTBUE

[aHHble go
Havana 3T

06bI4HOE
neveHue

Orcyrctaue 3T
[aHHble Ao

Havana 3T

Her

Her

Het

Hert

Her

Her

Het

Her

Her

Hert

Hert

Chuxenne O®B;

Chuxenue O®B;,
BbIXMBaEMOCTb

CHuxenne OOB;

Mo6GouHble

3tphekTbl
Chuxenne O®B,

Yacrora o6o-
CTPeHui

YpoBeHb AAT
B CbIBOPOTKE
KpoBM,
Ge3onacHocTb
YpoBeHb AAT
B CbIBOPOTKE
KpoBy
®yHKUMOHANb-
HOe COCTOsiHMe

BesonacHocTb,
ypoeHb AAT

YpoBeHb AAT,
6e3onacHoCTb

00B;
CHuxenue OOB;,
6e30nacHoCTb

CpaBHeHune
GOnNbHbLIX B BO3-
pacTe crapLe

1 monoxe 60 net
O6ocTpenuns

BesonacHocTb

N3T-KT

KnuHnueckue pekomMeHpauumn

295

1129

96

1129

164

127

21

20

14

13

23

20

443

1062

922

23

10

1rog

12-86 mec.

212 mec.

12-86 mec.

B cpeaHem
42 mec.

18 mec.

6 mec.

6 mec.

12-48 mec.

[o 6 ner

20 Hep,.

3roga

3,1-82,8 mec.

1rog

1rog

24 Hep,

12 Hep,

Oxonuanue maoa. 3. Hauano cm. na cmp. 282

3amepnnenue ckopoctn cHmkeHus OB,
(53 mn B rog vs 75 mn B rog; p = 0,02)

TNyywas BeikuBaemocts (p = 0,001),
He0CTOBePHas pasHuua B cHkeHn ODB;
(p = 0,40); ecnin OPB; = 35-49 %, ckopocTb
cHkeHns OPB; MeaneHHee Ha (hoHe neveHns
(73 mn B rop vs 93 mn B rog; p = 0,01)

3ameanenue ckopoctu cHkeHns OPB,
(34 mn B rop vs 49 mn B rog; p = 0,02)

Y 83 % 6onbHbIx, nony4aswmx 3T, He OTMeYeHO
no60oYHbIX 3dh¢heKTOB; YacToTa NOGOYHBIX Ih-
thektoB coctasuna 0,02 Ha 1 nauueHTa B mecsL

3amepnnenue ckopoctn cHimkeHus OPB,
(37 mn B rop vs 46 mn B rog; p = 0,05)

CHWXeHMe YacToTbl 060CTpeHMI
(1,2 B rog vs 1 B rog; p < 0,01)
¥ CTOMMOCTM rocnuTanu3auui

YpoBeHb AAT noBbICMNCS NO CPAaBHEHMIO
C UCXOAHBIM, YacToTa N0GOYHbIX ApchekToB
HU3Kasn (neyeHue GesonacHoe)

KoHueHTpaums AAT coxpaHanacb Ha ypoBHe
35 %gonx. (3kBMBaNEHTHO PiMZ)

Y 12 3 14 6onbHbIX N0 UX COOGCTBEHHOM
OLieHKe (pYHKLIMOHaNbHOe COCTOsHUE
cTabunmaupoBanoch

3HauuTenbHble N060YHbIE 3theKThI
orcytcTBoBanu; y 10 u3 13 6onbHbIX ypoBeHb
AT cocraeun > 50 mr / gn

YpoBeHb AAT Ha ¢hoHe 2-HeaenbHbIX
WHTEPBANOB MeXay A03amu Obin
HeafleKBaTHbIM; JieYeHne 6e3onacHo

CHuxenne O®B; Ha 36 mn B rog

CHuxenne O®B; Ha 57 Mn B rog Ha ¢hoHe
nleyeHuns,, KOTopoe pacLieHeHo Kak GesonacHoe

Y noxunbix 6onbHbIX GonesHb npotekana
MeHee aKTUBHO, ¢ 6onee peakuMu
060CTpeHnAMM

CpenHsas yacTota 060CTpeHuit cocTaBuna
2,4 cnyyas B rog, CpeaHsas ANUTeNLHOCTL
obocTpeHuii - 17 gHei

B 1 cnyyae u3 555 BbisiBNeHbI N06OYHbIE
3¢pheKTbl, CBA3aHHbIE C NEYEHNEM

Pasnuua B pesynsratax M3T Ha thoHe neveHus
He[J0CTOBEPHa

Mpumevanue: PKW - paHnomu1upoBaHHble KOHTpOnMpyeMble nccnefosanus; 3T — 3amectutenbHas Tepanus; OOB; — obbem hopcupoBaHHOro Bbigoxa 3a 1-10 cexyHay; KT - komnblotepHas
Tomorpacust; DLco — andbdpyanoHHas cnocobHoCTb Nerkux no MoHookeuay yrnepoga; AAT - as-aHTutpuncud; ®XE - dopcipoaHHas KuaHeHHas emkocTb; MT — No3UTPOHHO-aMUCCHOHHAS!
TOMOrpachus; * — NepexpeCTHbII An3aliH MCCrenoBaHNs (MONHOCTbI0 OO ToMbKO AN rpynnbl nnauebo); ** - y HekoTopbix 60MbHbIX 403a Obina yBenuyeHa Ao 120-180 mr / kr Ha 2-3 Hen.;

*kk

- no3a 6bina ysenuyeHa [o 240 wr/ kr Ha 4 Hep.

Notes. *, crossover study (either wholly or as follow on for the placebo group); **, some patients changed to 120-180 mg-kg™", 2-3 weekly;

IIOHOJ'IHI/ITCJlebIMl/I KOHCYHBIMHM T1O0Ka3aTCIAMU ABJIA-

Juck TpaHcdep-koabduimeHT (Kco), DLco 1 n3mene-
HUE TUIOTHOCTU JjeroyHoi TkaHu mo KT. Paznuuwmit
B CHUXEHUU (PU3NOJIOTMUECKUX TTOKa3aTeseil He ToITy-
YEeHO, OJTHAKO BbISIBIIEHA BbIpaXKeHHAsI TEHACHLUS K 00-
Jiee MENJIEHHOMY CHMXXEHUIO TJIOTHOCTU JIETOYHOU
TKaHU, uaMepeHHoil mo KT-geHcutomeTpun Ha ¢oHe

AKTUBHOM TEpaIrunu.

*kk

, changed to 240 mgekg™", 4 weekly.

B uccnenoBanne EXACTLE BkmouyeHsbl tuua (n = 77)
¢ TsexenbiM JIAAT, KoTopbie B TeueHUe 2 JIeT MoJydaiu
exeHeneabHbie MHOY3uM AAT 60 Mr / K 1160 miane6o,
ITOCJIe Yero JICYeHNE ObUIO BHIOOPOYHO ITPOICHO EIIe
Ha 6 Mec. [5]. OCHOBHBIM KOHEYHBIM ITOKa3aTejieM sIBU-
JIach CKOPOCTb MPOrpecCUpoBaHUsT SIM@PU3EMBI 1O eXe-
rogHoit KT-meHcUuTOMETpUH, BHITIOJTHEHHOI Ha YPOBHE

obmieit emkoctu Jerkux (OEJI), HO 3T0 MccieqoBaHme
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OBLIO TIPOOHBIM, TOT/Ia KaK ONTUMAJIbHBIA METOI BU3ya-
JIN3aLIMOHHOTO aHaJIK3a B MePUO TPOBEACHUS UCCTEIO-
BaHUS He ompenesieH. BrisiBieHa BbIpaXkeHHas TEHIEH-
ISl K 3aMeIJICHUI0 CHVDKEHUS TIIOTHOCTU JIETOYHOM
TKaHU, KOTOpas CTAOMILHO COXPaHSIIACh IIPU UCTIONIH30-
BaHUM 4 pa3IUYHBIX aHATUTUIECKUX METOI0B. B omHOM
U3 HUX ObLIa JOCTUTHYTA TPAAULIMOHHAS CTaTUCTUYe-
ckast goctoBepHOCTh (p = 0,049).

JOTIOTHUTENIbHBIMA KOHCYHBIMM ITOKa3aTeIISIMU
SIBUJIMCH YacTOTa OOOCTPEHMIA MO COOOIICHUSIM CaMUX
nanueHToB, DLco u KK, I'pyrnimbl akTUBHOTO JeyeHUs
U 11a1e60 He pa3auyaauch MO STUM MOKA3aTeNsIM, XOTS
B TPYyMIIaX aKTUBHOTO JICYCHUST CHU3MIACh YacTOTa TOC-
MUTaaU3alnii o moBoay obocTpeHuii. B camoe mocnen-
Hee U3 BBINOJHEeHHbIX uccienoBaHuii (RAPID) 6buin
BKJIIOUEHBI 00JIbHBIE ¢ aMbusemoii (n = 180), 00ycnoB-
nenHoii JIAAT, ¢ ODB, 35—70 %omx. [53], mony4aBiive
6o exeHenenbHbie MHGY3uU AAT 60 Mr / Kr, 1160
ianedo B TeueHue 2 JIeT; 3aTeM HEKOTOpble OOJIbHbIE
npopookanu jJedeHre AAT elle B TedeHue 2 JIeT Npu
OTKpBITOM au3aiiHe [87]. DTo OBLIO MepBOe MCCIEAOBA-
HHUE, MOIIHOCTh KOTOPOTO SIBJISIACh JOCTaTOYHOM IS
yCTaHOBJEHUST 3(PHEKTUBHOCTU JICUEHUS MO CPEeIHEro-
JIOBOl CKOPOCTH CHUWXEHUS TUIOTHOCTU JIETOYHO
TKaHu, n3MepeHHoi o KT; nomomHUTe IbHBIMI KOHEY -
HBIMHU TIOKa3aTeJIsIMU ObUIM YacToTa 00OCTPEHUI, u3Me-
Henue O®B; B nporeHTax oT moykHOro, KK 1m0 mikaie
pecriupatopHoro BorpocHuka Knmnuku Csitoro I'eop-
ra mas1 6onbHBIX XOBJI (The Saint George Respiratory
Questionnaire — SGRQ) u uamenenne DLco. KT nerkux
BBITIOJIHSIACh MpU MoiHOM Baoxe (ypoBeHb OEJI) u crio-
KOWHOM BBIIOXe (YpOBEHb (DYHKIIMOHAJIBLHOI OCTATOY-
Hoit eMkoctu (POE)). ITockonbKy 3apaHee oIpenesieH-
HBIM OCHOBHBIM KOHEYHBIM ITOKa3aTejeM SIBJSIach
IUTOTHOCTh JieroyHoil TkaHu mno KT-geHcuTtomerpuu
(PD15), uamepennas Ha yposHe OEJI u ®OE (munamu-
Ka KOTOPOIt He TOCTUTJIA CTATUCTUICCKOM 3HAUMMOCTH),
TO OTIEJbHbIC BU3YaJIU3ALMOHHBIE CEPUM Ha YPOBHE
OEJI u ®OE O6bumM BKIIIOYEHBI B JTOMOJTHUTEIbHbBIC
KOHeuHble Toka3ateau. OCHOBHOI pe3yJabTaT 3aKIIio-
Yyajcsd B 3aMEICHUM TEMIIOB CHIDKCHUSI TUIOTHOCTHU
JIETOYHOM TKaHMW no gJaHHbIM KT-geHcutomeTpuu.
Tepanestuueckuii 2¢bdeKT ObUT CTATUCTUYECKU TOCTO-
BEPHBIM TIPU KOJIMIECTBEHHOM OIIEHKE C MCTIOJIb30BAHM -
eM KT Jerkux, BBIOJHEHHON IIPW TIOJTHOM BIOXE
(OEJI), no aHanoruu ¢ MpealecTBYIOINMU UCCIeI0Ba-
HUsIMU (KOTOpBIe oOcyknanuch paHee). [1pu mpomorke-
HUUW WCCEIOBAaHUS B OTKPBHITOM JM3aifHE Y OOJBHBIX,
TIepeBeICHHBIX C IUIaIe00 Ha aKTUBHYIO TepaInio, ITOKa-
satenu KT-meHcUTOMETpUM CHUXKAIWCh aHAJOTUYHO
TaKOBOM Yy JIMII, TOJYYaBIIUX JIeYeHUE B PAHAOMU3UPO-
BaHHOI (haze. OMHAKO KaK W B MPEABIIYIINX UCCIIENI0BA-
HUSX B 9TOM 00JIaCTH, TOCTOBEPHOTO BIMSTHUS JICUCHUS
Ha Apyryue KOHEYHbIe MoKa3aTeu, TaKrue KakK JeroyHast
dyuxkuus u KK, He BoisgBiaeHo [87]. B nonmonHuTe bHOM
nHdopmannru 06 Uccieq0BaHUIX TAKXKe MOAPOOHO OIMU-
CaHO CHIXXCHME IMPKYJINPYIOIIETO TeCMOCHHA, YTO CBH-
JETEIbCTBYET O MOJIOXKUTeIbHOM BiausHuu 3T Ha mpo-
Lecc paspyuieHust auactuna [109].

3T BO MHOTMX UCCJIEI0BaHMSIX MPU3HAHA Oe30MacHOM.
YacTtoTta mo00ouHBIX 3(P(EeKTOB aHATOTMYHA Y OOJIBHBIX, TT0-

JIY9aBIINX aKTUBHOE JICUCHUE M TIIae0o0, Kak B UCCIEO-
Banuu EXACTLE [52], Tak u B ucciaenoBanuu RAPID
[53], Ho He onieHMBanach B 6osee panuux PKU [51].

IIpu Takoii CTaOMILHOCTU PE3yJIbTATOB Pa3HBIX HC-
caenoBaHuii oTHocuTenbHO KT-neHcuromerpuu u axr,
yto KT-meHcuroMeTpusi B MOMEPEYHBIX U MPOIOJIbHBIX
HCCIIEOBAHUSIX XOPOIIO KOppeaupoBaja ¢ IPYIrMMU
KIMHAYECKUMM KOHEUYHBIMM IT0Ka3aTelISIMHM, TaKUMU
Kak JietasibHOCTh 1 KOK [47, 110], moaTBepkaaeTcs K-
HUYecKass 3HaUMMOCTb HAaHHOTO Tokasarteisis. boiee
Toro, cHMXeHue mnokasateneit KT-meHcutomeTpum
TakXKe CBSI3aHO C JieTalbHOCThIO [111], T. €. cHUXeHue
IUTOTHOCTHU JIETOUYHO# TKaHW 1Mo maHHBIM KT-meHcuTo-
METPUU OTHOCUTENIbHO CHUXKEHUS JieTabHOCcTH B PKU
COBMAAAIOT C pe3yabTaTaMu 0oJiee JIUTEIbHBIX HAOII0-
JaTeJIbHbIX UccieqoBaHuii [8].

BerKmBaeMOCTh Takke OTpaXkeHa B OOJBIITMHCTBE
PKW mnocnennux net (1 neTaabHBIN Ucxon — Ha (oHe
3T, 3 — Ha ¢oHe 1a1eb0), OHAKO HU3KAs JIETAIbHOCTh
He TI03BOJIMJIA CAEJIaTh HUKAKUX 3aKTIOUCHUIA.

ITockosbKy BO MHOTHX HAOIIOMATeIbHBIX UCCIICI0BA-
HUSIX TTOKa3aHbl MPEUMYIIECTBA JCUCHUS B OTHOIIICHUU
BIUSHUSI Ha CKOpOCTh cHKeHus1 ODB; BeposITHOCTH
cUCTeMaTUYeCKUX OLIMOOK B HUX Bbille, yeM B PKH,
W WX PE3YJBTATHl CICAYCT MHTEPIIPETUPOBATH C OCTO-
poxHocThio. BnusHue 3T Ha obGoCTpeHUsI JIETOYHOTO
npoiiecca y 6oabHbBIX ¢ JAAT octaeTrcss HeomnpeneieH-
HBIM, ITOCKOJIBKY pe3yibTaThl HeKoTopblix PKIW pacxo-
naresd [52, 53], a B 1 peTpoCIeKTUBHOM HaOIogaTe Ib-
HOM MCCJIEIOBAaHUM COOOIIAETCS O CHUKEHMU YaCTOTHI
oboctpenuii [97]. 1o gaHHBIM HcCIenOBaHUM OOIbIIEH
TIPOIOJDKUTENIBHOCTY C WCTIOJIb30BAHUEM THEBHUKOB
IIJIST MOHUTOPMPOBAHMSI CUMIITOMOB U / WU TIPU OTOOpE
OOJIBHBIX C YAaCTBIMM OOOCTPEHUSIMU MOXKET OBITH IMOI-
TBEPXIEHO BIMSIHUE TePAITMU Ha KITMHUYECKUE CUMITTO-
MBI, HO B TaKUX CJTy9asiX TpeOyloTcst OOIbINe BHIOOPKU
MMAIleHTOB, a BKIIOUCHNE KOHTPOJIHHOU TUIAIe00-TpyTI-
bl IPU3HAHO HEAITUYHBIM, YUMTHIBAsI OYEBUIHBIC Tpe-
umytiectBa 3T MO TOPMOXKEHUIO CKOPOCTH CHIDKEHUST
IUTOTHOCTH JICTOYHOM TKaHU.

[MonoxeHus:

* B HecKkoJbkux PKU ¢ yuacTrem 00JbHBIX C TSIKETbIM
JIAAT noka3zaHo, uro no gaHHbiM KT-meHcuromer-
pun 1ipu BHyTpuBeHHOI 3T 3amemisieTcs mporpec-
cUpoBaHUE SM(PU3EMBI;

* B HacCTosIlIee BpeMsl OTCYTCTBYIOT OKa3aTeJbCTBa
sbdexktuBHOCTH 3T AAT y OOMBHBIX C TEHOTUIAMUA
PiSZ, PiMZ vnu aKTUBHBIX KYPUJILITAKOB C JTIOOBIM
denorunom AAT;

* B KJIMHUYECKUX HCCAEIOBAHUSX MCIOJIb30BaIUCH
¢ukcupoBanHble n03bl AAT, paccuuTaHHBIE IO
macce Tena. HeobxonuMo yToYHUTb, UMEET JIv TIpe-
UMYIIECTBa MHAWBUAYATbHBIN TTOA00ODP 103bI B 3aBU-
cuMocTu OT ypoBHS AAT B KpoOBM KOHKPETHOTO
0O0JILHOTO.

O6cnenoBaHue 6ONLHOTO U 3Tanbl BeAeHUs

IIpemcraBiieH MTOMIATOBBII ITOAXOM K BEACHUIO OOJTBHBIX
C OMMCaHUWEM CYIIECTBYIOIIEH MpaKTUKN 4jieHOB Pabo-
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yeit Tpymnmbl 1o JieueHUuo 0oJibHBIX ¢ JAAT u ux pon-

CTBEHHUKOB TMEPBOM JUHUM (IaHHBIA aJrOpUTM HeE

SIBJISIETCSI pEKOMEHAALIMEN ):

* BBIsIBJIEHUE OOJbHBIX C TsDKeabIM JAAT;

s cJemyeT yOeOWThCS, YTO OOJBHOM IPEKPATI KYy-
PUTb, €CJIM 10 TOTO ObUT aKTUBHBIM KYPUJIBIIIUKOM;

*  BBIIBUTb U MOAM(ULIMPOBATH BCE OCTaJIbHbIE TTOTEH-
LajbHble (paKTOPhI pUCKa;

* ontumusnponath Tepanuio XOBJI;

* o0clenoBaTh OOJBHOIO B IKCIEPTHOM KOHCYJIbTA-
TUBHOM LIEHTpE;

* [pu NokazaHusx HayaTb 3T;

* IIPOHOJIKUTH HAOTIOMCHME.

Xvpypruyeckas pegykuus o6bema nerkux
npy geduuute 04-aHTUTPUNCUHA

BonabHbIe ¢ TSKen0i aM(pU3eMOoii XKalTyoTCsl Ha OIBIIIKY,
KOTOpasi CBsi3aHa B T. 4. C 3MGbU3EMaTO3HOU TUMep-
WHQISIUEH JIETKUX. YCTaHOBJICHO, YTO Y OTHCIBHBIX
6onpHBIX XOBJI mpm HeneHampaBiIeHHOM pe3eKLNHu
TaKUX yYaCTKOB JIETOUHON TKaHU MOXET 3HAYMTEIbHO
ynyamutbess KK M cHU3UTBCS JIeTalbHOCTL. B mpenbi-
mymeM gokymeHTte ATS / ERS cmemaH BBIBOI, UTO ABY-
CTOPOHHSIA XUpPYypTAUYecKasl peayKIus oO0beMa JIeTKUX
(XPOJT) numeet HeOOBIIYIO KPATKOCPOUHYIO 3(PPEKTUB-
HOCTb M HE peKOMeHIyeTcsl TTpu sMdusemMe, CBSI3aHHON
¢ JIAAT, no kpaliHeil Mepe IO MOJYyYeHUST HOBBIX MaH-
HbIX [3]. J.K.Stoller et al. [112] npencraBiaeHbl pe3yabTa-
Tbl HalimoHabHOTO MCCIenI0BaHUs MO JICUSHUIO0 dSMbU-
3eMbl (National Emphysema Treatment Trial), B KOTOpOM
6osbHbIe ¢ HAAT (n = 10) mepeHecaIu IBYCTOPOHHIOIO
XPOJI (13 HUX y 5 mpeobianana BepxHemoiaeBas dMpu-
3eMa). [Ipu 3ToM monyyeHbl OoJiee BBICOKASl JieTab-
HOCTb IO CpaBHEHUIO C MEIMKAMEHTO3HBIM JieUeHUEM
U TEHACHIMS K COKPAIICHUIO BETMUYMHBI U TIPOIOJIKI -
TEJIbHOCTH TIOJIOXUTEIBbHOTO 3(P(deKTa Mo CpaBHECHUIO
¢ 00bryHBIMU 00JbHBIMU XOBJI.

Yro kacaetcst ogHoctopoHHeit XPOJI npu JTIAAT, To
npu cpaBHeHuu G.Dauriat et al. [113] ucxonoB y Jauil
¢ OAAT (n = 17) m XOBJI (n = 35), He cBsI3aHHOI
¢ JAAT, B obenx rpymmnax depe3 3—6 Mec. MOJIy4eHO
yaydiieHue rokasareneit O®B,, HampsokeHUsT KUCTO-
poma B apTepuaIbHOW KPOBU, YMCHBIICHUE ONBIIIKH.
B rpynme 6ombHbIX ¢ JAAT uyepe3 12 Mec. mcyesano
MOJIOXKUTEIbHOE BAMSHUE Ha MPONICHHOE PacCTOSIHUE
nmpu BeMosHeHUH 6-MILT, HO coxpaHsTHCH Oosee
BeICOKMiT moka3arenb OM®B, m MeHee BBIpaxkeHHas
OJIBIIIIKA.

ODTU ucciaeaoBaHMs ObLIM BbIMOJHEHBI 10 JleT Hazan
WIX paHee, IOoCje Yero MPOU3OILLIM 3HAYUTETbHBIE
U3MEHEHMUSI B OTOOpe OOJBHBIX, METOOMKE OIIepaIliH;
B PKW mocnegHux JieT MCMOJIb3YIOTCS METOAMKHU ISt
HEXMPYPTruuyecKOro YMEHbIIEHUSI OObeMa JErouHOM
TKaHU (Hampumep, SHI0OpoHxUaIbHbIe KianaHbl (DBK),
SHIOOPOHXHUAIBHEIC CIIUPAIN, TePMETH3AIINSI YACTH JIEeT-
KOTO0, TepMUYecKas mapoBas abmaimst). OT6op 6OJIBHBIX
B HacTosIIIIee BpeMsl BeAeTCs MHOTOMPOGUIbHBIM KOJ-
JIGKTUBOM C y4acTHEM Jieyalllero Bpaya, Xupypra, peHT-
TeHOJIOTa M WHTEPBEHIIMOHHOTO OpOHXOJIOTa C OIIbI-
TOM BBITIOJTHEHUsT penykuuu obdwvema jerkux (POJI).

KnuHnueckue peKomeHaauum

H3BecTHO, 9TO M OOJIBHBIX C ITO3OIHUMM CTaaUSIMU
3a00JIeBaHUS U, CJIeIOBATEIBLHO, ¢ 00Jiee BHICOKMM PUC-
KOM, KJTIOYEeBBIM (DaKTOPOM IPU MHOTOMPOGUIEHOM
00CIIeTOBaHUY SIBJISIETCSI COOTHOIIIEHNE PUCKA / TIOJIb3bI
OT BMeEIIATEJIbCTBA. YIYUYIIMINCH KPaTKOCPOUYHBIC
KOoHeyHbIe mokasatenu pu XPOJI, BeposTHO, Kak oTpa-
>XeHue OoJjiee TIIATeJbHOTO OTOOpa OOJbHBIX, MHOTO-
MPOMWIBHOTO TIOIX0/a W UCITONb30BaHUS B OOJBIITNH-
CTBE CIly4acB MUHHMMAaJIbHO WHBA3MBHBIX METOIMK
(BumeoaccucTupoBaHHasl Topakockomnuueckas (BATC)
XUPYpTHUsl), a TaKkKe OIHOCTOPOHHEIrO BMeEIaTeIbCTBa
BMECTO JIByCTOpOHHETO. [Toka HEeM3BeCTHO, HACKOJIBKO
TaKoil TIOAXON TIOBIMSICT Ha OTHAJCHHBIC WMCXOIBI.
OpnnHako B nocnenuue 20 jeT jetaabHocTh nmocie XPOJI
coctapisieT 3 % [114] kak TIpu HIKHE-, TaK U TIPU BepX-
HEeJ0JIEBOI JIOKAIM3alNK 9M(U3eMbI; TIPU OTHOCTOPOH-
Heit XPOJI netanbHOCTD TaKKe o4eHb HU3Kas [115].

B HacTtosiiiee Bpems1 pa3pabaThIBAIOTCSI MHOXECTBO
TepareBTUIECKMUX METOANK, KOTOPBIE CMOTYT ITPUMEHSITh-
cd TIpy cneuu@uyeckKux narrepHax smbuseMsbl. Jlydine
BCETO M3y4YeHBbI 3HIOOpOHXMaNbHBIE crimpanu nu DBK.
DD DeKTUBHOCTL SHAOOPOHXUATLHON CITUPAIU UCCIENO0-
BaHa Yy OOJBHBIX C 3M(U3EMOI, TTPU ITOM TOJYyYEHO
JIOCTOBEPHOE YBEJIMICHUE TUCTAHITUH, TIPOMIEHHON TIpU
BeintoaHennu 6-MIIT, O®B; n KX. B neyennn Heko-
TOPBIX OOJNILHBIX ¢ dM(pU3eMoii, obycrnoBieHHoi JTAAT,
HCMOJIb30BaJIach SHAOOPOHXUATbHAS CTIUPAb, HO B 3TOM
crientUIecKoil TOATPYIe OOJMbHBIX YIYJIIeHUs He
mocturayTo. Ilo pesymbTaTaM HCCIeIOBaHUS IIPOJIC-
MOHCTPUPOBAHO YBeJUUYCHUE 3a0071e6BaeMOCTU U, CJIEI0-
BaTeJbHO, MEPCOHUMUIIMPOBAHHOE COOTHOILIEHUE PUC-
Ka W TOJIb3Hl sIBIsieTcs: Kputndeckum [116, 117]. DBK
MPEICTAaBISIIOT cOo00I OTHOHAIpaBICHHBIC KiaIlaHBI,
KOTOpbIE MOMEIIAIOT C MOMOIIbI0 OPOHXOCKOTA B AbIXa-
TeJbHbIE MyTU TopaxkeHHoil moau. B nemom XPOJI
5 deKTUBHA Y TIIATEIbHO OTOOpaHHbBIX 60IbHbBIX. [Tpu
ncrnonb3oBaHu DBK KiToueBIM MOMEHTOM, OIIpeie-
JISIIOIMM YCIICIITHBINA UCXOM, SIBJISIETCS OTCYTCTBUE KOJI-
JlaTepajbHON BEHTWISILMU MEXIY MOPaKeHHOM U Hero-
paXeHHBIMU JOJISIMM JIETKOTO. B OTHOM M3 HemaBHMX
PKHW niponeMOHCTpUPOBAaHO 3HAYUTEIHFHOE YBEITUICHUE
JIUCTAHLIMU, MPOMICHHON MpM BbImojHeHun 6-MIT,
O®B, u KX uepe3 6 Mmec.; IMoKa3aHO TaKXe, 4TO CIie-
IMAJTMCTHI MEAVIIMHCKUX IIEHTPOB TOJKHBI OCO3HABATh
MMOTEHIIMAIBHBIN PUCK Pa3BUTHSI ITHEBMOTOpAaKCa, CBSI-
3aHHOTO C pa3ayBaHUEM HEMOpakeHHOM HOJU JIErKOoro,
U OCYIIECTBJISATh IMOCTAaHOBKY M mnonaepxaHue DBK
B COOTBETCTBUU C BBICOKUMU cTaHgaptamu [118]. B uc-
cJIeMOBaHME TakKKe OBLTM BKITIOYEHBI HEKOTOPHIC 0O0JIb-
Hele ¢ JJAAT, KoTopbiM Takxke ycTaHoBieHbl DBK.
OnHako B CBSI3M C HU3KOW PacnpoCTPaHEHHOCTHIO
HJAAT B Hacrtosiee BpeMsI OTCYTCTBYIOT KpPYITHbIE
HCCIIEIOBAaHMsI, B KOTOPHIX ICTAIBHO OLICHUBAINCH OBI
3((HEKTUBHOCTh HAOOPOHXMANBHBIX crniupajeii, DbK
wiu XPOJI uckmountenbHo y aull ¢ JJAAT. B otanune
ot ObK, sHIOOpOHXUABHBIE CIUPAIU MOTYT TMpPUME-
HATBCS y IAIlMeHTOB C TOMOTCHHOI 3Mdu3eMOoii BHE
3aBUCUMOCTHU OT KOJIJIaTepaJIbHON BEHTWISILIMU, HO TaH-
Hble crieuuanbHo Wisl 60abHBIX ¢ JJAAT OTCYTCTBYIOT.
OOHagnexwuBawolue pe3yabTatel npumeHeHus SDBK
03HAYaIOT, YTO BpauM CIICIUATU3UPOBAHHBIX OTIEIIC-
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nuit POJI Tenepb He OTKAa3bIBAIOTCS OT TAKMX METOIOB
Tepanuu y 00JabHBIX ¢ JIAAT, X0Ts TpeOyIoTCsT JalbHEM-
1I1e UCCIeI0BAaHUS 3TOM MPOOJIEMBI.

Monoxexus:

*  XUPYPrUYECKOe YMEHbIIeHUE 00beMa JIETKUX U TOo-
craHoBka OBK Morytr oOcyxXnaTbCs y OTIEIbHBIX
6osbHBIX ¢ JAAT, HO TpeOylOTCS majibHeIume uc-
CJIeOBAHUS IS yTOYHEHMSI MeCTa TaKOl Tepanuu;

* ONTUMAaJIbHBIE PE3YJbTAThl TAKUX METOIUK MOXHO
MOJIYYUTh MPU TIIATEIBbHOU OLIEHKE PUCKA U MOJIb3bI
C y4acTheM MHOronpoGWIbHOTO KOJUIEKTUBA Bpauei
¢ oneiToM POJI 11 Benenust 6oabHBIX ¢ JIAAT.

TpaHcnnaHTauus nerkux npu amduseme,
CBSA3aHHOW C [eULUTOM O4-aHTUTPUNCUHA

Tsxenas smdusema, csgzanHas ¢ JJAAT, coctaBiser
5,4 % Bcex TpaHCIUTAHTAIIMil JIETKUX, BBIMTOJTHEHHBIX
B 1995—2004 rr.! ITocne myOoIMKaIIUM TIOCICTHETO IO-
kymenta ATS / ERS [3] mosiBUIOCH HECKOJBKO HC-
clieOBaHUI, B KOTOPBIX COOOIIAIOTCS PEe3yJbTaThbl
TpaHCIUIAaHTALIMU JIETKUX BO MHOTMX M3BECTHBIX TPaHC-
IUTAHTAIIMOHHBIX IICHTpaxX pa3HBIX CTpaH, HO BCE 3TH
HCCIIeIOBaHNUs OBUTM PETPOCIIEKTUBHBIMU. M. de Perrot
et al. [119] coobiraeTcst 0 MOBBIILIEHUN PaHHEH JieTalb-
HOCTU U3-3a cercuca u cHuxkeHuu 10-j1eTHell BbIKrBae-
MOCTH TIOCJIe¢ TPaHCIJIAHTAIIUM JICTKUX Y OOJBHBIX
¢ JAAT no cpaBHeHMIO ¢ 00bIYHBIME JMIamMu ¢ XOBJI
0e3 IAAT. AHanornuHbeiM odpasoM G. Thabut et al. [120]
MoKa3zaHa MeHbIasi BBIKMBAeMOCTb MauueHToB ¢ JJAAT
no cpaBHeHuto ¢ 6onabHbIMU XODBJI 6e3 JTAAT. Oto
MOXKET OBITh CBSI3aHO C COIYTCTBYIOIIIUM HM30BITOUHBIM
BOCHAJIUTEIBHBIM TPOLIECCOM TIPpU MHGEKIUMNU B TOCT-
TpaHCIJIAaHTAaLIMOHHOM Tiepuojie y 6osbHbIX ¢ JIAAT [121,
122], 4TO, B CBOIO OYEPEb, CBSI3aHO CO CHIXKEHUEM TPO-
truBoBOCcHanuTeabHON GyHKunu AAT [123]. OmHako
MOBBILLICHUE paHHEH JIeTaJTbHOCTU Y 0oNbHBIX ¢ JAAT
B ITOCTTPAHCIUIAHTAIMOHHOM IIepUOJe HE TMOATBEPXK-
JlaeTcs APYTUMU UccienoBaHusgMu, Hanpumep, C. M. Bur-
ton et al. [124], mo JaHHBIM KOTOPBIX pa3INuMii B paHHEN
U TIO3[IHEH NeTanbHOCTH Y 00abHBIX ¢ JIAAT 1o cpaBHe-
Huto ¢ aunamu ¢ XOBJI 6e3 JIAAT He ycTaHOBJIEHO.
YTo KacaeTcs MOCTTPAaHCIUIAHTALIMOHHOM BBEDKMBae-
MOCTU MO cpaBHeHUIO ¢ 6oibHbIMU ¢ JIAAT, He mepe-
HOCUBIIMMU TpaHcIUIaHTauuo jaerkux, H.A.Tanash
etal. [125] cnenaH BbIBOA, YTO TpPU TPaHCIUIAHTALUU
cymiectBeHHO (¢ 5 mo 11 7eT) moBbllIaeTCsl BbIKMBae-
MOCTb IO cpaBHeHMIO ¢ 00abHbIMU C JIAAT, He nepeHo-
CHUBIIMMU TPAHCIJIAHTALIMIO JIETKUX, COMOCTaBUMBIMU
o nokazareisim ODB,, Bo3pacTy, Moy M aHaAMHE3y
KypeHust. Hamboiree yacTBIMM TIPUYUHAMY CMEPTH SIBIISI-
JINCH JIETOYHAsI MH(MEKIMS y TTOCTTPaHCIUIAHTAIIMOHHBIX
OOJIbHBIX U AbIXaTeJIbHAsl HEAOCTaTOYHOCTb — Yy KOHT-
POJIbHBIX TALIMEHTOB. B oTnuuue oT 3TOoro ucciaenoBa-
HUSI, OpUTAHCKUMU aBTOpaMu [126] Takke aHAIU3UPO-
BaHbl JaHHbIe OO0JibHBIX ¢ JIAAT, comocTaBUMBIX MO
O®dB,, Bo3pacTy ¥ 101y, ITEPEHOCUBIINX U HE TEPEHO-

CHUBIINX TPAHCIUIAHTAIIAIO JIETKUX, OOHAPYXKEHO, UTO
y nun ¢ JJAAT, nepeHeclInX TpaHCIUTAHTAILIUIO JIETKUX,
HUCXOJIHO OTMeyvajuch Oojiee Hu3kue moxazareaun JCJI
u K2K, 110 cpaBHeHUIO ¢ MallMeHTaM1, y KOTOPBIX TPaHC-
IUTAHTAIAS JITKUX HE BBIMOJHsUIAch. Ilpm mociemyro-
meit koppexiuu 1o K2K (SGRQ), ICJI u noTpaHciaH-
TAllMOHHON CKOPOCTU CHIDKEHUS JIETOYHOUN (DYHKIIMM
MOKa3aHo, YTO B Cjlydyae TPaHCIUIAHTAIlUM JIETKUX He
TTOBBIIIACTCST TIOC/IEONICPAIIMOHHAS] BBDKUBAEMOCTD, XO-
TS cyumiecTBeHHO ynydinaetrcs KXK. Dtu mpoTtmBopeua-
IyMe IPYyr APYTY pe3yiabTaThl IMPOJEMOHCTPUPOBAJIH,
HACKOJIbKO CJIOXXHO OLEHUTH YIYYIlIeHUE BbIKMBAEMO-
CTH TIOCJIC TpPAHCIUIAHTALIMU JIETKMX; B HMCCJIEIOBa-
HUSX 10 CPaBHEHHWIO COMOCTABMMBIX TPYIIT OOJBHBIX
¢ TpaHCIUTaHTaIMell 1 6e3 TAKOBOM aripropy 3aJI0XKEHbBI
cuctematuyeckre ommoku [127]. Takum obpazom, mipe-
MMYIIIECTBa TPAHCIUIAHTAIIMM C TOYKW 3PEHUS] BBIKU-
BaEMOCTHU OCTaIOTCSI HEBBISICHECHHBIMU, U, CJIEI0BaTEIb-
HO, OCHOBHOE TI0Ka3aHHWe K TpaHCIUIAaHTAIluM IOJDKHO
OBITH CBsI3aHO ¢ yayuineHnem KoK.

IIpu oTOOpe KaHAMAATOB IS TPAHCIUIAHTALIMU JICT-
KHX KpaifHe BaxkHa OIIeHKa COIYTCTBYIOIIMX 3a0oJieBa-
Huil, a y 6oabHbIX ¢ JIAAT ocoboe 3HaueHHE UMEET
coctosiHue nedeHu [128]. B HEKOTOPBIX MEAUIIMHCKUX
LIEHTPaX CUCTEeMATUICCKU BBITIOHSICTCS] OMOTICHS TIede-
HU Y KaHAUAATOB Ha TPaHCIUIAHTALIMIO JIETKUX, XOTS
Hajmuuue 3a0ojieBaHUs TIeYeHU caMo Mo cebe He SIBJISI-
€TCSl TIPOTUBOIIOKA3aHUEM K TPAHCIUTAHTAIIUU JIETKUX
y 9TUX OOJBHBIX. B MUpe CyIIecTByeT OITBIT OMHOBpPE-
MEHHOM YCIIEIIHOM TpaHCIJIAHTAIIMU JIETKUX U TICYEHMU.

Monoxexus:

* YJIy4dllIeHWE BBIKMBAEMOCTHU TOCTE TPaHCTUIAHTAIIUN
nerkux y 6oabHbIX ¢ [JAAT ocraeTcst HeornpeaeaeH-
HBIM;

* B 1esioM y 60abHBIX ¢ JJAAT npu TpaHCIIAaHTALUKA
serkux ymyuiaercst KK;

* BpeMsl HalpaBJIEeHUs] K TPAHCIUIAHTOJIOTY, CKOPOCTh
CHIDKEHMSI JIETOYHOU (DYHKIIMU, COCTOSIHUE 370-
POBBSI W CoOIMaIbHAS TOANEpPKKA pPazIudaroTcs
Y Pa3HbIX OOJLHBIX, HO MOTYT BJIUSTH Ha MPEATPAHC-
MJIAHTALIMOHHYIO OLIEHKY;

* TpebyeTcs AanbHeliniee usyyeHue poau 3T B mocT-
TpPaHCIIAHTAIIMOHHOM TIEPUOJIE.

HoBble HanpaBneHns uccneaoBaHui
npu geduumMTE 04-aHTUTPUNCHUHA

Cy1iecTByeT HECKOJIBKO aCTCKTOB ITOPaXKeHUS JICTKUX

npu neduiute AAT, mpu KOTOPBIX TPEOYIOTCS JaTbHEe -

mue uccienoBannst. OCHOBHBIMU TeMaMU HOBBIX MCCJIE-

JTOBAaHU SIBIISTIOTCS:

* OMOMapKephl IPOTrPecCUPOBAaHUS dMOU3EMBI TIPU
HAAT;

* Ouomapkepnl oTBeTa Ha 3T;

* W3ydeHHEe MWHUMAJTbHON KIMHWYECKH 3HAUMMOM
Pa3HUIIBI B CKOPOCTU CHMIKEHUS TUIOTHOCTH JICTOY-
HOI TKaHU;

! International Society for Heart and Lung Transplantation. Available at: https.//www.ishlt. org/registries/slides.asp ’slides=heart LungRegistry

[Accessed March 15, 2017].
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nepcoHudunuposaniasg 3T ¢ MHIUBUAYaJTbHBIM
BBIOOPOM peXuMa Teparuu;

pa3BUTHE TEHETWYECKON M pereHepaTWBHOM Tepa-
TN,

IpYTUe BUOBI JCUCHUS, TaKNMe KaK OMOXMMUYCCKUE
WHTUOUTOPBI HEUTPOMUIBHBIX TTIPOTEUHA3;
pa3paboTka crneuu@uuecKux KOHEYHBIX IToKa3aTe-
Jiell, olleHMBaeMbIX caMUMM O00JibHBIMU ¢ JIAAT;
s¢ppexTuBHOCTh 3T Mocie TpaHCIUTAHTAILIUM JIETKUX
y 0onbHBIX ¢ JIAAT.

OpraHu3auus MegULIMHCKON NOMOLLY:
KOHCYNbTaTUBHbIE LIEHTPbI U PErnucTpbl

B cBsI3u ¢ HU3KMMU PacIpPOCTPAHEHHOCTbIO U TUATHO-
crukoii JIAAT 3710 3a00neBaHue cunuTaeTcs peakum. st
OTIEJIBHOTO Bpaya WJIM MEAULMHCKOTO YUPEXIECHUS T10-

KnuHnueckue peKomeHaauum

YTU HEBO3MOXHO HAKOITUTh TOCTATOYHBII OITBIT B AMAr-
HOCTMKE M BEICHMHU 3TOro 3abojeBaHus. Takum obpa-
30M, MeAuIMHCKas moMolnb mid jaull ¢ JAAT mydine
BCETO HAJIAXXEHA B CTIEUATU3UPOBAHHBIX MEAULIMHCKUX
IIEHTpPaX B3KCICPTHOTO YPOBHSI, B YCIOBHUSAX KOTOPBIX
MOXET OBITh OOecIieueH BbICOYAMIINI CTaHAApT Bele-
HUSI U KOHCYJIbTUPOBAHUSI OOJIbHBIX U UX POACTBEHHU-
KOB, a TAKXK€ BHECEH BKJIaJl B HAKOIJIeHUe UH(pOopMauu
0 3aboneBaHnn. ONTUMAJIBHBIN (DOpMaT OpraHU3AlNN
MEeIULIMHCKOI oMol 00abHBIM ¢ JIAAT B cienmaniv-
3UPOBAHHOM KOHCYJIbTAaTUBHOM LIEHTpPE MPEACTaBICH Ha
puc. 3, XOTsI BO3MOXHO MCMOJIb30BAHUE U APYTUX CXEM.
EBporeiickoii KoMucCHel TakxXe peKOMEeHAyeTcCs
pa3BUTHE KOHCYJIBTATUBHBIX LIEHTPOB [JIS1 PEIKUX 3200-
sneBaHuii. OcHOBaHHBIE B paMKax EBpomeiickoif KoH-
cynbTaTUBHOM cet (European reference networks — ERN)
MEIUIIMHCKUE IIEHTPHI UIST PeIKUX 3a00JI¢BaHMMA TOJIK-

MepBu4HOE 3BEHO CnewnannaupoBaHHas noMoLLb CKPUHMHT 60MbHbIX
Y
| AHamHes 1 nonHoe KnuHuYeckoe obenenoBatne |
MonHoe dyHKUMOHanbHOe 06CneaoBaHue nerkix
KnuHnuecknin n G1oXMMMYeCKnin aHann3bl KpoBH
(neyeHo4HbIE MoKasaTenu)
Y leHoTun / heHoTUN AedmumTa ar-aHTUTPUNCHHA
PeHTreHonornyeckme MeToabl v v Y
PeHTreHorpadms nerkux
G e T T VHdopMaLoHHble OueHka kayecTBa [Mpn HeobxoaumocTn —
FJ)'IeI'KVIX P NIUCTOBKM KN3HU OpraHu3aLus CeMenHoro
0 FeHETUYECKOM CKPUHMHra
O6cnenosaHe neyeHu KOHCYNBTMPOBaHNM
Y ¥ Y Y MHoronpodunbHoe
B n 3 obcnenoBanme ¢ yyacTiem
efeHne ,ElHeB6HVIKa Ans < epuopa fio 3 mec. - fenaTonora
ANarHoCTUKI 0DOCTPEHNN MoBTOpHAsA OLIEHKA COCTOAHMSA BONbHONO
CpaBHeHue pesynsTaTos _ MoronpodpunbHoe
0 > obcrnenoBaHmne ¢ yyactiem
—— npefenexue nnaHa BeaeHns TpaHcnnaHTonora
H < HanpagneHue 6omnbHOro B COOTBETCTBYHOLLNI
OTka3 oT KypeHust KOHCYNbTaTUBHbI LIEHTP > MHoronpodgunbHoe
obcnenoBaHme ¢ yyactiem
Hecbponora / aepmaronora

Mepuog po 6 mec.

Y

[IHeBHMK

OueHka ka4yecTBa X13Hu

MonHasi oLeHKa yHKLMOHaMbHbIX NapaMeTpoB
KnuHuyeckoe obcnenosaHme

PyTWHHblE aHanu3bl KpOBY
MoBTOpHOE COCTaBMeHWe nnaHa BeaeHus

Y

KOHTpOMbHBIA 0CMOTP
kaxaple 6-12 mec.

/

3amecTutenbHas Tepanus

3
No NOKasaHWUAM <

MpoaomKMTL HaBNIOAEHNE C MOBTOPHLIM
obcnegoBaHuem Yepes 6-12 mec.

MHoronpodunbHoe BeaeHne
npu HeobxogMMocTy

Y

Puc. 3. l_lpeﬂnonaraeMaﬂ cxema o0cyieoBaHusI OOJIbHBIX C Z[C(I)I/IL[I/ITOM QA -aHTUTPUIICMHA B KOHCYJIbTATUBHOM LEHTPE. B nanHom aJITOPpUTME
NnpeacraBj€Ha CYLIECTBYIOIIAs IPakKTUKa JCUYCHUA OOJIbHBIX C ﬂed)l/ll_lVlTOM A -aHTUTPUIICMHA U UX POACTBEHHUKOB nepnoﬁ JIMHUU YJICHaAMU

PaGoueit rpyrnibl (He sIBJsIETCS] peKOMEHIalmeii)

Figure 3. Proposal for service provision by a reference centre in a,-antitrypsin deficiency (AATD). This algorithm describes the current practice of
how members of the task force treat patients with AATD and is not provided as a general recommendation

http:/ljournal.pulmonology.ru/pulm

287



JlnarHocTuKa U JedeHKe JIeTOYHOM MaToJIoruu pu neduimre aabda- 1-antutpuncuna: gokiang ERS

Tabauua 4

Tpebosanus Kk KOHCYAbLMAMUBHOMY UEHMPY NO PeOKUM 3a601e6anusAM?

Table 4
Criteria required for reference centres for rare diseases’

CoomeTcnayloume BO3MOXHOCTU AWArHOCTUKU, MOHUTOPUPOBAHUA U BeOEHMUA 6ONbHbIX € nNpU3HaKamun 6naronpmrruoro ncxoaa

[locTaTo4HbIe BO3MOXHOCTH Ans JKCNepTHOro 3akrn4eHnus, NOCTaHOBKN UMK NOATBEPXAEHUA AUarHo3a, pa3pa6om1 W BbINONTHEHUA peKomeH.qauuﬁ Ka4ecTBEHHON
KNNHU4eCcKoM NPaKTUKK, UCMONb30BaHUA KOHEYHbIX nokasareneu 1 KOHTpONA Ka4yecTBa

BoamoxHocTu ocyuiecTBneHua MHOFOHPOQ)MHI:HOI’O noaxoAa B 06cnefoBaHUM 1 BeAeHUN 6ONbHbIX

JKcnepTr3a BbICOKOTO YPOBHS M COOTBETCTBYHLMIA ONbIT PaGoThI, NOATBEPKAEHHBIN NY6NMUKALMAMM, TPaHTaMKU UNM Harpafamy, yyacTve B 00y4eHUM CreLnanicToB

AKTUBHOE y4actue B Hay4HbIX UCCeA0BaHUAX

YyacTue B anNMAEMUONOTMYECKNX UCCTIEAOBAHMSAX, B T. Y. MPU CO3AAHUN PErNCTPOB

TecHble CBS3W M COTPYAHNYECTBO C APYTMMM 3KCTIEPTHLIMM LIEHTPaMM Ha HaLMOHANBHOM M MeXAYHapOAHOM YPOBHSIX

TecHble cBsA3N U COTPyAHMYeCTBO C accouMalnuaMu naumMeHToB, eCiii TaKoBble CYLEeCTBYHOT

06yyeHue, NHHOPMUPOBAHNE U COTPYAHNYECTBO C HONLHBLIMMU IS UX NCUXONOTMYECKON NOAAEPKKM

HeCMOTpﬂ Ha TO, YTO prrepuﬁ ENCR ponxeH cooTBeTCTBOBaTb GOHBLI.IMHCTBV U3 NepeYvncneHHbIX, 3TM KpuTepuu onpeaenatoTcA KOHKPeTHbIM 3aboneBaHnem

unu rpynnamu 3aboneBaHui, ¢ KOTOPbIMU paGOTaeT KOHCYHbTaTVIBHbIﬁ LieHTp

Mpumevanue: ENCR (European National Centre of Excellence) — EBponeiickiit HaLvoHanbHblii LiGHTP YCOBEPLIEHCTBOBAHMS?.

HBI OBITh TAaKXKe W HAYYHO-UCCIICAOBATCIILCKUMM IICHT-
pamMu, Mo pe3yjbTataM paboThl KOTOPBIX OOHOBIISIINCH
Obl W TIOTOJHSUIMCh COBPEMEHHbIC HayYHbIE NaHHbIC,
a Mpu JedyeHUuU OOJbHBIX oOecreuyuBayicsl Obl JAOCTYIT
K pa3HbIM BHIAM JIeYCHMSI IO HeoOXommmocTh. Hes-
teabHOoCcTh ERN noskHa oTpaxkaTh TOTpeOHOCTD B MEIM -
LIMHCKOM TTOMOIIM W 3KCMEePTU3e Ha BCEel TeppUTOPUU
EBporneiickoro Corw3sa (EC). B mokymente EBpomneii-
ckoit komuccuu (2006) 4eTKo orpeneaeHbl TpeOOBaHUS
K KOHCYJIbTATUBHOMY LIEHTPY JUISI PEAKUX 3a00JIeBaHUI
(Tabm. 4)2.

B KOHCYIbTaTUBHOM LIEHTPE MOJKEH OBITh pa3pabdo-
TaH PETUCTP €T0 aKTUBHOCTU 1 COOpaHa IPOCIIeKTUBHAS
nHGopMaLMs 0 TeUeHUU 3a00JieBaHUs Y HAOII0JaeMbIX.
OTU JaHHbBIE MOTYT MepenaBaTbCcsl Ha HAllMOHAJbHBIN
1 MEXIYHAapOIHEIN YPOBEHb U JICUb B OCHOBY PETUCTPOB
6o0spHBIX ¢ [IAAT. Co3maHue peTucTpoB KpaifHe BaxKHO,
T. K. 9TO €IUHCTBEHHBIN CIocod addekTuBHOrO coopa
nHMOpMaLNKU O KIMHUYECKUX XapaKTepUCTUKAX U Tede-
HUM penkux 3adosneBaHuit, Bkaouas JTAAT, u oTBera
OOJIPHBIX Ha JICUCHUE.

EBpora siBu1ach TMOHEPOM B CO3MAHUU HALIMOHAJIb-
HbIX peructpoB 0onbHbIX ¢ JJAAT. TlepBbie peructpbl
6t cosmnanbl B LBewu [15] u Januu [16] B 1970-x
rogax, a 3areM — B Hunepnanpax, Mcnanuu, Utanuu,
I'epmanuu, Mpnaunuu u Benukoopurtanuu. Ilosxe
ObuIu co3maHbl peructpbl B LlBeiinapuu, JlatBuwm,
Bcrorun, Yexun, [Tonbine, ABctpun, benbrum u @paH-
. OmHaKoO HM3Kasl pacIpOCTpaHEHHOCTh 3aboJieBa-
HUS CTUMYJIUPYET OpraHM3aluio MeEXIYHApOIHBIX
PErucTpoB, BBIXOISIIMX 3a Tpeaesibl EBporsl, HO ¢ Tipe-
obagaHueM eBporneiickux ctpaH. Peructp Alpha One
International Registry (AIR) 6b11 ocHoBaH B 1997 1. [9]
no pekoMmeHgauusM BO3 o co3gaHum peructpoB st
o6osbHbIX ¢ JJAAT [25]. AIR cran ycnentHoi miatdop-
MOl IJIg TPOBEOCHUSI KIWMHUYECKUX MCCIeTOBaHUI
HOBBIX M TIPEXHUX METOIOB JICUCHUs 3TOro 3aboJieBa-
HUS 1 BHEC CYIIECTBEHHBII BKJIa B yIIIyOJeHUE 3HAHUM
Bpaueit o 3abosieBaHUM 110 Beeit EBporte [129].

Monoxexus:

* comtacHo aokymeHTaM EC, BegeHMe TMallMeHTOB
¢ JAAT n0JKHO OCYIIECTBJSITHCS MO HabJoae-
HHEM KOHCYJIbTaTUBHOTO LIEHTPa Ha HAIIMOHATbHOM
WX PErMOHAJbHOM YPOBHE;

* cucTeMaTU4ecKuit coop uMHOpMaLMU O KJIUHUYE-
CKMX XapaKTepUCTUKAX W TEUCHHU 3a00JIcBaHUSI
y nuil ¢ JJAAT B HaLIMOHAJIbHBIX U MEXIYHAPOTHbBIX
peructpax OyaeT yriayoJsTh 3HaHUsI 00 3Toii 00JIe3HN
U ee ONTUMAJIbHOM JIeYEHUU

s JJ11 MHOTUX 00JIbHBIX ¢ JIAAT myabMoHOJOrnYecKast
CIyk0a SIBISIETCS TICPBBIM IIaroM K ITOCTaHOBKE
IMarHo3a, BKJIIOYas WHIMBUIYaIM3MPOBaHHOE 00-
cllenoBaHMe M HaOJ0JeHNe COOTBETCTBEHHO PUCKY
MMaleHTa U YCTAaHOBJIICHHOMY (DEHOTHUITY IOpasKeHUS
sgerkux. [lpm MHOTOmMpOMMILHOM Momxomae obec-
MeYrBaeTcsl Haujydilee KadyeCTBO MEIMIIMHCKOM
TMTOMOLLM.

[locTynHOCTb ONTUMaNbHOW MEANLIMHCKON NOMOLLY
W 3aMeCTMTENbLHON Tepanumn npu geduuute
as-aHTUTpUNcuHa B EBpone

B EBpomne MHOTHE pelieHus, CBSI3aHHBIC C 00eCTICUCHU -
€M MEIUIIMHCKOI MOMOIIM, BeAeHUEM OOJbHBIX M Ha-
3HAUEHUEM JIEKApPCTBEHHBIX TpernaparoB, MPUHUMAIOT-
CcI MECTHBIMU OpPTaHW3aTOpaMU 3IPaBOOXPAHCHUS,
areHTCTBAMHU II0 OIICHKE MEIMIIMHCKUX TEXHOJIOTUI
1 (UHAHCUPYIOIIMMU OpraHaMu. DTO MPUBOAUT K pa3-
JIMYUSIM B cTaHAApTaX MEAULIMHCKOMN MOMOILM JIJ1s1 00JIb-
HbIX ¢ JIAAT, olieHKEe ONTUMAaJbHON MEIULIMHCKOMN
ITOMOIIM, KIMHUIECKON 3KCIepTU3bl M 3P HeKTUBHOIM
Tepanuy B pa3HBIX CTpaHaX. B yacTHOCTU AOCTYIHOCTD
JIOPOTrOCTOsIIIel Tepanuy peaKkux 3a0oJieBaHUM, TaKo
kak 3T npu nedunure AAT, MOXET 3HAYUTEIBHO pa3-
ymyathed [130]. B HekoTophIX cTpaHax, Taknx Kak I'ep-
Manus, HMranusg, Ucnanusa, [Mopryranus, ®paHuus
u ap., 3T MOAHOCTHIO OMIaYMBAETCS TOCYIapCTBOM.

2 http.//ec.europa.eu/health/archive/ph_threats/non_com/docs/contribution_policy.pdf
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OnHako B OOJNBINIMHCTBE cTpaH Boctounoii EBporrn
U B HEKOTOPBIX cTpaHax 3amagHoii EBpormbl, Takux Kak
Benukoopuranus, Upnanaus, danus u lseuus (tad:m. ),
TOCYIapCTBO HEe BO3MeEIIAeT pacxonbl 6ompHOTO Ha 3T.
OpraHuzaTopaMy 3IpPaBOOXPAHCHUS TPUKIIAIbIBA-
I0TCS BO3pacTawllue YCUIUsI K TOMY, YTOOBI OOJIb-

KnuHuyeckue pekomeHgaumm

HbIe C peaKUMU 3a0oJieBaHUSIMU, TakuMmu Kak JJAAT,
MOJIyJayd CBOEBPEMEHHBIM U afeKBaTHBIM TOCTYM K BbI-
COKOKAYeCTBEHHON MEeIMILIMHCKON moMoiu. MoXHO
MMPUBECTU CJICAYIONINE IPUMEPHl TaKUX WHHUIINATUB:
pexkomeHnanu EBpomneiickoro CoBera 1o IesITeIbHOCTH
B 00JIACTU peaKuX 3a0oyieBaHUIi, KOTOpbIE 00sI3aIi BCeX

Tabauua 5

Onucanue docmynnocmu aevenus 045 00AbHbBIX C depuuumom o ;-aHMUMPUNCUHA

6 Hekomopuix cmpanax Bocmounoii u 3anaonoii Eeponui
Table 5

Description of access to care for alfa-1-antitrypsin deficiency patients in some Eastern and Western European countries

CrpaHa Mony- | Haumo- Jlokanusauus ‘ MaumeHTsbl ¢ JAAT
NANMA, | HarbHble HaUMOHaNbHbIX HabnoaeHme AocTynHocTs 3T GOmbHbIE, BoaMeLLeHe CTONMOCTY NeyeHns ™
MITH LUEeHTPbI, N LeHTPOB nonyya-
towwme 3T, n
LleHTpbl BocTouHoi EBponbi
Bonrapus 7,09 0 0 B yHuBepcutetckmux OrpaHuyeHHas 0 CToMMOCTb Ne4YeHUs He NOKPbIBAeTCs
KNWHUKAX Ha MHOMBU-  [AOCTYNMHOCTb 00LLEeA0CTYNHBIM MEAULIMHCKUAM
AyanbHOW OCHOBE CTpaxoBaHueM
XopBatus 4,22 0 0 To xe HepoctynHa 0 To xe
Yexus 10,55 1 BonbHuua B HauuoHanbHoM LeHT- He orpaHuyeHa 21 CTOMMOCTb NeYeHMs NOKPLIBAETCA
Thomayer, MNpara pe; GonbHble (n = 63) 00LEeA0CTYNHBIM MEAULMHCKAM
¢ theHoTMnom PiZZ cTpaxoBaHuem B 100 % cny4aeB
Benrpus 9,81 4 Mnanunpyetcs opraHu3oBatb B HauMoHanbHbIX HepoctynHa 0 CToMMOCTb NeYeHuns He MOKpbLIBaeTCs
4 HauMOHANbHBIX LIEHTPA  LieHTpax 001eA0CTYNHBIM MEAULIMHCKNM
npu yHuBepcuteTax (2016) CTpaxoBaH1eM
JlatBus 1,95 1 LienTp no Ty6epkynesy B HauuoHanbHbIX OrpaHuyeHHas 1 To xe
¥ NEeroYHbIM 3aboneBaHuAM, LeHTpax BOCTYNHOCTb
6onbHuua BocToyHoro
Ynusepcuterta (Pura, Natsus)
Monbwa 38,59 1 HauuoHanbHbI MHCTUTYT B HauMoHanbHOM HepoctynHa 0 -"-
Tybepkynesa u nerouHbIx  LeHTpe (n = 70)
3aboneBaHui B Baplwase;
MemopuanbHbIit UHCTUTYT
3A0poBbs fAeTell B Bapwase
Pymbinuns 19,34 1 WHeTuTyT nynbMoHonorun B HauMoHansHoM HepoctynHa 0 -"-
Marius Nasta, Byxapect LeHTpe (n=7)
Poccus 143,44 0 0 B yHuBepcutetckux HepoctynHa 7 -"-
KIWHUKAX Ha MHAVMBY-
[DyanbHOW OCHOBe
Cepbus 8,80 0 0 To xe HepgoctynHa 0 -"-
CnoBakus 5,43 3 Mnanupyetcs opranmsoBatb B HauuoHanbHbIX OrpaHnyeHHas 1 Kaxabin cnyyaii obeyxpaercs
UeHTpbl B Kownue, LieHTpax [OCTYNHOCTb MHAMBMAYANLHO C MEAULMHCKUMM
Bparucnase, BbiwHu Xaru CTPaxoBbIMW KOMNaHNUAMM
CrnoBeHus 2,09 0 0 Het undopmaumm HepgoctynHa 0 CTOMMOCTb NEeYeHUs He NOKPbIBAeTCs
06LeA0CTYNHBIM MEAULIMHCKAM
CTpaxoBaH1eM
3anagHoeBponeiickne cTpaHbl
AscTpusi 8,49 8 Bena, 3anbuoypr, Mpac, Bpayamu obwen He orpanuyeHa 130 CToMMOCTb NneyeHust NoKpLIBaeTCs
Xeprac-JHueHbax, NPaKTUKM 06LeA0CTYNHBLIM MEAULUHCKAM
Benbc-TpuckupxeH, crpaxoBaHuem B 100 % cnyyaes
Hattepc, Knarendypr,
XoaHeme
Benbrus 11,48 Her Mo Bcei cTpaHe MynbmoHonoramu He orpaHuyeHa 156 CToMMOCTb NeYeHMs NOKPLIBAETCA
UHGhop- YHUBEPCUTETCKUX 00LWEeA0CTYNHBIM MEAULIMHCKUAM
mauum 1 MECTHbIX 60NbHUL, ctpaxoBaHuem B 100 % cnyuyaes,
HO TONbKO ANs GONbHbIX, HAYaBLINX
neyvenue ao 2010 . Mocne 2010 r.
HOBbIE BONbHbIE He NOMyYaloT BO3-
MELLEHWUs CTOMMOCTM NeyeHus
[MaHus 5,70 1 KoneHrareH B yHuBepcutetckux HepoctynHa 0 CTOMMOCTb NEYeHUs He NOKPbIBaeTCs

KNMHUKaX Habnoga-
10TCA 6oNbHbIe Ha
VHAMBUAYaNbHOK
OCHOBe

061e80CTYNHBIM MEAULIMHCKUM
CTpaxoBaH1eM

IIpodonyxcenue maba. 5 cm. na cmp. 290
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Okonuanue maba. 5. Havano cm. na cmp. 289

®paHums 64,73 Het Mo Bceil cTpaHe B yHuBepcutetckux He orpaHuyena > 300 CTOMMOCTb NeYeHUs NOKpbLIBaeTCs
MHdop- 1 MECTHbIX 60NbHULAX, (AN 6ONBHBIX 06LwenoCTyNHbIM MEAULMHCKUM
Mauum B YaCTHbIX KNWHUKaX ¢ reHotunamu PiSZ crpaxoBaHuem B 100 % cnyyaes
u PiZZ)
[epmaHus 80,68 60 To xe To xe He orpaHuyena >1000 To xe
Uranus 59,80 >20 =-"- MynbmoHonoramu To xe 115 -"-
YHUBEPCUTETCKNX
1 MECTHbIX 60NbHUL,
Wpnanaus 472 1 Lly6nux B HaunoHanbHOM OrpaHuyeHHas 23 CTOMMOCTb NeYeHUs He NOKPbLIBaeTCs
LieHTpe AOCTYNHOCTb 001eA0CTYNHBIM MEAULIMHCKNM
CTpaxoBaHueM
Hunep- 151 1 Meauumtckui To xe Henoctynna 0 To xe
naHAbl LeHTp YHuBepcuTeTa
JleipeHa
Moptyra- 10,29 27 Mo Bceli cTpaHe B yHuBepcuteTckux He orpaHuyeHa 118 CToMMOCTb NeyeHns NoKpbIBaeTCs
nms 1 MECTHbIX 60nbHMLaX 001eA0CTYNHBIM MEAULIMHCKUM
ctpaxoBaHuem B 100 % cnyyaes
Wcnauua 46,05 > 40 To xe MynbmoHonoramm To xe 170 To xe
YHUBEPCUTETCKNX
1 MECTHbIX 60NbHUL
Benuko- 65,20 5 Bupmunrem, 3auHGypr, Jkenepramu HepoctynHa, 0 MonHocTblo, ecnu nevexve
OpuTanus Kem6pumx, KosenTp, B KPYMHbIX LiEHTpax Kpome [AaHHOro 60nbHOro ofo6peHo
TNoHpoH 1 NyNbMOHOMOramu HEKOTOpbIX MECTHbIMM YNONHOMOYEHHbIMM
B MECTHbIX KOHKPETHbIX npeAcTaBUTENsMM HaLMOHANb-
6onbHMLax 60nbHbIX HO CMCTEMbI 3ApaBOOXPaHe-
C NaHHNKYNUTOM HUs AHITIMM
(He3aperucTpupo-

BaHHOE NOKa3aHue)

Mpumeyanne: 3T - 3amecTuTenbHas Tepanus; [JAAT — nedmuT as-aHTUTPUNCUHA; AaHHble npenoctasnenbl: K.LLimua-Wepuep (Asctpus); X.XyrcebayT (Benbrus); K.Koctos (Bonrapus);

H.Tyaopuy (Xopsarus); A.LLUnymcku (Yexws); A.Qvpkcen (Qanus); [.Taby (®panuus); K.Borenbmeitep (Tepmanus); A.Comdait (Benrpus); H.I-MakOnsanu (Mpnaaws); U.Oeppapotn (Aranus);
AKpamc (Natsus); X.LLtonek (Hunepnanapl); Ix.Xopoctoscka-Bukimko (Monblua); M.Cycena (Mopryranus); P.YnemeaHy (Pymbinug); K.3bikos (Poccus); b.Munerkosuy (Cepbus); W.Conosiy
(Cnoakus); M.Mupaswutnc (Vicnanus); PA.Croknu (BenukobpuTanus); * - uHdpopmaLins nonyyexa Ha caitre www.worldometers.info; ** - cocTosHue Ha sHeapb 2017 T.

Notes. Data were provided by: Karin Schmid-Scherzer (Austria); Jacques Hutsebaut (Belgium); Kosta Kostov (Bulgaria); Neven Tudoric (Croatia); Jan Chlumsky (Czech Republic); Asger Dirksen
(Denmark); Gabriel Thabut (France); Claus Vogelmeier (Germany); Attila Somfay (Hungary); Noel G. McElvaney (Ireland); llaria Ferrarotti (Italy); Alvils Krams (Latvia); Jan Stolk (the Netherlands);
Joanna Chorostowska-Wynimko (Poland); Maria Sucena (Portugal); Ruxandra Uimeanu (Romania); Kirill Zykov (Russia); Branislava Milenkovic (Serbia); lvan Solovic (Slovakia); Marc Miravitlles

(Spain); Robert A. Stockley (UK). *, information from www.worldometers.info; **, status in January 2017.

yneHoB EC x xoniry 2013 r. pa3paboTaTth HallMOHAJIbHbIE
IUIaHbI ¥ HALIMOHAJIbHYIO MOJUTUKY T10 peAKUM 3a0oJie-
BaHUAM*; EBpomeiickast ceTh areHTCTB IT0 OLICHKE MEIM-
mmHekux TexHonornit (EUnetHTA), HampaBieHHasT Ha
pa3paboTKy HaAeXKHOM, CBOEBPEMEHHOI, TMOHSITHOM
nHdopMauu, KOTOopast MOXET pacIlpoCTpaHSIThCS
MEXIY CTpaHaMM JUIST JaJlbHEHIIe OLeHKW METUIINH-
CKHX TEXHOJIOTMI B €BPONCHCKMX CTpaHax*; MIOTHBIN
npoekT EBponeiickoro MemMIIMHCKOIO areHTCTBa IO
pPa3BUTHIO MEIMIMHBI, KOTOPBI OOECIEeYUuT paHHUIA
U TIPOTPECCUBHBINA TOCTYN OOJBHOTO K pecypcaM 3apa-
BOOXpaHEHMUST’.

[Ipu oTcyrcTBUMM 3aKOHOIATENBCTBA, KOTOPOE PETY-
JIMPOBAJIO Obl MEIUIIMHCKYIO TMOMOIIb U JOCTYITHOCTh
3T u npyrux crieu@uIecKrux BUAOB JICUEHUS 1T 00JIb-
Hbix ¢ JJAAT Bo Bcex ctpaHax EBpoIibl, yIy4IInThb Mpak-
TUYECKOE ITOJIOXKEHNE MOXET TOJBKO COTPYIHUYECTBO
PYKOBOAUTENEH 31paBOOXPaHEHUS U MIOCTOSTHHOE COBEP-
IIEHCTBOBAHUE CYIIECTBYIOIIEH NOKa3aTeJIbHOW 0a3bl
M0 KJIMHUYECKOU M SKOHOMHUYCCKOU 3(P(PEKTUBHOCTH
tepanuu JAAT.

AnantupoBaHHBII TiepeBo K. M. H. Yukunoii C.10.
Adapted translation — Svetlana Yu. Chikina, Candidate of Medicine

3 http.//eur-lex.europa.eu/LexUriServ/LexUriServ.do 2uri=0J:C:2009:151:0007:0010: EN

4 http.//www.eunethta.eu

5 European Medicines Agency. Adaptive pathways. www.ema.europa.eu/ema/index.jsp ’curl=pages/regulation/general/general_content 000601.jsp
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