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TepMHUHBI U oNIpeAeICHUS

Anbda-l-anTHTpHNICHH - HHTHOUTOP poTeas ceMelcTBa CEpIIMHOB,
HpEeHMYIIeCTBEHHON MUIIIEHbI0 KOTOPOTO SBIIsETCS HeHTpoduiIbHas 31acTasa.

Heilitpopuiabnas 3jactaza — (QEpPMEHT IIMPOKOTO CIEKTpa JEHCTBUS, KOTOPBIM
paspylaeT 3JaCTHH, KOJJIAreH, NMPOTEOrNIMKAHbl U APYrHe KOMIOHEHTHI 3KCTPALEILIIOJIIPHOIO
MaTpHKCa.

OMm¢uzema — HamMyMe MOCTOSHHOTO PACHIMPEHUsS ABIXAaTEIbHBIX IyTeH OUCTalIbHEe
TEepMHHAIIBHBIX OPOXUOII, CBSI3aHHOE C JECTPYKIHEN CTEHOK allbBEOJL.

XpoHuueckasi 00CTpyKTHBHasi 00/1e3Hb JIETKHX — 3a00ieBaHHe, XapaKTepH3YIOIeecs
NEPCUCTHUPYIOIIHUM OrpaHUYCHUEM BO3AYUIHOI'O IOTOKA, KOTOPOC 00BIYHO MPOrpeCCUpyET U ABJIACTCA
CJICACTBUEM XPOHUYECKOI'0 BOCHAJIMTECIIBHOI'O OTBETA JAbIXaTCIbHBIX nyTei/i M JIETOYHOM TKaHH Ha

BOS,Z[eﬁCTBPIe UHTaJIMPYEMbIX MOBPEKAAIOIINX YaCTHULL UJIU T'a30B.

1. Kparkas ungopmanus

1.1 Onpenenenue

Nedunut ansga-1l-anturpuncuna (A1AT) — reHeTHYECKH A€TEPMUHUPOBAHHOE
3a0oJieBaHne, BEI3BAHHOE HEOCTATOUHOCTHIO A1 AT B CBIBOPOTKE KPOBH ¥ MPOSIBIISIOIIEECS B
BHUJIE XpPOHIUECKOH 00cTpykTHBHOM O0ne3nn nerkux (XOBJI), s3M(pu3eMsl JIeTKUX, TOPAXKEHHUS

TNCYCHU U COCYIOB.

1.2. DnuaeMuoa0rus

Tounast pactipoctpaneHHOCTh neduimta AIAT B OONBIIMHCTBE MOMYISINI HEH3BECTHA,
Y MHOTHX JIUI] OH OCTAeTCs HeTUarHOCTUPOBAHHBIM.

ITo manupiM EBpomneiickoro sieroynoro ¢oHaa, B cTpaHax EBpombl pacnpocTpaHeHHOCTh
neumura A1AT Bapsupyer B mpegenax | k 1800—2500 HOBOpOXKAEHHBIM, UTO COCTaBIISET
nopsizka 125 teic. yenosek [1, 2].

B Poccuiickoii ®epepanui MacIITaOHBIX AMHIEMHOJIOTHICCKAX HUCCICIOBAHUA 1O
pacmpocTtpaneHHOCTH Aeduiura A1 AT He IPOBOTUIOCE.

B ciyyaifHoil BRIOOpKE PYCCKHMX M3 pas3iM4HBIX obnacteil eBpormeiickoil yactu Poccuun
gacrota Z-amienu konebanack ot 0,3 mo 1%, gacrora S-amnenu — ot 0,2 o 1,5%. Io pacuerawm,
B eBpomneiickoi yacti PO oxoso 17,7 ThIC. TOMO3UTOTHBIX WJIM KOMITAYH/A-TE€TEPO3UTOTHBIX JIUI]
no S- uim Z-anneny, a Take 2,6 MiIH. HocuTenel. B a3uaTckoi yacTu 3TH HUQPHI COCTABISIIOT
1,2 teic. 1 500 ThIC. cooTBercTBeHHO [3]. Ommako cyauts o uacrore geduuura A1AT B

pOCCHﬁCKOﬁ NOmyJiiiuu Ha OCHOBAHHUH DTUX CBGIIGHI/Iﬁ HC IPCACTABJIICTCS BO3MOXXHBIM.



Pacnpoctpanennocts neunmta A1AT cpeau nmanueHToB ¢ auarnoctupoanHoit XOBJI
TOYHO HEU3BECTHA, OJJHAKO IO pe3ybTaTaM HEeOOIBIINX UCCIEeNOBaHUi cocTaBsieT oT 1 mo 5%
[4, 5].

B 1984-2000 roxax B P® npoBeneHo uccnempoBanue 1o onpeseneHuto yposas A1AT B
CBIBOPOTKE KPOBH ¥ 366 MAIEHTOB ¢ OPOHX00OCTPYKTHBHBIME 3aboneBanHmamMu. Cpean
o0cneoBaHHBIX O0BHBIX BIABIEHO 11 (3,3%) roMo3uroTHEIX HOcuTenei ZZ-annenet u 5

(1,5%) HocuTeneii SS-anneneii [6].

1.3. DTHOJIOIMSI M TATOrE€He3

Aub(a-1-aHTUTPHUIICHH — OJHOLEIOYCYHBIH MIMKONPOTeHH Maccol 52 k/la, uHruourop
nporeas ceMeicTBa cepruHoB (Serin protease inhibitor — serpin), npenMyiecTBEHHON MHUILICHBIO
KOTOPOTO sBIIsieTCsl HeHTpombHas dmacta3a. HelitpoduisHas smacraza — (pepMEHT IHPOKOTO
CIeKTpa JAeHCTBHA, KOTOPBIA pa3pymlaeT »3JIAcTHH, KOJJIareH, (UOPOHEKTHH, JaMHHUH,
HPOTEOrIMKAHBI U APYIHe KOMIIOHEHTBI IKCTPALeIUTIONAPHOro MaTpukca [4].

Aunbda-1-arTHTpHUIICHH oOecrieunBaeT ©Oonee 90% 3amMTEl OT MPOTCONUTHICCKOM
Harpy3KH Ha  HIDKHHE  JbIXaTenbHele myTH. Kpome Toro, AIAT  oGmamaer
HIPOTUBOBOCTIATUTENBHBIM, MMMYHOMOAYIHPYIOIIUM, aHTUOKCHIAHTHBIM, OAaKTEPUIMAHBIM U
JPYTHEMH CBOWCTBaMH, 0OYCIIOBIHMBAIOIIMMH €TO MPOTEKTHBHOE JICHCTBHE Ha JICTOYHYIO TKaHb
[7,8].

I'maBubiM ucrouHukoM A1AT sBIAIOTCS renaTOUUTHI, HO CHUHTE3UPOBAaTh €0 MOTYT U
MOHOHYKJIeapHble (harouThl, HEUTPOQUIIBI, KISTKU SIUTENHUS CIU3UCTON IbIXaTeNbHBIX IyTeil U
KHIIeYHuKa [4].

I'en, orBewarommii 3a mpoxykumio A1AT, Hocut nBa HasBaHus — SERPINAI (amrm.
serpin peptidase inhibitor, clade A), wiu Pi (proteinase inhibitor) u pacnonoxen na 14-it
xpomocome (14032.1) [9-11]. OH orTaMyaeTcs BBICOKOM HOJIUMOP(MHOCTBIO: K HACTOSIIEMY
BpeMeHn onucano Oosee 100 BapuaHTOB ameneil [7], U3 HUX B 0a3y JaHHBIX O MYTaIHMsIM
genoeka (HGMD) Bonuto 6onee 50 maToreHHBIX MyTalui.

Bce amnenun xmaccuUIMPYIOTCS B 3aBHCHUMOCTH OT IJIa3MEHHON KOHLEHTPAIMU U
coiictB A1AT Ha cienyrorue Tumsl [4]:

e HOpMaJIbHBIE alIeNH, OTBETCTBEHHBIE 3a BBIpabOTKY A1AT ¢ HOpMambHBIMU
CBOWCTBAaMH H B JOCTATOYHOM KOJIMYECTBE;

¢ neUINTHBIC aJUISIH, IIPH KOTOPHIX BEIpaOaThIBAeTCs HEAOCTATOUHOE KOJIMIECTBO
AlAT;

e HyJEBBIC aJUIeNH, IPU KOTOPEIX A1AT B KPOBH HONHOCTEIO OTCYTCTBYET;



e amrenu C HapymleHHeM (QYHKOUH, OpH KOTOPHIX KosmmdecTBO AlAT He
OTJIMYAETCS OT HOPMBI, HO OH HE MOXET BBIITOJIHATH CBOU (DyHKITHH.

Jna  nauddepeHIMpoBKH  pa3NYHBIX TE€HETHYECKHX BapuaHTOB Moiekyn AlAT
HCIIOJIB3YIOT MX MOJBIDKHOCTE ITPH 1eKTpodopese, 0003Hauast OyKBaMHU OT «A» 10 «Z».

AJtenn HaceIyIoTCsl 1O KOJOMHHAHTHOMY THITY, crienmgudeckuii ¢geHotnn A1AT
OTIpeeNseTCs IBYMs alIeTIMH.

Haunboree pacmpocTpaHeHHBIM HOpMaibHbIM (Genotunom siisercss Pi*MM (cpenmsis
HOJIBIDKHOCTB), ONpeensieMblit y 95% miuil eBporneou Hon pacsl [4].

Jedummt A1AT oOBYHO BO3HHMKAeT B pe3yNbTaTe HACIEHOBAHUS IBYX ACHHUIIUTHBIX
anneneil. I'eTepo3uroTHoe HOCUTENBCTBO ACGHUIIUTHOTO ajLIeNs CKOpee MOXKHO paccMaTpHUBaTh
Kak IPEeIpacIojIoKEHHOCTh K pasBUTHIO marojoruu [12, 13]. V Kypsiuux aui ¢ (peHOTHIIOM
Pi*MZ Bpliire prck pa3BUTHs OPOHXHATBHOMH 00CTPYKIINH.

K OoCHOBHBIM NIEpUIMTHBIM aJIeIsIM OTHOCATCS BapHaHTH S M Z, Ipu KOTOpeIX A1AT
HONUMEpU3yeTCsl, 3aJep)KUBaeTcd B TMEUCHH U TIOCTYMaeT B KpPOBb B  KOIHYECTBE,
cootserctBeHHo, 40-60 u 10-20% ot Hopmer [4]. IMogasistoriee OOJBIIUHCTBO CITydacB
KInHUYeCKH 3HauuMoro nedumura A1AT passuBaercs npu ¢enorune ZZ (96%). S-amtens
nproOpeTaeT KIMHUYECKOE 3HAaYCHUE TIPU COYeTaHuU ¢ Baprantamu Z win QO (HyneBas ajiels)
[14-16].

B curyammax, xorna aktuBHas Gopma AIAT He oOpa3yercs WM KOHIEHTPAIWS €ro B
CBIBOPOTKE KpOBU MeHee 1% OT HOPMBI, aJleNlb HAa3bIBACTCS HYNIEBBIM, (DEHOTHUIT 0003HATACTCS
NullNull mmu QOQO u accouuupyercsi ¢ pa3BUTHEM HauOosiee TsOKeIoW (GopMbl medunnTa
A1AT. Dro xpaiine penxuii Bapuant nepuuuta A1AT, uIeHTUHPUIUPOBAHHBIA B €IMHUYHBIX
CITyJasX.

Cpenu amteneii ¢ mapyuienuem Qpyakuuu A1AT naubonee moapo6uo usydena Pittsburgh
MyTalys, Ipu KoTopoil koHuenTpauus A1AT He oTaMYaeTcs OT HOPMBI, OJHAKO €r0 CBOMCTBA
OJM3KU K aHTUTPOMOMHY, YTO MPUBOIUT K HAPYILIEHHUIO CBEPTHIBAHUIO KPOBH BO BTOPOH (aze u
MOBBIMIAET PUCK T'€MOPPATrHYECKOro INMOKAa M CMEPTH MpPU BOCTIAIUTENBHBIX IIPOIECCAX WIIH
TpaBmax [17].

ITaTorenes nopas;xeHust J1ero4YHOi TKaHU
Benymieit Teopueil mopaxeHus JerouyHod TkaHu mnpu gedurmure A1AT aBmgercs

Jqucbamanc B cucreme mnporeonms—adtunporeonus [18]. B ycmoBusx medunmra A1AT
MPOUCXOJUT HEKOHTPOIMPYEMOE IOBBIIICHAE AKTHBHOCTH IPOTEOIUTHYCCKUX (PEpPMEHTOB,
HpEXJIe BCEro HEHTPO(UIBHOI 31acTa3bl, B PE3yIbTaTe Yero 3JIaCTUUECKUE BOJIOKHA M IPyrHe

CTPYKTYpBl ~ 3KCTPALEJUIIOJILIPHOTO  MAaTPHKCA HWKHUX  OTHEJNOB  ObIXaTECIbHBIX IIyTEH



MOJIBEPTAIOTCS. MEJICHHOW JECTPYKIMH. DTO TPUBOJUT K TOTEPE DIACTUYHOCTH JIETOYHOM
TKaHH, Pa3BUTUIO OOCTPYKTHBHBIX HAPYIIECHHN ¥ YM(PH3EMEI.

[ToBpexaarolyro poJib UTPaeT U BO3ACHCTBUE HEUTPO(MUIIBHON 31acTa3bl Ha PElEnTOPbI
cucteMbl KoMmiuieMeHTa, penentopsl CXCR1, MMMyHOITIOOYJHHBL, Ipyrde aHTHIIPOTEasbl, a
TaKkkKe Ha aKTUBHOCTh PECHUTUATOTO JMUTENHs. [IOBBIIEHHAass aKTUBHOCTh HEUTPOPHIBHOM
9acTa3bl TAKKE CIOCOOCTBYET THUIMEPCEKPEIMH CIIHM3H, ACCOIMHUPOBAHHOW C XPOHHUYECKHM
opounxurom [19,20].

Anbda-1-aHTUTPUIICUH obnagaer BaXXHOM IIPOTUBOBOCHAIUTEILHOM u
UMMYHOMOIYIHPYIOIIEH aKTHBHOCTHIO — BIMSHHEM Ha HUTOKWHOBBIA MPOQIIb, MHIPAIHIO
JIEWKOIMTOB, aKTUBAIMIO U Tposudeparnuio T-miMpOIUTOB, HETOCTATOYHOCTh KOTOPOI BHOCUT
CYILECTBEHHBIN BKJIaJ[ B Pa3BUTHE KIMHHUUYECKUX MPosiBieHni neduunra A1AT [21].

[Mommepsr A1AT Z-tuma, oOpasyromuecs HEMOCPEICTBEHHO B JISTKOM, TaKKe 00J1a1atoT
MPOBOCHATUTEILHBIMA CBOMCTBAMH: OKa3bIBAIOT XEMOTAaKCHYECKOE JEHCTBHE B OTHOUICHHU
HEUTPODUIIOB, CTUMYIHPYIOT MX aAr€3UI0 U BBIXO] MUEIOEPOKCHIA3EI.

BaxHyto ponb B moBpexiaeHun Jerkoro mpu aepurnmre AlAT wurpaer KkypeHue.
CurapeTHslii JIbIM MOXET JOTOJHUTENHHO YCWIMBATH MonuMepu3anuio moiekyn AlAT,
HapylIaTh CHHTE3 JJIaCTMHA B JIETKHX, MOAJEPKHUBAaTh HEUTpoQuibHOE BocmaneHue [22, 23].
Kypenune, Bo3neiicTBME MOJUIIOTAHTOB W JIETOYHBbIE WH(QEKIMH TOBBIIIAIOT  YPOBEHb
MPOTEONUTHIECKON Harpy3KH, YCKOPSS IPOTPECCHPOBaHIEe 3a00IeBaHUs JIETKHX.

IMaTorene3 nmopas;keHusi TKAHU NeYeHH
3aboneBanus neyenu npu aeunnure A1AT BO3HHKAIOT TOJBKO MPH MYTAIHSIX, KOTOPBIC

BeAyT K HakomieHHI0 A1AT B nedeHouHBIX KineTkax. Knaccuueckuil TN Takodl Myranuu —
reHotunn Pi*ZZ, mpu koropoMm moimMepn3oBaHHBIE MoJNeKynsl AlAT 3amepxuBaroTcs B
SHJOIUIA3MATHYECKOM DETHKYIyMe IEeYCHOUYHBIX KIETOK U OKa3bIBalOT TIeMaTOTOKCHYECKUH
s¢dexr [24, 25].

B 10 e Bpemst y MHOTHX JiHL[ ¢ heHOTUIIOM Pi*ZZ KIMHUYECKHX MPOSBICHUH 00JIE3HU
MEYeHN HE BO3HHWKAeT. BeposTHO, CIIOCOOCTBYIOT pa3BUTHIO 3a00JIeBaHHS CTEaTOTenaros,
TOKCHYECKOE MOBPEK/ICHUE IIEYEHH BCJICACTBHUE YNOTPEOJICHUS aJIKOTOIsl U MHQHUIMPOBAHHE

BUpycamu remnartura [3, 26, 27].

1.4 . Koguposanue no MKB-10

E88.0 dedunut anbda-1- aHTUTpHUIICHHA.

1.5. Knaccupuxanus

Ilo KIIMHUYECKOMY BapHUaHTy TCYCHUA MOJKHO BBIACJIUTH:



nedumut A1AT ¢ mpenMyIIecTBEeHHBIM OPaKEHHEM TeaTOOMIHAPHOH CHCTEMEI;
nepuuut AIAT ¢ mpeuMyIeCTBEeHHBIM TOPaXEHUEM JbIXaTeIbHON CUCTEMBI;
ngeduuur A1AT ¢ coueTaHHBIM MOPAKCHUEM JIETKUX U NICYCHH.

1.6. KiimHnyeckue nNposiBJIeHusl

Kak mpm OONBIIMHCTBE IPYrHX HACIEACTBCHHBIX 3a00JeBaHMI, KIMHHYECKHE MPOSBICHUS
nedunura A1AT cHIBHO BapbHUPYIOT U 3aBUCST OT (hJaKTOPOB OKPYKaroLIei Cpeibl.

Cpenu KIMHHUYECKHUX TposBiacHui nepunuta A1AT y B3pocibiX mpeoOiaaatoT JIerouHbIe
¢opmer.  HambGonmee  tummunsl smbmsema, XOBJI, penmauBmpyrome  OpOHXUTEL,
OpOHXOOOCTPYKTUBHBIN CHHApoM. Kpome TOro, psii HCCIIeOBaHUN YyKa3bIBAIOT Ha CBS3b
nepumura AIAT ¢ oOpa3oBaHHeM OpPOHXO3KTa30B, OpPOHXMAIBHON acTMOH, MOBTOPHBIMH
MHEBMOHHSAMHM, HANONAaTHYeCKUM (ubOpo3oM, pa3ButueM paka serkux [28-31]. IlepBeim
OpOSBICHHEM OOJIC3HH WM OCIOXKHEHHEM YK€ W3BECTHOTO 3a00JeBaHUS MOXET OBITh
CIIOHTAHHBIN THEBMOTOPAKC.

Crnemyromieid Mo pacpoCTPaHCHHOCTH KIIMHIYecKor (opmoit nepunnra A1AT siBnsetcs
nopaxkeHue nedeHu. [lopaxenwme nmedeHn y mmr ¢ penorunoMm PI*ZZ wacto nmedrotmpyer B
JETCKOM BO3pacTe U MOXKET KaK HOCHTh CyOKIMHHYecKHe (POpPMBI, TaK U MPOTEKaTh B BHAE
TSDKEJIOro  3a00NIeBaHUs C pa3BUTHEM IMpposa. YacToTa pas3BUTHA LHUPpO3a IEUCHU
YBEJIMIHMBACTCSI C BO3PACTOM M cocTaBisieT 3% cpenu mammentoB ao 20 swer u 30-50% — y
noxuibix [32]. Tlpu npeduunre AIAT peako HaGmomaercs OJHOBPEMEHHO BBIPAKEHHOE
HOopakKeHHe JIETKUX U NEeUeHH.

OmauMm w3 peakux mnpossieHui aeduuurta AIAT sBisercs HEKPOTH3HPYHOIIUN
naHHUKYIUT. Ecth coobuienus o csizu neduuura AIAT ¢ ANCA-accounnpoBanasivu (ANCA
— aHTHTENa K MUTOINIa3Me HEUTpO(MIOB) BACKYIMTaMH, B YAaCTHOCTH C TPaHyIEeMaTo30M
Berenepa (rpanysieMato3 ¢ momuanruutoM) [33, 34]. Ilpeamonaraercs CylieCTBOBAHHME CBSI3U
Mexay gepunurom A1AT u takumu 3a0oneBaHMAMH, Kak (UOPOMYCKYIspHas IUCILIa3us,
TJIOMEPYIOHEe(PUT, TTAHKPEATUT W KOJIUT, PAaK MOYEBOTO Iy3BIPS, KOJOPEKTANBHBIN pak, pak
nerkoro u kpanuauna [35-39].

1.7. Tlporno3

Psap s ¢ pedpunurom A1AT uMeroT HOpMallbHBIC NOKa3aTend (YHKIUH JICTKMX Ha
MOMEHT NOCTaHOBKHM AMAarHo3a. TOUYHEIA MPOTHO3 (IIpH €CTECTBEHHOM TEYEHHH 3a007I€BaHUSA) Y
JAHHBIX MHIUBHAYYMOB Hem3BecTeH. OJHAKO €CTh JaHHBIC, MOATBEPXKIAIONINE HOPMAIbHYIO
BBDKHBAEMOCTh y HEKypAIIUX vl ¢ PiZZ-dpenorunom [19].

Hawubomnee pacnpocTpaHeHHOW MPUYMHONW CMEpTH y MarueHToB ¢ aedurnmutoM A1AT

SIBIISIETCSl bIXaTebHAsl HEJOCTaTOYHOCTh (45-72% cmepreil), 3aTeM cliefyeT LHUPpPO3 MEYeHH



(10-13% cwmeprteit) [40,41]. Cpean Hekypsmux marueHToB ¢ (eHotunoM Pi*ZZ smduszema
OTBETCTBEHHA 3@ MCHBIIICE KOJIMUYECTBO cMepTeld (45%), a uuppo3 — 3a 6oubiiee (28%) [42].
[IporHo3 aeduuura AIAT nOMUMO KypeHHUs! OTATYAIOT PsiJi TEHETHYECKUX W BHEIIHUX
(hakTOpOB — BO3IEHCTBUE MBUIM M MCMapeHui, dacthie oboctpenusst XOBJI u pecrupaTopHbie
uH(pekmn, OpoHXHaNbHas acTMa. 3HAYMMBIMH NIPEAUKTOPAMH BBDKHBAEMOCTH y IMACHTOB C
nepummurom A1AT sBmnsercs 3HadeHHMe 00BEM (HOPCHPOBAHHOTO BBIIOXA 3a 1-10 CEKyHIy

(O®BI1), a Taxxe nokazarenu KT-nencuromerpun (KT — kommbrotepras Tomorpadus) [40].

2. luarHocTuka
JNuarnoctudeckue Mapkeps! aedunura A1AT cymmuposansl B Tad. 1 [4, 7, 16].

Tabmuna 1. [luarnoctuyeckue mapkepsl aedunura A1AT

IIposiBieHnsi co cTOpoHBI OPraHoB AbIxaHus | [IposiBJIeHNS €O CTOPOHBI IPYTHX OPTraHOB H

CUCTEM

Pano Bo3Hmkmas sM¢pusema (B Bo3pacte [ 145 | BonesHb eueHn HESICHON STHOIOTHI

JTIeT)

OMpuzemMa JeTKHX B OTCYTCTBHE H3BECTHBIX
(akTopoB pHCKa (KypeHHUE, IPOU3BOICTBEHHOE
BO3IEUCTBHE TIBUIN U JIP.)

OMpuzema c MIPEUMYIIECTBCHHBIM
MopakeHHeM 0a3alIbHBIX OTIENIOB

Passutre XOBJI y mun Monoxe 40 et w/wumu

HexpoTtusupyronuii naHHUKYIUT
ANCA-acconuupOBaHHbIN BACKYJIUT
Hanmuwme B cemeitHoM aHamMHe3e SM(U3EMEI
JIeTKUX, OPOHX0IKTa30B, OOJIE3HU IIEUCHH,
MAHHHUKYJIUTA JIHOO TTO0ITBEP K ICHHBII
npedumut A1AT y KpOBHBIX POJCTBEHHHUKOB
(ocobeHHO y OpaTheB U cecTep)

€O CTaxkeM KypeHus: MeHee 20 nauek-JeT
BpoHX03KTa3b! HESCHON 3THOJIOTUU
OpoHxXHMangbHas acTMa C YCTOWYHMBBIM K
Tepanuy HapymeHneM QYHKITHU JIETKIX

o [lammentroB ¢ XOBJI, ocobenno mpu nedrote 3aboneBanuss B Bo3dpacte <40 yeT, cTaxke

kyperus <20 mavek-ler, SMduzeMaTo3HOM (EHOTHUIE, C MPEUMYLICCTBEHHBIM
pacronoxeHneM 3M(pHU3eMbI B 0a3albHBIX OTAEIaX PEKOMEHIYESTCSl TECTUPOBATh Ha ASHULIUT
A1AT.

YpoBeHs yoenuTeJLHOCTH peKoMeH1aumii A (YpOBeHb J0CTOBEPHOCTH A0KA3aTeJIbCTB 2).

KommenTapuu. Pannee evisenenue oegpuyuma A1AT nozeonrum npedynpedums 6030eicmaue

Gakmopos pucka (Kyperue u 0p.) U MOHUMOPUPOBAMb COCMOAHUE NAYUESHMA.

e Bcex mamMeHTOB ¢ XpOHMYECKMM 3a00JieBaHMEM II€YeHW HESICHOM  JTHOJIOTHH,
HEKPOTH3HUPYIOIIUM MaHHUKYIUTOM, TPaHYJIeMaTO30M C IMOJHMAHTHUTOM (TpaHyJeMaTo30M
Berenepa) m OpoHXO3KTa3aMH HESICHOM JTHOJIOTHM PEKOMEHIYETCS TECTHPOBAaTh Ha
nedummt A1AT [6-13].

YpoBeHb yOennTeJbHOCTH pekoMeHAanuii A (YpoBeHb J0CTOBEPHOCTH J0Ka3aTeJbCTB 3).

2.1. ’)Ka100b1 1 aHAMHE3

e TIlIpu cbope anamue3a y manueHToB ¢ gedpunuroM A1AT pexoMeHIyeTCs OIIeHUBATh HATTHIHE

OJIBIIIKY, KAaIlIsi, MPOAYKIMU MOKPOTHI, XPUIOB B T'PYAH, BO3pacT AeOI0Ta KIMHHYECKHX



MPOSIBICHUH, CTaX KYpeHHs, YTOUYHATh HAIWYHE TATOJOTHH JIIXaTEIbHOW CHCTEMBI
(3Mu3eMBI) U IEYCHN Y KPOBHBIX POICTBEHHUKOB.
Yposens GPP
KommenTapuu. Kiunuueckue CUMRIMOMbL CO CHOPOHbL ObIXAMENbHOU CUCEMbL NPU Oepuyume
AIAT mnecneyuguunvi. Haubonee uacmo Go3HuUKaem npoecpeccupyiowdas ooblKa npu
Qusuueckou nazpyske, MHO2UE NAYUEHMbL OMMEUAIOM INU00bL CEUCHAWE20 ObIXAHUA, KAllelb,
npOOYKyuio  MOKpomoel. Xpouuueckuil Kawienb Oolee xapakmepeH Ol OOIbHbIX C
oponxoskmazamu [7,29].

Knunuueckue nposenenus nauunaiomes, Kax npasuio, 6 cpednem gospacme (32—41 200),
Xoms OnuUcana 3HavumenvHas eapuaberbHocms epemenu ux oeoroma [4, 43-45]. Ha cxopocmb
DA36UMUS U MAACECMb NOPANCEHUS JIeSKUX CYUeCBEHHOE GIUSHUE OKA3bIBAIOM PO BHEUWHUX (8
nepeyio ouepedv Kypenue) u ceHemuueckux gakmopos. Oonako auya ¢ HedoCmamo4HoCmvio
AIAT mozcym 6onemv XOBJI dasice npu omcymcmaeuu KypeHusi 6 anamHese.

V nmanuentoB XOBJI ¢ nedumurom A1AT mo cpaBHenuto ¢ 6onpHEIME XOBJI 6e3 Hero
Oosree BBIpakeHa OMBINIKA, XYK€ Ka4eCTBO JKM3HH M (DYHKIMOHANBHBIC ToKa3arermu [8,46]. K
(akTopam pucka ObicTporo mporpeccupoBanuss XOBJI y mammenTtoB ¢ nmepunmrom A1AT
OTHOCATCS] KypeHHEe, PUHAUICKHOCTh K MYXCKOMY TOJY, 1€0I0T KIMHUYECKUX MPOSIBICHUN B
Bo3pacte 3044 ner, ODBI1 B muTepBane 35-79% OT HOMKHOTO, OTpHUIATENbHAs Ipoda c
OpOHXOJIMTHKOM U HIBKHH ypoBeHb A1AT.

e Bcex mnammentoB ¢ gnepunutom AlAT HezaBUCHMO OT BO3pacTa PEKOMEHAYETCS

paccrpammBaTh 0 HAJTMYUH CHMITOMOB CO CTOPOHBI IeaToOMIHapHON CHCTEMBI.

Yposens GPP

KommenTapuu. V oemeii ¢ degpuyumom AIAT obviuno pazeueaemcs xonecmas pasHou cmenenu
BbIPANCEHHOCTNU,  CONPOBONHCOAIOWUICS  IHCEIMYXOU U  NOBbIUMEHUEM YPOBHA NeYeHOUHbIX
Gepmenmos. B nekomopvix cayuasx 3mo cocmosiHue npozpeccupyem 00 pa3eumus yupposa u
ne4eHOUHOU HedOCMAMOYHOCIU ¢ Aemanbhbim ucxooom [3, 47, 48]. V nexomopoix nayuenmos
be3 npusHako8 panne2o 3a00]e6aHUs NedeHU B03HUKAem HapyuleHue QYHKYuu nevyeHu 6
HOOPOCMKOBOM 803pacme U no3aice.

Iopaoicenue neuenu 80 63pOCIOM 803pACHIE NPOAGIAEMCA MEIKO- U KPYNHOY3108bIM
YUPPO3OM U YACO NPUBOOUM K DA3GUMUIO 2eNAMOYENIONAPHOU U XOJAAHSUOYELTIONAPHOU
rkapyunomsl [48, 49,50].

o IIpu nedumure AIAT ¢ NpeuMyIIECTBEHHBIM MOpaKeHHEM TeueHH auddepeHInaaIbHyo
JIUAaTHOCTHKY PEKOMEHIYeTCSI MPOBOIWTH C XPOHHYECKHM BHPYCHBIM  TEIATHTOM,
reMoxXpomMaro3oM, Oone3Hplo Buinbcona—KoHOBanoOBa, HEaJIKOTONBHBIM CTEATOTEIIATHTOM,

MIEPBUYHBIM OMJIMAPHBIM LIUPPO30OM reueHH [3].
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Yposens GPP

KommenTapuu. 3a ucknouenuem nusxoti niazmennou xouyenmpayuu AIAT, opyeue
nabopamopHble U KIUHUYECKUE NPOAGIEHUs Y mMAKUX NAyueHmos HeomIudumMsbl om
nposeIeHUll Yyupposa Opyeoi Smuoar02uu.

Hexpormupyrouuii manHuKyIUT npu geduimre A1AT npoTekaeT B reHepaIN30BaHHON
(hopme ¢ IpUTEeMaTO3HBIMH O0JIC3HEHHBIMH MOAKOKHBIMH y3JIaMH, KOTOPBIE MOTYT H3bSA3BISATHCS
[7,51, 52].

2.2. Du3uKaJIbHOE 00c/Ie10BaHNE

e IlIpu npoBeneHNN HU3UKATBHOIO OCMOTpa Y ManueHToB ¢ geduiuroM A1AT pexoMeHgyeTCs

oOpaiate BHUMaHHE HA COCTOSHHE JIbIXaTEIbHOM, TeNaTo0mIHapHOil CHCTEMBI,

OCMAaTpPUBATh KOXKHBIC TOKPOBBL

Yposens GPP

KommenTapuu. V nayuenmos ¢ degpuyumom A1AT mocym onpedensimvcs npusnaxu
amehuzembl — ygenuuerue nepeoHe3aone20 pamepa epyoHoll KiemKu, SMpuzemamostvie
«NOOYWKUY, YMEHbUUeHUe NOOBUNCHOCIIU Juappacmbl, ociabiennoe Obixanue npu
aycKynbmayui; UH020a 8blCIyWUBalomces cyxue xpunsi [7].

Ipu decpuyume A1AT c npeumyuecmeeHHbIM NOPANCEHUEM NEUEHU NPU OCMOMPE MOV
ObIMb GbIAGIEHbl NPUSHAKU YUPPO3A NEYeHU.

Haubonee uacmoii nokamuzayueil NOOKONCHbIX V3108 NPU  HEKPOMUIUPYIOUjem

NAHHUKYIUMe AGIAIOMCA A200UdHble O00NACTNU, HUNCHAA HACMb HCUBOMA, NPOKCUMATbHLIE

omoenvl KoHeyHocmell.

2.3. JIabopaTopHas AMATHOCTHKA

e BceMm mammeHTaM C IOJO3peHWEM Ha HacieAcTBeHHBIH aedpunut A1AT pexomeHmyercs
n3mepenune yposust A1AT B ceiBopoTke kpoBu [4, 16,53].
YpoBeHb yoeauTeJILHOCTH peKOMeHIanuii B (ypoBeHb 10CTOBEPHOCTH A0KA3aTEJILCTB 2).

Kommenrtapuu. B ycnogusx P® onmumanvhuim aensiemcs onpeodenerue ypoens AIAT
MEMOOOM  UMMYHOMYpOUOUMempuy, npu Komopou Hopmarvubimu 3suavenusmu AIAT ¢
cbigopomke Kkposu 6ydym cuumamucs 0,9-2 2/n (npu uzmepenuu memooom negeromempuu — om
20042 [7].

Ipu unmepnpemayuu pe3ynomamog ciedyem yuumvléams, Ymo Npu UHQEKYUOHHBIX U
B0CNANUMENbHBIX — peaKyusax,  ONyxonax, cmpecce, WoKe, bepemeHHOCMU,  npueme
acmpoeencooepacauux npenapamos yposewv AIAT 6 kposu nosvuuaemes [7, 54-56].
Hccnedosanue nyuuie npogooums 6He nepuood 060CmpeHus accoyuupo8antbix ¢ oepuyumom
AIAT 3abonesanuii [7].
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e Omnpenenenue ypoBHs al-hpakunu rIo0yIHHOB C LENbI0 TuarHocTuk aedumura A1AT e
pEeKOMEHAyeTcd, TaKk Kak TpeOyeT MampHEHIINX WCCICAOBAHUN MUISI MOATBEPIKACHUS
nuarHosa [4].

YpoBeHb y0oeIuTEILHOCTH PeKOMeH/1anuii A (YPOBeHb JOCTOBEPHOCTH 10KA3aTeJIbCTB 3).

KommenTtapuu. Chuoicenue nub6o omcymemeue @gpakyuu al-enobyiunos npu pymuHHOM

anexmpoghopese 0eikos naasMbl KpoGu No380jsem 3anodospums Hanuydue depuyuma AIAT,

nockonvky ou cocmagnsiem 80-90% al-enobynuros kposu.

e Bcem mnamuwentam ¢ gpepunutoM AlAT pekoMeHIyeTcss €XEToJHOE HCCIIeIOBaHUE
OMOXMMIYECKOTO aHalM3a KPOBH C OMIpenelieHneM acmapraraMuHoTpaHcdepassl (AcAT),
anannHamuHOTpaHcdepasbl (AnAT), ramma-rmyramuntpancdepassr (I'TT), anpOymuna,
OunupyOKHa, a TAKKe ONpPeeIeHHEe KOJIMYecTBa TPOMOOIMTOB B KpoBu [57,58].

YpoBeHs yoenuTeJLHOCTH peKoMeH1aumii A (YpoOBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB 3).

KommenTapun. V nayuenmos c deguyumom AIAT uacmo eviagrisiemcss mpan3umopHoe

nogvluteHue mparcamunas. CHudiCeHue CUHmMemuyeckou (QYHKyuu nevenu (CHUdCeHuUe

anvOymuna) u mpomboyumonenus 6onee cneyuguursl O YUPPO3a nedeHu.

(I)eHOTl/IHI/lpOBaHPIe U reHOTUIIUPOBaHMu e
Ilon TCPMHUHOM (((I)GHOTI/IH» IPUHATO IOHMMAaThb J3KCIPECCUIO OINPEACIICHHOIO0 THIIA

A1AT, a MOHATHE TCHOTHIT OTPAXKALT CIIEIMPUISCKYIO KOMOWHAIINIO aJlIeieH.

e Bcem mamueHTaMm ¢ KIMHUYECKUMH TpusHakamu aeduiura A1AT (cM. tabn. 1) w/wim
CHWKEHHOW KoHueHTpauud AlAT B CBHIBOPOTKE KPOBM PEKOMEHAYETCS MPOBOIHUTH
(eHOTUIIMPOBaHHUE WK TeHoTHpoBanue [54,55].

YpoBeHsb yoenuTeIbHOCTH peKOMeHanuii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 2).

KommenTapumn. [enomunuposanue obiadaem  Haubolvuiel  4y8CMEUMENbHOCMbIO U

cneyuguunocmuio 0 onpedenenus depuyuma AIAT (S- u Z-amnenu). Ilo yposuio AIAT 6

CHIBOPOMKE KPOBU HEBO3MOIICHO NPeononodcums ceHomun oegpuyuma AIAT.

e KpOBHBIX POACTBEHHHUKOB ManueHTOB ¢ AepuuutoM A1AT (ocoOeHHO POAHBIX OpaTheB U
cecTep), a TakkKe CYNMpyroB Jiui, uMmerommx 1 wim 2 Z-amienu (10 poxkacHus peOeHKa),
PEKOMEHIyeTCsl OTMPaBIATh HA KOHCYJNBTAMIO K TEHETUKY M TPOBOJWTH Y HHUX
renorunuposanue [19,54,55].

YpoBeHb yoenuTeILHOCTH peKOMeHIanuii A (YPOBEHD I0CTOBEPHOCTH JOKA3ATEIbCTB 3).

KommenTapuu. B dannom ciyuae onpedenenue moavko yposhs AIAT 6 cvieopomke Kposu

HeOOCMAamo4HO, NOCKONbKY OaHHOEe UCCIe008aHUe HEMOYHO OMmpadicdem pucKk pazeumus

3aboaesanuti, accoyuuposannvix ¢ deuyumom AIAT.
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e TeHOTHIMpPOBAaHHE  PEKOMEHIYeTCS  MIPOBOAUTH  METOAOM  aJlIeNbCHenU(pHISCKON
amMmmduKayy (Ui BBIABICHUS amiened S m Z) wmm npsmeiM cekBeHupoBanueM JIHK,
BBIJICTICHHO# U3 JIFOOBIX SAPOCOACPIKAIINX KICTOK IS BBISBICHHS peAKuX MyTtarmii [59].

YpoBeHb yoeAMTEILHOCTH PeKOMeHIAIMIi A (YPOBEHB J0CTOBEPHOCTH I0KA3aTEIbCTB 3).

e Ormpenenenne ¢enornma AlAT (A-Z) pekoMeHAyeTcs TPOBOAWTE C IOMOIIBIO
TOHKOCJIOMHOI'0 H303JIEKTPHYECKOrO (GoKycupoBanus [4].

YpoBeHb y0eIUTeILHOCTH PeKOMeH/1auii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 2).

Kommenrtapun. Hauanvnvimu Oykeamu angasuma 00603nHayarom 6apuanmel ¢ BblCOKOU

CKOpOCMbIO nepemenjeHus, KOHeUHbIMU — NepemMenjarouiecs ¢ HU3KOU CKOpOCmblo.

2.4. HNHCTpYMEHTAJbHAST TUATHOCTHKA

MeToas! Bu3yanuzanuu
e IIpu omeHKe pe3ynbTaTOB PEHTTeHOTpadUH OPraHOB TPYAHON KIETKH Y MAIHUCHTOB C

nedummtom A1AT pexomeHIyeTcst oOpamaTh BHUIMaHHE Ha HATMYHE ITPU3HAKOB SM(H3EMBI
1 JIOKAJIN3ALHUIO TIOBBILICHUS IPO3PAavuHOCTH JierouHoit Tkauu [4,60].

YpoBeHb yGeIuTeILHOCTH PeKOMeH/1alMii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 3).

Kommenrtapun. Ha panneil cmaduu 3a001€6anusi USMEHEHUs. HA PEHMEEHOZPAMME OP2aHO8

2pyoHoll KlemKu, Kak npasuno, omcymcmeyiom. Ha Oonee no30Hux cmaousix onpeoensemcs

HU3KOe cmosAHue U YnioujeHue oua@pazmvl, 6epMuKaAIbHOe NONONCEHUe cepoyd, YeeaudeHue

nepeone3aoHe20 pasmepa 2pyOHOU KIemKU U PACUUperue pempoCmepHaiIbHO20 NPOCMPAHCIMEA.

ObedHenue cocyoucmozo pucyHka Habmooaemcsi 2lasHbIM 00pPA30M 6 HUMICHUX OmOenax 6

omauyue om npeobrAOAIOUE20 NOPANCEHUS GePXHUX O0Jel Y NAYUeHmos8 ¢ dImpuzemoli de3

oepuyuma AIAT. Conymcmeyiowee pacuwiupenue KoOpHell JRecKuX S6Isemcs HPUusHaKom

B03MOJICHOU 1€204HOU SUNEPMEH3ULL.

e VY ManMeHToB C BIEPBbIe BHIABICHHBIM AehuiutoM A1AT ¢ pecnupaTOpHBIMH CHMIITOMAMH
UMM M3MEHEHHEM T[oKasareled (yHKIMM JIETKMX PEKOMEHIYeTCsl IPOBe/IeHUE
KOMITBIOTEpHON ToMorpaduu Bbeicokoro paspemenust (KTBP) opraHoB rpynHOi KieTku
[19,60].

YposeHns yoenurenbHocT pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 3).

Kommentapun. KowmmbioTepHass ToMorpaduss BBICOKOTO pas3peliCHHs s6usiemcs 0oiee

HAOEICHVIM — MEMOOOM  OUACHOCTUKU — dMu3embvl, N03607aem O0OHApYdcums  Oyinbl U

opouxosxmasvl. Ilpu odepuyume AIAT xnaccuveckum RPUHAKOM AGNSAEMC NAHAYUHAPHAS

(nannobynapHas) smpusema ¢ npeumyujecmeeHHbIM NOPAXCeHUeM HUNMCHUX 0onell reekux. byniv

OONLUUX PA3MEPO8 BCMPEUAromesi Hewacmo, HO makdce 0Oonee 6blpAdiCeHbl 6 OA3aIbHbIX

omaenax. bponxoaxmasvl obuapyscusaromes npumepto y 25% nayuenmos [7].

Komnwromepnaa momoepagus evicokoeo paspeuwienus nosgoisem 6vliasums dmpusemy
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oajce y NAYUEHMO8 C HOPMATbHBIMU NOKA3AMENAMU KOMNIEKCHO20 UCCAe008AHUS (DYHKYUU
BHEWHe20 ObIXAHUAL.

Haubonvwieil uyscmeumenvHocmoplo U CREYUGUUHOCIBIO 8 OYEHKe NpOocpecCuposaHusl
ameuzemvr  obnadaem  memood  KT-Oencumomempuu,  KOIUYECMBEHHO — OYEHUBAIOUWUTL
8bIPadCeHHOCmb dIMpuzemvl [60-61].

e Perymiprnoe nposenenune KTBP 1mnd oueHku nporpeccupoBaHus IOPAXKEHUS JIETOUYHOM
TKaHH, acCONUUpoBanHOro ¢ nepurimtom A1AT, e pexomenayercst [19].

YpoBeHb yoequTeIbHOCTH peKoMeHanuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTENLCTB 3).

KomMmenTapun. B nacmosujee epems Hem OAHHBIX, KOMOPble NRPOOEMOHCMPUPOBATU YIyilleHUe

KIUHUYECKUX UCX0008 3a001e6aHUs 8 3A8UCUMOCTU OM OaHHbIX, noayyernbix npu KTBP epyouoi

KJIemKU.

DOYHKUHOHAJIbHASA TUATHOCTUKA
o [lanmenram ¢ aepunuram AlAT, He CONMPOBOXKIAIOUIMMCS KIMHUYESCKAMH MTPOSBICHUSIMHY,

PEKOMEH IyeTCs IIPOBEICHHAE CIMPOMETPHH Ha JTalle IepBudHoro obenemosanus [19,62,63].

YpoBeHb yoequTeJIbHOCTH peKOMeHIauuii A (YPOBeHb 10CTOBEPHOCTH J0KA3aTEIbCTB 3).
KommenTapuu. [1o oaunvim cnupomempuu onpeodeniemcs npeumyuecmeeHHo 06cmpykmueHblil
mun napywenuti: OPB1 u nopmansnas 1ubo cHudNCEHHAs: POPCUPOBAHHAS IHCUSHEHHAS, EMKOCMb
neekux (OIKEJI), cuuocenue ommnowenuss O@BI/DIKEJL. Jlanuvie usmenenus o06yciosnevl
2NABHBIM  0OPA3OM  CHUIICEHUEM DNIACMUYECKOU Ms2U 6Credcmeue OeCmpyKyuu napeHxumvl
ecKux (Imusemvl) ¢ OUHAMUYECKUM CHAOCHUEM HEeNOPAdICEHHbIX OvixamenbHuix nymeu. Kax
npasuno, Ha Kpusol NOMOK—00beM ONnpedensiemcs 02HYMOCMb IKCNUPAmopHou uacmu. Y
MHO2UX NAYUEHMO8 Onpedensiemcsa 00pamumMoCcms OPOHXUATLHOU 0OCPYKYUU.

Pannsis guarHocTHka (DYHKIIMOHANBHBIX HM3MEHEHHH (OpOHXMAIbHOW OOCTPYKITHHN)
HO3BOJISIET CBOEBPEMEHHO IIPHMHATH MEpBl 0 YCTPAHEHHIO (DAKTOPOB pPUCKA MOBPEKICHUS
nerkux, Hagath Tepamuio XOBJI u paccMoTpeTs Bompoc o cneruduaecKkoil Tepanun aeduimra
Al1AT.

e [lanumenram c sneroynoit dopmoii nedunursl A1AT BHauanme pekOMEHAYeTCS IPOBOAUTH
CITUPOMETPHUIO Kakaple 6—12 MecsieB 70 TeX Mop, NMoka He OyAeT HCKIYEeHO ObicTpoe
IIporpeccupoBaHme 3a00JIeBaH, OCJIC YEr0 YacTOTa MCCIICIOBAaHUN MOXKET OBITh CHIDKEHA
[4,19,63].

Yposenb yoeauteabHocTu pekomenaaumii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB 4).
KommenTtapun. Cxopocms chudicenuss O@BI npu odeuyume AIAT cunvno eapvupyem y
PA3HBIX NAYUEHMOS.

e BceMm mnamueHTaM C TIOPaKEHUEM JIETKHX, acCOLMHpPOBaHHOM ¢ jaeduuurom AlAT,
pEeKOMEHAyeTCcs TpoBeAcHHe OomumuieTnsMorpadmu ®  ompeneneHue auhy3HOHHOM
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CIIOCOOHOCTH JIETKHX.

Yposenn yoenureabHocTH pexkomenaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTENLCTB 3).

KommenTapuu. Kounnexcroe uccieooganue QyHKyuu neekux ompasjcaem paziuinsie acnexmol

namono2u4ecko2o0 npoyecca u noseoasem 06oaee 00bEKMUBHO OYEeHUMb CMeENneHb MAdicecmu

Je20uHou  namoao2uu. Jauuvie CnupomMempuu He Ompadicarom CMmeneHv eblPadICeHHOCHU

decmpyKyuu nApeHxXuUMbvl 1e2Kux y nayueHmos ¢ smpuszemot na goue oepuyuma AIAT.

CHudicenue 21acmuyeckol msacu conposoNICOaemcs yeeauuenuem ocmamoiHo2o 0ovema
u 00well eMKOCmuU JIecKuX, XapaKmepHo (POopMUposanue «8030yWHbIX 108yuexy. Kpome mozo,
pazeumue  dmpusemvl, KaAK APABUNO, CONPOBOHCOAEMCA  CHUdCeHUeM  oughgysuonnot
cnocodonocmu neekux [8].

Ha Oosee mo3aHUX CTAaAUsAX MOPaKEHHs JETKHX MOYKHO OICHUTH BIUSHAC SM(H3EMBI Ha
AKTHBHOCTb MBIIIIl TPYIHOW KICTKH W JuadparMbel IyTeM H3MEPEHHS MaKCHMaJbHOTO
MHCHHPTOPHOTO U HKCIIUPATOPHOTO AABICHUS B POTOBOI MOIOCTH.

e [laumentam c¢ nedunutom A1AT pekOMEHAYETCS €XKEroJHO IMPOBOAMTH YIbTPa3BYKOBOE
uccrnenoBanue (Y3U) OpromHONW MOJOCTH Ul MCKIIOUSHHUsS MpPOSIBICHUsT OOJE3HH CO
cTOpoHsI neyenu [57,58].

YpoBeHb y0eIUTeILHOCTH PeKOMeH1auii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 3).

e Jlammenram ¢ muppo3oM medeHu Ha ¢oHe nedummra AIAT pexomenayeTcs NpoBeAcHHE
VY3U OprourHoi MONIOCTH KaXKIAble 6 MeC JUTS HCKITIOYEHHS TelaTOeIUTIONSIPHON KapIITHOMBI
[4,19,58].

YpoBeHnb yoenurenbHocTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4).

2.5. Mnas 1marHocTuka

e TIlpoBeneHue OMOTICHH MEYEHH IS MOATBepxkAeHUS nepunnuta A1AT He pekoMeHayeTcs
[4].
VYpogenb yoenuteasHocTH pekomMeHaanmii C (YpoBeHb JOCTOBEPHOCTH 10KA3aTEIbCTB 4).
KommenTapuu. Ilpu cayuaiinom obnapysxcenuu LIIHK-no3umuenuix ekuouenuti 8 xooe
buoncuu neuenu credyem 3ano003pume Haauyue Z-aanenu eena Pi unu opyeux oepuyummoix
annenetl, npusooawux K noaumepusayuu AIAT. ITlpu smom moocem Ovimb BuUdeH
2enamoyeoNApHbIL  HeKPO3 — PA3IUYHOU  CIMENneHu  GbIPAdlCeHHOCMU, — 80CHANUMENbHbIE
KIemounvle UHGUILMpamyl, nepunopmanbHblil Guopo3 unu yuppo3 newenu. Yacmo umeemcs
Oeckgamayus HINUMeNUATbHBIX KIeMOK HCeTYHbIX NPOMOKO8, d UHO20A 8HYMPUNEYEeHOYHbII CMA3
Jcentu.
Ponb buoncuu neuenu ozpanuiena onpedeienuem cmaouu 3a001e6aHUs y NayueHmos

C Haauvuem evblpadstCeHnblx KIUHUYEeCKUX npo;zeﬂeﬂuﬁ.
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3. Jleuenne
3.1. KoncepBaTuBHas Tepanusi

3aMecTHTe/IbHAS Tepanus

Ha ceropHsAmHWN JeHP €IWHCTBCHHBIM JOCTYIHBIM CIIEHU(PHYECKUM CPEICTBOM
nedeHust SM(U3EMBI JIETKHX, oOycioBieHHON nedunutoM A1AT, sBiseTcs BHyTpUBEHHAs
3aMeCTUTeIbHAs (ayrMEHTAllMOHHAs) Tepanus denoBedeckuM A1AT, MOTyd4eHHBIM U3 Iyna
JIOHOPCKOH T1a3MBl.

3amecTutenbHass Tepanmus S(QEKTHBHO CHIDKACT CXKETOTHYIO IOTEPIO JICTOYHOM
TKaHH, O 9eM CBHUJICTEILCTBYET OlleHKa rokaszateneil KT-mgencuromerpun B auHamuke [64-
68]. EcTb Takke gaHHBIE, MOATBEPKIAIONINE YMEHbIIeHHEe CKOpocTH cHIbKeHuss ODPB1 B rox
W CTaTHUCTUYECKH 3HAYUMOE YBEIMYEHUE NPOAOJKHUTEIBHOCTH JXU3HU MTpPH TNPOBEIECHUU
ayrMeHTAIMOHHOM Tepanuu [63, 66, 68—71]. CornmacHo psay UCCIICIOBAHHIM, 3aMECTHUTEIbHAS
Tepamnusl CrocOOCTBYET CHI)KCHHIO YacTOTHI M YMEHBIICHHIO TsDKecTH obocTtpenuit XOBJI
npu nedpunute A1AT, a Takxke ymydIICHHIO KAa4ecTBa JKU3HM MALUEHTOB IO BONPOCHUKY
KJIMHUKH CBATOrO '€0prus, 0JHAKO J0Ka3aTeabHOM 6a3bl MoKa HEAOCTaTOuHO [72—74].

3aMecTHTENbHAS Tepamusi OKa3blBaeT IPOTHBOBOCIANHTEIBHOE MJEHCTBHE, YTO

MOJTBEPXKIACTCS CHIDKCHHEM KOJIMYeCTBA HEUTPO(MIOB W ypOBHS WHTEpleHknHa-8 B

NPOMBIBHBIX BOJaxX OpOHXOB, YMEHBLICHHEM AaKTHBHOCTH HEUTPOPUIBHOM »31acTa3sl U

neiikotpueHa B4 B mokxpore. OIHAKO OHa HE MOJKET IOBJUATH Ha MPOBOCHAIUTENIBHBIE

cBoiicTBa mouMepoB Z-tuma A1AT.

Takum 00pa3oM, 3aMeCTHTENbHAs Tepamus 3aMeUIseT NPOrPEeCcCHpOBaHUE OOJE3HH
JIETKHX | SBISICTCS HauOoJiee MaTOreHETHYSCKH 000CHOBaHHBIM METOIOM JICUCHHsS Te(UIIHTA
A1AT.

e DBHyTpuBeHHas 3aMeCTUTEIbHAas Tepamus  OUYUIICHHBIM  uenoBeueckuM  AIAT
pexomenayercst auiam ¢ aeduiurom A1AT denorunos Pi*ZZ, Pi*ZNull, Pi*NullNull
00 ¢ penKuMHU IePHUIUTHBIMH BapuaHTaMu ¢ KoHuneHTpanued A1AT mensmme 0,8 r/x
(11 Mxmoms/m) crapme 18 ner, Hamm4WeM KIMHHYECKHX IPOSBICHHH CO CTOPOHBI
opranoB asixanust u OO®B; 30-65% ot nomkwuoro [4, 7, 16,19, 69,74,75,76].

YpoBeHb yoeIuTeILHOCTH PeKOMeH/1aluii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 1).

KommenTapuu. 3amecmumenvuas mepanus HaAnpagieHa Ha 0OCMUNiCEHUE U NO0OepicaHue

rxonyenmpayuu AIAT eviwe nopoea 6ezonacnocmu — 0,8 2/n. Ycmpanenue oegpuyuma mne

Modicem 80CCIMAHOBUMb NOBPEHCOCHHBIE CINPYKMYPbL 1€2K020, HO MOJicem npedomepamuns

Oanbreliulee nospescoeHUe Je20UHOl MKAHU U CMAOUIUZUPO6amb cocmosinue nayuenma [75].

e V manuentoB ¢ aepunutoM A1AT u ODPB; <30% pekoMeHAYETCS PACCMOTPETh BOMPOC O
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BHYTPUBCHHO# 3amMecTuTeNbHON Teparmuu [19].

Yposenn yoenureabHocTH pexkomenaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTENLCTB 3).

KomMmeHTapuu. B rxauecmee apeymenmos 3a NpoeedeHue 3amMeCmumeibHOl mepanuu

svicmynaem NOMEHYUANbHAS BO3MOJNCHOCMb ~ VMEHbUUMb  CMEPMHOCMb,  3aMeOUmb

npoepeccupoganue 3aboneganus. OOHAKO  O0OKazamenvbHoU  6aszvl 05l  NPOBEOCHUs.
3amMecmumenbHol mepanuu y OAGHHOU Kame2opuu nayueHmos HedoCmamoyHo.

e VYV manmenToB ¢ pepummurom AIAT ¢ ODPBI >65% pemieHre OTHOCHUTEIHHO TPOBEICHUS
3aMECTHTEIBHON Tepanuyd PEeKOMEHAYECTCS NMPUHUMAaTh B WHIWBUAYAILHOM IOPSIKE, C
YYETOM MOTCHIHAIEHOW BO3MOXKHOCTH 3aMEUIUTh MPOTPECCUPOBaHUE 3a00JICBAHUSI U B
TO K€ BpPEeMs BBICOKOI CTOMMOCTH TEpalHWd U OTCYTCTBHEM JOKa3aTeNbHOW 0a3bl IUis
JNaHHO# Kateropuu OosbHbIX [19].

YpoBeHb yoeauTeJbHOCTH peKOMeHAanuii A (YpOBeHb J0CTOBEPHOCTH J0KA3ATEILCTB 3).
Kommentapuu.  llpoguiakmuyeckoe  npumeHenue  ayeMeHMAYUOHHOU  mepanuu
HeyenecoobpasHo, HOCKONbKY He ) 6cex nayueHmos c¢ msadcenvim Oepuyumom AIAT
paszsusaemcs omMpuzema neeKux.

Ilpu npunamuu peweHnus OMHOCUMENbHO NPOBEOEHUs 3AMEeCMUMENbHOU Mepanuu y 3mux

nayueHmos ciedyem Yuumoléams maxue Gaxmopuvl, KaK 603pacm, 6vicmpoe CHUdCeHue

O®BI, cuudicenue Oup@y3uonnol cnocobHOCmMuU 1e2KUX U npocpeccuposanue smpuzemvl no

oannvim KTBP opeanog epyoHoll KiemKu.

e BuyTpuBeHHas 3aMecTHTeNbHas Tepamus He pekomeHayercs mamuentam ¢ XOBJI ¢
reTepo3UroTHRIM reHotunom faedurmra A1AT [77,78].

YpoBeHb y0eIuTeILHOCTH PeKOMeH/1anuii A (YPOBeHb JOCTOBEPHOCTH [0KA3aTeJIbCTB 3).

KommenTapuu. Ponbs 3amecmumensHou mepanuu y OGHHbIX RAYUEHMOS 8 HACMOAWee 8PeMs

He 5ICHA.

e 3amectuTenpHylo Tepanuro npu gepuuure A1AT He peKOMEHIyeTcs MPOBOIMTH
MaIMeHTaM, MPOJI0JDKAIIUM KypuTh [66,79].

Ypogenb yoenutebHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEIbCTE 3).

Kommenrtapuu. [loxasano, umo cueapemusiii OblM  HOOAIAEmM  AHMUDLIACTNAZHYIO

axmusrnocme AIAT in vitro u in vivo.

o [lammentam c gedpunurom AIlAT u Oponxoskrazamu 0e3 OpOHXOOOCTPYKTHBHOTO
CHHJpOMa MMPOBECHUE 3aMECTUTEIBHOM Tepanuu He pekomeH ayetcs [19].

Ypogensn yoeauteanHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEIbCTB 3).

e [lammeHnTamM ¢ TMOpaXeHHEM T[EYEHHW, acCOUUpOBaHHBIM C aedpumurom AlAT,
MPOBEJICHUE 3aMECTUTEIBHOM Tepanuu He pekomenayercs [4,19,80].

YpoBeHb yGeIUTEIHLHOCTH PeKOMeH/IaNuii A (YPOBEHb JOCTOBEPHOCTH 0KA3aTEJIbCTB 3).
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KommenTapuu. Ilockonvky nopasicenue neuenu cesazano ¢ Hakonienuem noaumepos AIAT, a

He ¢ nomepei NpomMeoIUMUYECKOl 3auWumel, 3aMecmumenbHas mepanus Hedp@dexmusHa.

Knunuueckuii onvim neuenuss nayueHmos ¢ 3a601e6aHUAMU Ne2KUX U NeYeHU, 00YCA061eHHbIX

oepuyumom AIAT, noomeepacoaem, umo 3amecmumesbHAs Mepanus He 6Ausem Ha

nopascerue neyeHu y 3mux nayueHmos.

B mHacrosmiee BpeMs OTCYTCTBYeT Kakas-THOO crermuduyeckas Tepamus i 3a0ojeBaHHN

NeYeHH, CBs3aHHBIX ¢ aedumurom A1AT. Jluma ¢ TepMuHaNBHOW cTajguei 3abojeBaHUs

TICYCHU SIBJIIIOTCS KaHIUAAaTaMH [T €€ TPaHCIUTaHTaIHH.

o [lammentam c peduuurom AlAT, mnepeHecmuM Tmepecanky TMEYeHH, TPOBEACHUE
3aMeCTUTEIbHOU Tepanuu He mokaszaHo [19,80].

YpoBeHb y0eIUTeILHOCTH PeKOMeH1auii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 2).

KommenTapuu. Ycnewno mpaucnianmuposanuas OOHOPCKAS NedeHb CuHmesupyem u

6b1c8000dICOaem 6 kKposb Hopmanbhoe Koauvecmeo AIAT.

e JlammeHTaM C HEKPOTH3UPYIONIMM IMaHHUKYIHTOM Ha ¢oHe npedummra AlAT
PEKOMEHIyeTCs IPOBe/IeHHEe BHYTPHUBEHHOM 3aMecTUTeIbHOM Tepamuu [81].

YpoBeHb y0enuTeILHOCTH peKOMeHIanuii A (YPOBEHb JOCTOBEPHOCTH J0KA3ATEIbCTE 3).

KommeHTapuu. /JoxymMenmupogana OMHOCUMENbHAS IDOeKmugHocms 3aMecmumenbHol

mepanuu 8 npedynpexcOeHuy pazeumusi U KOHMPOJe KONCHbIX NPOAGIeHUU OAHHO2O0

3abonesanus. Ilayuenmam ¢ HeKpOMUUPYIOWUM NAHHUKYIUMOM MOdCem ROmpebo8amvcs

bovuasn 0o3a npenapama, yem nayuenmam c re2oynou popmou oepuyuma AIAT.

e V nmanueHtoB ¢ IgA-mepunurom (Hanmmuumem — aHTU-IQA-aHTUTEN) MpOBEICHUE
3aMECTUTEINIbHOM Tepanuu He pekomeHayercs [4].

YpoBeHb y0enuTeJILHOCTH peKOMeHIanuii A (YPOBEHb JOCTOBEPHOCTH J0KA3ATEIbCTB 3).

KommenTapun. /lpenapam A1AT, kax kaxicowlil npenapam, uzeo0mosieHHbll U3 NIa3Mbl KPOGU

yenoeeKa, NOMeHYUAIbHO MOJICem co0epHcams ciedosvie Konuvecmea IgA, 6 cesasu ¢ uem u3z-3a

pucka anaguiaxcuu OaHHbIll 81O Mepanuy NPOMUBONOKA3AH IMUM NAYUSHINAM.

e Ilpu mpoBeIeHHH 3aMECTUTENBHOW Tepamnu PEKOMEHAYeTCs BHYTPHBEHHOE BBEICHHE
ountienHoro A1AT 1 pa3 B Heneunio B no3e 60 mr/kr [4,82].

YpoBeHb y0eauTeJILHOCTH peKOMeHIanuii A (YPOBEHb J0CTOBEPHOCTH J0KA3ATEIbCTB 1).

KomMeHTapun. Bonbuuncmeo uccied08anull, CpagHUBasuUx 3Q@hekmueHOCMb PAHbIX CXeM

mepanuu, blA6ULU NPEUMYUEeCMEa edceHedelbHo20 6sedenus npenapama. Iloxkazano, umo sma

cxema nosgoasiem noodepacusams yposenv AIAT eviwe nopoea beszonachocmu Ha 6cem

unmepsaie mexicoy 6e0eHUAMU U NOBbIULA TN YPOBEHb AHMUINACNAZHOU AKMUBHOCMU.

Onpeoenenue yposua AIAT 6 cvisopomie kposu ¢ yeavio n006opa 003bl 3aMeCMUmenbHou

mepanuu He peKOMeHOYemcsl.
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3aMecTHTeNbHAsI Tepans, KaK MPaBIIo, XOPOIo mepeHocuTcs. [lo6ouHbIe peakiun
00BIYHO OTHOCHTEIHHO JIETKHE M KYIHPYIOTCSI caMoCcToATeNbHO. Hanbouee yacto BcTpedaroTest
HeOOoJIbIIas JIUXOPaJKa U 03HOO, KpAITMBHUIIA, TOLTHOTA M PBOTA, CJIA00CTh, TOJIOBOKPYIKEHHE.
Amnadunakcus onucaHa, HoO BcTpedaeTcsi KpaiiHe peiko. CiydaeB mapeHTepaIbHOTO 3apakeHUs
BUpYCHBIM TrenatutoM U BUY (Bupyc nMMyHOIE(UIMTA YEIOBEKA) U JIETANBHBIX UCXOIOB HE

3aukcuposano [67, 71, 83-86].
Tepamus XOBJI npu nepunnre A1AT

e V mamumentoB ¢ XOBJI mpu nedunute AIlAT pekoMeHIyeTcs HCIOJIb30BaTh
HHTIALHOHHBIE  M-XO0JIMHOOJIOKATOPHI, b2-anpenomumeruxu, HHTaJIILIHOHHbIE
TIIIOKOKOPTUKOCTEPOUIBI, KOMOMHUPOBAHHEIC IMPETapaThl, a TakXKe KHCIOPOJ0TEePAIHIO
[0 CTaHAAPTHBIM MoKa3auusM [4,87].

YpoBeHb yGeIuTeILHOCTH PeKOMeH1auii A (YPOBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB 3).

KommenTapun. Jleuenue XOBJI nposodumcs 6 coomeemcmeuu ¢ MeHCOYHAPOOHLIMU U

omeyecmeeHHbIMU PEKOMEHOAYUAMU NO JleYeHUI0 OAHHO20 3a001e8aNUs.

e Jlna neuenus oboctpennii XOBJI Ha done nedunura A1AT pexkoMeHIyeTCS YBEIHYCHHE
7103 OpOHXOUIATATOPOB, Ha3HAUEHUE KOPOTKUX KYpPCOB MEPOPAIBHBIX KOPTUKOCTEPOUIOB,
IIpU W3MECHCHHH CBOICTB MOKPOTHI — paHHEE HCIOJIB30BAaHHE AHTHOMOTHKOB, a TaKKe
HPOBEJICHHE PECIUPATOPHON TTOIJICPIKKHU NP HaJIM4YUHK Nokasauuii [4,7,87].

YpoBeHb yGeIUTEIHLHOCTH PeKOMeH/Ia1uii A (YPOBEHb JOCTOBEPHOCTH [0KA3aTEIbCTB 3).

Kommentapun. Obocmpenus XOBJI, ocobenno ¢ npusnaxamu b6axmepuanbhou ungexyuu, y

nayuenmos c oepuyumom AIAT xapaxmepu3syromes u36b1moyHo S1ACMA3HOU AKMUBHOCIBIO, 8

C653U C YeM aKmueHoe iederue O0INCHO Oblmb HA3HAYEHO KAK MOICHO panvule.

3.2. Xupypruyeckne MeTOAbI JIeYEHHS

e IIpoBeneHue XUpPYprHYECKOTO yMeHbIIeHUS oObema Jerkux (XYOJI) y manueHTtoB ¢
smpuzemoit Ha poue nedpunnta A1AT He pekomenayercs [88-90].

YpoBens yoeaureabHocTn pexkomenaanuii C (ypoBeHb J0CTOBEPHOCTH 0KA3ATEILCTB 3).
KommenTapumn. V nayuenmos c¢ oegpuyumom AIAT omgpuzema uacmo nokanuzosaua
NpeuUMyujecmeeHHo 6 6A3aNbHbIX OMOeNax JeKUX Uil HOCUM 2eHepalu308aHHbLIL XapaKmep,
umo Oenaem evinonnenue XYOJI mexnuuecku 6onee CNOHCHbIM U 8edem K YGeruteHuro
cMepmHoCcmu.

Ecmb omoenvusie oannvie 06 s¢hpexmusnocmu XYOJI y nayuenmos ¢ smpusemotl Ha
Gone depuyuma AIAT, coenacno KOmopwvim nOCAe ee NPoBedeHUst BO3MOICHO YMEHbULCHUE

Oablu/lKl/l, noevluienue moJeparnmuocmu K qbu3ul¢ec:<0d Haepyske, a makosce yaydyuienue
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@ynxyuu neekux. OOHAKO HA Ce2OOHAWHUL OeHb Hem YemKux Kpumepueg omoéopa O
maxkozo emewamenscmea. Kpome mozo, noxasano, umo npu oepuyume AIAT ynyywenue om
XV OJI menee svipasicennoe u menee npoooaxcumenvroe, wem npu XOBJI 6 eco omcymcemsue.
e [lpu TsokenoM TedeHWHM 3a0ojeBaHUs (BBIpaXEHHas 3M@u3eMa W OJBIINIKA B MOKOE U
MUHUMAJTbHONW (QU3NYECKOW HArpy3Ke, COXPaHSIOMAsCs HECMOTPsS Ha ONTUMAJbHYIO
MEIUKaMEHTO3HYI0 M peaOMIUTAllMOHHYIO Tepanui) pPEeKOMEHAYETCS pPacCMOTPETh
BOTIPOC O TpaHCIUIaHTanuu Jerkux [91,92,93].
YpoBeHb y0eIuTEILHOCTH PeKOMeHIanuii A (YPOBEHb JOCTOBEPHOCTH [0KA3aTeJIbCTB 3).
KommenTapun. Buicusaemocmov y nayuenmos ¢ XOBJI, accoyuuposannoii ¢ deuyumom
AIAT, nocre mpancniaumayuu JeeKUx He OMIUYANACL OM  BbIICUBAEMOCIU NOCTe

mpancnianmayuu nayuenmos ¢ XOBJI 6e3 dedpuyuma AIAT.
4. TpopunakTuka

e Bcewm nmanuenTam ¢ gedummutom A1AT pexomMeHIyeTcs HCTIONB30BaTh BCE MEPHI IS OTKa3a
ot Kypenus [78,94,95].

YpoBenb yoeauTeI-HOCTH peKOMeHIAUMIT A (YPOBEHB JOCTOBEPHOCTH A0KA3aTEILCTB 1).

KommenTtapuu. Omkas om Kypenus — 0CHOGHAS Mepa NPoQUAGKMUKY PA3GUMUSL U 3aMe0NeHUs]

npoepeccuposanus 3abonesanus neekux npu oegpuyume AI1AT. Ilokasano, umo ckopocms

crudicenuss ODBI u cmepmuocms CHUdICAEMCsL Y RAYUEHMO8, YChewno opocugwux Kypumso [94].

e Jlarmenram c nedurmmrom A1AT pexoMeHIyeTCs MpOBEICHHE BaKIMHAIIMN ITPOTHUB I'PHUITIA
1 TTHEBMOKOKKOBOHM MH(EKIMH, a TIPH HATHIHUU MTOPAKCHHUS MEUCHN — BaKIMHAIINH IPOTHB
renarura B [4].

VYpoBenb yoequTeIbHOCTH peKOMeHIAUMIi A (YPOBEHB JOCTOBEPHOCTH 10KA3aTEIbCTB 3).

e Jlammentram ¢ XOBJI u nepunurom A1AT c HapymeHueM (QYHKIMOHAIBHOTO CTaTyca
PEKOMEHIYeTCs TIPOBEICHHE MYIbMOHOIOTHYECKON peabunuranuu [19,87].

YpoBeHb yoeIuTeILHOCTH peKoMeH1anuii B (ypoBeHb 10CTOBEPHOCTH 10KA3aTeNLCTB 3).

KommenTapuu. [lokasano, umo peabumumayus Modicem noGbiCums GbIHOCIUBOCb, CHUZUMND

BbIPAICEHHOCb OOBIUKU U YUCLO 20CHUMANU3AYULL.

e V nammeHroB ¢ jpeduuurom A1AT pexoMmeHIyeTcs CBEACHHE K MMHMMYMY BO3JEHCTBHE
(aKkTOpOB, pa3ApaXKAIOIIUX AbIXaTENbHbIE ITyTH, TAKMX KaK Ta0auHbId JbIM (TTACCHBHOE
KypeHue), mbuth 1 ucnapenus [4,87].

Ypogenb yoeauteanHocTH pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH J0KA3ATEIBCTE 3).

Kommenrtapuu. [lpu uacmom npogheccuonanbnom Konmaxme ¢ makumu Qakmopamu modxicem

nompeb08amvbcsi CMeHa Mecma pabomeoi.

e [laupeHntam ¢ TmOpa)keHHEM TMEYEHH, AacCOUMUpPOBaHHbBIM C aepummurom AlAT,
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PEKOMEHIyeTCsl 0TKa3 OT ajKoross, codmoaenue auerst Ne 5 [4].
Yposens yoenutesbHocT pekomenanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4).
BaxxHyto poiib Mrpaer u JIeYeHHE COMYTCTBYIOUICH MATOJOTHH MEYCeHH, OPOHXUAIBHON

ACTMBI 1 CBOCBPCMCHHAA TCpaIius I/IH(I)CKI.II/II‘/‘I JAbIXaTCJIbHbBIX HyTCﬁ.
5. Ocobble cutyanuu

MMeroTcst aHHBIE O BO3MOXKHBIX MPOOJIeMax BO BpeMs OCPEMEHHOCTH Y HEKOTOPBIX
xeHmuH ¢ pepumuroM AlAT ¢ denotunom PI*ZZ. Onmcano yBenW4YeHHE YacTOTHI
BBIKHJIBIIIEH U MEPTBOPOKICHNH, a TaK)Ke pa3BUTHE MHEBMOTOpaKca BO BpeMsl OEpeMEHHOCTH Y
KEHIIMH C HCXOOHBIM HammugueM Oymn [96-98]. Tem He MeHee y MalMEHTOK C TSDKEIOW
sM(U3EeMOit HAOIIFOIATNCEH YCIICITHO 3aBEPIIMBIINECS JTOHOIIEHHbBIE OepemeHHOCTH [96].

Ilepen BO3AYIIHBIMH TIepeleTaMH MAIMEHTHl C OSMQHU3EMON TOJDKHBI MPOXOIUTH
cnenuansHoe obcnenoanue. HeoOxoauMo mprHUMAaTh MEPHI, YTOOBI N30eKaTh THIIOKCEMUH.

. B ciydae moBwIIIeHNsI TEMITEPATYPHI TeJIa MAUEHTaM C JeQUITITOM
A1AT pexoMeHyeTCsl paHHHI MPUEM KapOTOHKAIOLIMX MpenapaTos [25].

YposeHns yoenurenanHocT pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH 0KA3ATEIbCTB 4).

KommenTapun. /flaunas pexomenoayuss ocHogawna Ha mom, umo noaumepusayusi AIAT

YCUIUBaemcsa npu 1uxopaoxe.

B xozme aHecTe3wu mpu omepanusax B BepXHEM OTAeJEe OPIOIIHOW TOJOCTH, & TaKkKe B
BOCCTAHOBUTEIBHOM IIEPHOAE HENOCPEICTBEHHO II0CJIE OIepalyyd BaKHYIO PpOJIb UIpaer
WCKYCCTBEHHAs] BEHTHJISALMUS JISTKUX C YIJITMHEHHBIM BBIZIOXOM. B TOCIICOnepaioHHOM TIepHoIe
TakKe BXKHO 00ECTIeUHTh IPEHUPOBAHNE MOKPOTEL.

e VYponoruyeckue, TMHEKOJIOTUYECKUE MU KOJIOPEKTaJbHbIE BMEILATEIbCTBA y MALUEHTOB C
neduutoM A1AT pekoMeHyeTcs, IO BO3MOXXHOCTH, TIPOBOJNUTH B YCIOBUSX MECTHOH MITH
nepuaypaibHOi aHectesuu [99].

YpoBens yoenutesbHocTH pekoMeHaanuii C (YpOBeHb T0CTOBEPHOCTH J0KA3ATEIbCTB 4).

Kpurtepun oneHKH KadecTBa MEeANIUHCKONH OMOIIH

YposeHn Yposenn
Ne | Kpurepnit JOCTOBEPHOCTH | YOeAUTEIbHOCTH
JI0Ka3aTeJIbCTB | peKOMeHAaluii

JAuarnocruka nepunura A1AT

Onpenenena koHueHTpauus A1AT B cbIBOpOTKe
KpOBH
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2 Brinonnena KTBP opranoB rpyaHoit kneTku 3 C

Brinonnena cnupoMeTpus 3 A
4 | BemomaeHo Y3U opraHoB OpIOIIHOM HOIOCTH 3 A
5 BrimonHeH OMOXIMIYECKHI aHATIM3 KPOBH C 3 A

HCCIIEJOBAaHUEM YPOBHS MIE€UEHOUHBIX ()EPMEHTOB

Jleyenue nepunura A1AT

6 ITpu Hammuuu XOBJI Ha3HaueHsl 3 A

OpOHXOAMIATATOPHI

Hexypsmum nanuenTtam crapiue 18 et ¢ 1 A
7 | HATMIHEM PECTHPATOPHEIX CHMITOMOB, YPOBHE

A1AT <11 mxmons/n, ODPBI B npenenax 30—

65% Ha3HaUeHa 3aMECTUTEIIbHAsI TEpaIIHs]

1 A

8 | PexoMeHIOBaH OTKA3 OT KypeHHs

IIpuioxkenne Al. Cocras paGoyeii rpynmnsl

Bbenerckuii Aunpeit CraHucinaBoBuY

3aenyrommii kadenapoit mynsmononorun GI'BOY BO
«Poccuiickuii  HalMOHAJBHBIM  HCCIEA0BATEIbCKHUI
MeauuuHckuid yHuepcuter uM. H.M. IMuporosa» M3
P®, npesunentr Poccuiickoro — pecnmpaTOpHOTO
o01ectBa, mpogeccop, I.M.H.

Kapuesckas Haranbs AnaTonbeBHa

Hayunsiii corpynnuk ®I'bY «HWUW nyneMoHOIOTHM»
®OMBA Poccun, K.M.H.

HNnpkoBuy Muxaun MuxaiioBuy

Hupekrop HUUM wuHTEpCTHUIHMATBHBIX W Op(aHHBIX
3a00NeBaHMI JIETKHX, 3aB. KadeApoil ITyTbMOHOIOTHH
OIIO0 ®I'bOY BO «Ilepreiii Cankr-llerepOyprekuit
rOCyJapCTBEHHBI MEIULIMHCKUM YHMBEPCUTET HUM.
akaz. W.II. TTaBroBa» M3 P®, npocdeccop, 1.M.H.

T'emOunkas TatesHa EBrenneBna

PykoBonurenn oTaeia TepaneBTUYECKOn
nynasmoHosoru, HUMIT ®I'bOY BO «Ilepsblii CaHKT-
ITerepOyprckuii  rocynapCTBEHHBIH  MEAMIIMHCKHUN
yHuBepcuteT uM. akaxa. W.II. IlaBnoBay M3 PO,
npodeccop, 1.M.H.

Jlemenko Urops BukropoBnu

IIpodeccop xadenpsl GTU3MATPUH U TYITBMOHOJIOTHH
OI'bOY BO «Ypanbckuit roCyJapCTBEHHBIN
MEIUIMHCKUNA  yHuBepcureT» M3 PO, rnaBHbIN
BHEIITATHBIN CIIEIIUAIUCT-ITYJIbBMOHOJIOT M3
CBepI0BCKOM obnactu u VYrpasnenus
3npaBooxpaHeHuss T. ExarepmrOypra, HaydHBIH
PYKOBOAUTENb KIMHUKHM «MeauuHCcKoe 00beaNHEHHE
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«HoBast 6onpHHLIAY, Tpodeccop, A.M.H., 3aCITy>KEHHBIH
Bpauy PO

3axaposa Exarepuna IOpreBHa

3aBeayromias naboparopueit HacJIeICTBEHHBIX
Oonesneii oo6mena BemectB PIBHY  «Menuko-
TEHETUYECKUN HAYYHBIN HEHTP), K.M.H.

CumonoBa Ornbra Uropesna

3aBenyiomas ~ OTAENEHHEM  IIYJBMOHOJOTMH U
amneprosiorud ®I'AY «HanuoHanbHbI MeIUIUHCKUI
HCCIIeJIOBATEILCKUI 1IEHTP 3710pOBbs Aerei» M3 PO,
JI.M.H.

Jemko Mpuna BnagumupoBHa

3aBenyromias kageapoil BHyTpeHHHX Oone3Heit Ne 2 ¢
kypcom 11O OI'bOY  BO "KpacHosipckuii
TrOCyJApCTBEHHBI MEIULMHCKUN YHMBEPCUTET HM.
npod. B.D. Boitno-Scenenxoro" M3 P®, rnaBHbIH
BHEIITATHBIA CHEUUANUCT ITyJbMOHOJOT, TJABHBIHA
BHEILUTATHBIN CHELHAIUCT aJJIeproJior M3
KpacHosipckoro kpas, mpodeccop, 1.M.H.

Iynsxenxo Jlapuca Bragumuposna

3aBeayromias MmyJbMOHOJIOTHYecKUM oTenenuem ['bY3
«Hayuno-uccnenoBatenbckuif MHCTUTYT — KpaeBas
knuHUYeckass OompHuma Ne 1 wmm. mpod. C.B.
Ouanosckoro» M3 KpacHogapckoro kpasi, TJIaBHBIN
BHEIITATHBIH  CHEIHANUCT  TEPareBT-MyJIbMOHOJIOT
KpacHonapckoro kpasi, A.M.H.

Menpuuk Ceetnana MiBanoBHa

Bpau IIyJIbMOHOJIOT-aJUIEPTOJIOT, Jerckuit
nyasMoHonorudeckuit  ueHrtp  OI'bBY  «Cankr-
[TeTepOyprckuii Hay4HO-HCCIENOBATEIILCKUNA HUHCTUTYT
¢Tr3nomynsMoHONOTHE»Y M3 PO, K.M.H.

Ipuno:xenune A2. MeTono10rusi pa3padoTKu KJIMHUYECKHX PeKOMeH Il Ui

ueﬂeBaﬂ AYIUTOPUA TAHHBIX KIIHHUYECKUX peKOMeHHaHHﬁ! ITyJIbMOHOJIOT'H,

TEpaneBThL.

MeTO[[]:l, HUCHOJb3yeMbIC I cﬁopa/ce.ﬂelcuml A0Ka3aTeJbCTB: IIOMCK B DJICKTPOHHBIX

0a3ax JaHHbBIX.

Onucanne METOA0B, HCIIOJB30BAHHBIX JJIfl OLICHKH KaYeCTBa U CUJIbI

A0KA3aTeJIbCTB: JOKA3aTeNbHOM 0a301 sl pEKOMEHJAINH SBISIOTCS MyOIUKAINH, BOIIEIINE

B Koxpanosckyro 6ubnuorexy, 6a3sl nanusix EMBASE, MEDLINE u PubMed. I'nyouna

noucka — 10 ner.

MeTOI[bI, HCIOJIb30BaHHbIE 1JIS1 OLEHKH Ka4YeCTBa U CHUJIbI 1I0Ka3aTe/IbCTB:

KOHCEHCYC DKCIIEPTOB;

OIICHKa 3HAUMMOCTHU B COOTBETCTBUHU C PEHTHUHIOBON CXEMOII.

MeTOZ[])l, HCIOJIb30BaHHbIE AJIS1 AaHAJIN3A 10KAa3aTeJbCTB!

0030pHI OMTYyOTMKOBAaHHBIX METAaHAIN30B,;

cucTeMaTH4ecKue 0030pbl ¢ TAOJIMIIAMU J10Ka3aTeIbCTB.
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Onucanne MeTOA0B, HCMOJIB30BAHHBIX IS aHAJIN3A JoKa3aTeabcTB. [Ipn oTOope
MyOJIMKAIHiA, KaK MOTEHIIHAIbHBIX HCTOYHUKOB JIOKA3aTeNbCTB, UCTIOB30BaHHAS B KAYKIOM
UCCIIeIOBAaHUU METOAOJIOTUS U3ydaeTcs U1l TOTr0, YTOOBI YOeTUTHCS B €€ BATUIHOCTH.
Pe3ynbrar u3ydeHus BIUSET Ha YPOBEHb 10Ka3aTeIbCTB, IPUCBAUBACMBIH yOJIMKALIUY, YTO B
CBOIO OY€pe/Ib, BIUSET HAa CHUIIy pEKOMEHIALUH.

JIJs MUHUME3AIMH TOTEHIINAIBHBIX OMINO0K KaXKJ0€ HCCIIeOBaHHE OLEHUBAIOCH
He3aBUCcUMO. JI100bIe pa3uuus B OLIEHKaX 00CYXIAIUCh BCE IPYyIIOi aBTOPOB B IIOJHOM
cocrase. IIpu HEBO3MOKHOCTH IOCTHKEHHSI KOHCEHCYCa IPUBJIEKAJICS] HE3aBUCUMBIH 3KCTIEPT.

Tabauubl 10Ka3aTEJbCTB: 3aMOJHAINCH aBTOPaMU KIIMHUYECKUX PEKOMEHIAIUM.

Metoabl, HCII0JIB30BaHHbIE 1JIs1 (POPMYJIMPOBAHMS PEKOMEHIALMIi: KOHCEHCYC
9KCIIEPTOB.

Huaukatopsl 106pokavecTBenHoi npaktuku (Good Practice Points — GPPs).
Pexomennyemas 1o0pokadecTBEHHAS MIPAKTHKA Oa3UPYeTCs Ha KIMHUIECKOM OIIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIAIINH.

DKOHOMHYECKHI aHAIN3. AHAJIM3 CTOMMOCTH HE TIPOBOJIHIICS | ITyOIHKaIH 110
(hapMaKOIKOHOMUKE HE aHATN3UPOBAIINCE.

MeTtoabl Baaugalluu PeKOMeH/ 1AM :

BHEIIHSS OKCIIEPTHAs OLICHKA,;

BHYTPEHHSS KCTIEpTHAs OLIEHKA.

Onucanue MeToa BalMJaluu pekoMenaanuii. Hacrosmue pekoMeHaanuy B
MIPeBapUTEIbHON BEPCUH OBUIN pELieH3UPOBAaHbI HE3aBUCUMBIMH IKCTIIEPTAMH, KOTOPBIX MPEKIE
BCETO0 MONPOCHIN IPOKOMMEHTHPOBATh, HACKOJIBKO JOCTYIHA JJIsl IOHUMAaHHS UHTEPIPETALUs
JI0Ka3aTeNbCTB, JIeXkKallasi B OCHOBE PEKOMEHAALUI.

Bce koMMeHTapuu, OJIy4eHHbIE OT 3KCIEPTOB, THIATEILHO CUCTEMATU3UPOBAIIUCH U
o0cyxaanuch wieHaMu pabodei rpyIisl (aBTOpaMu peKoMeHaanuii). Kaxx il myHKT
00CyXJ1aJICsl B OTIEIBHOCTH.

KoHncyabTanus u 3kcnepTHas oneHka. [IpoexT pekoMeHanui ObII peleH3NPOBaH
HE3aBHCHUMBIMU IKCIIEPTaMH, KOTOPBIX, MPEXK/IE BCETO, MOMPOCUIIN TIPOKOMMEHTHPOBATD
JIOXOJYUBOCTb U TOUHOCTh HHTEPIPETALUH JOKa3aTeIbHON 0a3bl, JiexKaIlel B OCHOBE
PEKOMEH I,

Pabouas rpynna. /[y OkoHUaTEIbHOM pelaKMU U KOHTPOJIS Ka4yeCTBa pEKOMEH AU
OBUIH TTOBTOPHO MTPOAHATM3UPOBAHBI WIEHAMH Pad0oveld TPyMIbl, KOTOPbIe MPHUIILTH K
3aKJII0YEHUI0, YTO BCE 3aMEUYaHUsl 1 KOMMEHTapuH SKCIIEPTOB PUHATHI BO BHUMAHUE, PUCK

CHCTEMATHYECKHUX OIINOOK npu pa3pa60TKe peKOMeH}IaHI/Iﬁ CBC€ICH K MUHUMYMY.

24



OcHoBHbIE pexomMeHaanuu. Cita pekoMeHnanuii (1-2) Ha OCHOBaHUN

COOTBETCTBYIOIIUX YPOBHEH Noka3aTenbCTB (A—C) M MHIUKATOPHI TOOPOKaYECTBEHHON

npakTuku (Tadi. 1) — good practice points (GPPS) npuBoasTcs Ipy M3I0KEHUU TEKCTA

PEKOMEHIaluMn.

PeiiTuHroBasi cxema /1 OLEHKHU CHJIBI peKOMEeHAAIM it

CreneHpb CootHoleHue Merononornueckoe kauectBo | [losicHeHus 1o
AO0CTOBEPHOCTH pucka u HMMEIOIUXCS 10Ka3aTeIbCTB | MPUMEHEHHUIO
peKoMeHaanui MIPEUMYIIECTB peKOMeHTarmi
1A ITonb3a otueruBo | HanexHbie CunpHas
CuabHast MpeBaJupyeT Hal | HEIPOTUBOPEUHBLIE peKoMeHaIums,
pexoMeHanus, pHUCKaMH 1 JIOKA3aTeNIbCTBA, OCHOBAHHEBIE | KOTOpAas MOXKET
OCHOBaHHAsl HA 3aTparami, Jubo Ha XOPOUIO BBHINOJIHEHHBIX HCIIOJIb30BATHCS B
JA0Ka3aTeJbCTBaX | HA000pOT PKU nnn HeonpoBepKUMBIe | OOJIBIIMHCTBE
BBICOKOT0 JI0Ka3aTeNbCTBRA, CIIy4aeB y
KavyecTBa MPEeICTaBJICHHBIE B KAKOH- MPEUMYIIECTBEHHOTO
6o npyroi popme. KOJIMYECTBA
JlanpHelme uecieIoBaHus | MAIUeHToB 0e3
BPSIZ JIM U3MEHST Hallly KaKHUX-1100
YBEpEHHOCTH B OIICHKE W3MEHEHUH 1
COOTHOLLIEHHUS TOJIB3bI U UCKITIOYEHU I
pucka
1B ITonb3a oTueruBo | JlokaszarenbcTBa, CuibHas
CuabHast MIpeBaJMPYeT HaJl | OCHOBAaHHbIEC HAa Pe3y/bTaTax | PeKOMEHIAIHs,
peKoMeHxanus, pHCKaMu U PKMU, BBITIOJTHEHHBIX € MIPUMEHEHNE
OCHOBaHHAsl HA 3aTparami, Jubo HEKOTOPBIMU OTPAaHUYECHUSIMU | KOTOPOIl BO3MOMXKHO
A0KA3aTeILCTBAX | HA000POT (IpoTUBOpEYMBEIE B OOJIBIIIMHCTBE
yYMepeHHOr o pe3ysbTaThl, ciyvaeB
KavecTBa METOJIOJIOTUIECKUE OIINOKH,
KOCBEHHbBIE WJIM CllyyailHble U
T.IL.), THOO APYTUX BECKUX
ocHoBaHusX. JlanpHeHIINE
HCCIIeIOBAHMUS (€CIIA OHU
HPOBOJSTCS), BEPOSITHO,
OKXYT BIMSHHUE HA HAITY
YBEPEHHOCTh B OLICHKE
COOTHOIIIEHHUS TIOJIB3HI U
pHUCKa U MOTYT U3MEHHUTh €€
1C Tlons3a, BeposiTHO, | JlokazaTenscTBa, OTHOCHUTENHHO
CuabHast Oynmer OCHOBaHHBIE Ha | CHJIbHAs
pexoMeHaLUs, [IPEBaJIUPOBATD 00cepBalMOHHBIX peKoMeHaIus,
OCHOBAHHASI  HAa | HAJl BO3MOXXHBIMH | UCCIICOBAHUSAX, KOTOpast MOXeT OBbITh
J0KAa3aTeJIbCTBAX | PUCKAMU U | 6ECCUCTEMHOM KIMHUYECKOM | H3MCHEHa npu
HH3KOro 3arpatamMu  JHOO | ombiTe, pesynbratax PKU, | momyuernn
KayecTBa Ha000pOT BBINIOJTHEHHBIX ¢ | moka3aTensCTB OoJee
CYIIECTBEHHBIMU BBICOKOTO Ka4ecTBa
HEl0CTaTKaMHU. Jlrobas
OLICHKA addexra
paclueHuBaeTcs KaK
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HeoTpeaACICHHA

2A Tlonb3a Hanexnsie goxasarensctsa, | Cabast
Cnabas COIIOCTaBHMa C | OCHOBaHHBIE HA  XOpOLIO | PEKOMEHAALMS.
pexoMeHaaNuA, BO3MOKHBIMU BbimoiHeHHBIX PKUW  wnum | Beibop  Hawmydiei
OCHOBaHHAasl  Ha | PUCKaMU U | TOATBEP)KACHHBIE  JAPYTMMH | TAKTUKU Oyzmer
JM0Ka3aTeJIbCTBAX | 3aTpaTaMHu HEOTNPOBEPKMUMBIMU 3aBUCETH oT
BBICOKOI0 JAaHHBIMHU. KIIMHUIECKOM
KayecTBa JlanpHelmme wWcCneNOBaHMA | CUTyalluu
BpSI JIM  HM3MEHAT Hamly | (0OCTOSTENbCTB),
YBEPEHHOCTh B OIICHKE | MMalueHTa WA
COOTHOIICHHSI  MOJB3bl W | COUMAIBHBIX
pHCKa PENOYTECHUN
2B [Tonp3a JlokazaTenbcTBa, Cnabast
Cnabas COIOCTaBHMa C | OCHOBaHHBIE Ha pe3yibTaTax | pEeKOMEHAAIIHSL.
pexoMeHaLUs, puckaMu u | PKU, BBIMOJTHCHHBIX ¢ | AnpTepHaTHBHAS
OCHOBAaHHAsl  HAa | OCIOXXHEHHSMU, CYIIECTBEHHBIMU TaKTHKa B
JA0KA3aTeJIbCTBAX | OHAKO B 3TOH | OrpaHUYEHUSIMU OTIpeIeIICHHBIX
YMEpEeHHOr o OLICHKE ecTb | (IPOTHUBOPEUHBEIE CUTyallusiX  MOXKET
KayecTBa HEOTPECNIEHHOCTh | PEe3yJIbTAaThI, SIBUTHCS VTS
METOJI0JIOTHYECKUe Ne(EKTHI, | HEKOTOPBIX
KOCBCHHBIC WM CITy4ailHbIC), | MAIIMEHTOB JIYYIIHM
WIn CUIIBHBIE | BBIOOPOM
JIOKa3aTeNIbCTBA,
TIPE/ICTaBICHHbIE B KaKoil-
6o Apyroi Gpopme.
JlanpHeimme Hcciaea0BaHUsS
(ecrm oHM  TIpOBOAATCHA),
cKopee BCETO, OKaXyT
BITMSTHHE Ha Hanry
YBEpEHHOCTh B OILICHKE
COOTHOIICHUSI  TOJB3Bl U
pHUCKa U MOTYT U3MEHUThH €€
2C Heonno3naunocts | JlokazaTenbCcTBa, OueHb cirabas
Canabas B OIICHKE | OCHOBAHHbIE Ha | peKOMEHIAIINS;
peKoMeHIausl, COOTHOIIECHUS 00cepBaIMOHHBIX albTepHATUBHBIC
OCHOBAHHASI  HAa | TIOJB3bl, PUCKOB M | UCCIICAOBAHUSAX, TIOJTXOJIBI MOTYT
JA0KA3aTeJIbCTBAX | OCJIOXKHEHHIA; OeccucTeMHOro OBITH HCIIOJIB30BAHBI
HH3KOT0 110JIb3a MOJXET | KIMHUYECKOTO OIbITa WJIM | B PaBHOH CTENCHU
KavyecTBa ObITh conioctaBuma | PKM ¢ cymiecTBeHHBIMU
C  BO3MOXHBIMH | HEIOCTATKaMHU. Jlrobas
pucKaMu U | OlICHKA 3¢ dekra
OCJIO’)KHEHHUSIMH. pacieHuBaeTcs KaK
HeonpeeIeHHasl.

[Ipumeuanne. B tabmmime nmudpoBoe 3HAYEHHE COOTBETCTBYET CHIIE PEKOMEHIANNH, OYKBEHHOE

0003HaYCHHE COOTBETCTBYET YPOBHIO JOKA3aTCIbHOCTH.
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AKTyan3anus JaHHBIX KIMHIYECKUX peKOMEHIanuii OyIeT IpoBOIUTECS He peke ueM 1
pa3 B 3 rona. [Ipunstue pemenns 06 0O0HOBIEHNH OyIET IPUHATO HA OCHOBAHUH MPEIOKCHIUH,
HPECTaBICHHBIX MEIULIMHCKUMH NPO(ECCHOHAILHBIMA HEKOMMEPUECKUMH OPTraHU3aLMsIMU C
Y4ETOM PEe3yJIbTaTOB KOMIIIEKCHON OLICHKH JIEKapCTBEHHBIX NPENapaToB, MEAULIMHCKIX

U3/ICNHNH, a TAKXKE PEe3yAbTaTOB KIMHIMYECKOH arnpoOamnni.
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Hpunoxenne b. Auropurm quarnoctuku gepunura A1AT

MaumeHT c nogo3peHrem Ha aeduumt A1AT

l

HET

MaTpreHeTnyecKkan
Tepgnua OCHOBHOTO
3p60s1€BaHMUA

deHoTUNa

HET

Onpepenexuve

HabnoaeHue
PekomeHpaumm no
M3MeHeHUo 06pasza KU3HK
Tepanwua XOBN

KoHueHTpauumsa
A1AT B KpoBU
<0,9r/n

JA

KoHcynbTauuna
npodéunnbHoro
cneumanucta

[OwnarHoctuka
nopakeHusa

(anekTpodopes) nnu
reHOTUNUPOBHWE)

y

OpraHoB-MULLEHEN
(KTBP, ®B/, Y3U,
6/x aHanu3 Kposu)

[lnarHos noareep:kaeH

3aboneBaHue nerknxHEF

3aboneBaHue
nououalET

l

-KnuHunyeckne nposasneHus
-fomosuroTHbIN deHoTMN
-0B;< 80%

-Bospact > 18 net

A

[ OTdopmaTUpoBaHO: 10 LEHTPY

‘ [O'rcbopMa'ruposaHo: Mo ueHTpy

- [ OTdopmaTupoBaHo: O6bIYHbIV

OTdopmaTupoBaHo: 1o LeHTpy

[ OTdopmaTpoBaHo: 1o LeHTpy

HabnoaeHune «
PekomeHaaumm no nameHeHuto obpasa
YKU3HU

CvmnTOMaTMYeCKas Tepanusa
PeweHune Bonpoca o TpaHcnaaHTaumm
nevyeHnHEF

OTdopmaTUpPOBAHO: MHTEPBAN
Mocne: 0 nT, MexaycTp.MHTepBan:
OAMHAPHbIV

[OTCbOPMaTMpOBaHO: pycckuit

-OTcyTCTBUE KypeHus

[A

3amecTuTenbHaa Tepanua
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Ipunoxenne B. Undopmanusa i maueHTOB

Jedumut anbda-l-aHTUTPUIICHHA — ITO HACIEACTBEHHOE 3a00Ni€BaHUE, BBI3BAHHOE CHIDKEHHUEM
YPOBHSI (MM OTCYTCTBHEM) Oellka, KOTOPHIH OJIOKHpYyeT MOBpekaaroniee AeiicTBHE HEKOTOPBIX
(bepMeHTOB.

Hedumut aneda-1l-aHTUTPUIICHHA TIPOSBISETCS CHIDKCHHEM ero ypoBHsS Hibke 0,8 1/1
(11 mxmonb/n). Ero HemocTaTok MOMXET BBI3BAaTh pa3pylIeHHE TKaHU Jerkux (dmdusemy),
pa3sBUTHE XPOHUYECKON OOCTPYKTUBHOW OOJIC3HH JICTKUX HITH 3200JIeBaHue MeYeHH (IIUPPO3).
3abosieBaHNe JIETKNX OOBIYHO HauMHaeTcs B Bo3pacte 20—40 JeT 1 mposBIAeTCS OIBIIKON MpH
(u3ngeckoi Harpy3Kke, XpUIaMU B TPYAU U KalllIeM.

ITocne mocTaHOBKM JAHHOTO AMArHO3a MEPBBIM M CaMbIM Ba)KHBIM IIArOM SIBIISIETCSI OTKa3 OT
KypeHus. KypeHne BBI3BIBaeT paspymieHue anbha-l-aHTUTPHIICHHA B JIETKHX W YCHJIHMBAET
MOBPEXXJCHUE JIETOYHOH TKaHM, a 3HAYMT, YCKOpseT IporpeccupoBaHme Ooiesnu. Cremyer
u30eraTb pEryaIpHOTO KOHTaKTa C IBIMOM, DPa3IMYHBIMH adpO30JIIMM, TaK K€ Kak HU
«IAacCUBHOTO KypeHus». Jloma jkenareapbHO OrpaHMYUTh KOHTAKT C OBITOBOM XHMMUEH, MBUIBIO,
JIOMAITHUMH KAUBOTHBIMH.

Jleyenne OOJIe3HM JETKHX, KakK IIPaBWIO, BKIIOYaeT B ce0s WHTaJLIIMOHHBIC IpeTapaThl,
pacmupsiomiie OpoHXM M YMEHBIIAIONIME BOCHAleHHe B HHUX, KHciaopojoTepamuio. [Ipu
HaJIM4YMU MOKa3aHUH Ball JIeYaIlui Bpad MOMKET HA3HAUUTh TaK HA3bIBAEMYIO 3aMECTHUTEIbHYIO
Tepammio — eXEHeJeIbHOEe BHYTPHBEHHOE BBEJCHHE OYMINECHHOTO amnb(a-l-aHTHTpHIICHHA,
MOJyYeHHOTO U3 JOHOPCKOM TUIa3MBbI KPOBH.

Kpome Toro, pekoMeHayeTcs €KerofHas BaKI[MHALWS MPOTUB IPUIMIA U BaKIUHALMA MPOTUB
IIHEBMOKOKKOBBIX MH(EeKInii Kaxaple 5-6 Jer, a Npu HAUMYMK 3a00JICBaHMI INEYeHH —
MMMYHM3aLus IpOTUB renatura A u B.

B cmydae nuxopanaky, 03HO0a, YCHJIECHUS OIBINIKH, KAlIIs MM H3MEHEHUS I[BETa MOKPOTEHI
clieyeT HEMeJUICHHO 00paTHThCs K Bpady.

NHpexnnu 0cOOCHHO OMAacHBI I BamnuX Jerkux. [1o Bo3MOXKHOCTH M30eraiire KOHTaKTa C
OOJIBHBIME TIPOCTYNOH, TpummoM. I[IpW TOBBIIIEHHH TEMIEPAaTypel Tella CBOEBPEMEHHO
HNpUHUMANTE JKapOTIOHIDKAOIINE ITPEHapaThl.

[lpn nedunmre ambda-l-aHTUTPUIICHHA TakXKe HCIOIB3YIOT IPOTPaMMBI  JISTOYHOW
peadmmTay, KOTOPHIC BKIIOYAOT (DPU3MUSCKHE YIPAKHCHUS, IBIXaTEIbHYI0 THMHACTHKY,
oOydeHHe, KOPPEKIMI0 NMUTAaHUA M IPOrpaMMBI OTKa3a OT KypeHus. HeszaBHCHMO OT TskecTH
3a0oNeBaHus, CIEeIyeT COBMECTHO C JedalllUM BpauoM pa3paboTaTh MOAXOAAMINN pexuM
YIpa>KHEHUH.
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