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BUCBITNEHO Cyd4acHi MOrnsau Ha reHeTuky, 0CO6MMBOCTI MOpyLleHb MeTaboniamy, nepebir pisHUX KiHIYHWUX BapiaHTiB MaHidecTauii, KpuTepii aiarHoCcTuKu
Ta NPUHLMN NiKyBaHHA MOHOTEHHOI eH3UMOonarii — cnagkoBoro Aediunty ol-aHtutnpuncuny (AAT).

CnagkoBuii fecpiunt AAT maHicheCTye 4OTUPMA KIIHIMHUMU CUHOPOMAMU: YPOXKEHHAM AWUXanbHOI cuctemn (emcdi3eMOK0 NiereHb, XPOHIYHUM O6CTPYKTUBHUM
3axBOPLOBaHHsAM nereHb (X03JT), 6poHXianbHOK acTMOI0, COHTAHHUM MHEBMOTOPAKCOM Ta 6POHX0EKTa3amMi); YPXKEHHAM NeYiHKK, CYAuH.

KniHika ypaXeHHs AnxanbHoi cuctemu npossnseTbes y Bili 20-40 pokis. XpoHiyHa emdDizeMa nereHb € XapakTepHoto 4 rOMO3UTOTHUX HOCiiB PIZZ. HaiibinbLu
HeCnpuATANBIM BapiaHTOM nepeoiry € dheHoTun PISZ: nocTiitHni Kawenb, po3susaeTbcst X031, 6poHXianbHa acTma, NHeBMOHI, NOEAHAHHSA Pi3HUX PECnipaTopHIX
3aXBOPHOBAHb 3i CKNAAHUMU NOPYLLEHHAMI B CUCTEMI 30BHILUHBOIO ANXaHHS. bpoHXianbHa acTMa Mae TSHKKWiA Nepeoir i3 TOPMiAHUM FHIHHUM eHA0BPOHXITOM, 4acTo
HEKOHTPONbOBaHa 6230800 Tepanieto. Y xopux i3 XO3J1 3arocTpeHHs € yacTumu, nepebiraoTb TSHKKO | TpMBano. Y 3B'A3KY 3 PeAyKLie0 CyauH mManoro Kona
KpOBOOGIry HAapoCTa€ rinepTeH3is B HbOMY, NPABOLLYHO4YKOBA HeJOCTaTHICTb. Mpu aedpiunTi AAT cnocTepiraeTbCsl BUCOKA 4acToTa 6POHX0EKTa3iB, 3M0AKICHIX
HOBOYTBOPIB Y NEreHsix.

YpaXKeHHS MeyiHKM MaHithecTye HeoHaTa/ibHUM renatuToM, aTpesierd XKOBYOBUBILHWUX LUMAXIB, PO3BUTKOM LUMPO3Y MEYiHKKM, IHGEKLINHIX YCKNaAHEeHb. XPOHivHa
(hopma 3axBOPOBAHHSA XapaKTepU3yeTbCA CyOKMIHIYHUMM 3MiHaMK GiOXIMIYHNX MOKA3HMKIB (OYHKLIA NeviHkm, siKi B 6inbluocTi 3 HUX (80 70%) HOpMani3ytoTbes
f0 18 pokiB. Y 4aCTMHW MauieHTiB 3aXBOPHOBAHHA MOBIMIbHO MPOrPecye i NPU3BOAUTL A0 PO3BUTKY LMpO3y nediHkn fo 20 pokis — 30%, y craplumx —
30-50%. [o6posiKicHWI Nepeodir ypaxKeHHs NeviHKn Moxe 6yTn y BUrnagi renatomeranii.

emopariyHuii CUHAPOM 3YMOBJIEHWI TUM, L0 NPOAYKT reHa iHribiTopa npoTeiHasn HabyBae BNAcTMBOCTEN aHTUTPOMOIHY.

YpaxXeHHs CYanH MaHicDecTye HeKPOTUYHUM MaHiKyniToM, TSHOKKMM NepebiroM reMopariyHoro Backynity 3 aHTUHERTPOMINbHUMI LMTONNA3MATUYHUMKU aHTUTINAMI
1o npoteita3 (C-ANCA) y cuposartui kposi. Jediunt AAT MoXe NOeAHYBATUCA i3 CUCTEMHUMM BacKyniTamu, aHeBPU3Mamu CyauH, 6aratbMa 3axXBOPHOBAHHAMM,
a TaK0X i3 PO3BUTKOM HENNACTUYHWX NPOLECIB Pi3HOI noKanidawii.

[iarnoctuka cnagkosoro fAedpiumty AAT MOEAHYE, KPiM KNiHIYHUX MPOSABIB, CKPWUHIHTOBI MPOrpamu, iHCTPYMEHTaNbHi (PEHTTEHONOri4HI, CnipoMeTpito,
eneKkpokapaiorpadito, ynsTpasByKoBi), N1a6opaTopHi ((hyHKUis NediHkM, Koarynorpama, imyHorpama, BmicT AAT y cupoBaTui KpOBi), FeHeTWYHi AOCMIMKEHHS,
BMKITOYEHHS MyKOBICLMA03Y, BipYCHUX renaTnTiB Ta iHLUUX 3aXBOPHOBAHb.

JlikyBaHHs NaLieHTiB 3i CNALKOBOKO HeLOCTATHICTIO AAT NOESHYE: afieKBaTHE Xap4yBaHHS | (Di3V4HI HABAHTXKEHHS, NiKyBaHHS (DOHOBUX 3aXBOPIOBAHb, NPOINAKTUKY
i CBOEYACHY Tepanito iHeKLin AuxanbHUX LWNAXIiB, NaTOreHeTUYHy Tepanito. MaToreHeTUyHa Tepanis — 3amicHa (ayrMeHTaLiiiHa) eK30reHHM o1-aHTUTPUNCUHOM.
3amicHa Tepanisi € NOKa3aHOH TifbKK NaujieHTam y BiLi noHan 18 pokis i3 peHotTunom PIZZ a6o iHwnmn pigkumu doeHoTunamu AAT.

ABTOp 32sBASE NPO BIACYTHICTb KOHCOIIKTY iHTEPECIB.

Knio4oBi cnoBa: Jitn, cnagkosuin AediilnT ol1-aHTUTPUNCUHY, iarHOCTUKa, Tepanis.

Characteristics of diseases in children with inherited o-1 antitrypsin deficiency
0.L. Tsymbalista
Ivano-Frankivsk National Medical University, Ukraine

The article presents the current views on genetics, features of metabolic disorders, course of various clinical manifestations, diagnostic criteria, and treatment prin-
ciples for monogenic enzymopathy — an inherited oc1-antitrypsin (AAT) deficiency.

Inherited AAT deficiency manifests itself as four clinical syndromes: respiratory disease (pulmonary emphysema, chronic obstructive pulmonary disease (COPD),
bronchial asthma, spontaneous pneumothorax, bronchiectasis); liver disease and blood vessel damage.

Respiratory disease manifests itself between the ages of 20-40 years. Chronic pulmonary emphysema is typical for homozygous PiZZ gene carriers. The most unfa-
vorable clinical course variant including persistent cough, COPD development, bronchial asthma, pneumonia, co-existence of various respiratory diseases and severe
disorders of external respiration is the PISZ phenotype. Bronchial asthma has severe clinical course with torpid purulent endobronchitis; is often uncontrolled despite
background therapy. In COPD patients, exacerbations are frequent, severe, and prolonged. The reduction in the vessels of the pulmonary circulation results in pul-
monary hypertension, right ventricular failure. In AAT deficiency, there is a high incidence of bronchiectasis, lung cancer.

Liver diseases manifest themselves as neonatal hepatitis, biliary atresia, liver cirrhosis, infectious complications. Chronic form is characterized by subclinical changes
in the biochemical parameters of liver function most of which (up to 70%) normalize before the age of 18 years. In patients until the age of 20 years, disease slowly
progresses and leads to the development of liver cirrhosis in 30% of cases, while older patients develop liver cirrhosis in 30-50% of cases. Some patients have
a benign course of liver disease and present with hepatomegaly.

Hemorrhagic syndrome occurs when protease inhibitor gene product acquires the properties of antithrombin.

Vascular disease manifests itself as necrotizing panniculitis, severe hemorrhagic vasculitis with serum antineutrophil cytoplasmic antibodies to proteinase
(C-ANCA.) AAT deficiency may coexist with systemic vasculitis, vascular aneurysm, many other diseases, as well as with the development of aplastic process-
es of various localization.

In addition to clinical manifestations, diagnosis of inherited AAT deficiency includes screening programs, instrumental (X-ray, spirometry, ECG, ultrasound), labora-
tory (liver function, coagulation profile, immunogram, serum AAT concentration), genetic investigations, exclusion testing for cystic fibrosis, viral hepatitis, and other
diseases.

Treatment of patients with inherited AAT deficiency consists in adequate nutrition and physical activity; treatment of pre-existing conditions; prevention and timely
therapy for respiratory infections; pathogenetic therapy. Pathogenetic therapy for AAT deficiency is a replacement (augmentation) therapy with exogenous
o1-antitrypsin concentrate. Replacement therapy is indicated only in patients >18 years of age with the PiZZ phenotype or other rare AAT phenotypes.

No conflict of interest was declared by the author.
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Xapaktepuctuka 3abonesanuii y geTen Npu HacneAcTBEHHOM fedmunte anbha 1-aHTUTPUNCHHA
0.J1. Unmbanucta
/1BaHO-DPaHKOBCKUIA HALWMOHANbHBIA MEANLMHCKUIA YHUBEPCUTET, YKpanHa

lpefcTaBneHbl COBPEMEHHbIE B3rMAM4bl HA TEHETUKY, OCOOEHHOCTM HapylieHUA MeTabonu3ma, TeveHue, MaHUEecTauui, KpUTepun AMarHOCTMKM
11 MPUHLMIBI IEYEHNs MOHOTEHHON 9H3UMONATUN — HACNEACTBEHHOro Aedhuunta ol -aHtutpuncuna (AAT).

[ecomumnt AAT nposiBNSETCH TaKUMU KIUHWYECKUMU CUHAPOMAMU: MOPaXEHUEM [bIXaTeNbHOM CUCTEMbI (3MAIU3EMON NErkux, XPOHNYECKUM OBCTPYKTUBHBIM
3a6onesaHnem nerkux — X03J1, 6poHx1anbHON acTMON, CMOHTaHHbBIM MHEBMOTOPAKCOM M GPOHX03KTa3ami); MOPKEHNEM NEYEHM, COCYL0B.

KnuHnka nopaxeHus gpixatenbHol cuctembl npossnsetcs B 20-40 neT. XpoHuyeckas amdu3ema CBOMCTBEHHA OMO3WUFOTHbIM HocuTenam PIZZ. Hawbonee
TSKENbIM BAPUAHTOM TeyeHus ABNseTcs peHoTun PIZZ: nocTosHHbIA Kawenb, passusaetcs XO3J1, 6poHXWanbHas actMa, MHEBMOHMS, COYETaHNE Pa3ANYHbIX
pecnupartopHbIx 3a60/1eBaHNIA CO CMOXHBIMU HAPYLLEHUAMM B CUCTEME BHELLHEr0 [ibIXaHid. bpoHXuanbHo acTMe CBOCTBEHHO TSXKENOE TeYeHNe C TOPMUAHBIM
THOMHBIM 3HAOBPOHXMTOM, 4acTO HEKOHTponMpyemas 6asucHoil Tepanueit. Y 6onbHbix XO3J1 060CTPeHUs 4acTble, NPOTEKAKOT TSHXKENO W ANuTeNbHO. B cBs3n
C peayKLmer COCY0B Manoro Kpyra KpoBOOOPALLIEHNS HAPOCTAET SIEre4Has runepTeH3ins, NpaBoXeny[o4KoBas HeocTaToqHOCTb. Mpu fedouuumte AAT nmeeT Mecto
BbICOKAsA 4aCTOTa OPOHX03KTA30B, 3/10KA4ECTBEHHbIX HOBOOOGPA30BaHWIl B NETKMX.

lMopaxeHue neveHn NposIBNSETCS HEOHATANIbHLIM [enaTuToM, aTpe3nei XKen4eBbIBOAALLMX NyTer, pa3BUTUEM LMPPO3a NeYeHu, UHKDEKLMOHHBIMI OCNIOXHEHUAMN.
XpoHu4eckor dopme 3a6051eBaHNS CBOMCTBEHHBI CYOKNMHUYECKOE N3MEHEHU BUOXUMUNYECKIX NoKasaTenen (hyHKLMI NeveHn, KoTopble Y 60MbLUKHCTBA (10 70%)
npuxofaT B Hopmy K 18 rofam. YV yactu mauweHTOB 3a60MneBaHNe MeJjIeHHO MPOrpeccupyeT U MPUBOAWT K Pa3BUTWI0 LMppo3a nevenu: K 20 rojam —
30%, y ctapmx — 30-50%. [Jo6poKa4eCcTBEHHOE TE4EHME NOPAXKEHNS NEYEHN MOXET ObITb B BUAE renatoMeranmu.

[Mpu remopparn4eckom CUHAPOME NPOJYKT reHa MHrMbmUTopa NpoTenHasbl NpuoBpeTaeT CBONCTBA aHTUTPOMOUHA.

lMopaxeHne COCYA0B NPOABNAETCH HEKPOTU3MPYIOLIMM MaHHUKYIMTOM, TSXKENbIM TEYEHMEM FeMOpparvveckoro BacKynnUTa C aHTUHEATPO(UNIbHBIMK
untonnasmatnyecknmn aHtutenamm (CG-ANCA) B cbiBopoTke KpoBu. edomumnt AAT MOXET CO4eTaTbCs C CUCTEMHbIMI BacKynMTamu, aHeBpu3Mami COCYAOB,
Pa3nn4HbIMM 3a60/1EBAHNAMU, & TAKXKE C PA3BUTVEM HEONNACTUHECKIX NPOLIECCOB PA3NIN4HON NOKanu3aunm.

[narHoctnka HacnencteHHoro Aedpuumuta AAT BKMIOYAeT TakKe CKPUHWHTOBbIE MPOTPaMMbl, WHCTPYMEHTANbHbIE (PEHTTEHONOTNYECKUE, CMUPOMETPUIO,
3MeKTpoKapanorpachuto, YnLTpasBykoBble), NabopaTopHble (PYHKLUMA MeveHn, Koarynorpamma, MMMyHorpamma, copepxadue AAT B CbIBOPOTKE KpOBW),
reHETNYECKIE UCCNe0BaAHNS, UCKIOYEHE MYKOBUCLNA03a, BUPYCHbIX renaTuToB U ApYrux 3a60sesaHuii.

JledeHne naumMeHToB C HACNEACTBEHHONM He0CTAaTOMHOCTbI0 AAT BKIKOYAET: afieKBaTHOE NUTaHue U OU3MHECKMe Harpysku, nedeHre (hOHOBbLIX 3a60/1eBaHNNA,
NPOUNAKTUKY U CBOEBPEMEHHYIO Tepanuio WH(EKUNA AbIXaTenbHbIX NyTel, NaToreHeTUHeCKyo Tepanuto. latoreHeTuyeckas Tepanua — 3amecTuTeNbHas
(ayrMeHTaLMOHHas) 3K30TeHHbIM 01-aHTUTPUNCUHOM. 3amMecTUTeNbHAs Tepanus nokasaHa Tonbko nauueHTam crapiie 18 net ¢ ceHotunom PIZZ nnu gpyrumn

peakumu cheHotunamu AAT.
ABTOp 329B/IIET 06 OTCYTCTBUN KOHGONIMKTA MHTEPECOB.

Kntoyesble €noBa: JeTu, HacNeACTBEHHbI feuunT ol -aHTUTPUNCUHA, AUArHOCTUKA, Tepanis.

HeJ_LOCTaTHiCTb ol-anTutpuncuny (AAT) —
MONIMpeHa TeHeTUYHO JeTepMiHOBaHa
MOHOTeHHA eH3WMOTATis, M0 YCIaJKOBYEThCS 3a
ABTOCOMHO-PETIECUBHUM THUIIOM i3 TIEPEBAKHUM
YPaskKeHHIM JieTeHb, TeYiHKU, CYIUH 1 TKipH, TPU-
YMHOIO SIKOI € MyTailii rena PI — proteinasae inhi-
bitor [28,35,36].

len, axumit kogye cunre3 AAT, ekcripecoBanmit
y TemaToIUTax, YCIaIKOBYETHCS 3a aBTOCOMHO-
JOMIHAHTHUM THUIIOM Yy JIBOX aJiesisiX (10 OHOMY
Bijl KOSKHOTO 3 6aThKiB) 1 XapaKTepU3YEThCs Haii-
OLIBIIUM  TOJIMOP(HIZMOM  TE€HOMY  JIIOAMHHU.
Cucrema renis (SERPIN 1), sika koHTpoJIio€ rene-
tuyuHi Bapiantu AAT, HasBana Fogerhold y 1968 p.
PI-cuctemoro. OctanHs 3HAXOAUTHCS HA IOBTOMY
mtedi 14 xpomocomu (14q, 32.1). InentudikoBano
nonas 100 itoro BapiaHTiB. 3 ycCi€l CyKYIHOCTI
reHeTuHux BapiantiB AAT uine npubansHO
30 i3 HUX BUKJIMKAIOTH TATOJOTIYHI TPOSIBHU.
Hopmambhi aznemni, sxi € y 90% Bumnaakis cepej
3/I0pOBOI TOMyJisiii Jozgel, HasuBatotb PIMM
(medium mobility), mas skux XapakTepHUM
€ HopMmaJpHuU#l piBenb |y 1asmi  AAT
>20 mxmoun/a [10,15,28,36].

JledinuTni aseni 3yMOBIIOIOTH 3HUKEHHS
konnentpaiii  AAT y cupoBarmi  Kposi
(<20 mxwmousb/m). Octanni mepeBaxkHo € PIS
(excrpecytorb maiike 50-95% npedimury AAT)

i PIZ (excnpecyiors 10-20% nedinury AAT).
Y romosuror PIZZ mae miciie cyTTeEBe 3HUKEHHS
BMmicTy AAT (5—6 MKMOJIB/JT), @ 11OTO TIOBHA BijI-
CYTHICTb IOB'd3aHa 3 HyaboBuM aseseM (PI).
3a TakUX BapiaHTIB HAWBUIIUN PUBUK PO3BUTKY
empizemu jerenb. Z-AAT wHeliTpanizye HelTpoO-
dimpny enmactazy mnosinbrinie, Hixk M-AAT;
S-BapiaHT: y TOMO3UTOTHOMY CTaHi BMICT Y TIJIa3Mi
KpOBi cTaHoBUTH Maiike 60% Biji HOpMaIbHUX
BesinuvH [7,27,28].

Y rereposuror (PIMS, PIMZ) axktusnicTh
AAT e menmie samxenoro. PIS i PIZ aneni 3yctpi-
YaloThCA MePeBaKHO B JIIO/ICH €BPOIENCHKOI MOy -
qarii. Kosxkanit pecartuii sxkutenb €Bponu € rete-
posurotauM 3a PIZ a6o PIS-anenem. IcHye nymKa,
110 O/IHIEI0 3 TepeBar MOMUPEHUX AediluTHUX
anesneii rena Pl e migBuiiena yactora 6aratorii/-
HUX BariTHOCTEW, BUCOKa (epTubHA 3aTHICThH
MaTepiB — reTepo3uroTHUX HociiB [12,13,27,36].

Hyabosumu (Null-Tuir) HasuBaoTs aseli, mpo-
IYKTU SKUX He BU3HAYAIOTHCS B CUPOBATII KPOBI.
[Tpu ibomy kounentpaitisi AAT y cupoBartiii Kposi
€ 3HAYHO 3HIIKEHOI0 B TETEPO3UroT abo piBHA
HYJII0O — Y TOMO3UTOT 1 aCOIIIOETHCS 3 PO3BUTKOM
emdizeMu JIereHb i TIKKUM 1epebiroM XpoHiuHO-
ro OOCTPYKTHBHOTO 3aXBOPIOBaHHs JIeT€Hb
(XO3JI) 3a Bigcyrrocrti B maa3mi kpoBi AAT abo
HASIBHOCTI TiJIbKY Horo caifiB [5,7,27,35,37].

56 ISSN 2663-7553 Cyuacna memiatpis. Ykpaina 5(117)/2021



YyuTtamte Hac Ha caunTi: http://med-expert.com.ua

OpnuuM 3 anesieil 31 3SMiHEHUMU BJIACTUBOCTSIMU
€ Pittsburgh — iuri6itop nporpoM6iny aHTUTPOM-
6iny I11: cXUJIBHICTD 10 KPOBOTEY 3a BiJICYTHOCTI
ypaxkenns [28,36,38].

CunTtesyetbest AAT niepeBaskHO B TeTaTOIUTAX
i BUAIJISIETHCS B T1a3My, 3abesmneuyoun 90% yciei
npoaykiisgs AAT y MoHOHYKJIeapHUX (haromuTax,
eniTesialbHUX KJIITUHAX JeTeHb 1 KHUIIEYHUKY.
Orxe, HatiBumia kontenTparlis AAT BiaMivaeTbes
B CUPOBATILi KPOBi (HOpMabHA KOHIIEHTPAIlisl CTa-
HoBUTH 20—50 mkMmousb/m). Ilepioa miBposmamLy
OCTaHHBOrO OpiBHIOE 4—5 1i6. CUpOBaTKOBUIA
AAT cxuanae 40% 3arajbHOTO BMICTY B OpraHi3wmi,
pemra (60%) — y THO3aKJIITHHHOMY HPOCTOPI.
Y mesenukiit kimbkocti (10%) AAT 3HaxoauThCst
B OPOHXOAJIHBEOJISIPHOMY CEKPETi Ha MOBEPXHi
asnbBeossipHux Makpodaris (AM), Helitpodinis
1 CHUHTE3Yy€ETbCS JIeTeHEeBUM eIliTeJEM, a TaKOX
Yy MOHOHYKJIeapHuX (haronurax, KJiTHHaX KUIIKO-
BOTO emiTeJiio, napenximi HUpok [ 1,14,23,35-37].

Biosoriuna poib 01 -aHTUTUPCHHY B OpraHi3mi
JIIO/TUHU

AAT wmicTuTh aMiHOKHCJIOTY cepuH i Bci Oiku,
sIKI MICTSITh CEPHH, BiZTHOCSTD 0 CiIMeICTBa CepIli-
HIB (serpin — ckopoueHHs1 Bin Serine Protease
Inhibitor) i BXOAWTD 0 CKJIALY OL1-TI00YITIHOBOT
¢dpaxkmii 6inkiB cupoBaTku KpoBi. AAT € ocHOB-
HUM iHTIGITOPOM CEPUHOBHUX MpPOTEa3, Ma€ Haii-
6isbine 3HaverHst (75% ycix iHribiTOpiB mMpoTeas)
i BUKOHYE (yHKIO iHTIGITOPa MPOTEONITHYHUX
(bepMeHTIB €HJOTEHHOTO 1 €K30TeHHOTO I0X0-
JokeHHs. B 310poBOoMy opraHisMmi icHye piBHOBara
B CHCTEMI <«ITPOTEOJi3-aHTUIIPOTEOI3», 3aBIAIKN
gKiil (TigBUIEHa ceKpellis mporeas mpu Oakre-
piasibHil iHGeKITT 1 3armajienHi) HenTpaIi3y€eThest
AAT. Ilpu pedimuri AAT nporo Hemae abo
€ HeIOCTaTHIM, y 3B'sI3Ky 3 uuM 30epira€rbcs
BHCOKa TIPOTea3Ha aKTUBHICTb. 32 HOPMaJbHOTO
Bmicty AAT y cupoBartili KpoBi BiIMi4aeThCs HAT-
JIUTIIIOK HEUTPO(PiIbHOI enacTasu, sKa MPOAYKY-
€THCS AKTUBOBAHUMM HeWTpOdiaMu y BOTHUII
3arasieHHst, Moske OyTH IHAKTMBOBAHA a/[EKBATHUM
36iabimenasam npoaykiii AAT. Yceske HeiiTpo-
(dijsbHe 3anajJeHHs] CYIPOBOIKYEThCS 301IbIIEH-
HSM JIOKAJBbHOTO, a B Pa3i BUPAsKEHOTO 3aMMaJbHOTO
MpoIlecy — CHUCTEMHOTO PiBHSI HeUTpodiabHOI
enacrasu. [Ipu nedinuri AAT 1151 piBHOBara nopy-
mMy€eTbess B OiK 30iJIbIIEHHST KiJIBKOCTI HEHTPO-
(inpHOI enactazu. [lpu 11boMy HaZITUIIIOK eJ1acTa-
31 TIPU3BOJIUTD JIO HETIOMPABHOI JECTPYKIIil esa-
CTUYHUX BOJIOKOH, PO3BUTKY eMdi3zeMu JieTeHb
i cumnTomiB OpoHXxiaabHOI 06cTpyKIii. OKpim
IbOTO, HEUTPO(iNbHA enacTa3a CTUMYJIIOE ITHEB-

Mohi6po3, Tak sAK ii BMICT B ajbBeosaX y TPsIMiil
B3AEMO3AJIEKHOCTI 3 TpaHchOpMyIOUnMu (HaKkTo-
pamu pocty o i B. Ocranti cTumyso0Th (HiGpo3.
PosButky hibposy crpusie migBuiineHa 9y TINBICTh
EH/IOTeNTiI0 /10 BIJIMBY HEHTPOMdiIbHOI enacTasu,
0 3YMOBJIIOE PEAYKITI0 MiKPOIIMPKYISITOPHOTO
pycaa [1,4,10,15].

[lo nmerpamarii asbBeos pu emizemi, Kpim
HeUTpOodiTbHOI ejlacTadu, MPU3BOJAATH 1 iHIII
rpynu npoteas. Ilepeaycim 11e MaTpUKCHI MeTaIo-
nporeinasu (MMP), 3patHi posmensoBaTu
Maif’Ke yCi CKJIQ/IOBI €KCTPAIe0JIIPHOTO MAaTPUK-
cy. lia MMP HeitTpamisyeTbcs iX TKAHUHHUMU
inriitopamu (TIMP). B ocHoBi ojHi€l 3 rinmores
natorenesy XO3JI € aucbamanc mixxk MMP
i TIMP [3,4,13,17,37].

Otixe, po3BUTOK iH(EKITIITHO-3aTaTbHUX TIPO-
IIECiB Y JIETEHSIX XapaKTePU3YEThCsI 301TbITeHHSIM
BEJIMKOI KiJIbKOCTI TIpOTEa3, dKi € BU3HAYaJIbHUMU
B PYWHYBaHHI CKJa/J0BUX €JIACTUYHOTO KapKacy,
nepebiry i mporuody 3axBopioBanHs. HaiiBakiiu-
BiUMU 1HTIOiTOpaMU TIPOTEA3 y AUXATHHUX
NIJIAXaX € IHTi6ITOP CeKPeTOPHOI JIeHKOUTapHOl
nentugasu (SLPI), inri6itop nporeinasu 3 (PI3),
AKi NPOJAYKYIOTbCS MICI[€BO aJIbBEOIIMTaMK
IT tuny, emitesniem Tpaxei i GPOHXIB, KIITHHAMUI
Kmapa, AM, monorutamu i HetiTpodimamu. Takum
ynroM, SLPI, P13 i AAT 3a6e31e4yioTh OCHOBHMIA
AHTUTIPOTEA3HNN 3aXUCT TPaxeoOPOHXIaTbHOTO
mepeBa. [HIyKItist TPOAyKIii iHTIGITOPIB TIpOTEa3s,
nUTOKIHIB cimelictBa [L-1, kasbIliii-3B'sg3yr0unx
OIJTKIB € TIOYaTKOM PO3BUTKY 3aMaIbHOTO IPOIIECY.
Iuribitopu mporeas SLPI i PI3 HeiiTpamizyorh
HaNO1IbIIOI0 MIpOI0 HeUTPOMIIbHY ejacTasy,
a TaKoX KaTericH G, TPUTICUH HEUTPODiIiB, XiMa-
3y, TPUNTA3Y OMACUCTUX KJITHUH, TPUTICUH 1 XiMO-
TPUIICUH TTaHKpeaTuyHuX KiaitrH [1,13,24].

Hefitpodinpna enacrasa i HeliTpodiabHa TIET-
tugasna nporeinada 3 (NPM) € ocnoBuumu cepu-
HOBUMU MTPOTEA3aMU TUXATBHUX ILJISXiB, TPOIYK-
ITisT TKUX Pi3KO 3pOCTa€ MPU 3aXBOPIOBAHHSX Opra-
HiB quxanus. [Ipy 1boMy OCHOBHOIO MillIEHHIO /7151
HUX € OUIKH €eKCTPAIeJIoJISIPHOTO MATPUKCY
(30KpeMa KoJjiareH, eJlacTuH), okpemi Oiiku (imy-
HOTJIOOYJIIHU, KOMITOHEHTH KOMILJIEMEHTY, CHCTe-
MM 3TOPTAHHSI KPOBI, iH.), €HJO0TeJil KalliJspiB.
Y pesynbTaTi HOPYIIYETHCS CTPYKTYpA apeHXiMU
JieTeHb, PO3BUBAETHCA eM(izeMa, CIIOCTEPITAEThC
PeiyKIlisg MiKPOUMPKYJIATOPHOTO pPycCJa JiereHb
[5,16,27,29,30]. Oxpim 11bOTO, CEPUHOBHUM IPOTEA-
3aM (HeliTpodinbHiil esactasi i NPM) nputaman-
Hi iHIII BJIACTUBOCTI: 3YMOBJIOIOTH 3HUKEHHS
MYKOIIMJIIaPHOTO KJipeHCY OpOHXIaJIbHOTO Jepe-
Ba; PEMOJICTIOBAHHS JIUXATbHUX TJISIXiB (PO3BU-
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TOK (biOp03y); yyacTh y perapaitii emiTesito cJau30-
BOi 0GOJIOHKH.

SLPI, PI3 6epymo yuacmo y pezyaauyii Micue6ozo
1 CUCMEMHOZ20 3aNaLeHHA:

— XapaKTepHOIO € TIPo3araibHa ist (CTUMYJTIO-
I0Th XEMOTaKCHC IPO3anajbHUX KJITHH, iHTiOY-
IOTb aIoITO3 HEUTPOMDITIB, CTUMYIIOIOTh TPOIYK-
Iif0 TPO3aNaTbHUX ITUTOKIHIB);

— HeHlTpasisallis ou-nedeHcnHiB, HeHTpodiis,
setikorpieny B4, IL-8, gki € cuabHuMU Xemoar-
paKkTaHTaMu HEUTPOMIJIiB y BOTHUIII 3aMaeHHST;

— TpoTU3anaJbHUil eeKT IHTIOITOPIB cepuHO-
Bux nporeas SLPI i PI3 Haiibinbiion Mmipoio
3YMOBJICHUI iHTI6IIiEr0 HEINTPODIIBHOI eacTasu
i NPM, a Takox cTUMYJISIIE TPOAYKILI ITIPOTH-
3anaJbHUX IUTOKIHIB, TPUTHIYEHHSIM HPOAYKILii
Mpo3anagbHUX IUTOKIHIB, 3BIJIbHEHHS TiCTaMiHY
OTACUCTUMHM KJIITHHAMU;

— TOMy HaiGisIbIIe cepej iHTIOGITOPIB MpoTeas
dbynkiia AAT nonsarae B perysidiiii peaxitii 3arma-
JIEHHS B OPTaHi3Mi JIOIUHY;

— PI3 cnpusie dopmysanuio Thi-iMmyHHOI
BI/IIIOBI/IL;

— AAT € necriermudivyauM 6GIJIKOM CHPOBATKU
KPOBI rocTpoi asm 3amajieHHs, i piBeHb HOTo Ipu
3arajieHHl 3pOCTa€, a TaKOoX HoMy TpUTaMaHHi
AHTUOKCH/IAHTHI BJIACTUBOCTI.

Basxkmusumu xapaxrepuctukamu SLPI, PI3,
AAT € antubakrepiabHi BIaCTUBOCTI:

— CTUMYJIOIOTh TPOAYKINI aHTUMIKPOOHOTO
nernrtuy B-nedeHcuny;

— GakTepuIUAHUN eeKT 00 TPAMITO3UTHB-
uux (Staphylococcus aureus, Staphylococcus epi-
dermis), rpamueratuBuux OGaxrepiii (Pseudomonas
aeruginosa, Escherichia coli, Haemophylus influen-
zae, Branchamella catarrhalis);

— inaktuBaitist M. tuberculosis (SLPI);

— VIIOBLJIBHIOIOTH peIlIiKaililo Bipycis, OakTe-
piif, y ToMy 4ucJii Bipycy iMmyHoedinury;

— SLPI 3a6e31euye 3HAYHOIO MipOTO TPUPOIHY
aHTU(YHTAIbHY aKTHBHICTH CJIM30BUX OOOJIOHOK
(dbywurituanuii edexr nporn Aspergillus fumiga-
tus, Candida albicans) [1,20,24,34].

Y kpainax €sporu romosurot i3 gedinuty AAT
3ycrpivaioThes 3 yactortoio Bin 1 Ha 670 n0 1 Ha
15 097 cepejt KMBUX HOBOHAPOIXKEHUX, TETEPOZUTO-
TH B I1i#1 TIOIYJISATT CTAHOBJISTH MaiiKe 5% BUTIAJIKIB.
3a marmmu BOOJ, wacrora gedinmry AAT B €Bpo-
neticbkiin  nomyssanii - gopisaioe  1:2000-1:7000.
Cepenl HacesleHHST CKaHIMHABChKUX KpaiH HaWBUIIA
niormpenicts MyTattiii PIZ 1 PIS| y kpainax Amepuku —
1-3 na 5000 nacesenns [7,14,20,34,37].

Kninixa. Cnagxosutii necdimmur AAT manidbectye
YOTUPMA OCHOBHUMH KJTIHIYHUMU CUHIPOMAMU:

— ypaXKeHHSIM JUXaJbHOI CUCTEMHU, HacamIle-
pen emdizemoro sereab, XO3JI 3 emdbizemoro
JiereHb, OPOHXiaJIbHOIO aCTMOIO, pijiie OPOHXOEK-
Tazamu;

— YPaKeHHSM TIeYiHKH 3 (POPMYBAHHSM ITPO3Y;

— BaCKyJIiTOM, acOI[iiOBaHUM 3 HaSIBHICTIO
AHTUHENTPODIIbHUX ITUTOIIA3MATUUHUX aHTUTIJ
no nipoteinazu-3 (C-ANCA);

— YPOKCHHSM TIKIPU — HEKPOTUYHUM TAHIKY-
gitom [20,27,34].

YpaskeHHs AMXaJbHOI CUCTEMU

Hamozenemuuni mexaniamu po3eumxy ypaicem-
1S OUXaIvLHoi cucmemu

Yuepue pedinut ou-rao0yaiHOBOT (bpakitii
B marienta 3 eMm@i3zeMoi0 JieTeHb OMUCATN
y 1963 p. C.B. Laurelli i S. Erikson, siki o6rpyHTY-
BAJIH, 10 B OCHOBI JIESTKMX OOCTPYKTUBHUX 3aXBO-
pioBaHb JieTeHb (30KpeMa eMmdizeMu JiereHb
y MoJIofiuX Jioziel) € cnaakouit pedinut AAT,
SKUN yCIAJKOBYETHCS 32 aBTOCOMHO-PETIECUBHUM
tuniom (cungpom Jlaypemma—Epikcona). BiK,
B SIKOMY TTOUYMHAE PO3BUBATHUCH eMbizeMa JieTeHb,
1 IBUJIKICTD I IIPOrpecyBaHHS 3QJICKUTD Bijl TUILY
myTanii rera AAT.

Knacnuna kjainiuHa KapTHHA XPOHIYHOI eMi-
3eMU JIeTeHb XapaKTepHa /IJid TOMO3UTOTHUX HOCI-
iB PIZZ (70-80%). Y reTepo3urot pusuk MnosiBu
XpoHiuHOI embizemMu 3HayHO HK4yuil. [lani mpo
pecripaTopHi cuMnToMu i ctad (hyHKINII 30BHilI-
HBOTO AMXaHHs B retepo3uroT 3 PIMZ- i PIMS-
BapiaHTaMU € JI0BOJII cynepeusnBumMu [12].

PosBurok nanno0ysipaoi eMdizemu npu gedi-
muti AAT 1oB'ga3aHMI 3 HELOCTATHHOIO 1HAKTUBA-
€10 BJIACHUX €J1aCTa3 OPraHi3My, 30KpeMa JIeHKo-
nuTapHuX. J301JbIIEHHIO MPOAYKIli TMpoTeas
CITPUSTIOTH BIJINB iH(EKIINHNX areHTiB, TOKCUHIB,
SIKi CTBOPIOIOTh KOPOTKOYACHUI «BUOYX» MTPOTEO-
JITUYHOI aKTUBHOCTI /10 MOMEHTY MPUTHIYeHHHI
fioro inriGitopamu (aHTUIIPOTEA3aMN). Y Pe3yJib-
TaTi pyWHYETHCS €JAaCTUIHUM KapKac JiereHeBOl
TKaHUHY, TTapaeIbHO 30iIbIIYETHCS TPUBATICTD
BIIMBY HA JIeTeHEBY TKAaHUHY. PU3WK 110s1BU eMi-
3emu 3poctae 1pu 3HuskenHi pisaga AAT y cupo-
Barti kposi <10 t/. [lixBumiena mporeomiTHIHA
AKTUBHICTh OPOHXO0AJIbBEOJSAPHOTO CEKPETy He
HEeMTpaIi3yeThcsl MpPOTEasHUMU IHTIGITOpaMu
yepe3 nedillUuT OCTaHHIX, M0 TPU3BOIUTH
IO IECTPYKILii eTaCTUYHUX BOJIOKOH JIeTeHb, HaJla-
Jai — posutky mHeBMOo(diOpo3y. Ilpu medirmri
AAT emdizema JiereHb MOKE BUHUKATH TIEPBUHHO
a0 Ha TJIi XPOHIYHOro GPOHXITY UM iHIIOI hopMu
XPOHIYHWNX 3aXBOPIOBaHb Jerenb [16,37].

Kninixa cnadxosozo depivumy AAT € Haitbiib-
1re BUBYEHOIO B opocynX. CUMITOMU ypaKeHHS
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Jieredb 3'aBsgi0Thed y Bitli 20—40 poxis. Ha Tep-
MiH [TOIBU MEePIINX CUMIITOMIB 1 MOJaJIbIINUHI 11epe-
6ir 3aXBOPIOBAHHS I1CTOTHUN BILIUB YMHSATH
OOTSKEHUI ciMeitHUI aHaMHe3 i3 3aXBOPIOBaHb
OpraHiB JWXaHHS, TiMEePaKTHBHICTL OPOHXIB,
a TaKOK HABKOJIUIITHE CepeloBUIIe: TTIOBTOPHI pec-
mipaTopHi iH(eKIIil, KypiHHS, CTYIiHb 3a6pyAHEH-
H4 aTMOC(EPHOTO TIOBITPS PISHUMU IMOJIOTAHTAMHT
[23,24,35].

Y nireii 3 nedirmmrom AAT kriinika emdizemn
JieTeHb criocTepiraerbest pigko. Kuiniuna manide-
CTallisi 3aXBOPIOBAHHS 3BUYANHO BUSBJSIETHCS
peluANBHUM OPOHXITOM, MTHEBMOHIEID, OPOHXI-
AJILHOIO aCTMOI0, OPOHXOEKTa3aMu, TTOEHAHHIM
[aToJorii  JiereHb 13 [aTOJIOTI€I0 IEeYiHKHU.
[Tpu nedimmti AAT moBTOpHI pecmipaTopHi 3a-
XBOPIOBAHHS YaCTillle CYyIIPOBO/KYIOTLCS THIHUM
eHOOPOHXITOM, THIITHUMU JIETEHEBUMU YCKJIaI-
HEHHSIMU, IIBUJIIE PO3BUBAETLCA XPOHi3allis
3amaJbHOTO Ipollecy 3a paxyHOK (hopMyBaHHS
Oy1b03HOI emdizeMu, PO3BUTKY MTHEBMO(DIOPO3Y
3 [1OJIAJTBIIIOO TilTePTEeH31€10 B MAJIOMY KOJIi KPOBO-
o6iry (MKK), pemosiesioBantsiM GPOHXIB 1 yTBO-
pennsim Gponxoekrasis [11,28,30].

VY 6inbmiocTi XBopux i3 peHotunoM ZZ crocre-
piraerbcst Xxponiuna OpoHxXiajbHa OOCTPYKILis
3l ckapramMu XBOpuX Ha Hamaau 3aayxu (76%),
nocrifiny 3aanmky (80-90%), opanpui Xpunm
(65—75%), mOCTiitHUIT BOJIOTMIl TPOAYKTUBHUI
Kalesib, 3yMoBieHnit Oponxoektazamu (40%).
Y yacTuHM XBOpUX XapaKTepHUMHU € IIPOSIBU aTO-
il i MiBUIIEHUH BMICT Y CUPOBATIli KPOBi 3arajib-
Horo i crernudiynoro IgE, cumnTomu GpoHxiajib-
Hoi actmu (35%). Pimie € kinika rinepuyTinBo-
rO MHEBMOHITY 3 PI3HUMU BapiaHTaMu Tmepebiry.
bponxianpHa actmMa 1mpu crajikoBomy zedinuti
AAT 3asBuyaili Mae TsKKUIL mepebir, mano abo
HEKOHTPOJIbOBaHa IpenapataMu 6a3o0BOI Teparil.
Kpim Toro, st 6poHXianbHOT aCTME XapaKTepHUM
€ TOPIIAHMIA Tepebir THiiiHoro engobpounxiry. /s
yCiX HO30JIOTIYHNX (hOPM TTPUTAMAHHUM € TBHU/IKE
MpPOTPECYBaHHA TIMOBEHTUALT 1 rinonepdysii,
nepeiyciM y HUKHIX BiJIJTizIaX JiereHb. Y XBOPUX i3
XO3JI 3arocTpeHHs € YacTUMH, TepebiraioThb
TSKKO 1 TpuBasio [25,28,30,35,36].

B oxpemux Bumaakax mporpecyiounii pPO3BUTOK
emizeMn JlereHb Ma€ MicIie i 6e3 4iTKUX eImi30/iB
pecIripaTopHUX 3axXBopioBaHb. Emdiszema Jerennb
(ax i emdizema nerenb ipu XO3JI) € HaltyacTi-
MKUM (EeHOTUIIOBUM IIPOSIBOM CIIQJIKOBOI HeJo-
cratHocTi AAT. Taxkuii nediniur AAT B ocHOBI
po3BUTKY eMizeMu JiereHb € Tibku y 1-2% Bu-
majkiB. /lokazana posb i iHIMNX TeHETUIHUX (haK-
TOPIB y PO3BUTKY 3axBopioBaHHs. [Ipu emdizemi

JlereHb, NI0 CYINPOBOJKYETHCS  IIiJ[BUIIEHOIO
JECTPYKIL€o OiNKiB CTPOMH, YIIPOIOBK MEBHOTO
yacy I I1aToJIOriyHi 3MiHM HaOyBalOTh CUCTEM-
HOro Xapaktepy. Hacamriepen y 11i ipotiecu BTATY-
IOTHCST TUXAJIbHI TISIXH, JI€ BiOYBAETHCS YIITKO-
JUKEHHSI €JTAaCTUYHOTO Kapkacy OpOHXIB i3 mopy-
nmeHHgaM 1X ¢yHkiii. Kairiuroo Manidecrarieo
TaKMX 3MiH € TpaxeoOpOHXiaJbHA IUCKiHE3is.
Y nartienTis 3 empizemoro JiereHb BUSBJIEHO TEHE-
TUYHI MapKepu /ucIliasii CHOJYYHOI TKaHWUHU
(2-5%). Ha neii yac emdizemy JiereHb po3risia-
I0Th He TUIbKK sIK BUsB gedinuty AAT, ane i sk
CHUCTEMHUI TTPOIIeC JUCIIIA3il CIIOJYyYHOT TKAaHUHU
3 TIEPEBAKHUM YPAKEHHAM PeCcIipaTOpHOTO BiJili-
JIy IUXQJIbHUX TIJIAXIB Ta iHmmx opranis [20,21].

IIpu 1bOMy HaAMTIEPITIOI0 CKApToi0 € Mporpe-
Cyroua 3a/IMIIKa, MOCTYTIOBE 3HMUIKEHHST MacHu Tija
MAIiEHTIB, a KalleJIb YacTilie BicyTHiit abo Bupa-
JKEHWH He3HauHO. K MpaBujo, Kaiejib CyXWuH,
piaie 3 BUIJIEHHAM B'SI3KOTO THIHHOTO MOKPO-
tunHg. Ilig vac orssay: mamieHTH acTeHivyHOl
OymoBU TiJjia, TPYy/IHA KIITKA MBUIKO 1e(OPMYETH-
¢ 710 6OYKONOMIOHOT, 3a/UIlIKa B CIIOKOI, 1[iaHO3
3'SIBJISIETBCSL TIPU 1IbOMY T1Mi3HO. YacTo maiieHTn
PO6JISATh BUANX TPU 3IMKHYTHUX Tybax (IiBuIiLy-
€TbCS  BHYTPIMIHbOOPOHXIaJAbHUN THUCK, IO
HEePeIKoKae KoJarncy OpoHxiB). Y 3B's3Ky
3 penykiieio cyaqua MKK mapocrae rineprensis
B HBOMY, TIPaBOINLIYHOUKOBA HEIOCTATHICTD
[16,21,24,28].

Haiibibin HecnpusaTIuBUM BapiaHToM 1epebi-
ry € ¢enorun PISZ: mocriithuii kaiesnb, po3Bu-
BacTbcss XO3JI, 6ponxiasbHa acT™Ma, ITHEBMOHIs,
MOEIHAHHS PI3HUX PeclipaTOPHUX 3aXBOPIOBAHD,
O3HAaKU TIMOBEHTWJIAMII i rimomepdysii HUKHIX
BIJI11J11B JIETE€Hb.

Penmeenonoziuno: 3pocTae mpo30picTh JiereHe-
BUX MOJIiB, 301 {HEHHSI JIETEHEBOTO MAJIIOHKA, OITY-
meHHss KynosiB miadpparmu. Ha komm'torephiii
tomorpadii (KT) BUABIAIOTH BeJNKI MHOKWHHI
Oy, 6ponxoekrasu. Kopeni jierenn € Maiixe He
3miHeHnMu. CepiieBa TiHb KpanejbHOI (HOpMHU.
B onwmcanomy BapianTi embizemMu JereHb Tirep-
tensis B MKK posBuBaerbcst 1i3HO, TOBIJIBHO
nporpecye. [Ipy XpoHiuHMX THIHHMX THIpoliecax
y JIETEHSIX JIeTeHeBa rinepTeHsist B yMoBax TimOo-
koro nedirmuty AAT mporpecye 3HAUHO TTBU/IITIE.
Meton KT sierenb € BUpIimaabHUM SIK JIJIs IiarHO-
cTuky emizeMu JiereHb (MepeBaskHO B Oa3aibHUX
Bijifliyiax JiereHb 1 11 MaHallMHAPHUN XapakTep
Ha PaHHIX CTaJ[igX 3aXBOPIOBAHH:A), TaK 1 KOHTPO-
JII0 32 11 IporpecyBaHHIM, 1iarHOCTUKU OPOHXOEK-
tasiB, Oymia. OcTaHHi yacTilie BHABJISIOTHCS
y BEPXHIX foJisx [24,28,31,32].
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OCHOBHUM METOJIOM OI[IHKU TSIKKOCTI 3aXBO-
pIOBaHb OpraHiB AMXaHHH, dKi PO3BUHYJMUCA Ha
i cragkoBoro aedinuty AAT, € crmipomerpis
(CIIM). @opmyBanus emdizeMu JiereHb PU3BO-
IUTHh /0 3HWKEHHS €JacTUYHOI TSATU JIeTeHb
I IMHAMIYHOTO KOJIANICY HEYIIKO/KEHUX JINXaJib-
HUX TIJIIXiB, 9Ki pa3oM 3yMOBJIOIOTh PO3BUTOK
HEIIOBHOI 3BOPOTHOI OpOHXiajbHOI 06CTPYKIii
[29,31,35,36].

Y mamienTiB 3 eMdizeMoIo JieTeHb BUSABISIOTH
CKJIQJIHI TIOPYIIIEHHSI B CUCTEMi 30BHIITHBOTO
IUXaHHS, HacaMIlepe]l AiarHOCTYIOTbh CUHPOM
«B'AJI01 JIeTeHi»: Opa3y 3POCTAE 3aJUNTKOBUM
00'eM JiereHb INpU MapajelbHOMY 30iJIbIIeHH]
3araJibHOI EMHOCTI JIeTeHb 1 3HMKeHH] (hopcoBaHoi
JKUTTEBOI €MHOCTI Jierenb. Hamasmi 3HMKYEThCS
aUXanibHUN 00'€éM, a pe3epBHUN 00'€M BUIUXY
Maiike He BusHaudaeTbcsa. O6'€eM 3aKpUTTS Pi3KO
3pOCTaE, 3HMKYETHCST 00'€M (hOPCOBAHOTO BUIUXY
3a 1 cexkyuany (O®DBwu,). Pisko 3HUKYIOTbCS
MOKa3HUKU II1KOBOI IMIBUJKOCTI, MaKCUMaJbHOI
00'emHoOl mBHaKOCTI Ha piBHi 25%, 50% i 75%
(bopcoBaHoOi KUTTEBOI EMHOCTI JieTeHb (1€ BKa3ye
Ha KJIAaHHUI MeXaHi3M OpOHXiaJbHOI 00CTPYK-
1ii). 3poctae Raw, samxyerbes DLCO.

[TporHocTHYHO HANWO1/IBIIT 00'€KTUBHUM ITOKA3-
HukoM (yHkiii 3oBHimHbOTO MUXaHHsT € OD By,
SKWI BKa3y€ Ha MTBU/IKICTh TPOrpecyBaHHS (DYHK-
IiOHAJIbHOI HEMOCTAaTHOCTI JieTeHb. Y cepej-
HboMy Iopiune 3uwkenns O®Bui craHoBUTH
55-100 mu/pik. Ilapanenbro sumkenHio ODBui
CKOPOUYYETHCA  TEPMiH  JKUTTA  TIAIi€EHTIB:
mpu ODBul <25% Bij HATEKHUX BEJTUINH Me/lia-
Ha BWXUBaHHA nopiBHIOE 6,3 poky, ODBui
25-50% — 10,5 pokiB i ODBui >50% —
14 poxis [21,29,30,35].

3a 3BUYAHOTO 1epebiry 3aXBOPIOBaHHST BIIPO-
JIOBK TIEPIINX JBOX JIEKA/l JKUTTS (DYHKIIiS JIeTeHb
nepeBakKHO 3aJIMINAETHCS HopMasibHO. Emdise-
Ma JiereHb TPU3BOAUTHL JI0 CMEPTi, 3a3BUYail Ha
3—4-11 pmexanmi JKUTTS TMaIi€HTiB. IMOBIpPHICTH
JKUTTST TaiientiB 10 50 POKiB € y TOJOBUHH,
110 60 pokiB — TibKU y 15% BUIAIKIB cepell XBO-
pux Ha cunapom Jlaypenna—Epikcona. Pusuk
PO3BHUTKY OCTAaHHBOTO € BUIUM 32 HASIBHOCTI
HYJbOBUX 1 /edIIIUTHUX ajiesieil, sSKi y TOMO-
i B rereposurotrHomy ctani. Makropu puU3MKY:
Y0JI0BiYa cTaTh, BiK Bif 50 POKiB, KypiHHs, TPUBa-
JIMH KOHTAKT i3 uMoM, riniom [20,23,35].

OpHuM i3 BapiaHTIB CIAAKOBOTO JediluTy
AAT € ciontanauit nuesmotopakc (CII). Ocran-
Hill 3yCTpiYaeThCcs TaKoK TPU cMHAPOMi Mapda-
Ha, porepii, cuHapomi Enepca—/lansoca. Besno-
cepennboto npuunHoio CII € po3puB BUTOHUEHUX

CTIHOK CyOIIeBPaJbHO PO3TAINIOBAHUX OYJIII.
Koriniuni iposiBu 3asiekath Bijl CTYIEHS KOJIATICY
sereni. IIpu moBropuux emizomax CIT m.6. oOme-
JKEHUM 3aBJIAKU ILJIeBpaJbHUM 3poleHuam. /Jiae-
Hocmuxa: peHTreHorpadis opraHiB TpPyAHOI KJiT-
ku. Jlikysanusi: ApeHyBaHHS TJIEBPAJIBHOI TTOPOXK-
HUHU 3 [IO/IQJILIIOI0 aKTUBHOIO acHipalii€io MmoBi-
Tp4. [Ipn wactux enizonax CII mokazane xipypriu-
He JIiKyBaHHs 3 BugaieHusm Oy [19,28,34,35].

Ponunni Bunaakm CII Takox € 9acTUHOIO KJTi-
HiuHO1 MaHidecranii cunapomy Birt—Hogg—
Dube, sxwuii, oxpim CII, noexnye mobposikicae
ypaskeHHd BOJIOCSTHUX (DOJIIKYJIB 1 i/ BUIIEHUIN
PU3UK HOBOYTBOPEHb HUPOK 1 TOBCTOI KHUIITKHU
[14,19,35].

Y narmientiB npu gedinuti AAT BigmMidaeTbes
BICOKa yacTtora OpoHxoekTasiB (43—-45%). Hemo-
cratHicTh AAT cripuumHs€e po3BUTOK 3J0SIKICHUX
HOBOYTBOPEHb Y JIereHdX yacTille, HiXK cepej
310poBOI oy sl Hacesrents [11,20,35].

[TpuumHOIO cMepTi GLIBIIOCTI XBOPUX 3 ypa-
JKEHHSIM [IUXaJbHOI CHUCTEMU TPU CHATKOBOMY
nedimuti AAT e: xponiuna emdizema, XO3JI,
B OKPEMUX BUIIAJIKaX XBOPi MOMUPAIOTH Bijl TTHEB-
MOTOPAKCY, JiereHeBO-ceplieBoi Hel0CTaTHOCTI,
emOoutii rijok JierereBoi aprepii. Ilpu asrorcii
HEPIZIKO BUSMBJIAIOTH CyOIUIeBpanbHy empizeMy,
sKa MPUKUTTEBO HEMAE KJIIHIYHUX IMTPOSIBiB, X0ua
MOKJIMBI CIHOHTaHHI MHeBMOTOpakcu [2,15,18,
28,34,35].

Ilo3asnerenesi mposBU cagKOBOrO AedinuTy
01 -aHTUTPUIICUHY

Ypaxcenns neuinku i 6iniapnozo mpaxmy Haii-
gacrime (18-20%) crocrepiraerbcst B JiTeit
3 renotunom PIZZ, 10% — PISZ, maitxe 6% —
PISS-renorunom. OCHOBHOIO NMPUUMHOK yPaskeH-
H4 TIediHKy B iTel 3 HegocTaTHicTIoO AAT € yTBO-
PeHHSI B IUTOIJIa3Mi BKJIIOYEHb BHACJI/IOK YTBO-
penns i arperatiii anomaabtoro AAT (PIZ-6im0k),
HEPO3UYNHHOTO B €H/IOTIIA3MATUIHOMY PETUKYJTY-
Mi i rematoruTtax. Maitke 85% CcUHTE30BaHOTO
7-6iska He3MaTHI MOKUHYTH renaronut. OcTaHHe
3YMOBJIIOE HarpOMa/I)KeHHs 0ro B rernarorurax,
PO3BHUTOK (hiOPO3y ITEUiHKK i3 3alaJbHOIO peak-
1i€l0 B JiJIAHIIL v.portae, BHYTPillIHbOIIEYiHKOBOTIO
X0JIecTasy, TITaHTOKJITUHHY TpaHchopMaliiio
i mpoideparltito TPOTOKIB, 3aKYMOPKY iX JKOBYIO
i GimiapHy arpesilo. YpakeHHsI TMEYiHKH MOKe
OyTH JIIarHOCTOBAHO SIK Y HEMOBJIAT, TaK i B JliTel
Ta I0POCIHX.

®DakTopu PU3UKY Ypa)KE€HHS TEYiHKU TPU
criazikoBomy zedinuri AAT: 3aTsikHa TinepOitipy-
GiHeMist HOBOHAPO/)KEHUX, aBTOIMYHHI IIPOIIECH,
indikyBanus Bipycom renatuty B, mTyune Buro-
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JIOBYBaHH. Y TPYJAHOMY MOJOII € BUCOKHWH
piBeib AAT, gxuii 4acTKOBO KOMIIEHCYE HOTO
nedinut. Maiixe B 10% BUIaAKIB NMaIli€EHTH 3 KJIi-
HIYHUMU CUMIITOMaMU YPasKEeHHS TIEUiHKU Ha T1ep-
IIIOMY POIIi JKUTTS TTOMUPAIOTH 10 BOCBMUPIYHOTO
Biky. Henocrarnicte AAT 3 aTpesi€lo KOBYOBU-
BI/IHUX INIJISIXiB € OCHOBHUM IIOKa3aHHAM [0
TpaHcIIanTarii neuinku [7,20,28,29].

Y xuainiyHiil KaptuHi HemoctaTtHOCTi AAT,
sIKa XapaKTePU3YEThCA YPaKeHHAM MMEYiHKHU, BUJTi-
JIAIOTh TSDKKY HEOHATANIbHY 1 XPOHIUHY (opmy
YpaskKeHHH TIeUiHKH.

Tsieka  neonamanvua ¢opma wmanidectye
B Tepini jHi KUTTA (Tepiri Micdili) CUHAPOMOM
HeOHATAJIBHOTO TernatuTy (IKTEepUYHICTIO MIKipH,
CKJIED, TENaTOIEHAIBHIM CHHPOMOM, Tinepoiri-
pybinemie), GiITKOBO-€HEPTETUIHOIO HEIOCTAT-
HICTIO, 3aTPUMKOIO TICUXOMOTOPHOTO PO3BUTKY.
[Ipu  obcTeskeHHI  AiarHOCTYIOTh  KapTHUHY
BHYTPINIHBOIIEYIHKOBOTO X0JIeCTa3y, aTpesiio
JKOBYOBUBIZIHUX 11JIgXiB. IIporpecyBaHHs 3aXBO-
PIOBAHHS MPU3BOIUTH JI0 PO3BUTKY IIMPO3Y TTEUiH-
KU, iHDEKIINHUX YCKJIAJHEHD, CETICUCY.

Xponiuna ¢dopma 3axBopioBaHHsI Tepebirae
OLIBII COPUATINBO. BibIIicTh HOBOHAPOIIKEHUX
(mo 70%) PIZ-romosuror maioTh CyOKIiHIYHI
3MiHM 3 GOKY OiOXIMIYHMX MOKa3HUKIB (DYHKII
neuinku. IIporHos y miii rTpyni naii€eHTiB
€ CIPUATIUBUM: y OiibimocTi 3 HuX 10 18 pokiB
HOPMAQJI3YIOThCSI TOKa3HUKU (DYHKILI TediHKN
i Tibku y 10% BuUMAAKIB i3 HUX 30€piraloThest
3MIHH. Y YAaCTUHU MAIEHTIB OCHOBHUM KJIIHIYHUM
CUMIITOMOM € TrenatoMerasisi. 3aXBOPIOBaHHS
TOBIJIBHO TIPOTPECYE 1 MPU3BOAUTH 0 XPOHITHOI
MEeYiHKOBOI HEJOCTATHOCTI 1 32 HECIPUSTINBUX
ymoB (iHTOKCcuKalii, renatutu B, C, iH.) po3Bu-
BA€THCA 1IUPO3 MeYiHKU. PU3KUK PO3BUTKY IIUPO3Y
nevinky 3poctae 3 BikoM: 10 20 pokiB — 30%, y
crapimmx — 30-50%. MoskuBuii 106pOsIKiCHII
mepebir ypaskeHHs IEeYiHKH, 3a SKOTO E€INHIM
CUMIITOMOM € rematomeradnis. B 6Gioximiunomy
aHaJli3i KPOBI KOHCTATYIOTH TinepoiiipybiHemio,
nesnauno nigsumennii smict ACT, AJIT. V niteit
retepo3uror PIMZ noBoJii pifiko 10 5-MicSI9HOTO
BiKY CIIOCTEPITAETHCA TiABUIIIEHHS BMICTY TpaHC-
aMiHa3 i 03HaKMW AUCHYHKILI TeUiHKy, SKi 3HUKA-
0Th JI0 JIBOPIYHOTO BiKy. Y 1€l 4ac /0Ka3aHOI)
€ TiABUIIEHA CXUJIbHICTD TAIIEHTIB i3 AedinnuToM
AAT no indikyBanua Bipycom remnaruty C. Bin
KPHUIITOTEHHOTO IIUPO3Y MEYiHKHM 200 renaToIesnio-
JIIPHOI KapIMHOMM TOMHUPAE TPEeTHMHA XBOPHUX
Ha cnaakoBuii gedinut AAT [20,28,35,36,38].

T'emopaziunuii cundpom. PI (Pittsburg) exsom,
1[0 BiJIHOCUTBCS JI0 TPYNU ajiesiell 3 0COOMBUMU

BJIACTMBOCTSIMU: 3TajlaHa MyTaiisi B reHi Pl 3wmi-
HIOE 1Or0 BJIACTMBOCTI Tak, IO TPOAYKT reHa
HaOyBa€ BractuBocTeill aHTuTpoMmOiny. Ile mpus-
BOJIUTH JI0 MaHihecTallii reMopariaHoro CUHJPO-
my. AAT i auturpom6in 111 matoTs crribHy CTPYK-
Typy, 0o0uaBa € iHTibGiTOpaMu MPOTEOITHYHUX
depmentiB. Onnak kouunenTpailist AAT 3MiHIOETH-
CsI TT1J1 BIUTUBOM eHJIoTeHHUX (hakTopiB (iHpeKis,
TpaBMa), a KOHI[EHTPallist aHTUTPOMOIHY 3ajIKiia-
€TbCs1 CTabLIbHOIO. Y BiAIMOBI/b HA TPABMY TIi/IBH-
myerbest cuates mpoaykry Pl (Pittsburg), sikomy
npuTaMaHHi ~ aHTUTPOMOIHOBI  BJIACTUBOCTI.
[Ipu mpomMy HacTae reMopariuHuU CUHIPOM,
OO0 THCST CUMITTOME T€MOPATiyHOTO TIOKY,
3pOCTA€ PU3UK CMEPTi MPU HETSKKiil TpaBMi.
PI (Pittsburg) 36epirae cBoi aHTHe acTa3Hi BJa-
CTUBOCTIi, TOMY B HAI[I€EHTIB HEMAE IIi/IBUIIEHOTO
pusuky embizemu Jyerens [20,35,36].

YpazkeHusi cyauH

Hexpomuunuii nanikyaim € AOBOJI PIAKICHUM
nposieoM crajakosoro gaedimuty AAT (1% na
1000 marmienTiB) ipu enorumnax Z7Z, MZ, SS, MS.
[TamikymiT  XapaKTepU3YETHhCSI  3alaJbHUMU
I HEKPOTMYHUMM 3MiHamMu Ha mikipi. [Ipu mpomy
XapaKTepHUMHU € GOJII0YiCTh, TilepeMis, rineprep-
Mig Kipy i GOpMyBaHHS BY3JIUKIB Y JLJISHII CTe-
TOH 1 CIIHUIIb 13 HACTYITHUM BUPA3KyBaHHAM 1 Jipe-
Ha)kKeM CTEPUIHHOI TPO30POi JKOBTOI MACITHUCTOL
pimunu 6e3 3amaxy [20,24,35].

Tsrckuil nepebie zemopaziuiozo 6ackyiimy 3 aHTU-
HEATPOMIILHUMA ITUTOIJIA3MATAYHUMH aHTHUTIJIa-
mu 710 ipoteinas (C-ANCA) y cupoBariii KpoBi.

[ledinmr AAT Moxe moeaHyBaTch i3 rpaHy-
JbOMaTO30M BereHepa, MIKPOCKOTIYHUM IIOJIi-
AHTIITOM, pO3NIAPyBAaHHSAM AHEBPU3M CYIUH
TOJIOBHOTO MO3KY, PeBMaTOIIHUM apTputoM. /liar-
HOCTUKA € MOJKJMBOIO IIPU MOJIEKYJISIPHO-TeHe-
TUYHOMY JTOCJIiJI?KEeHHI.

Acougauis cnadkosozo Oegpiuumy AAT 3 inwumu
saxsoprosannsamu: nosefiena HepoctatHictb AAT nipu
imionatnunomy toBeHisbHOMY apTpuTi (IIOA),
BUPA3KOBOMY KOJITI, (hibpoMiarisix, TMaHKpeaTwTi,
repeIHbOMY yBeiTi, HepPOTUIHOMY CHHJIPOMI TJIO-
MepyJIoHe(pPUTY, CUCTEMHIT CKIIEpOIePMii i MEHIIIOI0
MipoI0 — TIpU CHCTEMHOMY YEpBOHOMY BOBYAKY,
AQHKIJIO3YI0YOMY CIIOH/IMJIOAPTPUTI, KOHTAKTHOMY
nepmaruti. 3 nedirurom AAT MoB'sI3aHMil PO3BUTOK
HEOITACTUYHUX 3aXBOPIOBaHb (J1iMbOMHU, PaKy KOB-
YHOTO MIXypa, PaKy Ce4OBOTO MiXypa) i IIBUIKE 1X
IIpOrpecyBaHHsl, 1110 3yMOBJIEHO HA/IJTUIIIKOM ITpOTe-
as, i yrkopkentst ocranaivu tTkarud [20,35,36].

[iaznocmuxa

Hacammepes HeoOXiHO BUAIIUTH TPYITU PU3NU-
Ky 1mo/10 cragaroBoro aedinuty AAT (ocobwu, siki
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Mmi/IATaoTh BU3HadeHHo BMicty AAT y cupoBar-
11 KPOBi):

—  3aJUIIKa 1 Kalllesb, SIKi CIOCTEePIraloThCs
B KIJTBKOX IMOKOJIIHHSIX;

—  TIAIIEHTU 3 XPOHIYHUMHU 3aXBOPIOBAHHSIMU
JIETEHb;

— xBopi Ha BA 3a BizcyTHOCTI edekTy Bif
6a30Boi Teparii;

—  emdisema seredn (0cobBo 10 20 POKiB)
3a BIJICYTHOCTI KJiHIKH ypaKeHHS AUXaJbHOI
CUCTEMU;

—  poaunui natienTis i3 gedinmrom AAT;

— gnoxkazaHa HepoctatHicTh AAT y useHiB
POZIMHU TIAIIEHTA;

— cimeiinuit anamHe3 em(izemMu JereHb,
OPOHXOEKTATHYHOI XBOPOOH;

—  3aXBOPIOBaHHS MMEYiHKHU, 0COOIMBO B IiTeil
PaHHBOTO BiKY HESICHOTO TE€HE3Y;

—  3HWKeHUH BMicT o/1-T106ys1iHOBOI (hpak-
1ii TpoTeiHOTpaMu;

—  nepeBakHe 30iJIbILIEHHST IIPO30POCTI Jiere-
HEBOI TKAaHWHW B MeJliaJIbHUX 30HaX JieTeHb IpU
PEHTTEHOIOTIYHOMY 00CTEKEHH;

—  BACKYJIT, acoIlilOBaHUU 3 AHTUTIJIAMU
J10 IIUTOIIA3MU HEUTPOiIiB;

—  HEKPOTUYHUI MaHIKyJIT;

— XBOpiI Ha ifiONaTUYHUNA OBEHITbHUN
aptput (ITOA) [20,35].

Kanoudamu ons eusnauenns gpenomuny: ocoom
31 3amkeHuM BmictoMm AAT y cuposatii Kposi
HU)KYe HOPMaJIbHUX BeJWYMH; KPOBHI POAMYI
oci6 i3 gpedinurom AAT; moapyxui mapwu,
ki MaioTh 1 abo 2 anesni Z (110 HapOKEHHS JUTH-
uu). ['eHoTUN BU3HAYAETHCSA 32 HEBIAMOBIIHOCTI
Hu3bkoro Bmicty AAT TeopeTnyHO HOPpMATHHOMY
denorumy.

BpaxoBytoun TsLKKMiA mepebir yeix KIHIYHIX
(hopm i€l maTosorii, BaskIMBe 3HAYEHHS MAalOTh
ckpuHiHrosi mporpamu. CKpuHIiHT Ha o-1-aHTH-
TPUTICUHOBY HEJOCTATHICTb TPOBOMASATH Y TPHOX
BapiaHTax:

—  00CTeKeHHsI IOPOCIIUX 3araibHOI TOMYJIs-
uit;

— oOCTeXeHHs Jofieil 3 IIaHCaM¥M MaTu
nartoJioriuui aseni rema AAT;

— Y HOBOHAPO/XKEHUX ITPOBOJISATH ME€peoMe-
TPUYHUM METO/IOM i3 BUKOPUCTAHHSM 3Pa3KiB
CyXOl TIJISIMU KPOBi Ha (hiIbTPyBaJIbHOMY Iatiepi,
1 BiH € aJIbTePHATUBOIO BU3HAYEHHSI CHPOBATKOBO-
ro AAT.

Hopmampauii Bmict AAT y cuposarii kposi
cranosuth 2,0-4,0 v/1 abo 20-50 mrMoub/i,
150-350 mr/mn i npuitasituii 3a 100%. Hopmaiin-
Hi Besmunnu AAT popisaiooTs Big 80% m0 100%,

IpU TETEPO3UTOTHIN HemocTaTHOCTI — Bixm 15%
no 80%, a pedimurHuit — <15% HOpPMaJIbHUX
BesmvyunH. Y pasi sumkenoro pisasg AAT nokazana
MOJIEKYJISIPHO-TeHeTUYHA /IIarHOCTUKA.

Incmpymenmanvni docrioncenisi:

— pentrerorpadisi OpraHiB TPYIHOI KJIITKH,
y tomy umcyai komi'torepHa tomorpadis (KT).
OcranHg € BUPINIAJIbHOIO AK JJIsT IIarHOCTUKH,
TaK 1 JI7IT KOHTPOJIIO 32 TIPOTpecyBaHHAIM eM(ise-
MU JiereHb i € indopmarusHino 3a CIIM;

—  MOHITOPHWHT (DYHKIIi1 CHCTeMU 30BHITHBO-
ro quxanss CIIM, mozaenHa mikdaoymeTpist, Bu3-
HadeHHd Any3iiTHOI 3/[aTHOCTI JIeTeHb;

— eJekTpokapaiorpadis, yJabTpazByKoBe
NOCJIJPKEHHS CcepIlsl 1 MaricTpaJbHUX CYAUH
i3 BUBHAUEHHSM TUCKY B JieTeHeBill apTepii (1epe-
JIyCiM KOHTPOJIb 32 PO3BUTKOM JIETEHEBOI Timep-
TeH3ii i MPaBOIIIIYHOYKOBOI HEJJOCTATHOCT);

—  MOHITOPMHI T'a30BOT0O CKJIA/y KPOBI;

— 3a TOKasaHHAMH —  OPOHXOCKOTIis
[20,25,31,32,35].

Jlabopamopni docrioncenis

—  OyHKIlig MeYiHKu, KoaryJorpaMa, mporei-
HOTpama, iMyHOrpamMa — TyMOpaJibHa JIaHKa
(IgA, M, G, E), kritunna nanka (C/13, C/14, C/S,
CH16, C/119); Bmict AAT y cupoBartiti Kposi.

Ha nymky excriepris BOO3, came 110 co6i 3H1-
skenns BMicty AAT € HesroctaTHIM IS IIarHOCTH-
ku. Ocobn 3i sumkenuM piBueM AAT misraiots
(benorumyBanH10. Y ci yncyienHHi ciM' 31 BHIKEHUM
pisiem AAT (abo 3 BUMSABJIEHUM IIATOJOTIYHUM
redoM PI) Takos 1misiraloTb 0O6CTEKEHHIO.

—  BukJiioyeHHs1 MyKOBiCIIU/I03Y: IJIOKapIIi-
HOBWI TeCT, MOJIEKYJSIpHA [iaTHOCTHKA I
BUKJIIOUEHHSI MyTallii TeHa MYKOBiCIIMJI03HOTO
TPaHCMEMOPAHHOTO PETYJISITOPA.

— IIJIP png BukmiodeHHd iH(IKyBaHHI
Bipycamu remmatuty B i C [20,28,35].

JlikyBaHHSI TNAaIl[i€eHTIiB i3 HEJZOCTaTHICTIO
Ol -aHTUTPUIICUHY

JlikyBanus cmagkoBoi HemoctaTHOCTI AAT
€ KOMIJIEKCHUM 1 TIOEIHYE: BIZIMOBY BiJl KypPiHHSI;
aJlekBaTHe XapuyyBaHH: 1 (Di3WUHI HAaBAaHTAKEHHST;
JIIKyBaHHS (POHOBUX 3aXBOPIOBaHb; MPOMILIAKTH-
Ky 1 cBo€dacHe JiKyBaHHS iH(MeEKIIN auxaabHOl
CUCTEMHU, TATOTEHETUYHY Tepariio.

[Tatorenetnyna tepamis € 3aMicHa — ayrMeH-
tariitHa (augmenttation — mpupict, 301/IbIIEHHS )
€K30TeHHUM O 1-aHTUTPUIICUHOM JIJII CTBOPEHHS
HOPMAJIbHOTO OaJlaHCy MPOTEa3HUX i aHTUIIPOTE-
a3HUX KOMIIOHEHTIB y CUPOBATILi KPOBi i B Gasajib-
HUX BiJiJliJiax JieTeHb. Y Tel yac 3aMiCHY Tepariiio
MPOBOISATH Y YOTUPHOX HAPsIMax: BHYTPIIIHBO-
BeHHa 3aMicHa Teparlis TpernapaTaMy 3 JIIOACHKOI

62 ISSN 2663-7553 Cyuacna memiatpis. Ykpaina 5(117)/2021



YyuTtamte Hac Ha caunTi: http://med-expert.com.ua

IJIa3MH; 3aMiCcHa IHTAJIAIINAHA Tepalris; 3amicHa
Teparmist pekombGinanTHuUM AAT; Teparisi cunTe-
TUYHUMU IHTI6ITOPaMU ITPOTEa3.

Kpumepii ons samicnoi mepanii

3amicHa Teparis MOKazaHa TiJbKW TaIliEHTaM
i3 (DYHKIIOHAJIBHO TiJITBEP/KEHOI0 eM(bizeMOot0
JlereHb, 3yMOBJIEHOIO JeQIIIUTHUM TSKKUM
dbenorunom PIZZ a6o inmummu pigkiciumu GeHo-
tunamu AAT. Bona He BIsMBa€e Ha iHII MPOSIBU
cnazixoBoro gedinuty AAT. [Ipu rereposuroTHux
denorunax PIMZ a6o PISZ sawmicua Teparist He
MoKa3aHa.

— Bik >18 pokis.

—  3uwmwkenns smicty AAT y cuposariti kposi
<35% (<0,84 r/m a6o <11 MMOJIb/JT) BiJl HOPMAJIb-
HUX BEJTMYUH.

— @eHOTUNU BUCOKOTO PU3UKY 3aXBOPIO-
Bartst (PIZZ, Null, Null Null) a6o piaki gedexrhi
reHU.

— Biamosa Bij KypiHHS B OcTaHHI 6 MicsIIiB.

— Ewmdisema Jsierenp i3 KIIHIYHUMU TTPOSTBA-
mu, OO Bu1 — <80%.

—  3a 6e3cuMnTOMHOTO Tiepebiry — mporpe-
cytoue 3HUKEHHs (DYHKIIIT JiereHb YIIPOJOBK POKY
(OO®But).

—  Bukuouenns gedinury IgA. Busnauenns
lg cupoBaTku KpOBi 3yMOBJIEHE THUM, IO IPH
ix medimmri, 30kpeMa IgA, y KpoBi M.0. IUPKY-
JIOI0U1 @HTUTIJIA /IO HBOTO.

—  Perynspue obcreskennst Ha BIJI.

[Tepen mouaTkoM 3amicHOI Tepariii peKOMeH/LY -
I0Th BaKIMHAILifO TPOTH Teratuty A i B.

Jlo nouamxy samicroi mepanii neobxiono 3poou-
mu maxi 0ocAiONHcenHsl: BASHAYEHHSI BMICTY IMyHO-
rI00YJTiHIB Y CHPOBATIII KPOBI; IIPOBEIEHHS CITIPO-
MeTpii, Bu3HaueHHs [udy3iiiHO1 3/1aTHOCTI JIeTeHb;
KT nerenb; noBHuit anamisz hyHKIlT MeYiHKY.

Baxknmmsum edexrom 3amicHO1 Teparii € ii po-
TEKTUBHUI BIIUB TIPOTH PECITipaTOpHOI iHpeKTTIl,
o € JAy’Ke BaXJWUBUM, BPAXOBYIOUU BUCOKY
MOMIMPEHICTh OPOHXOEKTA3iB cepel IHUX Talli€H-
TiB. Ile MOSICHIOETHCST BiTHOBJIEHHSIM OaJIaHCy MixK
IporeazaMM i aHTUIIPOTea3aMy Ta 3MEHIIEeHHSIM
3arajeHHs B INXaJbHUX TIJIsIXaX.

3aMicHy Tepariifo MPOBO/ATH OUUIIEHUMU TIpe-
napaTamMu, OTPUMAHUMH 3 JIOHOPCBKOI TITa3MU:
Prolastin, Prolastin-C (Icmanist), Aralast, Aralast
NP (CIIIA), Zemaira (Icnawnist), Elassia (CIITA),
Trupsone (Trypson Icmanist), Alfalastin (@pan-
1ist), Respicam (Ispainnb) [9,16,20,28,33,35].

3amicHa Teparisi TakoK € e(heKTUBHOIO TIPH iHTa-
nauiiinomy Beeferni AAT 3aBasgku Tomy, 1110 € Ges-
rocepeTHE BBE/IEHHS TIperiapary B JereHi. Tepares-
TUYHA KOHIIEHTPAITiS TTPenapaTy [0CATAEThCS Y BCIX

xBopux. HeinBasuBHMII 1IIJISIX BBEIEHHSI TIPeIapaTiB
AAT ne norpebye rocmitasisartii marienris. [Tepesa-
TOI0 IHTAJIAIIITHOT (hOPMU 3aMiCHOI Tepartii € Hu3bKa
/1032 JIiI040i PEYOBUHU, IO JIA€ 3MOTY ITPOBOJIUTH
JikyBaHHs B Oinbmiocti (y 3—4 pasu) maItieHTiB
nopiBHsHO 3 7103010 AAT B iH'ekIiiiHiii hopmi.
3amicHa Teparisg AAT Takox TokazaHa MPU MYKO-
BicI1/1031, GpoHXOeKTaTIYHII XBopoOi [6,20,28].

CuHTE30BaHO CUHTETHYHUN 1HTIGITOP HEHTPO-
¢dimbHOI enactazu Midesteine.

[TaToreHeTnyHO OOIPYHTOBAHUM € BUKO-
pUCTaHHsI iHTIOGITOPIB IIpoTEas siK OIIKOBUX ITpelia-
paTiB 3 OpraxiB i TKAHWH TBApUH (TPa3uUII0JI, KOH-
TPUKAJI, CaJI0JI, TOPJOKC, iH.), TaK | CHHTETUYHUX —
iHri6iTopis (hiOpUHOJIIZY, IIa3MiHY, XEMOTPUIICH-
Hy i Tpunicuny (iHIIPOJ, aMiHOKAIIPOHOBA KUCJIO-
Ta, TTapaaMiHOMeTUIOEH301THA KUCIOTA).

OKpiM 11bOTO, MAIIEHTA OTPUMYIOTH TEpaIiio 3a-
JIESKHO BiJI KJITHIYHOI MACKU 1 TIEPIOJTy 3aXBOPIOBAHHST
(pemicis, 3aroctpeHHsT) cniajikoBoro aedimury AAT.

BpaxoBytoun posbajaHCyBaHHS CHCTEMH TPO-
TeoJTi3y B MAIlEHTIB i3 HepocTaTHicTiIo AAT, Tiepc-
HEKTUBHUM € 3aCTOCYBaHHS aHTU(HEPMEHTHUX OiJI-
KOBHX 1HTIOITOPIB MPOTEIHA3 TJIa3MK KPOBi JIOHO-
piB, 30KpeMa Ok-Makporiobyiny. OcraHHBOMY,
KPiM BJIaCTUBOCTEII iHribiTopa Maiike BCiX BioMux
[poTeiHa3, MpuTaMaHHi iHu Giosoriyni ederTn:
OJIMH 13 TOMi(pYHKITIOHATLHIX OLIKIB — pPeryJisito-
piB dyHKIT KIITUH, KIITHHHOTO MeTabosi3My,
TPAHCIIOPTYBAHHS IIUTOKIHIB, PETYJISIigd MPOIECiB
EHJIOIUTOJII3Y, reMocTasy, (hibprHOI3y, Koomepa-
i Pi3HUX KJITUH KPoOBi. Baroma pojb HaleKUTh
02-MaKpOrJIoOyIiHY B IMYHOJIOTIYHUX PEAKIIisiX,
KJITUHHOMY POCTi, MeTabO0Ii3Mi CIIONYYHOI TKAaHW-
HU, MOJIYJISATI1 aKTUBHOCTI PI3HUX ITUTOKIHIB, pPery-
JIIl cMHTE3y OKcuay as3oTy Makpodaramu. [Tpum
Sa02 <90% mokazaHa TpuBaja OKCUTEHOTEPAITist 3a
3araJIbHOTIPUIHSATOIO METOMKOTO [33].

Merto0M BUGODY B JIiIKYBaHHi AiTeil, XBOPUX Ha
IOBEHUIBHUHN TIMPO3 TEUiHKU, € TPaHCIJIaHTaIlisd
nevyiHku. BpaxoByroum MOJIOAWN BiK TaIiEHTIB
3 em(i3eMoI0 JiereHb, B OCHOBI $IKOI € CIIa/IKOBa
HegoctatHicth AAT, MmetogoM BHOOPY € 0HOGIU-
Ha abo OisaTepasibHa TpaHCIJIAHTAL[isl JIETEHb, CeP-
ne-jiereni [19,20,28,36,38].

OT:xe, BUKJIQEHI Marepianu, AAlOTh 3MOTY
MPaKTUYHUM JIiKapsIM YZOCKOHAJIUTU 3HAHHS TTPO
TeHeTUYH] acleKTH MOBOJI CKJIAJHOI CHaJKOBOI
narosorii K gedinuT anbda 1-aHTUTPUTICHHY,
0co0IMBOCTI TOpYIIeHb MeTaboJi3My, KJiHIYHI
BapiaHTH 11epediry, iarHOCTUKY, CydacHi IIPUHIIH-
U JIIKYBaHHSI.

Aemop 3asense npo eidcymmuicmo KoHGIIKMY
iHmepecis.
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