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

VIIK 616-071+616-08+616.24+616.36+616.5-005
O.J1. Unmbanicta

XapakTepucTtuka 3axsoploBaHb y Aiteun npu
cnagkoBomy gediunTti anbda 1-aHTUTPUNCUHY

IBaHO-PpaHKIBCbKUI HaLiOHaNbHUIA MeauYHIIA yHIBEpCUTET, YKpaiHa
Modern Pediatrics. Ukraine. (2021). 5(117): 55-65. doi 10.15574/SP.2021.117.55

For citation: Tsymbalista OL. (2021). Characteristics of diseases in children with inherited o-1 antitrypsin deficiency. Modern Pediatrics. Ukraine. 5(117):
55-65. doi 10.15574/SP.2021.117.55

BuCBITNEHO CyyacHi MOMMAAM Ha TeHeTMKy, 0CO6MMBOCTI MOpyLieHb MeTaboniamy, nepe6ir Pi3HUX KIiHIYHWX BapiaHTiB MaHidhecTawii, KpuTepii AiarHoCTuKu
Ta NPUHLMN NiKyBaHHA MOHOTEHHOT eH31MonarTii — cnagkoBoro Aediunty ol-aututnpuncuny (AAT).

Cnagkosuit fiecpiunt AAT MaHichecTye HOTUPMA KNIHIMHUMI CUHOPOMAMU: YPOKEHHAM AUXaNbHOI CUCTEMM (EM(DI3EMOIO NlereHb, XPOHIYHUM OBCTPYKTUBHUM
3axBOpLOBaHHsAM nereHb (X03JT), 6poHXianbHOK acTMOt0, CMOHTaHHUM MHEBMOTOPAKCOM Ta OPOHX0EKTa3amu); YPKEHHAM NeviHKK, CYAuH.

KniHika ypaxeHHs AuxanbHoi cuctemu npossnsetbes y Bili 20-40 poki. XpoHiyHa eMdizema fereHb € XapakTepHo 1S FOMO3NUrOTHUX HOCiiB PIZZ. Hai6inbLw
HECMPUATIMBMM BapiaHTOM nepeoiry € peHoTun PISZ: nocTiiiHWiA Kawenb, po3BnBaeTbes XO3J1, 6poHXianbHa acTMa, MHEBMOHil, NOEAHAHHS Pi3HUX PECMipaToOpHUX
32XBOPIOBaHb 3i CKNAAHUMI NMOPYLLIEHHAMY B CUCTEMI 30BHILUHBOIO iNXaHH:. BpoHxianbHa acTmMa Mae TSXKWiA nepe6ir i3 TOPNigHUM THIiHAM eHA0OPOHXITOM, 4acTo
HEKOHTPOsIbOBaHa 6a30B0t0 Tepanieto. Y xBopux i3 XO3JT 3aroCTpeHHs € YacTumu, nepebiratoTb TSHKKO i TpuUBano. Y 3B'A3Ky 3 pedyKLierd CyauMH Manoro Kona
KPOBOOGIry HapocTae rinepTeHsis B HbOMY, NPaBOLLNYHOYKOBA HefocTaTHICTb. Mpu aedpiumti AAT cnocTepiraeTbCsl BUCOKA YacToTa 6POHXO0EKTa3iB, 3/08KICHUX
HOBOYTBOPIB Y NETeHAX.

VYpaXKeHHs MeviHKN MaHithecTye HeoHaTabHUM renaTiuToM, aTpesietd XKOBYOBUBIAHUX LUASXIB, PO3BUTKOM LMPO3Y NMeYiHKK, iHADEKLIHUX yeKnaaHeHb. XpoHivHa
(hopma 3axBOPHOBAHHSA XapaKTepU3YETbCA CyOKMIHIYHUMU 3MiHaMK GiOXIMIYHWUX NOKA3HUKIB (OYHKLIA NeviHKK, SKi B 6inblIOCTi 3 HUX (B0 70%) HOpMani3ytTbes
[0 18 pokiB. Y 4acTWHW NauieHTiB 3axXBOPIOBAHHA MOBINIbHO NPOrpPecye i MpU3BOANTL A0 PO3BUTKY LMpO3y nediHku fo 20 pokie — 30%, y cTapuwmx —
30-50%. Jo6poskicHniA nepebir ypaxxeHHs nediHku Moxe 6yTu y BUNsAAI renatomeranii.

lemopariyHnit CUHAPOM 3yMOBJIEHWIA TUM, LLO NPOLYKT reHa iHribitopa npoTeiHasn HabyBae BNACTUBOCTEN aHTUTPOMOIHY.

YpaXeHHS CyanH MaHipecTye HEKPOTUYHUM NAHIKYNITOM, TSHXKKUM Nepe6iroM reMopariyHoro Backynity 3 aHTUHEATPOMINbHUMN LMTONNA3MaTUYHUMK aHTUTINAMK
po npoteita3 (C-ANCA) y cuposarui kposi. [eciunt AAT MoXe NOeSHYBATUCA i3 CUCTEMHMMU BacKyniTami, aHeBPU3Mamu CyauH, 6aratbMa 3axBOpHOBaHHAMMU,
2 TaKOX i3 PO3BUTKOM HEMMaCcTUYHIX NPOLECIB Pi3HOI NoKaisaLlii.

[JiarHocTuka cnagkosoro Aecpiunty AAT NOEAHYE, KpiM KNiHIYHWX NPOABIB, CKPUHIHTOBI NMPOrpami, iHCTPYMEHTanbHi (PEHTTEHOMOriYHI, CRipOMETpIlo,
enekpokapaiorpadito, ynsTpa3ByKoBi), N1a60paTopHi ((hyHKLis MeviHku, Koarynorpama, iMyHorpama, BmicT AAT y cupoBatLi KpOBi), FeHETUYHI LOCMIMKEHHS,
BUKITIO4EHHS MYKOBICLIA03Y, BIPYCHIX renaTnTiB Ta iHLIUX 3aXBOPHOBAHb.

JliKyBaHHs nauieHTiB 3i cnagKkoBoK HefocTaTHICTHO AAT NOEAHYE: aieKBaTHE XapyyBaHH | Di3N4Hi HABAHTXXEHHS, NiKYBaHHS (POHOBKX 3aXBOPHOBAHb, NPOINAKTUKY
i CBOEYACHY Tepanito IHEKLi AuxanbHuX LUNSXIB, NATOreHeTNHY Tepanito. MatoreHeTnyHa Tepanis — 3amicHa (ayrmMeHTawiinHa) ek30reHHUM oc1-aHTUTPUNCUHOM.
3amicHa Tepanisi € NoKa3aHoH TiNbKY nauieHTam y BiLi noHag, 18 pokis i3 peHotunom PIZZ a6o iHwmmu pigkumu oeHoTunamu AAT.

ABTOp 328B/ISE NPO BifCYTHICTb KOH(AIKTY iHTEPECIB.

Knto4oBi cnoBa: aitn, cnagkosnid aediiunT ol-aHTUTPUNCKHY, AiarHOCTUKa, Tepanis.

Characteristics of diseases in children with inherited o-1 antitrypsin deficiency
O.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 2040 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 3aboneBaHuii y feTeil npu HacneAcTBEHHOM AeuuuTe anba 1-aHTUTPUNCUHA
0.J1. Unmbanuncta
/1BaHO-PPaHKOBCKNIA HAUMOHANbHBIV MEANLMHCKMIA YHUBEPCUTET, YKpanHa

MpeacTaBneHbl COBPEMEHHbIE B3rNAAbl HA TEHETMKY, OCOOEHHOCTW HApyLieHWA MeTabonnama, TedeHue, MaHWecTauuio, KPUTEpUN AWArHOCTUKU
1 NPUHLNMBI SIEYEHUS MOHOMEHHO 3H3UMONATUN — HACNEeACTBEHHOrO AecmumTa ol-aHTuTpuncuHa (AAT).

Oecomunt AAT nposiBNSETCS TaKUMU KIUHWYECKUMU CUHAPOMAMU: MOPaXEHUEM AbIXaTeNbHOM CUCTEMbI (AMAU3EMOI NErkuX, XPOHUYECKUM OBCTPYKTUBHBIM
3a60nesaHuem nerkux — X03J1, 6pOHXManbHOI aCTMOIA, CNOHTaHHLIM MHEBMOTOPAKCOM 1 6POHX03KTa3ami); NOPaXXEHEM NEYeHN, COCYL0B.

KnuHnka nopaxeHus bixatenbHol cuctembl npossnsercs B 20-40 net. XpoHuyeckas amusema CBOMCTBEHHA FOMO3WUIOTHbIM HocuTenam PIZZ. Haw6onee
TSXKeNbIM BapUaHTOM TeveHus sBnsetcs deHotun PIZZ: nocTosHHbIA Kalienb, pa3suBaetcss XO03J1, 6poHXManbHas acTMa, MHEBMOHUS, COYETaHNe PasfnyHbIX
PECNMPaTOPHbIX 3a60/1€BaHNIA CO CIIOXHBIMI HAPYLLEHWUSIMU B CUCTEME BHELLIHEr0 fbIXaHns. bpoHXuanbHOM acTMe CBOWCTBEHHO TSKENOe TeYeHNe ¢ TOPMNUAHbIM
THOMHBIM 3HA0GPOHXMUTOM, 4acTO HEKOHTpoNMpyemas 6a3ucHoii Tepanieid. Y 6onbHbix XO3J1 060CTpEHNS YacTble, NPOTEKAIOT TSHXKENO U ANnTenbHo. B cBA3m
C peayKLKen cocyaoB Manoro Kpyra KpoBoo6paLLeHUs HapoCTaeT NerevHas runepTeH3ns, NPaBoXXenya04KoBas HegocTatoqHocTb. Mpn geduunte AAT MMeeT MecTo
BbICOKas 4aCTOTA OPOHX0IKTA30B, 3110KA4ECTBEHHbIX HOBOOOPA30BAHNI B JIErKMX.

lMopaxeHune NeveHn NPoSBASETCA HeOHATANIbHLIM FenaTUTOM, aTpe3nei XKen4eBbIBOAALLMX NyTel, Pa3BUTUEM LMPPO3a NeyeHu, MHADEKLMOHHBIMI OCNIOXHEHNAMN.
XpOoHU4ecKoii hopme 3a60N1eBaHNS CBOCTBEHHBI CYOKNMHMYECKOE N3MEHEHUS BUOXUMNYECKIX NOKa3aTenein (hyHKLMIM NeYeHN, KOTopble Y 60MbLIMHCTBA (10 70%)
npuxoaaT B HopMy K 18 rogam. Y 4acTu nauweHTOB 3a60neBaHMe MELSIEHHO NPOrpeccupyeT W MPUBOAUT K PasBUTWKO LMPpo3a nedenu: K 20 rogam —
30%, y ctapwux — 30-50%. [1o6poKa4eCTBEHHOE TeYEHIUe NOPAKEHUS NEYEHN MOXET ObITb B BILE renaTtoMeranmu.

Mpwn remopparnyeckom CUHLPOME NPOLYKT reHa UHrMOUTOpa NPOTenHa3bl NPUoBpeTaeT CBOMNCTBA aHTUTPOMOUHA.

MopaxeHne COCYAOB NPOSABNAETCHS HEKPOTU3NUPYIOLLUM MAHHUKYNUTOM, TSKENbIM TeY4eHUeM reMopparnyeckoro BacKynuta C aHTUHENTPOMUIbHbIMY
untonnasmaruyeckumu aHtutenamm (C-ANCA) B cbiBopoTke kpoBu. Jecmuut AAT MOXET CO4eTaTbCsi C CUCTEMHbIMY BAaCKyNMTaMu, aHeBpU3Mamm COCYLOB,
pa3nuyHbIMI 3260/1€BaHUAMU, A TAKXKE C Pa3BUTUEM HEOMACTMYECKNX NPOLIECCOB PA3NMYHON NOKanu3aLmum.

[uarHoctuka HacnefcTBeHHOro Aecpuumta AAT BKMIOYAeT TakKe CKPUHMHTOBbIE MPOTPaMMbl, WHCTPYMEHTANbHbIE (PEHTFEHONOTUYECKNe, CMUpOMETPUIO,
9MNeKTPOKapAnorpachuio, yNbTPasByKoBbIe), NabopaTopHble (PYHKUMA MeyeHu, Koarynorpamma, UMMyHorpamma, copepxanue AAT B CbIBOPOTKE KpOBW),
reHeTUYeCKMe UCCNeL0BaHNSA, UCKITIOYEHNEe MYKOBICLIMA03a, BUPYCHBIX FenaTUTOB 11 ApYriiX 3a60neBaHuiA.

JleyeHne NauMeHTOB C HACNEACTBEHHON HefoCTaTOMHOCTbIO AAT BKIHOYAET: afieKBATHOE MUTaHWe W (DU3NYECKNe Harpy3ku, fedeHne hoHOBbIX 3a6051eBaHuN,
nPOGUNaKTUKYy N CBOEBPEMEHHYIO Tepanuto MHAEKUMA AbiIXaTenbHbIX MyTed, NaToreHeTUYeckyt Tepanuio. laToreHeTnyeckas Tepanus — 3amMecTuTesbHas
(ayrmeHTaLMOHHas) 3K30reHHbIM o/1-aHTUTPUNCMHOM. 3aMecTiUTeNbHasA Tepanius NoKadaHa TOMbKO MmauueHTam ctapiie 18 net ¢ dpeHotunom PIZZ nam gpyrumu

penkumn ceHoTunamm AAT.
ABTOp 329BNET 06 OTCYTCTBUM KOH(IUKTA UHTEPECOB.

KnioueBbie cnoBa: JeTy, HAaCNeLCTBEHHbIA AedhuunT oul-aHTUTPUNCUHA, AMArHOCTIKA, Tepanms.

HeZ[OCTaTHiCTb ol-aaturpuncuny (AAT) —
IONIMpeHa TeHeTHUYHO JleTepMiHOBaHa
MOHOT€HHA eH3UMOINaTis, M0 YCIaJKOBYETbCS 3a
ABTOCOMHO-PEIIECUBHUM THUIIOM i3 TIEPEBAKHUM
YpaKeHHSM JIeTeHb, IIeUiHKH, CY/IMH 1 MKipH, TTPH-
YIHOIO sIKOi € MyTaitii rena PI — proteinasae inhi-
bitor [28,35,36].

len, axunit koxye cuntes AAT, excripecoBanmit
y TemnaToIuTax, YCHaJKOBYETbCS 32 aBTOCOMHO-
JIOMiHAHTHUM THUIIOM Yy JIBOX ajieissX (110 OJHOMY
BiJI KOKHOTO 3 GaThKiB) 1 XapaKTepU3y€EThCs Haii-
61TbIIUM  TTOTIMOP(MI3ZMOM  TEHOMY  JIIOJMHM.
Cucrema reniB (SERPIN 1), ska koHTpOJTIOE TeHe-
tiuHi BapianT AAT, Hassana Fogerhold y 1968 p.
PI-cucremoro. Octanus 3HaXOIUTHCS HA JOBTOMY
medi 14 xpomocomu (14q, 32.1). InentudikoBano
moran 100 fioro BapiaHTiB. 3 ycCi€l CYKyITHOCTI
reHeTnyHuX BapiaHTiB AAT Juie npubausHoO
30 i3 HUX BUKJIMKAOTHh IATOJOTIUHI ITPOSBMU.
Hopwmasbhi aneni, sixi € y 90% Bumaakis cepen
3710pOoBOi TomyJidIil Jiojel, HazupaioTh PIMM
(medium mobility), mns sgxux xapakTepHUM
€ HopMaJibHUII piBeHb y mraazmi  AAT
>20 mxmoutb /a1 [10,15,28,36].

[ledinuTHi aneni 3yMOBJIOIOTH 3HUKEHHS
koHmentpainii  AAT y cwuposarii  Kposi
(<20 mrmomb/n). Ocranni nepeBaxkuo € PIS
(excrpecytorb maitke 50-95% npedimury AAT)

i PIZ (ekcmpecyiorp 10-20% nedinuty AAT).
Y romosuror PIZZ mae mictie cyTTEBE 3HMKEHHS
Bmicty AAT (5-6 MKMoOJIB/JT), a fioro 1MoBHA Bij-
CYTHICTb TIOB'd3aHa 3 HyaboBuM ajseneM (PI).
3a TaKWX BapiaHTIB HAWBUIIUI PU3WK PO3BUTKY
embizemn serenb. Z-AAT HeliTpamnizye HeEUTpO-
(inpHy enactazy mnosinbrime, HixK M-AAT;
S-BapiaHT: y TOMO3UTOTHOMY CTaHi BMICT Y TITa3Mi
KpoBi cTaHoBuTh Maitke 60% Bij HOPMaJIbHUX
BesmmunH [7,27,28].

Y rereposuror (PIMS, PIMZ) akTupHicTb
AAT e menme 3amxenow. PIS i PIZ anesni 3ycrpi-
YA ThCA MTEPEBASKHO B JITOJIEN €BPOTIEHCHKOI TIOTTY-
samil. Koskuuil gecsaTuil ;Kuteib €BPOIU € TeTe-
posuroTauM 3a PIZ abo PIS-anesnem. Icnye nymka,
MO OJHIEIO 3 TepeBar MOMUPEHNX AepilTuTHUX
asesieli reta PI e mijgsuieHa yactora GaraTornij-
HUX BariTHOCTEW, BUCOKa (epTuibHa 37aTHICTH
MarepiB — retepo3uroTHux Hociis [12,13,27,36].

Hynbosumu (Null-Turr) Hasusators asneuti, mpo-
IYKTU IKUX He BU3HAYAIOTHCS B CUPOBATIL KPOBI.
[Tpu ibomy konnentpaitist AAT y cupoBartii KpoBi
€ 3HAYHO 3HIDKEHOI B TETEPO3UTOT abo piBHA
HYJII0 — Y TOMO3UTOT i aCOIIOETHCS 3 PO3BUTKOM
eMdizeMu JIereHb i TSIKKIM 1epebiroM XpoHiaHO-
ro OOCTPYKTHMBHOTO 3aXBOPIOBAHHsI JIeT€Hb
(XO3J) 3a Bigcyrrocrti B miasmi kposi AAT abo
HasIBHOCTI TiJIbKU Horo chizniB [5,7,27,35,37].
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OpnunM 3 aneseit 3i SMiHEHUMY BJIACTUBOCTSIMH
€ Pittsburgh — inri6iTop mpoTpoMb6iHy aHTUTPOM-
6iny III: cxuabHICTH 10 KPOBOTEY 3a BiJICYTHOCTI
ypaxkenHnd [28,36,38].

Cunresyetrbest AAT niepeBakKHO B TEMATOIUTAX
i BuzisIsieThes B 1a3My, 3a0esmneuyiodn 90% yciei
AHTUTIPOTEA3HOI 11 aKTWBHOCTI. 3HAYHO MeEHIIa
npoaykiiss AAT y MoHOHYKJIeapHUX aronuTax,
erniTesqiaJIbHUX KJIITUHAX JiereHb 1 KUIIEeYHUKY.
Or:xe, naitBuina konuentpailiss AAT BizmigaeTbcs
B CUPOBATIl KPOBi (HOPMaJbHA KOHIIEHTPAIlisl CTa-
nouth 20-50 mkmosb/). Ilepion miBposmamy
OCTaHHBOTO JIOpiBHIOE 4—5 n1i6. CupoBaTKOBWMIA
AAT cknamae 40% 3araibHOTO BMICTY B OpraHisMi,
pemta (60%) — y HO3aKJIITHHHOMY POCTOPI.
Y ueBesukiii kizbkocTi (10%) AAT 3Hax0AUTHCS
B OPOHX0AJBBEOJISIPHOMY CEKpPeTi Ha IMOBEpPXHi
asmbBeosisipHux Makpodaris (AM), melitpodinis
I CHUHTE3YEThCA JIETEHEBUM EIITETIEM, a TaKOXK
Y MOHOHYKJIeapHUX (haronuTax, KIiTHHAX KATITKO-
BOTO emiTeJiio, napenximi Hupok [ 1,14,23,35-37].

Biosoriyna posb O -aHTUTHPCHHY B OpraHi3Mi
JIIO/TUHU

AAT wmicTuTh aMiHOKHCJIOTY CepyH i Bci Oinku,
SIKI MICTSATD CEpUH, BIJ[HOCSTD JI0 CiMeICTBa CepiTi-
HiB (serpin — ckopodeHHsI Bin Serine Protease
Inhibitor) i BXOIUTH 10 CKJIALY OU-TI00YJIIHOBOI
dpaxiii 6isnkiB cupoBatku KpoBi. AAT € ocHOB-
HUM iHTIGITOPOM CEPMHOBHMX IIPOT€a3, Ma€ Haii-
Oisbine 3HaueHHs (75% ycix iHribiTopis mporeas)
i BUKOHYE (DYHKIIIIO iHTIGITOpPA TPOTEONITHYHUX
¢depMeHTIB €eH/JIOTEHHOTO 1 €K30TeHHOTO I0XO-
JUKeHHs. B 310poBoMy opraHi3Mi icHye piBHOBara
B CHCTEMi <«IIPOTEOJIi3-aHTUIIPOTEOI3», 3aBAIKU
AKiil (MiZBUIEHA CeKpellisi mpoTeas Ipu OGakre-
piambHill iH(eKIi i 3anmaneHHi) HelTpaTi3y€eThCs
AAT. Tlpu pedinuti AAT 1poro Hemae abo
€ HeMOCTATHIM, y 3B'SI3KY 3 4MM 30epiracTbcst
BHMCOKa IIPOTeasHa aKTUBHICTb. 32 HOPMaJbHOTO
Bmicty AAT y cupoBartiii KPoBi BiIMIYa€ThCA HAJI-
JINIIIOK HeUTPOMiJIbHOI eflacTazu, dKa MPOAYKY-
€TbCA aKTUBOBAHUMU HeUTpodisaMu y BOTHUIII
3alayieHHst, Mojke Oy TH IHAKTUBOBaHa a/ICKBATHIM
36impientsiv poaykiii AAT. Yesike mHelTpo-
(isbHE 3amajieHHsT CYMPOBOIKYEThCS 301JIbIIEH-
HSM JIOKAJIbHOTO, a B pa3i BUPasKEHOTO 3aI1aJIbHOTO
Mpollecy — CHUCTEMHOTO PiBHI HEUTPOdiIbHOI
enactasu. [Ipu gedinuti AAT 114 piBHOBara nopy-
My€EThest B OIK 301JbIIEHHS KIJIBKOCTI HEHTPO-
dinbHOI enacta3u. [Ipu mboMy HaIUIIOK eslacTa-
3U TIPU3BOJINTH /10 HEIMIOMPABHOI JIECTPYKIIII eJia-
CTUYHUX BOJIOKOH, PO3BUTKY eMmdizeMu JiereHb
i cumnToMmiB OponxianmbHOI 00cTpyKIilii. OKpiM
1IbOTO, HeUTpodiNbHA esacTaza CTUMYJIIOE TTHEB-

M0o(}iOpo3, Tak sK il BMICT B aJbBEOJIAX y MPSIMiil
B3aEMO3AJIEKHOCTI 3 TpaHchopMywIuMu (akTo-
pamu pocty o i B. Octanti cTUMy00TH (HiOPO3.
PosButky hibpo3y crpusi€ miABUINeHa Yy TIUBICTh
€HJIOTEJII0 /0 BIUINBY HEUTpPoMiIbHOI esacTasu,
1[0 3YMOBJIIOE PEAYKINIO MiKPOIUPKYJIITOPHOTO
pycaa [1,4,10,15].

o nerpamarii anbBeos Tipu emdizeMi, KpiMm
HeUTpodiAbHOI ejacTasu, MPU3BOALATH 1 iHIII
rpynu nipoteas. [lepemycim 11e MaTpuKCcHI MeTamo-
nporeinazu (MMP), 3patai posmienaoBaTu
MallKe yci CKJIa/I0Bi eKCTPaIeTioIIPHOTO MaTPUK-
cy. [lia MMP HeiiTpanizyerbcs iX TKAaHUHHUMU
inriditopamu (TIMP). B ocHoBi osHi€l 3 rimores
natorenesy XO3JI € aucbananc mixxk MMP
i TIMP [3,4,13,17,37].

OTsxe, pO3BUTOK iH(EKITIHHO-3aMaJIbHUX TTPO-
I[ECIB Y JIETeHSIX XapaKTePU3Y€EThCs 301IbIIEHHIM
BEJIMKOI KiJIBKOCTI TPOTeas, AKi € BU3HAYaJIbHUMU
B pyHMHYBaHHI CKJaJOBUX €JIACTUYHOIO KapKacy,
nepebiry i mporHo3y 3axBopioBaHHs. HaitBaski-
BiUMU iHTiIOiTOpaMU TIpOTEas y AUXAJIbHUX
HIISIXaX € iHTiGITOpP CeKPeTOPHOI JIEHKOIMUTAPHO]
nentugasu (SLPI), inribitop nporeinasu 3 (P13),
SKI  TPOAYKYIOTBCA MICIIEBO aJIbBEOIUTAMU
IT Tumy, emitesieM Tpaxei i OPOHXIB, KJIiTHHAMUI
Knapa, AM, monotutamu i Heritpodinamu. Takum
groM, SLPI, P13 1 AAT 3a6e3neuytoTh OCHOBHMIA
AHTHUIIPOTEA3HUN 3aXKMCT TPaxeoOPOHXiaTbHOTO
nepesa. [HAyKIlis TPOAYKILI iHriGITOPIB MpoTeas,
NUTOKIHIB ciMelicTBa [L-1, KajbIliii-3B'g93yt0ounx
O1JIKIB € TOYaTKOM PO3BUTKY 3aIlaJIbHOTO IIPOIIECY.
[uribitopu mporeaz SLPI i PI3 weiitpasizyrors
HaANOIIBIIOI0 MIpOI0 HEWTPOMDINIbHY esacTasy,
a TakoX Katerncuf G, TpUIICUH HeUTpodiiB, XiMa-
3y, TPUIITA3y OMACUCTUX KJITUH, TPUIICUH 1 XIMO-
TPUTICUH TTaHKpeaTnIHnX KmituH [1,13,24].

Heitrpodinbaa enacrasa i HelitpodisbHa men-
tunasHa nporeinasza 3 (NPM) € ocHoBHUMU cepu-
HOBUMU IIPOTEA3aMM JUXQJIbHUX IIJIAXIB, ITPOAYK-
1[is1 IKUX Pi3KO 3pOCTa€ IIPU 3aXBOPIOBAHHSIX Opra-
HiB JuxaHHs. IIpy 11bOMY OCHOBHOIO MillIEHHIO JIJIST
HUX € OUIKH eKCTPAIENIOIPHOTO MaTPUKCY
(30KpeMa KoJiareH, ejacTuH), okpemi 6iaku (imy-
HOTJIOOYJTiHYM, KOMIOHEHTH KOMILJIEMEHTY, CHCTe-
MM 3TOPTaHHSI KPOBI, iH.), €HIOTEJii KalliJIspiB.
Y pesysbTaTi TOPYIIYETHCA CTPYKTYpa MapeHXiMu
JIeTeHb, PO3BUBAETHCA eMpizeMa, CIIOCTEPITAETHCS
PeAyKIligd MiKPOIMPKYJIATOPHOTO PYyCJa JieTeHb
[5,16,27,29,30]. Oxpim 11bOTO, CEPITHOBUM TIPOTEA-
3aM (HeuTpodinbHill esactaszi i NPM) nmputaman-
Hi IHII BJACTUBOCTI: 3YMOBJIOIOTh 3HUKEHHS
MYKOIIMJIIAPHOTO KJIpeHCY OPOHXiaJbHOTO Jepe-
Ba; peMOJIEIOBAHHS [UXAJIbHUX IJIAXIB (PO3BU-
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TOK (hi6po3y); yuacTh y perapaiiii emiTesio cam3o-
BOI 000JIOHKH.

SLPI, PI3 6epymo yuacmo y pezyasnuyii Micue6ozo
i CUCMEMHO20 3aNALeHHA:

— XapaKTepHOIO € TIpo3alayibHa /Iist (CTUMYJIIO-
I0Th XEMOTAKCUC TPO3aNajbHUX KJITUH, iHTIOY-
I0Th aTloNTO3 HEUTPODINiB, CTUMYJIOIOTH TTPOYK-
11if0 MPO3anajbHUX IUTOKIHIB);

— HelTpaJizaiis o1-1edheHCuHIB, HeUTpodiJiB,
seiikotpieny B4, IL-8, ki € cuspHUMU Xemoart-
paKkTaHTaMu HEUTPOMIJIiB Y BOTHUII 3aaeHHsT;

— MpoTHU3ANaIbHII eheKT iHTIGITOPIB ceprHO-
Bux mnporeas SLPI i PI3 waiibinbimow Miporo
3YMOBJIEHUH iHTIOIIiEr0 HENTPODIIBHOI esacTasu
i NPM, a takox cTUMYJISAIIE TPOAYKINI TTPOTH-
3aMaJibHUX IUTOKIHIB, TPUTHIYEHHSIM MPOAYKIIil
Mpo3anajbHUX ITUTOKIHIB, 3BIIbHEHHS TiCTaMiHy
OIIACUCTUMU KJIITUHAMU;

— TOMy HalbiIbIne cepen iHTIOITOPIB MpoTeas
dynkiig AAT nondrae B peryJisiiii peakitii 3amna-
JIEHHST B OPTaHi3Mi JIIO/IUHHY;

— PI3 cupusie dopmysannio Thi-imyHHOI
BIJIITOBIII;

— AAT € necriertudiunum 6iTKOM CHPOBATKU
KPOBi TOCTpOi (ha3u 3amajienHs, i piBeHb HOTO MpH
3amajieHHl 3pocTa€, a TaKoK HOMY IpUTaMaHHI
AHTMOKCHU/IAHTHI BJIACTUBOCTI.

Baxxmusumu xapaxrepuctukamu SLPI, P13,
AAT € antubakrepiasbHi BJaCTHBOCTI:

— CTUMYJIOIOTH MPOAYKINIO aHTUMIKPOOHOTO
nentury B-nedencuny;

— GakTepuiuaHII e(heKT MO0 IPaMIIO3UTIB-
Hux (Staphylococcus aureus, Staphylococcus epi-
dermis), rpamueratuBHuXx Gakrepiii (Pseudomonas
aeruginosa, Escherichia coli, Haemophylus influen-
zae, Branchamella catarrhalis),

— imakruBaitis M. tuberculosis (SLPT);

— VIOBIIBHIOIOTH PEIUTiKaIliio Bipycis, OakTe-
piii, y ToMy umncJii Bipycy imyHoedinury;

— SLPI 3abe3neuye 3HaYHOIO MipOIO IPUPOIHY
aHTU(YHTATBHY aKTUBHICTH CIU30BUX 0OOJOHOK
(dbyurimuanunii edexr nporu Aspergillus fumiga-
tus, Candida albicans) [1,20,24,34].

Y kpainax €Bporm romo3urotn i3 gediruty AAT
3ycTpivaioThed 3 vactortoro B 1 Ha 670 10 1 Ha
15 097 cepez sKUBUX HOBOHAPO/[KEHHUX, T€TEPO3UTO-
TH B ITi#1 TTOIYJISATIi CTAHOBJIATD Maiike 5% BUIIAJIKIB.
3a manumn BOOJ3, yacrora nedinuty AAT B €Bpo-
neficekiit  momysiAtii  gopiaoe  1:2000—-1:7000.
Cepell HacesleHHST CKaHIMHABCHKUX KpaiH HalBHIIA
niormpenictb MyTartivi PIZ 1 PIS, y kpainax Amepuky —
1-3 na 5000 nacenenns [7,14,20,34,37].

Kninika. Cnagkosuii nediniut AAT manidectye
YOTUPMa OCHOBHUMM KJIHIYHUMU CUHIPOMAMMU:

— YPaKeHHAM IUXATbHOI CUCTEMU, HacamIie-
pen emdizemoro serenb, XO3JI 3 emdbizemoro
JieTeHb, GPOHXIANTBHOI aCTMOIO, pijiiite OPOHXOEK-
Tazamu;

— YPaKeHHSM Te4iHKH 3 (POPMYBAHHSM IIUPO3Y;

— BACKYJITOM, acoIliloBaHUM 3 HaABHICTIO
AHTUHENTPOMITBHUX TTUTOTIIA3MATUIHUX AaHTUTIJ
no nipoteinaszun-3 (C-ANCA);

— ypaKeHHSIM MIKIipU — HEKPOTUYHUM TaHIKY-
gitom [20,27,34].

YpaxkeHHs1 AMXaTbHOI CHCTEMU

Ilamozenemuyni mexaniamu PO3BUMKY YpajiceH -
Hs1 QUXaIvHOT cucmemu

Yuepie gedinut oi-rao0yaiHOBOI (hpakirii
B maiieHta 3 em@dizemMoi0 JiereHb OIucaIn
y 1963 p. C.B. Laurelli i S. Erikson, siki 06rpyHTy-
BaJIH, 1[0 B OCHOBI JIEAKNX OOCTPYKTUBHUX 3aXBO-
pioBanb Jerenb (30KpemMa emdizeMu JieTeHb
y MOJIOAMX Jojiei) € cnaakoBuii pedinnt AAT,
SKUHN YCIIaKOBYETHCS 32 aBTOCOMHO-PETIECUBHUM
tuniom (cunzapom Jlaypenna—Epikcona). Bik,
B SIKOMY ITIOYMHA€E PO3BUBATUCH eMdiseMa JiereHb,
1 IIBUJIKICTD 11 TIPOTPECyBaHHS 3a€KUTH Bijl TUITY
myTaitii rera AAT.

Kmacuyna kriHivHA KapTUHA XPOHIYHOI eMi-
3eMMU JIeTeHb XapaKTepHa JJIsi TOMO3UTOTHUX HOCI-
iB PIZZ (70-80%). Y reTepo3urot pu3uK IMOSIBU
XpoHiuHOI eMdizeMu 3HAaYHO HMKUMi. /laHi 1po
pectipaTopHi CUMIITOMHU i cTaH (hyHKITii 30BHIIII-
HbOTO MuxaHHA B TeTepo3urot 3 PIMZ- i PIMS-
BapiaHTaMU € I0BOJ cynepedsmBuMu [12].

Po3BuTok nanao6ysipaoi embizemu mpu aedi-
unTi AAT noB'si3aHN 3 HEZIOCTATHHOIO 1HAKTUBA-
I[i€I0 BJIACHUX €JIacTa3 OpPraHi3My, 30KpeMa JIeiKo-
uTapHux. 30iJbIIEHHIO POAYKII IpoTeas
CTIPUSIOThH BIJTUB iH(EKITIMHNUX areHTiB, TOKCUHIB,
SKi CTBOPIOIOTH KOPOTKOYACHUN «BUOYX» TPOTEO-
JUTUYHOI aKTUBHOCTI /10 MOMEHTY TPUTHIYEHHS
iforo inribitopamu (aHTUIIPOTEa3aMu). Y Pe3yJib-
TaTi PyMHYETbCA €JACTUYHWH KapKac JiereHeBOl
TKaHUHY, T1apajeibHO 301IbIIYETHCS TPUBAIICTD
BIVINBY Ha JierTeHeBY TKaHUHY. Pusnk mosgsu emi-
3emu 3pocTta€e npu 3HmKeHHI piBHg AAT y cupo-
Barmi kposi <10 r/xn. [ligBuimena mpoTeoiTHIHA
AKTUBHICTH OPOHXO0AJbBEOJISIPHOTO CEKPeTy He
HEHTPaNi3yeThCs MPOTEAsHUMU iHTiIOiTOpaMun
yepe3 nedillUT OCTaHHIX, 1[0 ITPU3BOJUTH
710 IECTPYKIIii eTaCTUYHUX BOJOKOH JieTeHb, HaJla-
i — posuTKy mHeBMO(DiOposy. Ilpu medinuTi
AAT emdisema sererb MOske BHHIKATA IEPBUHHO
ab0 Ha TJ1i XPOHIYHOTO OPOHXITY UM iHIIOI (hopmm
XPOHIYHUX 3aXBOPIOBaHb Jierens [16,37].

Kninixa cnaoxosozo degpivumy AAT € HailGiib-
11e BUBUEHOIO B 10pocanX. CUMITOMU ypasKeHHS
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Jierenb 3'sBisgioTbes y Bimi 20—40 pokis. Ha Tep-
MiH TIOSIBU MEPITUX CUMITTOMIB 1 TIOJIATIBIITNI TIepe-
6ir 3axBOpIOBaHHS ICTOTHWI BILJIUB YWHATH
00TsIKEHUN CiMEeHUI aHaMHe3 i3 3aXBOPIOBaHb
OpraHiB JAMXaHHs, TillepaKTUBHICTb OPOHXIB,
a TaKOK HaBKOJIMIITHE cepeloBUIIe: TTOBTOPHI pec-
mipaTopHi iH(beKIii, KypiHHs, CTYIiHb 3a0pyIHEH-
Hs aTMOC(EPHOTO TTOBITPS PI3HUMHU TOJIOTAHTAMT
[23,24,35].

Y nirteir 3 pedinnrom AAT kiiHika emdizemu
JIeTeHb crocTepiraeThes pigko. Kiainiuyna manide-
cTallisi 3aXBOPIOBAHHS 3BUYAIHO BUSIBJISIETLCS
PEIUANBHUM OPOHXITOM, ITHEBMOHIE€0, OPOHXI-
AJIbHOIO aCTMOI0, OPOHXOEKTa3aMM, MOEAHAHHIM
[aToJiorii  JiereHb 13 IATOJIOTI€I0  IIEYiHKU.
[Ipu gedimuti AAT mnoBTOpPHI pecripaTopHi 3a-
XBOPIOBAHHS YacTillle CYITPOBO/IXKYIOThCS THIHHUM
eHI0OPOHXITOM, THIHHUMU JIETEHEBUMU YCKJIA/l-
HEHHSIMHU, WIBUJIIE PO3BUBAETLCS XPOHI3allis
3amaJbHOTO TIPOIleCy 3a PaxyHOK (OpMyBaHHS
OyJ1b03HOI eMbizeM, PO3BUTKY MHEBMO(DIOPO3y
3 IOJIAJIBIIOIO TiIIePTEeH3I€I0 B MAJIOMY KOJIi KPOBO-
06iry (MKK), pemojiesnioBanHsiM GPOHXIB 1 yTBO-
pentsim 6porxoekTasis [11,28,30].

Y 6isbimocTi xBopux i3 erotunom ZZ crocte-
piraeTbcsi XpoHiuHa OpoHXiaJbHa OOCTPYKIIist
3i ckapramMu XBOpHMX Ha Hamamu 3amxyxu (76%),
noctiitny 3aauimky (80-90%), opanbhi Xpumu
(65-75%), moctiitHuii BOJOTUN TPOLYKTUBHUI
Kaliesb, 3yMoBJieHuit Oporxoekrtazamu (40%).
Y yacTHU XBOPUX XapaKTEePHUMU € TIPOSIBU aTO-
il 1 MiIBUIIEHNIT BMICT y CUPOBATIi KPOBi 3arajib-
Horo i criertudivnoro IgE, cumnromu GpoHxiasb-
Hoi act™Mu (35%). Pifiie € kiinika rinepayTinBo-
ro IHEBMOHITY 3 PI3HMMM BapiaHTaMu mepebiry.
bponxiampHa actMa TpW cHajKoBoMy edinuti
AAT 3asBuuail Ma€ TSLKKHUI mepebir, mMamo abo
HEKOHTPOJIbOBaHa TpernapaTaMu Ga3oBol Teparii.
Kpim Toro, ps 6poHxianbHOI acCTMU XapaKTEPHUM
€ TOPIIiIHMIT TIepelir THiliHOTO eHao6poHXiTy. JlJs
yCiX HO30JI0TIYHUX (POPM NTPUTAMAHHUM € TITBUJIKE
MporpecyBaHHs TiMOBEHTUJIAIIl i rimonepdysii,
repenyciM y HUKHIX BififiiTax JiereHb. Y XBOPUX i3
XO3JI 3arocTpeHHsl € YacTUMH, TepebiraThb
TSKKO 1 TpuBasio [25,28,30,35,36].

B okpemux Bumaskax nporpecyoymii po3BUTOK
emizeMu JiereHb Ma€ Miclie i 6e3 YiTKiX ernizoiB
pecripaTopHuX 3axBopioBanb. Emdizema serenn
(ax 1 emdizema gerenp npu XO3JI) € naityacri-
M (PeHOTUTIOBUM TIPOSIBOM CTIA/IKOBOI HEJ0-
cratrHocTi AAT. Tsoxkuit gedinnt AAT B ocHOBI
pPO3BUTKY eMdizeMu JiereHb € Tiibku y 1-2% Bu-
majikiB. /lokazaHa poJib 1 IHIUX TeHETUIHUX (haK-
TOPIB Y PO3BUTKY 3axBopioBaHHsA. [Ipu emdizemi

JIeTeHb, MO0 CYTPOBOKYETHCA TiIBUIIECHOIO
JECTPYKIN€E0 OINKIB CTPOMH, YIPOJOBK MEBHOTO
Jacy Ii TaToJIOTiyHi 3MiHU HaOyBalOTh CUCTEM-
Horo xapakrepy. Hacamnepes y 1 npoiiecu BTATy-
I0ThCSl IUXaJIbHI HIJISIXU, e BiAOYBAE€ThCS YIIKO-
JDKEHHS eJIaCTUYHOrO KapKacy OpOHXIB i3 1opy-
meHHsAM iX (ynkiii. Kiainigaoto ManidecTarieio
TaKUX 3MiH € TpaxeoOpoHXiaJbHa IMCKiHE3is.
Y narienTiB 3 emizemoro jiereHb BUSIBJIEHO TeHe-
TUYHI MapKepW [WCIJIa3il CHOJYYHOI TKAaHWHU
(2-5%). Ha 1ieit uac emdizemy Jierenb po3rJisijia-
10Th He TLTbKM K BUAB gedinuty AAT, ane i gk
CUCTEMHUH 1TPoIieC AUCIIA3il ClIoJIyYHOI TKAaHUHU
3 TIEPEBAKHUM YPasKEHHAM PECIiPaTOPHOTO Bijili-
JIy TUXaIbHUX NIAXIB Ta iHmux oprauis [20,21].

[Tpu 1boMy Haiinepuio0 CKaproiwo € Iporpe-
cyloya 3a/IMIIIKa, TIOCTYTIOBE 3HUKEHHS Macu TijIa
Hali€HTiB, a Kalleb JacTilie BiAcyTHiil abo Bupa-
JKeHMH He3HauyHo. JK mpaBujo, Kaiejab CyXWui,
piaie 3 BUIJIEHHSIM B'SI3KOTO THITHOTO MOKpPO-
tuHHA. 1lin yac orssimy: mamieHTH acTeHIYHOI
Oy10BM TiJia, IPy/IHA KJITKA MBUIKO A1e(hOPMYETh-
¢ 710 604KONOoMIOHOI, 3a/MIlIKa B CIIOKOI, 1[iaHO03
3'SBJISIETHCSL IPU 1IbOMY IMMi3HO. YacTo naiieHTH
POOJIATh BUAUX NMPH 3IMKHYTHX rybax (migBHIILy-
€THCST  BHYTPINTHOOPOHXIATBHUN THUCK, IO
MEPENIKO/KAE Kojarncy OpoHxiB). Y 3B'A3Ky
3 penykiieto cynqua MKK mapocrae rineprensis
B HbBOMY, IMPaBOILJIYHOYKOBA HEAOCTATHICTh
[16,21,24,28].

Hait6isibin HecnpusiTInBUM BapiaHTOM mepedi-
ry € ¢enorun PISZ: nocriiinuii karresib, po3BU-
Baetbest XO3JI, OponxiajbHa acTMa, THEBMOHIS,
HO€/ITHAHHA PI3HUX PeclipaTOpPHUX 3aXBOPIOBAHb,
O3HAKW TINMOBEHTUJIAIIT 1 Timomepdysii HUKHIX
BIJIJI1JIIB JIET€Hb.

Penmeenonoziuno: 3poctae mpoO30PiCTh JiereHe-
BUX I10J1iB, 30i{HEHHS JIEr€HEBOI0 MAJIIOHKA, OIIy-
meHHs KymnoJiB giagparmu. Ha koM 'ioTepHiit
tomorpadii (KT) BUABIAIOTH BeJNKI MHOKWHHI
OyJu, 6porxoekTasu. Kopeni sierets € Maiixke He
aminenumu. CepiieBa TiHb KpamneiabHOI (opMmu.
B ommcanomy BapianTi emdizemu JiereHb rinep-
tensis B MKK posBuBa€erncst misHo, TMOBIJIBHO
nporpecye. IIpu XpoHIYHWX THIHHUX TIpolecax
y JIETEHSIX JiereHeBa rifepTeHsist B yMOBax rimOo-
koro nedinuty AAT mporpecye 3HAUHO MIBUIIIIE.
Meton KT sierens € BUpINajJbHUM SIK JIJIS JIaTHO-
ctuku emizemMu JiereHb (MePeBaKHO B 0a3aIbHUX
Biilax JiereHb 1 11 TaHAIMHAPHUU XapaKTep
Ha paHHIX CTajisgX 3aXBOPIOBAHHS ), TaK i KOHTPO-
JII0 32 ii MporpecyBaHHsIM, 1iarHOCTUKN OPOHXOEK-
TasiB, Oy/u. OcraHHI YacTilie BUSBJISIOTHCS
y BepxHix mossax [24,28,31,32].

ISSN 2663-7553 Modern pediatrics. Ukraine 5(117)/2021 59



Yntamte Hac Ha cawnTi: http://med-expert.com.ua

OCHOBHUM METOJIOM OIIIHKU TSZKKOCTI 3aXBO-
pIOBaHb OPraHiB JMXaHHS, SIKi PO3BUHYJNCS Ha
i craakoBoro aedinuty AAT, € cripomerpist
(CIIM). ®@opmyBanus eMpizeMu JiereHb MPU3BO-
JIUTh /10 3HWKEHHS eJacTUYHOl TATU JieTeHb
i IMHAMIYHOTO KOJIAINCy HEYUIKO/XKEHUX JNXaJb-
HUX TIJISXiB, SKi pazoM 3YMOBJIOIOTh PO3BUTOK
HEMOBHOI 3BOPOTHOI GpOHXiaabHOI 06CTPYKITii
[29,31,35,36].

Y marieHTiB 3 eM(izeMoI0 JiereHb BUSIBJISIOThH
CKJIaJIHI TOPYIIeHHS B CHUCTEMi 30BHINIHbOTO
NIMXaHHS, HacaMIilepel] iaTHOCTYIOTb CHUHIPOM
«B'dJI0i JieTeHi»: oapa3y 3pPOCTAE 3aJUNTKOBUN
00'eM JiereHb MpHU TapajeJbHOMY 30iJblIeHH]
3araJbHOi EMHOCTI JIeTeHb i 3HMKeHHI (hOopCcoBaHOI
JKUTTEBOT €MHOCTI JiereHb. Hajami 3HMKyeThes
JIUXaJbHUI 00'€éM, a pe3epBHUI 00'€M BUIUXY
Maiike He Bu3HadaeThest. O6'€M 3aKPUTTS Pi3KO
3POCTAE, 3HMKYETHCsT 00'€M POPCOBAHOTO BUANXY
3a 1 cekyuny (ODBu,). Pi3ko 3HWKYIOTHCS
MMOKA3HUKU TKOBOI TBUJKOCTI, MaKCUMAaJIbHOI
o6'emHol 1mBHAKOCTI Ha piBHI 25%, 50% i 75%
dopcoBaHoi JKUTTEBOI EMHOCTI JieTeHb (11e BKa3ye
Ha KJIAMAHHUIT MeXaHi3M OpOHXialbHOI 0OCTPYK-
1ii). 3poctae Raw, samxyerpcs DLCO.

[TporHoCcTHYHO HaitbiIbII 06'€KTUBHUM TOKa3-
HuKoM (yHkiii 3oBHimHuboro Auxanis € ODBui,
KU BKA3y€ HA MIBUJIKICTh TTPOTPeCYBaHHS (PyHK-
1I0HAJIbHOI HEIOCTAaTHOCTI JieTeHb. Y cepej-
Hbomy 1opiune sumwkenHss OM®But craHoBUTH
55—100 mua/pik. Ilapanensro 3umxkenHio ODBui
CKOPOYYETHCA  TEPMiH  JKUTTS  TAII€EHTIB:
npu ODBul <25% Bij HaIeXKHUX BEJTUIUH Melia-
Ha BWXUBaHHS jaopiBHIOE 6,3 poky, OdBui
25-50% — 10,5 pokiB i O®Bui >50% —
14 pokis [21,29,30,35].

3a 3BuYaiiHOTO TMepebiry 3aXBOPIOBaHHS BIIPO-
JIOB3K TIEPITNX JBOX JI€Ka/l KUTTS (DyHKITIS JIeTeHb
TepeBaKHO 3aJMIIAETHCS HOpMaibHO. Emdize-
Ma JiereHb TPU3BOAUTH JI0 CMEPTi, 3a3BUYail Ha
3—4-i1 nekajai KUTTSA MalieHTiB. IMOBipHIiCTbH
JKUTTS maiienTiB 10 50 poOKiB € y IOJOBUHH,
1o 60 pokiB — Tinbku y 15% BuUMaAKiB cepes XBo-
pux Ha cuszapoMm Jlaypenna—Epikcona. Pusuk
PO3BUTKY OCTAHHBOTO € BHUIIUM 33 HAsIBHOCTI
HYJIBOBUX 1 JeiUTHUX ajesieid, sIKi y TOMO-
i B rereposurotHoMy ctani. Dakropu pusmKy:
Y0JIOBivYa CTaTh, BiK Biji 50 POKiB, KypiHHS:, TPUBa-
JINI KOHTAKT i3 mMoM, risiom [20,23,35].

OnauM i3 BapiaHTiB CHAAKOBOTO mMedimuTy
AAT € ciontannuii maeBMotopakc (CII). Ocran-
Hill 3yCTpIYaEeThCs TAaKOXK TIpU cUHAPOMi Mapda-
Ha, rporepii, cunapomi Enepca—/lanmnoca. bBesno-
cepeanboto npuunnoio CII € po3puB BUTOHUEHNX

CTIHOK CyOIIEBPaJbHO PO3TANIOBAHUX OYJIIL.
Koriniyni iposiBU 3asiekath Bijl CTyIEeHS KOJIAICY
sereni. IIpu nosropuux emnizogax CII m.6. o6me-
JKEHUM 3aBJISIKU IJIeBPAJIbHUM 3polieHHsM. /iae-
HocmuKa: pentreHorpadis opraHiB TPyAHOI KJIIT-
ku. Jlixysanus: NpeHyBaHHs IJIEBPAJIbHOI TOPOK-
HUHW 3 TOAAJBINIOI aKTUBHOIO aCIipalli€io MoBi-
Tp4. [Ipu vactux enizonax CII nokazane xipypriu-
He JIiKyBaHHs 3 BuganeHusm OyJur [19,28,34,35].

Popunni Bunagku CII Takosk € 4aCTUHOIO KJIi-
HigHoi Manidecranii cunapomy Birt—Hogg—
Dube, sxuii, okpim CII, moeanye mobposikicue
ypaskeHHsI BOJIOCSHUX (DOJIIKYJIB 1 MiBUIIEeHUH
pU3UK HOBOYTBOPEHb HUPOK i TOBCTOI KUIIKH
[14,19,35].

VY namientiB npu gedinuti AAT BigmivaeTbes
BHCOKa yactoTa OponxoekTasis (43—-45%). Heno-
cratHicth AAT cripuumnnse po3BUTOK 370SKICHUX
HOBOYTBOPEHb Yy JIETEHSIX uacTille, HiXK cepen
3110poBoi Tomyisiii nacesrenns [11,20,35].

[TpuywmHOO cMepTi GiBIITOCTI XBOPUX 3 ypa-
JKEHHSM [JIMXaJbHOI CUCTEeMHU IIPU CIaJKOBOMY
nedinuti AAT € xponiuna emdizema, XO3JI,
B OKPEMUX BUIIQ/IKaX XBOPi MOMUPAIOTH BiJl TTHEB-
MOTOpPaKcCy, JieTeHeBO-CepIieBOi HeI0CTaTHOCTI,
emOoumii risok JierereBoi aprepii. Ilpm asrorcii
HEPIZIKO BUSIBJISAIOTH CyOILIeBpaibHy eMizemy,
sdKa TPYKUTTEBO HEMAE KJITHIYHUX MPOSBIB, X04a
MOKJIMBI CIIOHTaHHI MHeBMOTOpakcu [2,15,18,
28,34,33].

ITosasereneBi NposiBU cNaKOBOro aedinury
01 -aHTUTPHUIICHHY

Ypaocenns neuinku i 6iniapnozo mpaxmy Haii-
gacrime (18-20%) croctepiraeTbesi B jaiTeid
3 renoruniom PIZZ, 10% — PISZ, maitke 6% —
PISS-renorunom. OCHOBHOIO TPUYNHOIO YPaskeH-
H¢ TIeYiHKY B fiTelt 3 HepocTaTHicTio AAT € yTBO-
PEHHS B IUTOTIIa3Mi BKJIIOYEHb BHACTIIOK YTBO-
pennst i arperariii anomanbHoro AAT (PI1Z-6im0k),
HEPO3YMHHOTO B €H/IOIJIA3MAaTUYHOMY PETUKYJIY-
Mi i rematorurax. Maiixke 85% CHHTE30BaHOTO
Z-6inka He3gaTHi MOKUHYTH renaronut. OcranHe
3YMOBJIIOE HAaTPOMAJKEHHST HOTO B TemaToIuTax,
po3BUTOK (hiOPO3y TEUIHKK i3 3aAMaTbHOI0 peak-
€10 B JIJISHIN V.portae, BHYTPIlITHbOTIEYiHKOBOTO
X0JIecTasy, TITaHTOKJITHUHHY TpaHchopMallio
i mposidepaltito MPOTOKIB, 3aKYMOPKY iX JKOBUIO
i GimiapHy arpesito. YpakeHHsS TEUiHKH MOKe
OyTU MIarHOCTOBAHO SIK Y HEMOBJIST, TaK i B [iTel
Ta I0POCITHX.

®DakTopu PUBUKY YpaxKeHHs TEYiHKH IIPU
criakoBomy gedinuti AAT: satskHa TinepbiTipy-
GiHeMiss HOBOHAPOKEHUX, aBTOIMYHHI IIPOIIECH,
iH(iKyBaHHS BipycoM Tenatuty B, mrydne BuUro-
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MIOBYBaHHS. Y TPYAHOMY MOJOII € BUCOKUH
piBenb AAT, sgkuil 4aCTKOBO KOMIIEHCYE HOTO
nedinut. Maitke B 10% BUIIAKIB MAIEHTH 3 KJIi-
HIYHUMU CUMIITOMaMU ypaskKeHHs TIeYiHKU Ha 11ep-
IIOMY POIIi JKUTTSI TOMUPAIOTH /10 BOCbMUPIYHOTO
BiKy. Hemocrarnicts AAT 3 aTpesi€io KOBUOBU-
BIIHUX IJISIXIB € OCHOBHUM IIOKa3aHHSIM JI0O
TpaHcIianTarii nedinku [7,20,28,29].

Y kuainiunifi kaptuHi HemoctaTtHOCTi AAT,
sIKQ XapaKTePU3YETbCS YPAKEHHM MeUiHK1, BULi-
JIIIOTh TSDKKY HEOHATaJbHY 1 XPOHIUHY (hopmy
YpasKeHHs TIeUiHKHU.

Taxncka neonamanvua ¢opma Manidecrye
B Tepiri JHi KuTTd (1epiri Micdii) CUHAPOMOM
HEOHATAJIbHOTO TenatuTy (IKTepUUHICTIO IIKIpH,
CKJIEP, TETaTOTiEHAILHIM CHHIPOMOM, Tinepoiri-
pybinemi€o), GiJIKOBO-EHEPreTUYHOI0 HeA0CTaT-
HICTIO, 3aTPUMKOIO TICUXOMOTOPHOTO PO3BUTKY.
[Ipu  obOcTekeHHI  MIarHOCTYIOTh  KapTUHY
BHYTPINIHBOIIEYiIHKOBOTO ~ XOJIecTa3y, arpesito
JKOBYOBUBIZIHUX TIJIgXiB. [IporpecyBaHHS 3aXBO-
PIOBaHHS [IPU3BO/IUTD /10 PO3BUTKY 1IMPO3Y T1eYiH-
KU, iHDEKIIHHUX YCKJIAHEHD, CETICHUCY.

XponiuHa ¢opma 3axBoproBaHHs Tepebirae
OLIBIN CIPUATIMBO. BiabIIicTh HOBOHAPOIKEHUX
(mo 70%) PIZ-romosuror MaoTh CyOKJiHIYHI
3MiHN 3 GOKy OiOXiIMIYHUX MOKA3HUKIB (DYHKIIi
neuinku. IlporHos y mili Tpymi maiieHTiB
€ CIPUATIUBUM: y Oinbirocti 3 HUX 10 18 pokiBs
HOPMaJIi3yIOTbCS TOKAa3HUKKA (DYHKINT MEeUiHKHA
i timpku y 10% BumagkiB i3 HUX 30epiraioTbest
3MIHH. Y YaCTUHU HAIIE€HTIB OCHOBHUM KJIIHIYHUM
CUMIITOMOM € remnaroMerasis. 3aXBOPIOBAaHHS
MTOBLJIBHO TIPOTPECYE 1 MPU3BOAUTD /10 XPOHIUHOI
MEeYiHKOBOI HEOCTATHOCTI 1 3a HECHPUSATIUBUX
ymoB (iHTOKcuKaiii, renatutu B, C, iH.) po3Bu-
BAETHCS 1IUPO3 TEUiHKU. PU3NK PO3BUTKY 1TUPO3Y
nevinku 3poctae 3 BikoM: 10 20 pokiB — 30%, y
crapmux — 30-50%. MoskauBuii 106posIKicHMIA
nepebir ypaskeHHs MeYiHKU, 32 SIKOTO E€IUHIM
CUMIITOMOM € rematoMmerasis. B GioxiMiuHOMY
aHaJIi3l KPOBI KOHCTATYIOTh TinepOimipybiHemio,
Hesnauno nigsuienuit sMict ACT, AJIT. VY miteir
retepo3urotr PIMZ noBoJii pifiko 0 5-MicS9HOTO
BIKY CIIOCTEPITAEThCA IMiIBUIICHHS BMICTY TPaHC-
aMiHa3 1 03HaKW AUCHYHKIN MTeYiHKH, IKi 3HUKA-
I0Th /10 ABOPIYHOTO BiKy. ¥ Ileil yac J0Ka3aHOIO
€ TiIBUTIIEHA CXUJIBHICTD MAITIEHTIB i3 /edinuTomM
AAT no indikysanus Bipycom rematuty C. Bix
KPUIITOTEHHOTO IIUPO3Y MEYiHKN a00 remnaToresio-
JIIPHOT KapIMHOMH TTOMUPAE TPETUHA XBOPUX
Ha criagroBuii redinut AAT [20,28,35,36,38].

T'emopaziunuit cundpom. PI (Pittsburg) exsow,
1[0 BIZIHOCUTBCS JI0 TPYIIN ajejiell 3 0COOIMBUMU

BJIACTUBOCTSAMU: 3rajlaHa myTailisg B reri PI 3mi-
HIOE HOTO BJACTUBOCTI Tak, MO TPOAYKT TreHa
HabyBae BiacTuBOCTell aHTUTPOMOIHY. Ile mpus-
BOJUTH 10 MaHidecTallii reMopariaHoro CHUHPO-
my. AAT i antutpom6in I11 MaroTh CIijIbHY CTPYK-
Typy, 00uaBa € IHribiTopaMu HPOTEOJITHUHUX
bepmentiB. Onnak kontenTpailis AAT 3MiHIOETb-
CsI TiJT BIUTUBOM eHJIoTeHHUX (hakTopiB (iH(eKIis,
TpaBMa), a KOHI[EHTPAIlisi aHTUTPOMOIHY 3aJTHIIa-
€Thcst cTabiIbHO0. Y BiINIOBib HA TPABMY ITiJIBH-
myerbest cunTes npoaykry PI (Pittsburg), skomy
npuTaMaHHi  aHTUTPOMOIHOBI  BJIACTHBOCTI.
[Ipu 1boMy HacTtae reMoOpariuHuM CHUHIPOM,
MOTJINOJIIOIOTHCST CUMITTOMH TEMOPATiYHOTO TIOKY,
3pOCTAa€ PU3MK CMEPTi NPU HETSKKINM TpaBMi.
PI (Pittsburg) 36epirae cBoi aHTHeIacTa3Hi Ba-
CTUBOCTI, TOMY B TAI[I€HTIB HEMAE ITiIBUIIIEHOTO
pusuky embizemu serens [20,35,36].

Ypakenns cyaux

Hexpomuunuii nanikyaim € JI0BOJII PIJIKICHUM
nposiBoMm crajakoBoro gaedinury AAT (1% na
1000 namienTiB) npu ¢penorunax ZZ, MZ, SS, MS.
[TanikysiT  XapakTepuU3yeTbCd  3alajJbHUMU
i HEKPOTMYHUMM 3MiHaMM Ha 1iKipi. IIpu npbomy
XapaKTepHUMU € OOJII0YiCTb, rinepemis, rireprep-
Mis mKip# i hopMyBaHHS BY3JIWKIB Y TIJISTHII CTe-
TOH 1 CIJTHUIIb 13 HACTYITHUM BUPA3KYBAHHSIM 1 JIpe-
HasKeM CTEPUJIBHOI IIPO30POi JKOBTOI MACISTHUCTOL
piaunu 6e3 3amaxy [20,24,35].

Tsickuil nepebiz 2eMopaziuiozo 6acKyiimy 3 aHTH-
HEUTPO(PUIbHUMI TUTOTIJIA3MATUIHUMU aHTUTIIA-
mu 1o ipoteinas (C-ANCA) y cupoBaTiii KpoBi.

Hedimut AAT Moxke 1oesHyBaTUCh i3 TpaHy-
JboMaTo30M Berenepa, MiKPOCKOIIIUHUM ITOJIi-
aHTIITOM, pO3IIapyBaHHSIM aHEBPU3M CY/IUH
rOJIOBHOI'O MO3KY, PEBMaTOIIHUM apTpuToM. Jliar-
HOCTHKA € MOJKJIUBOIO TIPU MOJIEKYJISPHO-TeHe-
TUYHOMY JTOCTI/IKeHH.

Acouiauis cnaodroeoeo degiyumy AAT 3 inwumu
3axsoprosanHamu: noBenena HegoctaTaictb AAT ripu
imiomatnunoMy 1oBeHiibHOMY apTpuTi (IIOA),
BUPA3KOBOMY KOJIiTi, (hiGpoMiajrisix, ImaHKpeaTuTi,
TiepeTHbOMY  yBEiTi, He()POTUIHOMY CHHIPOMI TJIO-
MepyJIOHePUTY, CUCTEMHIH CKJIepOIEPMil i MEHITIOIO
MipOI0 — TIpU CHCTEMHOMY Y€PBOHOMY BOBUAKY,
AHKIJIO3YIOUOMY CIIOHAMJIOAPTPUTI, KOHTAKTHOMY
nepmaruti. 3 gedirurom AAT noB'sg3aHMiT PO3BUTOK
HEOIJIACTUYHUX 3aXBOPIOBAHb (JIIM(MOMH, paKy »KOB-
YHOTO MiXypa, paKy Ce4OoBOTO MiXypa) i IBHUIKE 1X
TTPOTPECYBAHHS, IO 3yMOBJIEHO HAJIJTIITKOM TIPOTe-
a3, 1 YIIKO/pKeHHs octanHiMu Tkanud [20,35,36].

Jliaznocmuxa

Hacamnepes HeoOXiiHO BUALINTY IPYIIN PU3HU-
Ky mozo craakosoro gedinuty AAT (ocobu, ski
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MiIaTraioTh Bu3Hadennio BMicty AAT y cuposar-
111 KPOBI):

—  3aJiMIIKa 1 Kallesb, K CIOCTEPiraloThes
B K1JIBKOX IMOKOJITHHSIX;

—  TIAIIEHTU 3 XPOHIYHUMU 3aXBOPIOBAHHSAMU
JIeTeHb;

— xBopi Ha BA 3a BizcyTHOCTI edexty Bim
6a30B0i Teparii;

—  emdisema siererb (0co6smBO 10 20 POKIB)
3a BIJICYTHOCTI KJIHIKM ypa)KeHHS JAUXaJbHOI
CUCTEMU;

—  poxanui nartienTis i3 nedimmtom AAT;

— nokazanHa HemoctaTHicTh AAT y usenis
POJIMHU TAIIEHTA;

— ciMmeliHuii aHaMHe3 eMdQizeMu JieTeHb,
OPOHXOEKTaTUYHOI XBOPOOH;

—  3aXBOPIOBaHHS ME€YiHKM, 0COOJIMBO B JIiTeil
PaHHBOTO BiKY HESICHOTO TeHe3Y;

—  sHmKeHUH BMicT o1-T100y1iHOBOI (hpak-
11ii MpoTeiHOTpaMu;

—  mepeBasKHe 30iJIbIITEHHS TPO30POCTI Jiere-
HEBOI TKaHUHU B Me/[iaJlbHUX 30HAaX JiereHb IIPU
PEHTTEeHOJIOTTYHOMY 00CTEKEHH;

— BaCKYJIT, acolliiloBaHWN 3 aHTUTIIaMU
710 IUTOTIIIA3MU HEUTPOdiJIiB;

—  HEeKPOTUYHUI NMaHIKYJIT;

— XBOpi Ha ifionaTUYHWUUN OBEHIJbHUU
aprput (IIOA) [20,35].

Kanoudamu ons eusnauenns gpenomuny: ocobu
3i sumkenuM BMmictoM AAT y cuposartmi KpoBi
HUXKYe HOPMaJbHUX BEJIWYWH; KPOBHI poOAMYI
oci6 i3 gmedinurom AAT; mompyxui mnapwu,
stki MatoTh 1 abo 2 ayesnti Z (710 HApOKEHHST INTH-
H1). [eHOTUTT BU3HAYAETHCS 32 HEBIIOBITHOCTI
HU3bKOTO BMicTy AAT TeopeTuaHO HOPMAJIBHOMY
(penorury.

BpaxoByioun TsoKKuil mepedir ycix KIHIqHIX
dopwm i€l maTosorii, BaKJIMBe 3HAYEHHS MAlOTh
CKpUHIHTOBI TIporpamu. CKpuHIHT Ha O-1-aHTH-
TPUIICUHOBY HEJOCTATHICTb IPOBOJAATH Y TPbHOX
BapiaHTax:

—  00OCTeKeHHS JIOPOCIINX 3arajibHOI Oy JIsi-
1ii;

— 00OCTeKeHHs JIfoell 3 IIAHCAMKM MaTh
natoJioriyHi anesi rema AAT;

— Y HOBOHAPO/IXKEHUX ITPOBOJISATD IIepesioMe-
TPUYHUM METOJIOM i3 BUKOPHUCTAHHSM 3Pa3KiB
CyXOil TJIIMU KPOBi Ha (DibTPyBaIbHOMY TIATIEP],
1 BiH € aJIbTEPHATUBOIO BU3HAYEHHS CUPOBATKOBO-
ro AAT.

Hopmanbauii Bmict AAT y cuposariii kposi
cranoButh 2,0—4,0 v/n1 a6o 20-50 mxMoub /11,
150-350 mr/mu i npuitasaTuii 3a 100%. Hopmaiib-
ni Besimuunu AAT nopisrioots Bix 80% mo 100%,

MPU TeTePO3UTOTHIN HepocTaTHOCTI — Bim 15%
no 80%, a medimurHuit — <15% HOpMaIbHUX
BesinunH. Y pasi 3uumskeHoro piBas AAT nokazana
MOJIEKYJIAPHO-TeHEeTUYHA J[IarHOCTHKA.

Tncmpymenmanvii docrioncens:

— pentrenorpadisi opraHiB TPy/HOI KJITKH,
y Tomy umcyi komm'iorepua tomorpadis (KT).
OcTanHs € BUPINIATBHOIO SK JJIS JiaTHOCTUKH,
TaK 1 711 KOHTPOJIIO 32 TIporpecyBaHHAM eMdise-
MU JIeTeHb i € ingopmarusHimnioio 3a CITM;

—  MOHITOPUHT (PYHKIIIi CUCTEMU 30BHINITHBO-
ro quxauusg CIIM, mogenna nikdiaoyMeTpis, BU3-
HaueHHs AUMy3iitHOT 3aTHOCTI JIeTeHb;

— eJleKTpoKapxaiorpadis, yJIbTpa3BYKOBe
JOCJI/UKeHHsT ceplisl 1 MaricTpajJbHUX CYJIUH
13 BU3HAUEHHSIM TUCKY B JieTeHeBiii aprepii (1epe-
JIyCiM KOHTPOJIb 32 PO3BUTKOM JieTeHeBOl Tilep-
TeH3ii i MPaBONLITYHOYKOBOI HEJIOCTATHOCTI );

—  MOHITOPUHT Ta30BOTO CKJIAIy KPOBI;

— 3a TIOKa3aHHIMU —  OPOHXOCKOIIisI
[20,25,31,32,35].

Jlabopamopmi docrioxcerns

—  DyHKIlig MEYiHKY, KoaryJaorpama, IpoTei-
HOrpaMa, iMyHOTpaMa — TyMoOpaJibHa JiaHKa
(IgA, M, G, E), xritunna nanka (C/13, C/14, C/I8S,
Cl16, C/119); Bmict AAT y cupoBaTIti KpoBi.

Ha nymky excniepris BOO3, came 1o cobi 3uu-
skenHs BMicty AAT € HeflocTaTHIM 71T JIIarHOCTH -
ku. Ocobu 3i sHmzkennM pisiem AAT mijsiraioTh
(enoTumyBanHIO. ¥ ci YMCIeHH] CiM'T 31 3HUIKEHUM
piBiem AAT (abo 3 BUSBJIEHUM MATOJOTIYHUM
reHoM PI) Takos misiraloTh 00CTEKEHHTO.

—  BukiiodyeHHsI MyKOBICIIUI03Y: MiJOKAPIIi-
HOBMI TeCcT, MOJIEKyJiIpHA [JiarHOCTUKA s
BUKJIIOUEHHSI MyTallii reHa MYKOBICHMI03HOTO
TPAaHCMEMOPAHHOTO PETYJISATOPA.

— IIJIP png Bukmodenus indikyBanHs
Bipycamu renatuty B i C [20,28,35].

JlikyBaHHSI maIlieHTIB i3 HEIOCTAaTHICTIO
Ol{-aHTUTPHUIICUHY

JlikyBanus cmnagkoBoi HejpoctaTHOCTi AAT
€ KOMIJIEKCHUM 1 TIOE/IHYE: BiJIMOBY Bi/l KypiHHS;
aJleKBaTHe XapuyBaHHS i (Hi3nyHI HaBaHTAKCHHS;
JiKyBaHHS (DOHOBUX 3aXBOPIOBaHb; MPODIIaKTH-
Ky 1 cBOo€uacHe JIiKyBaHHS 1H(MEKIN AuXajibHOI
CUCTEeMHU, IaTOTeHeTUYHY Tepartiio.

[TaToreneTnyna Tepanis € 3amicHa — ayrMeH-
tamniiina (augmenttation — mpupict, 36iJIbITEHHS )
€K30TEHHUM O 1-aHTUTPUTICUHOM JIJIS CTBOPEHHS
HOPMAJILHOTO OaslaHCy MPOTEA3HUX i aHTHUIIPOTE-
A3HUX KOMITOHEHTIB y CHPOBATII KPOBi i B 6asajib-
HUX BijI/liJIax JieTeHb. Y 11l Yac 3aMicHY Teparriio
IIPOBOZISITh Y YOTUPHOX HAMPsIMax: BHYTPIIIHLO-
BEHHA 3aMicHa Teparid npernapaTaMu 3 JIIOACbKOI
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TJIa3MU; 3aMicHa IHTaJATlIiHA Teparisd; 3aMicHa
Tepamisg pexombGinanTHum AAT; Tepamis cunre-
TUYHUMH iHTIGiTOpaMK IIpoTeas.

Kpumepii ons 3amicnoi mepanii

3amicHa Teparid TOKa3aHa TiJbKU TallieHTaM
i3 (yHKIIOHATBHO TiATBEPIKEHOIO eMbizeMOoTo
JieTeHb, 3yMOBJIEHOIO /eDIIUTHUM TSKKUM
dbenorunom PIZZ abo inmumu pigkicHumu heHo-
tnnaMu AAT. Bona He BIJIMBa€ Ha iHIII MTPOSIBU
criazikoBoro fedinuty AAT. [lpu rereposurorHux
denorunax PIMZ a6o PISZ samicua Teparis He
MoKa3aHa.

— Bik >18 pokis.

—  3uwmwxkenns Bmicty AAT y cupoBaTIi KpoBi
<35% (<0,84 r/1a60 <11 MMOJIB/J1) BiJl HOPMaJIh-
HUX BEeJINYUH.

— @eHOTUNU BHUCOKOTO PU3UKY 3aXBOPIO-
Bartst (PI1ZZ, Null, Null Null) a6o pinki gedexrhi
TeHM.

— Biamosa Bif KypiHHS B OcTaHHI 6 MicsIIiB.

— Emdisema nerensp i3 KAiHIYHUMH TTIPOsIBa-
mu, ODBu1 — <80%.

—  3a 6e3cuMnTOMHOrO Tepebiry — mporpe-
cytoue 3HMKeHHS (PYHKIIIT JIeTeHb YITPOIOBK POKY
(ODBut).

—  Buxmouenns pedimmry 1gA. Busnavemnts
lg cupoBaTtku KpOBi 3ymMOBJIeHE THM, IO TIPU
ix medimmri, 3okpema IgA, y KpoBi M.0. IMPKY-
JIIOI0Yi aHTUTIJIA /IO HBOTO.

—  Perymnapue obcresxenns na BIJL.

[Tepen mouaTkoM 3aMicHOI Tepatii peKOMeHTY-
10Th BaKIMHAIliO poTu rematuty A i B.

/lo nouamxy samicroi mepanii neo6xiono 3poou-
mu maxi 0ocAioNcenHs: BUBHAYEHHST BMICTY IMyHO-
rJ100YJIHIB Y CHPOBATIL KPOBI; IIPOBEAEHHS CIIPO-
MeTpii, BU3HaueHH 1ndy3iiiHOI 3aTHOCTI JieTeHb;
KT nerenp; moBaMIT aHami3 HyHKILT TIEUiHKH.

Baxxknusum edexTom 3amicHOI Tepariii € ii mpo-
TeKTUBHUI BIIMB ITPOTH PECIipaTopHOi iHdeKILi,
M0 € JyXKe BaXJWBUM, BPaxOBYIOUU BHUCOKY
HOMIMPEHICTh OPOHXOEKTA3iB cepell IMX IallicH-
TiB. Ie MOSICHIOETHCS BiIHOBIEHHIM OaaHCy Mix
MpoTea3amMy i aHTUIIPOTea3aMU Ta 3MEHIIEeHHSIM
3amaieHHs B IMXAJbHUX TIJISTXaX.

3aMicHy Tepartifo MPOBO/ISATH OUUIIEHUMU TTpe-
napatamMy, OTPUMaHUMU 3 JIOHOPCBHKOI IJIa3MU:
Prolastin, Prolastin-C (Icnanist), Aralast, Aralast
NP (CIIA), Zemaira (Icnanist), Elassia (CIIIA),
Trupsone (Trypson Icmanist), Alfalastin (Dpan-
1ist), Respicam (I3painnb) [9,16,20,28,33,35].

3aMicHa Tepartis TakoxK € e)eKTUBHOIO TTPH iHTa-
ssniiHomy BBeneHHi AAT 3aBasiku Tomy, 1110 € 6e3-
rocepe/iHE BBeJICHHS TIpernapary B JereHi. Tepares-
TUYHA KOHIIEHTPAIIis TPerapaTy JOCITaEThCA Y BCIX

xBopux. HeiHBasuBHUI 11JI5IX BBE/IEHHST IIPerapariB
AAT ne notpebye rocmiTamizartii marienris. [Tepesa-
TOI0 IHTAJIAIIHOT (hOPMU 3aMiCHOI Tepariil € Hu3bKa
71032 JIII0Y0I PEYOBMHU, IO JIA€ 3MOTY IIPOBOJUTH
JikyBaHHst B Oimbmiocti (y 3—4 pasu) mNaimieHTis
nopiBHgHO 3 o300 AAT B in'exmiiiniil (opmi.
3amicHa Teparmmisg AAT TakoX ToKazaHa MPU MYKO-
BicIn03i, OpoHxoeKTaTIuHill XBopodi [ 6,20,28].

CHHTE30BaHO CUHTETUYHWIT iHrOiTOP HEHTPO-
dinpHoi enacrasu Midesteine.

[TaToreHeTnyHo OOTPYHTOBAHUM € BUKO-
pucTaHHs iHTIGITOPIB IIpoTeas K OIIKOBUX Ipera-
paTiB 3 OpratiB i TKAHUH TBapWH (TPA3UI0JI, KOH-
TPUKaJ, CaJoJ, TOP/IOKC, iH.), TaK i CHHTETUUHUX —
iHTiGiTOPiB (HiOpUHOIIIZY, MTa3MiHY, XEMOTPUIICH-
Hy i Tputicuny (iHIPOJ, aMiHOKAIIPOHOBA KUCJIO-
Ta, MapaaMiHOMeTHIOEH30HA KUCIOTA).

OKpiM I11b0OT0, TAIIEHTH OTPUMYIOTH TEpaIIiio 3a-
JIESKHO BiJI KJITHIYHOI MAaCKH 1 TIepiojly 3aXBOPIOBAHHS
(pemicis, 3arocTpeHHsT) crakoBoro gedinmty AAT.

BpaxoBytoun posbasiaHCyBaHHSI CUCTEMHU TPO-
TeoJli3y B MAIieHTIiB i3 HepocTaTtHicTIo AAT, miepe-
MEKTUBHUM € 3aCTOCYBaHHS aHTU()EPMEHTHUX OiJI-
KOBMX iHIIOITOPIB IPOTEIHA3 IJIa3MK KPOBI JIOHO-
piB, 30KpeMa O-Makporiobyminy. OcraHHbOMY,
KpiM BJIaCTUBOCTEN iHTiOITOpa MaiiKe BCiX BiIOMUX
poTeiHas, mpuTaMaHHi iHIm Giosoriuni edekTu:
OJIMH i3 TOJIi(DYHKITIOHAIBHUX OLJIKIB — PEryJsiTo-
piB GYHKIT KIITUH, KJIITHHHOrO MeTaboJi3My,
TPaHCIIOPTYBaHHS 1IUTOKIHIB, PeryJisilis mpolieciB
eHJIOIUTOII3Y, TeMocTasy, (hiOpHUHOIII3y, Koomepa-
11is PI3HUX KJITUH KPOBi. Baroma posib HalIEeKNUThH
0l2-MaKpOTJIOOYJTIiHY B IMYHOJIOTIYHUX PeaKIlisiX,
KJITUHHOMY POCTi, METabO0Ii3Mi CIIOJIyYHOI TKaHK-
HU, MOZLYJIAIIi aKTUBHOCTI Pi3HUX IIUTOKIHIB, Pery-
JIAIl CMHTe3y OKcuay aszoTy Mmakpodaramu. [Ipum
Sa02 <90% mokasana TpuBajia OKCUTEHOTEPAITiS 3a
3araJIbHOTIPUIHSTOI0 METOUKOMO [33].

Merto10M BUGOpPY B JIiIKyBaHHI /iTeil, XBOPUX Ha
IOBEHIJIBHUI 1IMPO3 TEYiHKH, € TPaHCILJIaHTaIlis
rnevinku. BpaxoBylouum MoJioAMI BiK Ial[i€eHTIB
3 eMm(izeMoOIO JieTeHb, B OCHOBI SIKO1 € CITaJIKOBa
HegocraTHicTb AAT, MeTogoM BUGOPY € 0HOO Y-
Ha abo OiaTepasibHa TPAHCIIAHTAILIS JIETEHb, CEP-
ne-sereni [19,20,28,36,38].

OTxe, BUKJIQJIEHI MaTepiaju, Jal0Th 3MOTY
MIPAKTUYHUM JIIKapsIM YIOCKOHQJIUTUA 3HAHHS TIPO
reHeTUYHi acIleKTH JOBOJII CKJIQJIHOI CIIaJIKOBOI
nmarosiorii Ax fAedimuT anbda 1-aHTUTpUTICHHY,
0co6JIMBOCTI TIOPyTIeHb MeTaboi3My, KJiHiuHi
BapiaHTH nepeliry, 1iarHOCTUKY, Cy9acHi TIPUHITH-
MY JIIKYBaHHSI.

Aemop sasense npo eidcymmuicmo KoHpIIKMY
inmepecie.
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