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TepMuHBI U onIpeaeICHUS

AJb(da-1-aHTUTPUIICHMH — UHTUOUTOP MpOTEa3 ceMecTBa CEpIMHOB, MPEUMYIIIECTBEHHON MUIIEHbBIO

KOTOPOTO SIBISIETCS HEUTpOPHMIIbHAS 3acTasa.

HNepunur anbda-l1-anTurpuncuna (A1AT) — reHETHUECKH [IeTePMHUHUpPOBAHHOE 3a00JIeBaHUE,
BBI3BAaHHOE HENOCTAaTOYHOCTBI0O A1AT B CBIBOPOTKE KPOBU M IPOSBISIONICECS B BUJE XPOHUYECKOU

O0OCTPYKTHUBHOM 00JIE3HU JIETKUX, SM(PU3EMBI JIETKUX, TOPAKECHUS TIEYEHU U COCY/IOB.

HeiitpoduabHnas 3nacraza — GepMEeHT MIUPOKOTO CIIEKTpa JEHCTBHUS, KOTOPHIN pa3pyliaeT dIacThH,

KOJII1arcH, MpOTCOITIMKAHBI 1 APYT'UC KOMIIOHCHTBI SKCTPALCIUIIOJIIPHOTO MaTpHKCa.

XpoHuyeckasi o0OCTpPyKTHBHasi 0o/ie3Hb JIeTKMX — 3a00jeBaHUEe, XapaKTepu3yrolleecs
NEPCUCTUPYIOLIMM OIPAaHUYEHUEM BO3AYIIHOTO MOTOKA, KOTOPOE OOBIYHO IMPOrPECCUPYET U SBISETCS
CJIEICTBUEM XPOHUYECKOTO BOCHAIMTENILHOTO OTBETA JIbIXaTEJNbHBIX MyTeW M JIETOUHOM TKaHU Ha

BO3JICMICTBUE MHTAIMPYEMBIX ITOBPEKIAIOIINX YACTUL] UJIU Ta30B.
Bynia — Bo3ayiiHas nojiocth ¢ YeTKUMU POBHBIMUA TOHKMMU CTEHKaMU JuameTpoM Oosee 1 cM.

Jlerounasi runepuHQJIsIUs — TaTOJIOTHYECKOE YBETUYCHHE 00beMa BO3IyX, OCTAIOIIETOCS B JIETKUX

I10CJIE CIIOKOMHOTO BbIAOXA.

OcTaTouHbIi 00bEM JIETKHX — 00bEM BO3yXa, KOTOpBIf/’I OCTAaCTCA B JICTKHUX 110 OKOHYaHWU ITOJIHOTO

BbIZ1OXA

q)yHKIII/IOHa.H])HaH 0CTATOYHASA eMKOCTh — 00BbEeM BO3yXa B JICTKUX M AbIXATCJIBbHBIX ITYTAX ITOCIIC

CIIOKOWMHOTO BEIJOXA.



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSTHUIO (rpynnbI 3200 1eBAHUM UJIA COCTOSHMI)



1.1 Onpenenenue 3a00/1eBaHUsA UM COCTOSTHUS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

OMduzeMa JErKMX — CHHAPOMHOE IMOHSTHE, XapaKTepu3ylolleecss HeoOpaTUMbIM YBEIMYEHUEM
BO3/YIITHOTO TTPOCTPAHCTBA IUCTANIbHEE TEPMUHAIBHBIX OPOHXHUOII, CBSI3aHHOE C JIECTPYKIIMEH CTEHOK

anuuyca [1,2].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH _
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

B ¢opmupoBanun sm¢puzemMbl ydacTBYIOT pPa3iMYHbIE KJIETOUHBIE U MOJEKYJSPHbIE MEXaHU3MBI,
KIIIOYEBYIO POJIb CPEIU KOTOPBIX WrpaeT MpOTea3HO-aHTHIPOTEa3HbI AMCOaNaHC, BBI3BIBAIOIINN

JNECTPYKIIMIO AJIACTUYECKOTO JIETOYHOTO Kapkaca [8].

VBenuueHue NpOTEONUTUYECKOM AKTUBHOCTH B JIETKMX IPOUCXOAUT B PE3yJbTaTe XPOHUYECKOTO
BOCMAJICHUSI U MUTPAIMU Makpo(}aroB 1 HEUTPOPHUIOB C BHIOPOCOM MPOTEONIUTUUECKUX (EPMEHTOB —
CEPUHOBBIX M LIUCTEHWHOBBIX MIPOTEA3, a TAKKE MATPUKCHBIX MeTajuionporenHas. Hanbonee nzyuena
POJIb CEPUHOBBIX MPOTENHA3, IPEK/E BCErO HEUTPOPUIBHOM 31acTa3bl - PEpMEHTa LIUPOKOTO CIIEKTPa
JICHUCTBUSA, KOTOPBIM pa3pylIaeT 3JMACTUH, KoJulareH, (UOPOHEKTHUH, JaMUHHUH, MPOTEOTTIMKAHBI U
JpyTrHe KOMIIOHEHTHI SKCTPalEUTIONApHOTOo MaTtpukca [9]. Beinenenne HeUTpopUIBHON d7acTa3bl U3
HEUTPO(PUIIOB B 3SKCTPALEIUIIONSPHOE MPOCTPAHCTBO IPOUCXOAUT TOJ BIUSHUEM PA3IHYHBIX
cyOcTanuuit — nmpoBocnanuTeabHbIX UTOKMHOB (MJI-8, ®HO0), nunononucaxapuaos, (GparMeHTOB

OakTepuaabHON CTEHKH [1].

Henocrarok MHrMOUTOPOB MPOTEa3 BO3HUKAET JTUOO BCIEACTBUE T€HETUUECKU AETEPMUHHUPOBAHHOTO
nedeKkra CHUHTE3a WU CEeKpeluu (BpOXKIEHHBIM neduuut anbda-l-aHTUTpUINICHHA), JTUO0 H3-32

Ype3MEPHON Je3aKTHBAIIMH MPOIYKTaMHU OKCHAATHBHOTO CTpecca.

I[Ipu XOBJI nucbamanc B CHUCTEME «IPOTEA3bI-aHTUIIPOTEA3bl» PACICHUBAIOT B TOM YHUCJE Kak
CJIEACTBUE BOCHAJICHUS, MHAYLIMPOBAHHOTO UHTAJSLIMOHHBIM BO3JECHCTBAEM ITOBPEKAAIOIINX BEIIECTB

(curapeTtHoro JipiMa).

Anb(a-1-aHTUTPUTICUH —MHTHOUTOP MPOTEa3 ceMencTBa CepnuHoOB (serin protease inhibitor — serpin),
MPEUMYIIIECTBEHHOW MUIIIEHBIO KOTOPOTO SIBJIsIETCS HeHTpoduibHas snactasza [7,8]. 'eH, oTBeuaromuii
3a nponykunto A1AT, nocut nBa Ha3Banusi — SERPINA1 (anmn. serpin peptidase inhibitor, clade A),
uiu Pi (proteinase inhibitor) u pacnonoxen Ha 14-it xpomocome (14q32.1) [10-12].

Bce amnenu knaccuuuupyrorcs B 3aBUCMMOCTH OT IIa3MEHHOM KOHIEeHTpauuu u cBoiictB A1AT Ha

CIEeAyIOLINe TUIIBI [9]:

e HOpMaJbHBIC aJIJIENIM, OTBETCTBEHHBIE 3a BBIPAOOTKY AIAT ¢ HOpMadbHBIMH CBOWCTBAMH U B
JIOCTAaTOYHOM KOJIMYECTBE;

e JepUUIUTHBIEC aJUJIeNIU, IPU KOTOPBIX BbIpadaThiBaeTCs HelocTaTouHOe KonnyecTBo A1AT;

e HyJIEBbIE aJlIeNH, pU KOTOPhIX A1AT B KpOBU MOITHOCTBIO OTCYTCTBYET;

e aJUIeNU C HapylIeHHeM (PyHKIUU, PU KOTOPBIX KonndecTBO A1AT He oTiMyaeTcst OT HOPMBI, HO OH

HE MOXXCET BBIIIOJHATH CBOH (I)YHKHI/II/I

Jns nuddepeHIIMpOBKH pa3IuYHbIX TEHETUYeCKNMX BapuaHToB Mojekyl AlAT wucmomb3yroT w#x
HOABMXKHOCTh TIpHU dJeKTpodopese, o003Hauass OyKBaMHU OT «A» 10 «Zy». AJUIeIN HACIEeIyIOTCS IO
KOJJOMMHAHTHOMY Tuily, cnieuuduueckuit penorun A1AT onpexnensercs nsyms ajiensmu. HaunGomnee
pacnpoCTpaHEHHBIM HOpMaibHBIM  (peHoTunom sBisiercss Pi*MM  (cpeassii  TOABUKHOCTH),

onpezenseMslil y 95% nui eBponeoniHoM pacsl [9].



Hedumutr A1AT 0ObIYHO BO3HUKAaET B pe3yJbTaTe HACIEIOBaHUS [BYX JeQUIUTHBIX aJljiesiei.
I'eTepo3UroTHoe HOCUTENIBCTBO  JIE€(MPUUUTHOTO aJUIeNsl CKOpee MOXKHO paccMarpuBaTh —Kak

MPEAPACHOI0KEHHOCTh K pa3BUTHUIO marosnoruu [ 13, 14].

K OCHOBHBIM JeQUIUTHBIM aJUIeNIIM OTHOCSTCS BapwaHnTel S W Z, 1mpu KoTopeix AIlAT
HOJIUMEPU3YETCsl, 3aJ€P>KUBAETCS B IEUEHH U TIOCTYIAET B KPOBb B KOJIMYECTBE, COOTBETCTBEHHO, 40—
60 u 10-20% ot Hopmsl [9]. [TogaBmstoiee OOIBIIMHCTBO CIyYaeB KIMHUYECKH 3HAYUMOTO JAe(UIInTa
A1AT pasBuBaercs npu denorure Z7Z (96%). S-annenp npuoOpeTaeT KIMHUYECKOS 3HAYEHUE IPHU

couetanuu ¢ Bapuantamu Z unu QO (mynesas amnens) [15-17].

B ycnoBusix gedpunurta AIAT TpOUCXOAUT HEKOHTPOIUPYEMOE TIOBBIIIEHHWE AKTUBHOCTH
IPOTEOIUTUYECKUX (PEPMEHTOB, MPEXKIE BCEro HEUTPOPHIBLHOM 31acTa3bl, B pPe3ylbTaTe 4Yero
IACTUYECKUE BOJIOKHA W JPYTMe CTPYKTYpPbl SKCTPALEIUIIOISIPHOIO MaTpUKCAa HUKHUX OTIEIOB
JBIXaTEIbHbIX MTyTEH MOJABEPraroTCs MEMJICHHON AECTPYKUHUHA. DTO NPUBOIUT K MOTEPE AMACTUYHOCTH

JIETOYHOM TKaHH, Pa3BUTHIO OOCTPYKTUBHBIX HAPYIIEHUN U SM(PU3EMBI.

Anbga-1-aHTUTpUTNICUH 00JIaZJaeT Ba)XHOM NPOTUBOBOCHAIUTEIBHON M HMMYHOMOIYJIUPYIOIIEH
AKTUBHOCTBIO — BIUSHHUEM HAa UUTOKWHOBBIM MPO(HUIb, MHUTPAIUIO JIEUKOIMTOB, AKTHUBALMIO U
nponudepanuio T-1UMPOLUNUTOB, HEAOCTATOYHOCTH KOTOPOW BHOCHUT CYIIECTBEHHBIHN BKJIal B Pa3BUTHE

KJIMHUYEeCKUX nposieneHuit aepunura A1AT [18].

Baxnyto ponb B moBpexaenun jierkoro npu aeduiute A1AT urpaer xkypenue. CurapeTHblid JbIM
MOJKET JIONOJIHUTEIBHO YCWJIMBATh nosinMepusanuio moiekya AlAT, napymarb cuHTE3 3JacTHHA B

JIETKUX, MOAJIEP)KUBATh HEUTpopuibHOe Bocnanenue [19,20].

ITomumo HapymcHA OajaHca B CHCTEME IIPOTCOJINU3-aHTUIIPOTCOJIN3 B KAUYCCTBE BO3MOKHBIX
MNaTOrCHECTUYCCKUX MCXaHU3MOB BM(i)I/I?;eMBI JCTKUX paCCMAaTpHUBAIOT IIO0JABJICHHUC AQHIHOI'CHC3a B
JICTKUX, HapyHmIcHHUC Oajranca MCXKAY HOBPCKIACHUCM U pereHepauHeI?I MapCHXUMBbI JICTKHX,
AYTOUMMYHHBIC pPCaKIMu B aHBBCOHHpHOﬁ TKaHW MW Kallapax JCTIKHX, YCKOpCHHBIﬁ aIIoIITOo3,

NOBBILLIEHNE BHYTPUALIMHAPHOTO aBieHus [1].

BonpmmucTBO cnmydaeB amduzemsl nerkux cBszaHo ¢ XOBJI. Kpome Toro, y KypuibIIMKOB ¢
HAJIMYHUEM PECIUPATOPHBIX CUMITOMOB, HO He uMmeromux auarto3a XOBJI, sm¢uzema BoIsIBIISIIIACH B
52% cnyuaes [21].



1.3 Dnuaemuosorus 3a60J1§BaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

[lo nanHbIM MeTaaHaau3a, ’MpuU3eMa BCTpeyaeTcsl y B3pocioro Hacenenus ¢ yactoroit 0,5 — 5,7% [3].

B kpynHeix snuaemuonornyeckux wuccienoBanusx CIIIA cpeau Oenoro HaceneHusi AUarHo3
sM(u3emMbl yCTaHOBIEH Yy 3,5%, a XpoHuueckoil oOcTpykTUBHOM Oone3nu jerkux (XOBJ) —y 6,3%

o0cnenoBaHHBIX [4].

Tounast pacnpoctpaneHHOCTh aeduiura A1AT B GONBIIMHCTBE MOIMYJALMA HEU3BECTHA, Y MHOTMX

JIMII OH OCTACTCA HCAUATHOCTUPOBAHHBIM.

ITo manueiM EBpometickoro sierounoro (onma, B crpaHax EBpoIbl pacmpocTpaHEHHOCTH Je(uInTa
A1AT Bapsupyet B npenenax 1 k 1800—2500 HOBOpOXKAEHHBIM, YTO COCTABISET MOpsAaKa 125 Tbic.
yesoBek [5,6]. B ciyuaifHol BEIOOpKE pyCCKUX M3 pa3IMuHBIX oOnacteil eBponeiickoil yactu Poccuun
yacTora Z-amienu koiedbamack ot 0,3 mo 1%, wactora S-amrenu — ot 0,2 go 1,5%. Ilo pacueram, B
eBponeiickor yactu P® okosio 17,7 ThIC. TOMO3UTOTHBIX WM KOMITAyHA-T€TEPO3UTOTHBIX JIUIL MO S-
WM Z-ajieny, a Takke 2,6 MiiH. Hocutenel. B azuarckoil yactu 3ty udpsl cCOCTaBistoT 1,2 ThIC. U
500 TeIC. cooTBEeTCTBEHHO [7]. OmHako cynuth o yactote aeduimra A1AT B poccuiickoil mOmymsiuu

Ha OCHOBAaHUH 3THUX CBC)IGHI/Iﬁ HEC NPpCACTABIACTCA BO3SMOXHBIM.



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA UJIH
COCTOSIHUA (IPyNIbI 3200J1€BaHUIl HIH COCTOSTHHIA) 110
MeKIYHAPOAHOU CTATHYECKOU KiIacu(pUKaUU
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

J43 Dmbuzema:

J43.0 Cungpom Mak-neona

J43.1 TlannoOynspHas smpuzema
J43.2 LenTpunobynspHas aMmdpuzema
J43.8 [Ipyras smpuzema

J43.9 bynne3nas smpuzema



1.5 Knaccudpukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnsl 32001€eBAHAMA UJIA COCTOSTHU)

B 3aBucHMOCTH OT 30HBI MOPAKEHUSI AlIMHYCA BBIJCISIIOT CIIEAYIOIINE TUIIBI SOM(pu3eMbl (Tadm. 1):

e IEHTpHALMHAPHAsA (LEHTPUIOOYIsIpHas),

e IIapaccClTabHasd,

e TaHanMHapHas (maHIo00ysIpHas).

B otnensHyro popmy BBLAEISAIOT OyJUIE3HYIO SM(PU3EMY, XapaKTepU3YIOLLYIOCsS pPa3BUTUEM Y4YacCTKOB

NECTPYKIMH pazMepoM Oosiee 1 cM, KOTopast MOKET ObITh UCXOJ0M JIF000 (POopMbI IMPU3EMBI.

Tabmuma 1. Knaccudukanus smpuzemsr

oTAeENbI

ropaxeHuve

XapaKTepucTukmn LleHTpuaumHapHas MaHauuHapHasa MapacenTtanbHan
Mopdonornyeckne pacliMpeHne  UeHTpasnbHbIX | AECTpyKUMS anddysHoe paclwunpeHue
oTAENOoB auuHyca - MeXaIbBEONSPHbIX auvHyca, cnusiHme
pecnupaTopHbIX G6POHXMON 1 neperopoox, BHYTPUZOMbKOBbIX  CTPYKTYp
MeXXaslbBeoNSPHbIX X0A0B pecnvMpaTopHble  H6POHXMOJIbI B eanHoe BO3JYLUHOE
0CTaloTCs HEM3MEHHbIMU NpOCTPaHCTBO
Jlokanusaumsa n3amMeHeHui BepxHue foNW, LeHTpasbHble HwkHue ponun, aunddysHoe | CybnneepanbHo

BPKT-npu3Haku

JlokanbHble y4acTKu
NMPOCBET/IEHNSA 6e3 BUAMMbIX
CTEHOK

O6wunpHble 30HbI
MOHMXKEHHOW NNOTHOCTM 6e3
BUAMMbIX CTEHOK, 0beaHeHue
COCYAMNCTOro pUCyHKa

JlokanbHble OKpyrfble, YeTKO
OYepUeHHble yyacTku
MPOCBETNEHUS C TOHKUMKU (<
1 MM) cTeHKamum

MprYnHbI

CurapeTHblli AbiM

Oedvunt A1AT, curapeTHbii
ObIM

CurapeTHbIi OblIM,
nanonTuyeckas

Hedurut A1AT paznenstor Ha Cleayonue KIMHUYECKUE TUITbI:

o nedurut A1AT ¢ mpeuMyIIeCTBEHHBIM MMOPAXEHUEM IenaTOOMIINapHON CUCTEMBI;

e nepuuut A1AT ¢ npeumyiecTBEHHbIM TOPAKEHUEM JbIXaTEIbHON CUCTEMBI;

e nepunut A1AT ¢ coueTaHHBIM NOPAKEHUEM JIETKUX U EYEHHU.




1.6 Kianmanyeckas KApTHHA 3a§0J1eBaHnﬂ WA _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

Kinmandueckue CHMIITOMEI CO CTOPOHBI ,HBIX&TGJIBHOﬁ CUCTCMBI ITPU BM(I)I/BGMG JICTKUX HGCHG]_[I/I(I)I/I‘IHLI.

OCHOBHBIE CUMIITOMBI — 3TO OAbIIKAa 1 CHMKCHUC IICPCHOCHUMOCTHU (I)I/IBI/I‘-IGCKI/IX Harpys3okK.

[lepBbiM mposiBneHueM SMpuzeMbl (0COOEHHO B Cily4yae NapacenTalbHOW 3SMQU3EMbl) WIH

OCJIOKHEHHEM YK€ U3BECTHOTO 3a00JI€BaHMS MOXKET OBITh CIOHTAHHBIN ITHEBMOTOpPAKC [22].

Kak wu npu OOJILIITMHCTBE APYIrux HACJICACTBCHHBIX 3&6OHCB3HHﬁ, KIIMHUYCCKUC TIPOSABICHUA

nepuunta A1AT cHIIBHO BapbUPYIOT U 3aBUCST OT ()aKTOPOB OKPYKAIOILIEH CPEIbI.

Cpenu knuHuyeckux mposiBieHuil nedummra A1AT y B3pociHbIX TpeoOaagaoT JIETOYHbIE (POPMBI.
TunuuHbIMU  TIPOSIBICHUSIMU ~ 3a0oneBaHus  sBisitoTcss  sMmduzema, XOBJI, penuausupyromue
OpOHXUTBI, OPOHXOOOCTPYKTHUBHBI CHHAPOM C COOTBETCBYIOIIEH KIMHUYECKOW CHUMIITOMATHKOU -
MPOTPECCUPYIOIIAsl OJBINIKA MPU (PU3UUYECKON HArpy3Ke, SMU30bl CBUCTAIIETO JbIXaHUS, Kallelb,

POYKIIMSI MOKPOTHI [23-27].

VY maunmentoB ¢ XOBJI namuuue BwipaxkeHHOUW sM@usembl jerkux no KTBP accomuupyercs c

OoJIbIIIel CMEPTHOCTBIO M IPOTPECCHPOBAHMEM OCHOBHOTO 3a0oeBanus [28].

Psan nun ¢ pedpunmrom A1AT umeroT HOpMasibHbIE TOKa3arenud (PyHKIMM JIETKUX Ha MOMEHT
MOCTAHOBKM JUArHo3a. TOYHBIM MPOTHO3 (TIpU €CTeCTBEHHOM TEUEHHWU 3a00JIEBaHMS) y JaHHBIX
UHAUBUAYYMOB Hen3BecTeH. OHAKO €CTh JaHHbIE, TOTBEPKAAI0IINE HOPMAIbHYIO BBKMBAEMOCTb Y

HeKypsmux i ¢ PiZZ-denotunom [29].

HaunbGonee pacmpocTpaHeHHON NPUYMHONW cMepTH y manueHToB ¢ Aepunutom AlAT sBnsercs
JbIXarelibHasg HenocTtatodyHocTh (45-72% cmepreii), 3arem cienyer nuppo3 nedeHu (10-13%
cmepreit) [30,31].



2. Jlmarnocruka 3a00J1eBaHUsI UJIM COCTOSTHUS
(rpynnsl 320071€eBAHAMA UJIH COCTOSTHUI) MeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTHUKM

bonpmuncTBO CJIy4acB 3MC1)I/13€MI>I JICTKUX aCCOLMUPOBAHO C KYPCHHCM W HAJIUYUCM XOB.H, qTo

o0OycCiiaBiIMBaeT HEOOXOJUMOCTh OOCJEAOBaHUE Ha MPEAMET HaJW4us JTAHHOTO 3a00JIEBaHMS y BCEX

711 ¢ AIM(PU3EMOH.

Juarnoctuueckue mapkepsl nepunura A1AT cymmupoBansl B Ta0n. 2 [9,32].

Tabnuma 2. Jluarnoctuaeckue mapkepsl aedpuiura A1AT

MposiBneHus co CTOpPOHbI OPraHOB AbIXaHUSNA

MposiBNneHus co CTOPOHbI APYruX OpraHoB U CUCTEM

PaHo Bo3HMKLWana amdpusema (B Bo3pacte A0 45 ner)

OMdu3emMa Nerkmx B OTCYTCTBME U3BECTHbIX (DaKTOpOB pucKa
(KypeHune, Npon3BOACTBEHHOE BO34ENCTBUE MbLIN U 4P.)
OMdu3eMa C NpeuMyLLecTBEHHbIM MopaxeHneMm 6asanbHbIX
oTAEenoB

Pazsutne XOBJZ1 y nuu monoxe 40 netr u/vnam co CTaxem
KypeHus meHee 20 nayek-neTt

BpoHX03KTa3bl HESAICHOW 3TUOIOIUN

6poHXxManbHas actMa C YCTOM4YMBBLIM K Tepanuu HapylleHunem
dYHKUNM Nnerkmx

BonesHb NeyeHn HeACHOM 3TUO0TUN

HekpoTu3npyowmn NaHHUKYNUT

ANCA-accounmpoBaHHbIA BaCcKynnT

Hanuune B ceMelHOM aHaMHe3e 3M@u3eMbl  ferkux,
6poHxX03KTa30B, 6osie3HM Ne4dyeHWn, NaHHuKynuTa  nbo
noaTBepxaeHHbin geduunt A1AT y KPOBHbIX pPOACTBEHHMKOB
(ocobeHHO y 6paTbeB 1 cecTep)

o [TammenToB ¢ XOBJI, ocobenHo mpu nedrote 3adoneBanus B Bo3pacTte <40 jeT, ctaxke Kypenus <20

navex-jeT, sMpuzemMarosHoM (GEHOTHUIE, C MPEUMYIIECTBEHHBIM PaCIONIOKEHUEM 3M(pU3EMBI B

0a3a’bHBIX OTJENAX PEKOMEHAyeTca TecTupoBarh Ha qepunut A1AT [9].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 5).

Kommentapuu. Pannee ewvissnenue oepuyuma AIAT nozsonum npedynpeoumsv 8030elicmeue

Gaxmopos pucka (Kypeuue u 0p.) u MOHUMOPUPOBAMb COCMOSIHUE NAYUEeHMA.



2.1 /Kaa100bI 1 aHAMHE3

[Ipu cOope aHamHe3a y MAIMEHTOB C SM(HU3eMOl JIETKHUX, BCEM MallieHTaM PEKOMEHIYETCs OLIEHUBATh
HaJM4Me OJBIIIKH, KalUlsi, MPOAYKIHUHU MOKPOTHI, XPUIIOB B I'PyId, BO3pacT Ae0I0Ta KIMHUYECKUX
MIPOSIBJICHUH, YTOUHATH HAIMYUE MATOJIOTHH JIbIXaTEIbHONU CUCTEMBI (AM(HU3EMBI) U TIEYCHH Y KPOBHBIX
POICTBEHHUKOB, a TAK)KE€ OILICHMBATh aHAMHE3 KYPEHHsS C PAacUeTOM HHJIEKCAa KYpSIIEro 4YeJoBeKa

(mauek-JieT) Jyisl UCKIIFOUEHUSI TTOTEHIIMATBHBIX MPUYUH dM(pu3eMbl Jerkux [33].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB 4).

Kommenmapuu: Knunuueckue nposgnenus Hau4uHaomcs, Kak npasuio, 8 cpednem gospacme (32—
41 200), xoms onucana 3HavumenvbHas eapuaberbHocms epemeru ux oeoroma [9,34-36]. Ha ckxopocmo
Pazeumust U MsNCECMb NOPANCEHUs NeSKUX CYWECMBEHHOe GIUSHUE OKA3bIBAIOM P50 GHEUHUX (8
nepeyro ouepedv Kypenue) u eeHemuueckux gaxmopos. Oonako auya ¢ weoocmamounocmvto AIAT

moeym 6onemv XOBJI 0asxce npu omcymemeuu KypeHus 6 anamHese.

Y nayuenmos XOBJI ¢ oedpuyumom AIAT no cpasnenuro ¢ oonvnvimu XOBJI 6e3 neco 6onee
BbIPAICEHA OObLUKA, XYHCe KAYECMBO HCU3HU U QYHKYuoHanbhvle noxazamenu [37]. K gaxmopam
pucka ovicmpozco npozpeccuposanus XOBJI y nayuenmos ¢ oechuyumom AIAT omnocames Kypenue,
NPUHAONIEHCHOCNL K MYICCKOMY MOy, 0ebom KIUHU4YecKux nposeieruti 6 eozpacme 30—44 nem,
O®BI 6 unmepsane 35—79% om Oondcnoco, ompuyamenvhuas npodoa ¢ OPOHXOTUMUKOM U HUSKUL

yposenv AIAT.

Bceex manmentoB ¢ nedunutom A1AT He3aBHCHMMO OT BO3pacTa PEeKOMEHAYETCsl pacCHpalluBarh O
HaJIMYUUA CUMIITOMOB CO CTOPOHBI FeNaToOMINapHON CUCTEMBI, JIJISl UCKIIIOUEHUS M1aTOJIOTUU TIEYEHU U

YKEITYEBBIBOJAIINX MPOTOKOB[38-40].
YpoBensb yoeaureabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH J0KAa3aTeIbCTB 5).

I(ommenmapuu: \%4 HeKomopuslx nayueHnoes Oe3 NPU3HAKOB pPAHHEZOo 3a00/1€6aHUsL NeYeHU B03HUKAEm
HapyuieHue ¢yHK1/,l1/l1/l neyeHu 6 I’ZOOPOCWIKO@OM eo3pacme u nosaice. HopaofceHue ne4yeHu 60 63pociom
eo3pacme nposeidemca MeNKo- U KpPYNnHOY3108bIM YUPPO3OM U HYACno npueodum K paseumuro

2enamoyenoNApHOU U XONAHSUOYELTIONAPHOU KapyuHombl [38-40)].



2.2 Ou3uKaJbHOE 00CTeI0BAHUE

[Ipu dusukanpHOM O0CIIEIOBAaHUU MAIUEHTOB ¢ 3M(HU3eMON JIETKUX, KaK MPAaBHIO, BBICIYIINBACTCS
0CJIa0JICHHOE JIbIXaHUE MPU ayCKYIbTALIMK U KOPOOOUHBIN 3BYK MPHU MEPKYCCUU, MOKET OMPENEIATHCSA
napagoKCalibHbIN MysibC. K XapakTepHbIM KOHCTUTYIMOHAIBHBIM YE€pPTaM TaKUX MAUEHTOB OTHOCSTCS
CHW)KCHHBIN WHJIEKC MAcChI Tela, 60ukooOpa3Has rpyHas KJIeTKa ¢ TOPU30HTAIbHBIM PACIIOIOKEHUEM

pedep, CIIIaKEHHOCTh MEXPEOEPHBIX MPOMEXKYTKOB, IIIMPOKUHN 3MUracTpaibHblil yroiu [1,41].

[Ipu npoBeneHun (U3MKATBLHOTO OCMOTpa y MAIMEHTOB ¢ mopo3peHueM Ha npeguiut AlAT
HEOOXOAMMO Takke oOpallaTh BHMUMaHHE Ha COCTOSHHUE TIenaroOMIMapHOM CHUCTEMBI U KOXKHBIX
nokpoBoB. [Ipu nedunure AIAT ¢ npenMynIeCTBEHHBIM MOPaKEHUEM MEUYEHU IMPU OCMOTPE MOTYT

OBITH BBISIBIICHBI MNPU3HAKKU MUPPO3a IICUCHH.

OpuuMm u3 KIMHHYECKUX mnposiBieHui neduuura A1AT sBusieTcss HEKPOTU3UPYIOLIMN MAaHHUKYIIUT,
JUISL KOTOPOTO XapaKTePHO TMOSBICHUE MOJKOKHBIX Y3JI0B Ha 00JaCTH ATOAMI], HUKHEN YacTH KUBOTA,

MNPOKCUMAJIbHBIX OTACIIOB KOHEUHOCTEH.

e VY BceX MaIMEHTOB C 3M(U3EMOM JIETKUX PEKOMEHIYETCSl MCIOJIb30BaHUE MYJIbCOKCUMETPUU IS

OIICHKH HACBIIICHHS TeMorioonHa kuciopoaom (SpO,) [42, 119].

YpoBeHb yOeAUTEJIBbHOCTH peKkoMeHAaui B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB 2).



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

e [lauentam ¢ smdusemoi nerkux npu 3HaueHun Sa0; <92% no HaHHBIM MYJIbCOKCUMETPUU
PEKOMEHIyeTCsl TPOBEJCHUE aHajiu3a ra3oB apTEepUATIbHOM KpPOBU ISl OLICHKH BBIPAXKEHHOCTHU

runoxkcemMuu [42].
YpoBeHb YOeAUTEIbHOCTH PeKOMEeHAanni A (YPOBEHb JOCTOBEPHOCTH J0KA3aTEJIbCTB — 2)

e BceM mammenTtam ¢ momo3peHmeM Ha HaciueacTBeHHBIM aAchumur AlAT pekomeHmayercs

ompeielieHne aKTUBHOCTH alib(a-1-anTutpuricuaa B kposu [9,23,39,40].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTeJbCTB 4).

KomMmentapuu. B ycnosusx P® onmumanvhviv saensemcs onpeoenerue yposHs AIAT memooom
UMMYHOmMYpOUOUMempuu, npu Komopou Hopmanvuvimu 3navenusimu AI1AT 6 cvigopomke kposu 6y0ym

cuumamocs 0,9—2 2/n (npu usmepenuu memooom wegenomempuu —om 2 0o 4 2/n) [23].

IIpu unmepnpemayuu pe3yibmamos ciedyem YUUMbl@AMb, UYMO NPU  UHQDEKYUOHHBIX U
BOCHANUMENbHLIX PEeaKyusx, ONYXolsaXx, cmpecce, uioke, OepeMeHHOCmU, npueme npenapamos,
sKIOUAOWUX 6 cocmas eewjecmea uz epynnvl acmpozenonos (ATX GO03C), yposenv AIAT 6 xpoeu
nosviuwaemcs [39,40]. Hccreoosanue nyuuie nposooums 8He nepuooa 000CmpeHusi acCoyuupo8aHHbIX
c oecpuyumom A1AT 3a6onesanuii [45].

e Ouenka ypoBHs al-¢pakuuu mOOYyJMHOB MPU ONPEACSICHUU COOTHOLICHHsI OEIKOBBIX (Ppakiuii
METOJIOM 3JIEKTpo(opesa UM METOJOM BbICOKOUYBCTBUTEIHHOTO KAMMIUISIPHOTO AJIEKTpodopesa ¢
nenblo auarHoctuku naepuimra A1AT He pekomeHayeTcs, Tak Kak TpeOyeT JanbHEHIIMX

HCCIIeIOBAaHUM JIJIsl OATBEP K ICHUS [uarnosa [9,48].
YpoBennb yoeaureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB S).

Kommenrapuu. Cuuowcenue ubo omcymcmsue @paxyuu  al-2nobynunos npu  pymuHHOM
aniekmpogpopese 6enKo8 naasmvl Kposu no36ojsem 3ano0o3pums Haiudue oeuyuma AIAT, nockonvky

on cocmasnsiem 80-90% al-enobynunos Kkposu.

e Bcewm namuentam ¢ gedpunurom A1AT pexomeHayeTcsl €XKerofHOoe UCCIeIOBaHNE aHaIu3a KPOBH
OMOXMMHYECKOTO OOIIeTepaneBTUYECKOr0 C HCCIEAOBAHUEM YpPOBHA ajlbOymMHMHa B KpOBH,
HCCJIeIOBAaHUEM YpOBHS oOmero OuiaupyOMHAa B  KpPOBH, OIpEAEIEHHEM AaKTUBHOCTHU
acmapTaTaMUHOTpaHc(epa3bl B KPOBH, ONPEACIICHUEM aKTHBHOCTH aJaHMHAMHUHOTpaHC(depasbl B
KpOBH, OIPENEJICHUEM AaKTUBHOCTUM TraMMa-IIoTaMuiaTpaHcdepa3bl B KpPOBU M HCCIEIOBAHUE

YPOBHSI TPOMOOIIMTOB B KpoBH [47].
YpoBenn yoenureabHocTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 5).

KommenTapuu. V nayuenmos ¢ depuyumom AIAT uacmo evisisnsiemcsa mpaH3umopHoe NosvluieHue
mpancamunas.  CHUdMCeHUue CcuHmemuyeckou (@OYHKYuu nevyeHu (CHuUdCemue aibOyMuna) u

mpomboyumonenusi bonee cneyupuuHvl 0 Yuppo3a nedeHu.



2.4 NucTpyMeHTAJIbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

MeTtonbl BU3yanu3anuu

e Bcem mamueHTam ¢ mMomo3peHrueM Ha dSMQPU3EMY JIETKUX PEKOMEHAYETCs MPOBOIUTH MPHUIETHHYIO
peHTreHorpaduio OpraHoB IPyJHOM KJIETKH B MPSIMOM MPOEKUUU JUIsl MOATBEPKIACHUS AMArHo3a

WCKJTIOUEHUS APYTUX 3a00JIeBaHUN OPraHOB JbIXaHUs U cpepocTenus [43,44].
YpoBennb yoenureabHOCcTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 5).

KommenTapuu. K xapakmepuvim npusHakam sm@usemvl 1e2KUX OMHOCAMCA HU3KOe CMOsHUe U
ynjiowenue ouagpazmvl, 8epmuKailbHoe NONL0NCEHUe cepoya, yseludeHue nepeoHe3aoHezo pasmepa
2PYOHOU KIemKU U pacuiupenue pempocmepHailbHO20 NPOCMPAHCMEd, 0beoHeHuUe 1e20UH020 PUCYHKA,
yacmo ecmpeyaemcs 20pU3OHMANIbHOE PACHONoOXCeHue pebep U paculupeHue MexcpeoepHuix

NPOMENCYMKOB.

[na nayuenmos c¢ amepuzemou na ¢one depuyuma AIAT 6onee xapakmepHO NOPAHCEHUE HUNICHUX

0moenos.

Y yacmu nayuernmoe ¢ QMd)Z/lf)’eMOﬁ JIECKUX HA HAYATbHbILX dmandax USMEHEHUA HA peHniceHozcpamme

0p2an08 2pyOHOU KILemKU MO2Ym OMCYMCmME08amb.

e VY MalMeHTOB C BIIEPBBIC BBIBICHHON dM(pU3EMOH JeTKUX, HAIUYUEM PECIUPATOPHBIX CUMIITOMOB
W/ U3MEHEHUEM TMoKa3zaTesield (YyHKIUU JIETKUX PEKOMEHJYETCS MPOBEACHHE KOMIIbIOTEPHOU

tomorpaduu Beicokoro paspenierus: (KTBP) opranos rpyanoit kinetku [49].
YpoBeHnsb yoeauteabHocTn pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeJIbCTB — 4)

KommenTapuu. KTBP opeanos epyoHou «kiemku sAeisemcs Haubolee 4y8CMEUMEIbHbIM U
Cneyu@uuHbIM ~ MemooomM Ol BblAGIEHUS, OYEHKU  BbIPAMCEHHOCMU U Mopghonrocuieckou

xapaxmepucmuxu domeuzemvt nézkux [50].

Omebusema npossnsiemcs 6 uoe OmMOENbHLIX YUACMKOE NOHUNCEHHOU NAOMHOCMU 0e3 KAKUX-Iudo
2paHUuYy Ui O2paHUu4eHHblX MOHKUMU (MeHee | MM) cmeHKamu, 6 yeHmpe MakKux HNpoceemieHull

MOdHCEM HAXOOUMbCS MOYKA — 8eMEb 1e204YHO apmepuu.

Ilpu oepuyume AIAT knaccuyeckum nNPU3HAKOM ABIAEMCA  NAHAOOVIAPHASA SM@usema ¢

npeuMyuiecmeeHHbIM NOPadceHueM HUMXCHUX ooneti neekux [1,9].

Haubonvwetl 4yecmeumenbHOCmMbio U CHeYuQuUUHOCMbI0 8 OYeHKe NPOocpecCcuposanus dmgusemsl

obnadaem Mmemoo PEHMeHOOCHCUMOMEMPUU, KOTUYECIMBEEHHO OYCHUBAIOWUL  BbIPANCEHHOCTb
amghuzemor [49,51].

o Pexomennyercs perymsspHoe mnpoeneHne KTBP opraHoB rpynHONM KIETKM IS OLICHKHU

porpeccupoBanms IM(PU3EMBI y MAITMEHTOB C TSKENBIM tepuumrom ATAT [52].



YpoBeHb yoeauTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2).
OyHKIIMOHAIbHAS JUATHOCTUKA

e Bcem mamumentam ¢ momo3pennem Ha XOBJI u sMpuzemy Jerkux pexkoMeHIyeTcs MPOBOAMTH
CHOUPOMETPUIO C OpOHXOAMUJIATAIMOHHBIM TECTOM JJisi BBISBICHUS W OLEHKU CTENEHU TKECTU

OOCTPYKIIMH JbIXaTeIbHBIX TyTel [53,54].
YpoBeHb yOeauTeIbHOCTH peKoMeHAaluil 4 (YPOBEHb J0CTOBEPHOCTH /10Ka3aTeabeTB - C)

o Bcem mammenTaMm c BBIpaKeHHOW AM(HU3EMON JIETKMX M HAJUIUEM PECHUPATOPHBIX CHMIITOMOB
pPEKOMEHIyeTCsl TIpoBefieHre OoauruieTu3mMorpaduu U ucieaoBanue AUQQPy3HOHHON CIIOCOOHOCTH
nerkux [55,56].

YpoBennb yoenureabHOCTH pekoMeHAanuil C (YpoBeHb J0CTOBEPHOCTH J0KA3aTENbCTB - 5)

KommenTapuu. Memoow: ucciedosanus 1e20unbvix 00bemos8 u Oup@y3uoHHot cnocooHocmu 1e2Kux
AGNAIOMCS OONlee UYBCMBUMETbHBIMU YeM CRUpomMempusi 01 OYeHKU (DYHKYUOHAIbHO20 CMamyca

nayuenmoe ¢ 3M¢u3€]l/10uv JIeCKUX.

[na omgpuzemor neekux xapaxmepHno cHuxcenue DLco menee 80% om O0ondcHvix Genuyun npu
O0OHOBPEMEHHOM CHUMNCEHUU 00vbema ¢hopcuposannozo evidoxa 3a 1 cex (ODBj) menee 80% om
O0NIICHO2O U/UMU NOBblueHUU ocmamoynoco obovema neekux (OOJI) bonee 120% om Oondxcnozo, a
maxoice yeenuvenuu ®OE u omuowenuu OOJI/OEJI [57,58].

o [laruentam c nedumurom A1AT, HE COMPOBOXKIAIUMCS KIMHUYECKUMHU TIPOSBICHUSIMH,

PEKOMEH/IyeTCsl IPOBEICHUE CTUPOMETPHUH Ha Tare NepBUYHOTO oOcnenoBanus [59,60].
YpoBenb yoeauTeabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB 4).

KommenTapuu. Ilo oannvim cnupomempuu y nayuenmog c oeuyumom AIAT onpeodensemcs
npeumMyuecmeenHno O0OCMPYKMUGHbIN MUn HAPYUWeHUutl, y MHO2UX NAYUEHMOE ONpeoelsiencsl

oopamumocms OPOHXUATLHOU 0OOCMPYKYULL.

Panusa  ouaenocmuka QYHKYUOHALHBLIX UMEHEHUll (OPOHXUANLHOU 0OCMPYKYUU) No380asiem
CBOEBPEMEHHO NPUHAMb MePbl NO YCMPAHEHUI) (AKMOPO8 PUCKA NOBPENCOEHUsl NeSKUX, HaAYamv

mepanuto XOBJI u paccmompems eonpoc o cneyuguuecxkou mepanuu degpuyuma AIAT.

e [laruentam c¢ gerounoit ¢dopmoit nedunmura AlAT BHauane peKOMEHAYETCS TMPOBOIUTH
COUPOMETPHUIO Kaxable 6-12 MecsmeB s MCKIOYEHHS OBICTPOTO MPOTPECCUPOBAHUS

3a00JIeBaHMsI, TTOCJIE YeT0 YacTOTa UCCIICIOBAaHUI MOXKET ObITh CHIDKeHa [9,47].
YpoBenb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB 5).

KommenTapuu. Cxkopocme cuuscenus ODBI npu oedpuyume AIAT cunvno eapvupyem y pasHvix

nayuermaoes.



o [laruentam c gedummrom A1AT pexomMeHAyeTCs €XEroJHO TMPOBOAUTH YIABTPAa3BYKOBOE
uccinenoBanue (Y3M) opraHoB OprOmIHOM MOJOCTH AJII MCKJIIOUEHUS MPOSBICHUS OOJE3HU CO

CTOPOHBI neueHu [47].

YpoBennb yoeaureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTEJIbCTB 5).



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

q)eHOTI/IHI/IpOBaHI/Ie 1 TCHOTUIITMPOBAHUC

[Tox TepMuHOM «(HEHOTHUID» MPUHATO MMOHUMATH dKCTpeccuto onpeaeneHHoro tuna A1AT, a monsThe

TEHOTHUI OTPaXKaeT celUu(pUUECKyr0 KOMOMHALIUIO ajlyeneil.

e Bcewm nanueHTaM ¢ KIMHUYECKUMU npu3Hakamu nedummra A1AT (cM. Tabn. 1) u/mnu cHUKEHHOU
koHreHTpauu A1AT B ChIBOPOTKE KPOBU PEKOMEHIYETCSl MPOBOAUTH OIpeaesieHne (peHOTUna u

reHoturna [39,40].
YpoBenb yoenuTeabHOCTH pekoMeHaanunii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJIbCTB 4).

KommenTapun.  [enomunuposanue  obnadaem — Hauboabuiel  4y8CMEUMEIbHOCIbIO U
cneyuguunocmoio 01 onpeodenenusn oepuyuma AIAT (S- u Z-annenu). Ilo yposnio AIAT 6 cvisopomke

KPOBU HEBO3MONCHO Npednonioxcums cenomun oeuyuma A1AT.

['enomunupoeanue npogooumcs memooom anierscneyuguyeckon amnaugurayuu (01 GvlasieHus.
amnene S u Z) uiu npamoim cexeenuposarnuem /[HK, eviOenennoli uz 1obvlx s0pocooepiircaujux

KJ1emoK OJisl 8blAAGIeHUsL peOKux mymayuil [46].

Onpeoenenue genomuna AIAT (A—Z) pexomenHOyemcs npoeooums ¢ HOMOWBIO MOHKOCIOUHO2O
uzoanexmpuyeckoeo gokycuposanus [9]. Hauanvuvimu Oykeamu angasuma 0603Hauaom 6apuaHmol ¢

8bICOKOU CKopocmbio nepemelerusl, KOHEeYHbIMU — nepemeuiarouiuecsd C HU3KOU CKopocmbio.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHUA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1. KoncepBaTtuBHasi Tepanus

e Bcewm nanuentam ¢ sM(pu3eMoil TIerkux peKOMEeHIyeTcsl 0TKa3 oT Kypenus [61,62].
YpoBenn yoenureabHOCcTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 4)

e [Ipu oTCyTCTBMM NPOTUBOIIOKA3aHUM JUI IOAJNEPKKA YCWIMM 1O NPEKPALICHUIO KypEHHUs

PEKOMEHYETCsl Ha3HayaTh NIpenaparsl, IPUMEHsIEMbIE TP HUKOTUHOBOW 3aBUCUMOCTH [63-67].
YpoBeHb YOeAUTEILHOCTH PeKOMEHAannil A (YPOBEHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 1)

KommenTapuu: @apmaxomepanus 3¢pgpekmusHo noodepaicusaem yCuius no npekpaujeHuro KypeHus.
K npenapamam nepeou nunuu 0ns JneyeHus mabauyHou 3a6UCUMOCMU — OMHOCAMCS BAPEHUKIUH,

HUKOMUH, 8 MOM YUcje 8 hopme mpancoepmalbHOU mepanesmudeckol CUCeMbl.

e V mamuweHToB ¢ HMbuzemoir nerkux, ooOycmosiaeHHo XObBJI w/wmm npedummrom  Al1AT,
PEKOMEH/YETCsl MCIOJIb30BaTh JIMTEIBHOTO ACHCTBUs aHTUXoMHepruueckue cpeactsa (JJAX),
cenektuBHble Oeta2-anpenomumeruku ([AJIBA), rmoxokoprukounsr (UI'’KC) — B dopme mis

WHTAJSAIAA — U, KOMOMHaIu nepeunciaeHubix npemaparos (AJIBA/JAAX, JABA/NT'KC, J1JIBA/
JNJIAX/WUI'’KC) no craHgapTHBIM TToKa3zaHusMm [9,53].

YpoBenb yoeauteabHocTH pekomenaanuii C (ypoBeHb JT0CTOBEPHOCTH 10KA3aTeIbCTB 5).

Kommenrtapuu. Jleuenue XObJI nposooumcs 6 coomeemcmeuu ¢ MeHCOYHAPOOHbIMU U

ome4ecmeeHHbIMU pekomendauu}mu no jeyeruo OaHH020 3a00/1e6aHU.

o Jlnsa neuenus oboctpenuit XOBJI Ha ¢one nepunura A1AT pexkoMeHIyeTcs yBEIWYEHHUE 103
IpenaparoB i JIEYEHUS] OOCTPYKTUBHBIX 3a00JIEBaHUN bIXAaTEIbHBIX MyTeH B (hOpMe HMHTaJSALUH,
HA3HAYCHUE KOPOTKHUX KYypPCOB TIIIOKOKOPTUKOUIOB JEHCTBUSA, IPH U3MEHEHUH CBOWCTB MOKPOTHI —
paHHEe HCIOJb30BaHNE AHTHOMOTHKOB, a TAaKXe MPOBEICHUE PECHUPATOPHON MOIIEPKKH TPH
HaJIM4Knu nokazanui [1,9,23].

YpoBeHnb yoeauteabHocTH pekoMenaanuii C (ypoBeHb T0CTOBEPHOCTH 10KA3aTeIbCTB 4).

KommenTapuu. Ob6ocmpenus XOBJI, ocobenno c¢ npusHakamu OaKmepuaioHou uH@ekyuu, y

nayuenmos ¢ oegpuyumom AI1AT xapakmepu3syromes uzo6imouHoOU 31ACMA3HOLU AKMUBHOCMbIO, 8 CEA3U

C Yyem aKxmueHoe nedeHue O0NNCHO Oblmb HA3ZHAYEHO KAK MONCHO PAaHvlle.

3amecTHuTelbHas Tepanus



Ha ceropssiimiauii 1eHb €IMHCTBEHHBIM JOCTYITHBIM CHEIM(PUISCKUM CPEACTBOM JICUEHUST IMPU3EMBI
nerkux, oOycioBiaeHHoW neduuurom AlAT, sBiseTcss BHYTpUBEHHAs 3aMECTUTEIbHAs TEpaIus

anbdal-nporenHaspl HHFTUOUTOPOM (UETOBEUECKUM ), TOTYUYEHHBIM U3 TTyJla TOHOPCKOM IJIa3MBbl.

3amectutenbHas Tepanus 3(G(EKTUBHO CHUXKAET €KEroJHyl IOTEepI0 JIErOYHOM TKaHH, O 4YeM
CBUJETEIBCTBYET OIIEHKA MOKAa3aTeJeld PEHTIEHOACHCUTOMETpUM B nuHaMuke [68-72]. Ecth Takxke
JAHHBIE, TOATBEPKAAOIIME YMEHbIIEHWE CKOpocTH CHukeHus O®B1 B rog W CTaruCTHYECKH
3HAQYMMOE YBEJIMYEHHUE MPOJOJDKUTEIIBHOCTH U3HU TPU MPOBEACHUU 3aMECTUTEIBHON Tepanuu
[60,70,72—-75]. CoracHo psy HCCIEIOBAaHUMN, 3aMECTUTENbHAsI TEpanusi COCOOCTBYET CHHUKEHUIO
4acTOThl U yMeHblIeHuto TskecTu oboctpennit XOBJI mpu nedunmre A1AT, a Takxke ymydllIeHUIO

KauyeCcTBa KU3HH MAIMCHTOB, OJIHAKO JI0KA3aTeJIbHOM 0a3bl IOKa HEJOCTaTOYHO [76—78].

o BHyTpuBeHHass 3amecTuTelbHas Tepanus anbdal-nmporerHasbl UHTUOUTOPOM (UEIOBEYECKUM)
pexoMenayercst B no3e 60 mr/kr exenenensHo ynuiaMm ¢ aepuuutom AlAT denorunos Pi*ZZ,
Pi*ZNull, Pi*NullNull mu6o #c peaxkumu ne@uIMTHEIMA BapuaHTaMH ¢ KoHIeHTparued Al1AT
menblie 0,8 r/n (11 mxmonw/n) crapiie 18 jiet, HaIMYUeM KIMHUYECKUX MPOSBICHUM CO CTOPOHBI
opranoB Asixanusi u OOB; 30-65% ot nomxuHoro [9,23,73,78,79,80].

YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB 4).

KommenTapuu. 3avecmumenvnas mepanus HanpasieHa HA OOCMUdCEHUEe U NOO0epHCaHUe
xonyeumpayuu AIAT eviuwe nopoea besonachocmu — 0,8 2/n. Yempanenue oegpuyuma ne modcem
B0CCMAHOBUMb NOBPENCOEHHbIE CMPYKMYPbL J1€2KO20, HO MOdcem npedomepamums OdibHelliuee

nogpexcoeHue 1e204Hol MKAHU U cmaduiuzuposams cocmosanue nayuenma [79,81].

e V mnauuentoB c¢ gepunurom AIAT u ODB; <30% pexomeHayeTcs paccMOTPETb BONPOC O

BHYTPHUBEHHOM 3aMECTUTEIBHOM Tepanuu [82].
YpoBenb yoeauTeabHOCTH pekoMeHaauuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB 5).

KommenTapuun. B xauecmee apaymenmoe 3a npoeedeHue 3amecmumenbHOl mepanuu 8blCmynaem
NOMEHYUANbHASL  BO3MONCHOCMb — YMEHbWUMb — CMEPMHOCMYb,  3AMeO0NUms  NpOcpeccupo8anue
3abonesanus. OOHAKo 00KA3amMeNbHOU 6a3bl 0 NPOBEOeHUsT 3AMeCMUMEeNbHOU mepanuu Y OaHHOU

Kamezsopuu nayueHnoes HeooCmamo4Ho.

e V mamuentoB ¢ gedummrom AIAT ¢ ODBI >65% pemieHne OTHOCUTENHHO TMPOBEACHUS
3aMECTUTENIbHON Tepanuy pPEeKOMEHIYeTCS MPUHUMAaTh B WHAMBHIYaTbHOM IMOPSAIKE, C YYETOM
MOTEHIIMAJIBHON BO3MOXHOCTH 3aMEIJIUTh IMPOTpeccUpoBaHre 3a00JIEBaHUS U B TO KE BpeMs
BBICOKOM CTOMMOCTH TEpamuu W OTCYTCTBHEM JOKa3aTelabHOW Oa3bl i JAHHOW KaTeropuu

00bHBIX [82].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB 5).

Kommenrapuu. Ilpogunakxmuueckoe npumeneHnue ayeMeHmMayuoHHOU mepanuu HeyenecooopasHo,

HOCKOIbKY He Y 6cex nayuenmog ¢ msscenvim oegpuyumom A1AT pazsusaemcs smpuzema neskux.



IIpu npunsmuu peutenuss OMHOCUMETLHO NPOBEOCHUSI 3AMEeCMUMETbHOU MePanuu y SMux nayueHmos
credyem yuumoleams maxue Gaxkmopwvi, Kax eo3pacm, ovicmpoe cHudxcenue ODBI, cuudicenue
ouggy3uonHoli cnocobnocmu neckux u npozpeccuposarue mpusemvl no oanuvim KTBP opeanos
2PYOHOU KJIeMmKU.

o BHyTpuBeHHas 3amecTUTENbHAs Tepanus He pekoMeHayerca nanmeHtam ¢ XOBJI ¢
reTepo3uroTHeiM reHotumnom aeduiura A1AT [81,83].

YpoBeHnsb yoeauteabHocTH pekoMenaanuili C (YpoBeHb 10CTOBEPHOCTH J0KAa3aTeIbCTB 5).
Kommenrtapuu. Ponb 3amecmumensroi mepanuu y OAHHbIX NAYUEHMO8 8 HACMOosujee 8peMsl He SACHA.

e [Ipu mpoBeneHUM 3aMECTUTENILHOM Tepanuu pPEKOMEHAYETCs BHYTPHMBEHHOE BBeneHHE anbdal-

MpoTerHa3bl UHTrHOUTOpa (YenoBedeckoro) 1 pa3 B Hegento B 103e 60 mr/kr [9,84].
YpoBeHb yOoenuTEeIbHOCTH peKoMeHAannil B (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB 2).

KommenTapuu. borvuwuncmeo ucciedosanuil, cpasHu8aguiux d@@hekmusHocms pasHulx cxem
mepanuu, 8blA6UIU NPEUMYULECMBA eHCeHe0eNbHo20 6gedeHus npenapama. Iloxazano, umo sma cxema
no3zeonsiem noooepocusams ypogenv AIAT eviuie nopozca 6e30nachocmu Ha 6cem UHmMepeane Mexcoy

66€0eHUSIMU U NOBbIUAEC YpPOB€EHb AHMUINACMAZHOU AKMUBHOCTIIL.

Onpeoenenue axkmusHocmu  aib@ha-I-aumumpuncuna 6 Kpoeu ¢ Yeiblo noobopa  003vl

3amMecmumenbHou mepanuu He pekomendyemc;l.

3aMecTUTeNbHAs Tepanus, Kak MpaBWiIo, XOpomo mepeHocuTcs. [lobounHble peakiuu OOBIYHO
OTHOCHUTEJIBHO JIETKHE M KyHHUPYIOTCA camocTosTenbHo. Hanbonee yacTto BcTpewaroTcs HeOoublIas
JTUXOpaJika U O03HOO, KpalnMBHUIA, TOIIHOTA W PBOTA, CIa0OCTb, TOJOBOKpYKEHHE. AHaduIIakcus
OlucaHa, HO BcTpeuyaeTcss KpaiiHe penko. CilydaeB MapeHTEpPalIbHOIO 3apa’k€HUs BUPYCHBIM

rernatutoM 1 BUY (Bupyc mmmyHoneduunTa 4eaoBeka) U JIETAIbHBIX HMCXOJOB HE 3a(hUMKCHPOBAHO
[71,75,85-88].

o [laruentam ¢ oSM@u3eMol JIETKUX W XPOHMYECKOM JIBIXaTeIbHOW  HEJOCTAaTOYHOCTHIO
PEKOMEHYETCSl TMPOBEICHHUE JUIMTEIBHOM KHUCIOPOAOTEpPAlIMA 10 CTAaHAAPTHBIM ITOKA3aHUIM
(mokazanus cMm. Tabim.3) [53,89].

YpoBens yoenureabHOCcTH pekoMeraanuii C (YpoBeHb JO0CTOBEPHOCTH J0KA3aTENbCTB —5)

Tabnuua 3. [loka3anust K HA3HAYEHUIO JUTUTEIBHONU KUCIOPOAOTEPAITUU

Moka3zaHus PaO, Sa0, Ocobble ycnosus
(MM pT.CT.) (%)
ABCONIOTHLIE £55 £ 88 Het
OTHOCUTENbHbIE (npwm 55-59 89 JleroyHoe cepaue, oTeKU, nonuunTeMmna
HaM4mMmn ocobbiX YCNOBUIA) (rematokput >55%)
Het rnokasaHumn (3a 360 390 [ecaTypaumsa npu Harpyske
UCKITIOYEHNEM 0cobbIx [OecaTypauuns BO BpeMs CHa
yCNnoBWiA) BonesHb  nerkMx  C  TSXKENbIM  AUCIHOE,
yMeHbLlarwmMcs Ha doHe O;



KommenTapuu. Illapamempor 2azoobmena, Ha Komopwvix ocHosvlgaiomes nokaszanua « JKT,

PEKOMEHOYemcs OYeHUBams MONIbKO 80 8peMs CMAOUILHO20 COCMOSAHUSA OONbHLIX, m.e. uyepe3 3-4
Heodenu nocie obocmpenus XOBJI [90].

3.2. Xupypruueckue MeToaAbl JedeHUsI

o [lammentam ¢ XOBJI u Oymine3noit sMdu3zeMoil peKOMEHIyeTCsl MPOBEACHUE OYIIIKTOMUU TIPH
HaJIMYuW BbIpaxkeHHON onpImKku (2-4 crenenb mo MMRC), BbI3BaHHOU CHAaBICHUEM JIETKOTO
KpyIHBIMU ~ OyJslaMH, ITHEBMOTOpakca WJIM KPOBOTCUEHHUS BCICACTBUE pa3pbiBa  OYILIBI,

uHunupoBanus Ooymisl [1].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J10KA3aTEJIbCTB 5)

o [laruentam ¢ XOBJI ¢ BepxHemoneBod sMdu3eMoil W HHU3KOM MEPEHOCHUMOCTHIO (PU3NUYECKOM

Harpy3Ku peKOMEHyeTCsl TPOBEICHHUE ONEPaIMK 10 YMEHbIIIEHUIO 00beMa JieTkux [91].
YpoBeHb yOeIUTEILHOCTH PeKOMEeHAaluil A (YPOBEeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 2)

Kommentapuu: /lposedenue xupypeuueckoco ymenvuienus oovema neekux (XYOJI) y nayuenmog c
amghuzemori noKazaHo npu Hexoppusupyemou ooviuike (2-4-ii cmenenu no wxare mMRC), ODPBI <
40% om donxcnoco nocie npobwl ¢ bpouxorumurxom, OOJI > 200% om odonocrnozo, OEJI > 120% om
oondicHoeo, cHudxcenuu DLco < 50% om OonoicHoll, cemepoceHHocmu dM@uzemvl ¢ Haiuduem
UBMEHEHHbIX U 300p08bIX 30H 6 nezkux. [Ipomusonokazanuamu k nposedenutro XYOJI y nayuenmos c
amghuzemoll 1ecKux A6IAI0Mcs o3pacm cmapuie 75 iem, Kypenue 8 meyeHue nocieoHux 6 mecsyes,
nezounas eunepmensus, PaCQO; 6 noxoe 6onee 55 mm pm. cm., DLco < 10% u > 50% om oonoicHotl,

msdicenvle KOHKypupyrowue 3abonesanus [92,93].

B Hacmosuiee epems onst YMEHbULEHUA 00veMa necKux 603MONCHO UCNONb306AHUE U MeHee UHBAZUBHBLX

Memo008 ¢ NOMOUbIO OKKAIO3UU CE2MEHMAPHBIX OPOHXO08.
[Tposenenne XYOJI y mannenToB ¢ sMmpuzemoit Ha ¢pore nepunnra A1AT He pexomenmyercs [94-96].
YpoBenb yoenuTeabHOCTH pekoMeHaannil C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeJbCTB 3).

KommenTapuu. V nayuenmos ¢ oeuyumom AIAT om¢puzsema uacmo  noxanusosana
NPeuMyuweCmeeHHo 8 0a3aNbHbIX OMOeNax NecKUX Uil HOCUM 2eHepalu308aHHbIIL Xapakmep, Ymo

oenaem svinonnenue XYOJI mexnuuecku 6onee clodcHbIM U 8e0en K YEeIudeHu0 CMEPmMHOCHU.

o [Ipu TsKETOM TedueHun 3a0oJieBaHus (BhIpaXeHHas dSMdu3eMa U OfBIIIKA B OKOE U MUHUMAJIbHON
¢u3nueckol Harpys3ke, COXpPaHSAIOMIAsICs HECMOTPS Ha ONTUMAJIbHYIO MEAUKAMEHTO3HYIO H

PEaOMIUTAIIMOHHYIO TEPanuio) PEKOMEHIYETCS PACCMOTPETh BOMPOC O TPAHCIUIAHTAITUU JIETKUX
[97-99].

YposeHnnb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTEJIbCTB 4).



KommenTapuu. Buwiowcusaemocms vy nayuenmos ¢ XObBJI, accoyuuposannoii ¢ oegpuyumom AIAT,
nocie MpPAHCHIAGHMAYUU JTeSKUX He OMJIUYALACH OM  BblAHCUBAEMOCIU NOCAe MPAHCHAAHMAYUU
nayuenmos ¢ XObBJI 6e3 oecpuyuma A1AT.



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeIUIIUHCKUE OKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEAMIUHCKON peaduIuTanuu, B TOM YU CJIe
OCHOBAHHBIX HA UCIOJIb30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

e Kypchl sierouHoii peabunuTanuyu peKOMEHAYIOTCS MAlMeHTaM ¢ SM(U3EMOil JETKUX U MOCTOSTHHOU
OJIBIIIIKOM, HECMOTPSI Ha MPOBOJUMYIO TEpamnuio, a TakkKe (PU3NYECKH HEAKTUBHBIM OOJBHBIM C

4acThIMUA 000CTPEHUSMH WU HETIEPEHOCUMOCThIO u3nueckoit Harpysku [100,101].
YpoBeHb yoeauteabHocTH pekoMeHaanuil C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5)

e PeaOwnuranus sBisieTcsi MHOTOKOMIIOHEHTHOM Mepoi. PexomeHayercs BKJIIOUaTh B HPOrpaMMy
JIETOYHOM peaOuIUTaIMK TICUXOJIOTHYECKYI0 TOMIEPKKY U OopbOy ¢ nemnpeccueit, oOydeHwe,
HYTPUTHUBHYIO TIOJICPKKY U (pusndeckyto TpeHupoBKy [102]. AnuTeapsHOCTh TaKOM MPOTpaMMBbI HE

YCTaHOBJICHA, OJTHAKO CYUTAETCS, YTO OHA MOXKET IpoaoiixkaThes oT 4 1o 10 nexens [103].
du3nyecKue TPEHNPOBKH

e Ilpu mnpoBeneHUM JErovyHOM peadWwIUTaluu Yy MNaluueHToB ¢ 3Mduzemon Jjerkux u  XOBJI

PEKOMEHIyeTCsl BKIIIOUATh B Iporpammy pusnyeckue TpeHupoBku [104].
YpoBeHb yoeauTeJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB — 2)

Kommentapuu: Paszpabomxa mpeHupo8ounvix npocpamm mpebdyem UHOUBUOYAILHO20 NO0X00d U
3a8UCUmM OMm UCXOOHO20 COCMOSIHUSL NAYUEHMA, CIENeHU MANCeCU 3a001e6anUsl U CONYMCMEYIOUUX
3abonesanutl, a marxdce momueayuu. Ilpu Haruuuu CcOOMEEMCMBYIOWUX NOKAZAHUL 60 BPEMS

MPEHUPOBKU cledyen UCNONIb308aMb PA3IUUHbLE GUObI PECRUPAMOPHOU NOOOEPHCKU.

B kauecmee ¢husuueckoii mpeHupo8KU MOMCHO UCNONb308aMb 3AHAMUA HA 0e2080U 00pPONXCKe UlU
genospeomempe om 10 0o 45 munym ma o0HO 3aHAmMuUe ¢ uHmeHcugHocmvio om 50% nuxkoeoeo
nompeonenusi  KUciopooa 00  MAKCUMAIbHO20  YposHs — nepeHocumocmu  [105]. B
obwemepaneemuueckoli NpaKkmuke npu OmMCYmCcmeuu pecypcos Ojisi NOIHOYEHHOU peadunumayuu
criedyem peKomeH008ams exceOHesHvle npo2ynku (Hanpumep: 30 munym, 4 KM — 8 3a8UCUMOCHU OM
Quzuueckoeo cmamyca), a makdce MPEHUPOBKU C NOMOWDBIO CKAHOUHABCKOU X00bObl. B psoe

NpOSPAMM UMEIOMCS MPEHUPOBKU 8EPXHEll 2PYNIbL MblldY, YMOo Yayuuiaem ux ¢ynxyuio u cuny [106].

e PexoMeHIyeTcsl BKIIIOUATh B IPOrpaMMy peaOMIMTALIMN TPEHUPOBKY JIbIXaTEIbHOW MYCKYJIATyphl C

MOMOIIBIO PA3TUYHBIX BUIOB YCTPOUCTB (IbIXaTeNbHBIX TpeHaxepoB) [107].
YpoBennb yoenureabHocTH pekomenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

KommenTapuu: Tpenuposxka pecnupamopHuix Mblully MOdcem 0asamsb NOLONCUMENbHbIL d¢hghexm,

0CODEHHO 8 couemanul ¢ 061/0}1/[]!/11/{ MpeHUpOBKaAMU.



e V Bcex mamueHToB C 3Mduszemon nerkux u XOBJI B mporpamMmy merouHoil peadbuiautanuu

pexoMeHyeTcs BKItodarh ooyuenue [108-110].
YpoBenb yoenuTeabHOCTH pekoMeHaannii C (ypoBeHb J0CTOBEPHOCTH J10KA3aTeJbCTB — 3)

KommenrTapuu: Obyuenue nayuenmog sgnsemcsi 3@@OEKMUBHBIM —CPEOCMEOM — OOCMUNCEHUS
KOHKpEemHublX yenel, 6KIouas npekpaujeHue KypeHus, NOHUMAaHUue psod 60NPOCO8, CEAZAHHLIX C
MEPMUHATILHBIMU COOLIMUAMU U VIYYUEHUS UCX0008 060CcmpeHul. J{isi NOHCUNBIX NAYUEHMO8 MO2YM

oKA3amuvCA noOJlE3HbIMU MHOZOI’lpOd)M]leble 06pa306ameﬂbele npoecpammal.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U MPOTUBONOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKH

e Bcem mammentram ¢ smpuzemoit nerkux u peduiutom A1AT pekomeHmyeTcss MCIOIB30BaTh BCE
MephbI 1J1 0TKa3za ot Kypenus [83,108,111].

YpoBeHb yoenuTeJJbHOCTH pekoMeHaanuii B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJILCTB 2).

KommenTapuu. Omxaz om Kypenus — OCHO8HAS mepa NPO@DUIAKMUKU PA3eumus U 3ameosleHus
npozpeccupoganus 3aoonesanus neckux npu degpuyume AIAT. Ilokazano, umo ckopocme CHUICEHUS

O®DB; u cmepmuocms CHUIICAEMCs Y NAYUeHmos, ycneuHro opocusuiux kypums [108].

o [Tammentam c¢ XOBJI, a taxxke namuentam c¢ aedurutoM AIAT pexkoMeHIyeTcs MpOoBEACHUE
BaKI[MHAIIMY MMPOTUB TPUIIIA U THEBMOKOKKOBOM MH(EKIINH, a IPY HAIMYNUU TTOPKCHUS TICUCHU —

BaKIMHAIMKU TpoTUB renarura B [9, 112,113].
YpoBenb yoeauTeabHOCTH pekoMeHaannili C (ypoBeHb JO0CTOBEPHOCTH J0KA3aTEJbCTB 5).

e V ManuMeHToOB ¢ 5SMQU3EMON JIETKUX PEKOMEHIYETCs CBEACHHE K MHUHHUMYMY BO3JCHCTBUE
(bakTopoB, pa3apa’karIlUX AbIXaTeIbHbIE MYTH, TAKUX KaK Ta0auHbIA JIbIM (IIACCUBHOE KypEHUE),

NbUIb U ucniapenus [9,82].
YpoBennb yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTEJIbCTB 5).

KOMMCHTapl/II/I. Hpu yacmom I’lpOd)eCCl/tOH(l]leOM KOHmaKkme ¢ maxKumu qbakmopamu moorcem

nompe606arnbc;z CMeHna mecma pa60mbl.



6. Opranusanus oKa3aHusl MeJIUIUHCKON IMOMOIIH

IToxa3zanus Ay rocnuTaJIn3anuu B MCIUIIMHCKYIO OpTaHU3alnIo:

l.

. IOSIBJIEHHE HOBBIX CUMIITOMOB (IIMaHO3, IepudepruuecKkre 0TeK, 00Ib B TPYIHOM KIIETKE)

~N N L AW DN

SHAYUTCIIbHOC HAPACTAHHUC TAKCCTHU CUMIITOMOB (BHGS&HHO IIOABUBHIAACA TAXKEIIas1 OI[I:IIJ_IKa)

. pazButue Tsxenoro odocrpenus XObJI

. pa3BUTHE ITHEBMOTOPAKCa

. HeA((HEeKTUBHOCTH HAYATBHOU TE€pauu 000CTPEHUS

. BOBHUKHOBEHHE OCTPBIX UM 000CTPEHHE XPOHMYECKUX COIMYTCTBYIOLINX 3a00I€BaHUIMA

. CTapYECKHUU BO3PACT.

Jleuenne B MEIUIIMHCKOM OpPTaHU3alNHN:

. OCMOTp Bpaua-IyJIbMOHOJIOra Wi Bpada-TeparieBra He no3aHee 20 MUHYT

2. MynbCOKCUMETPUS HE no3aHee 20 MUHYT OT MOMEHTA MOCTYIUICHUS B CTALIMOHAP

(98]

S O 0 9 N L B~

11.

12.

. KOHCYJIbTallusl Bpadd-aHCCTC3UOJIOTa-pCaHnuMarojiora HE IO3JHCC 30 MHUHYT OT MOMCHTAa

MOCTYIJIEHUS B CTallMOHap (Mpu carypauuu menee 75%)

. 00U (KITMHUYECKUN) aHAIU3 KPOBU Pa3BEPHYTHII

. MccrienoBanue ypoBHs C-peakTUBHOTO Oesika B KPOBH

. IpULIeTIbHAsT peHTTeHOTpadusi OPraHOB IPYAHON KIETKU B MPSMOM MPOEKITUH
. DIIEKTPOKAPAUOTpadUICCKOE UCCIIETOBAHUE

. criuporpadus ¢ OPOHXOUIATAITMOHHON TIPOOOI

. OLICHKA BBIPAXXEHHOCTHU OABIIIKY 10 Ikaie mMRC

. TE€panusi  JeKapCTBEHHbIMM IpernapaTramMu JUisl  JieueHHUs OOCTPYKTHBHBIX 3a0oieBaHUI

JBIXaTEeNbHBIX MyTeH ¢ KOPOTKUM CPOKOM JACUCTBUS B (hOpME JIsl HHT SN
Tepanus aHTHOAKTepUAIbHBIMHU JICKAPCTBEHHBIMU TMpemnapataMu (TIpW TOSBICHUU THOWHOM
MOKpPOTHI 1/uiu 1ipu ypoBHe C-peakTuBHOro 6enka 6omnee 10 mr/i)

WHTAJSIIUOHHOE BBEACHUE Kuciopoa (pu caryparnuu meHee 90%).

IToka3anus K BBINMCKE NaIMEHTA U3 MEJIUIIMHCKON OpraHHu3anunu:

l.

N N DN B

MAIMEHT CIMOCOOCH MPUHUMATH JUIUTEIHHOJACHCTBYIOMINE OPOHXOMUTUKH (2-arOHUCTBI /WK

AHTUXOJIMHEPTUYECKHE Tpernaparbl) B KoMOuHaiuu ¢ uHramssunonasivu ['KC unu 6e3 Hux

. IpUCM KOpOTKO,HeﬁCTByIOHIHX HHIraJIsIMuOHHBIX Bz-aFOHI/ICTOB Tpe6yeTc;[ HC Jalc 4€M KaXIbIC 4

gaca

. TIAIIMEHT CIOCOOCH (eCM paHee OH HaXOAWJICAd Ha aMOyJaTOPHOM BEIACHHUH) CaMOCTOSTEIBHO

MepeABUTATHCS IO KOMHATC

. TIAIIMEHT CIIOCOOEH MPUHUMATh MUIIy U MOXET CIaTh 0€3 YacThIX MPOOYKACHUHN M3-3a OJIBIIIKA
. KIIMHUYeCcKas CTa0OMIBbHOCTH COCTOSHUA B TeyeHue 12-24 yacoB
. CTaOWJIbHBIC 3HAYCHUS Ta30B apTEpPHUAIbHON KPOBH B TeueHue 12-24 gacos

. MIalMMCHT WJIK JIMIO, OKA3bIBAIOIICC ITOMOIIb HA JAOMY, ITIOJIHOCTBIO ITOHUMACT IIPABUJIBHYIO CXEMY

npuema mnpernaparon

. p€IICHbLI BOIIPOCHI HaHLHeﬁmeFO Ha6J'IIOI[€HI/IH 3a NanuCHTOM (HaHpI/IMep, OOCCHICHUA ITallMCHTA

MEJIMIIMHCKOMN CeCTpOﬁ, CHaOKeHUE KHCJIOPOAOM U HpOI[OBOJ'ILCTBI/ICM)



9. NannueHT, CEMbi U neqamnﬁ Bpa4d YBCPCHDBI, YTO MAIUCHT MOKCT YCIICIIHO YIIPABJIATHCSA B 6I)ITy.



7. JlonmoiHuTE IbHAA MHpopManus (B TOM YHCJIe
(baxkTOpPBI, BJUSIONINE HA MCXO0/ 3200/1eBAHUA HJIH
COCTOSIHMA)

Nmerorcss maHHBIE 0 BO3MOXKHBIX MpoOieMax BO BpeMsi OCpPEeMEHHOCTH Y HEKOTOPBIX KEHITUH C
nepunurom AlAT ¢ ¢enorunom PI*ZZ. Onucano yBenwueHHE YACTOTHl BBIKUABIIICH U
MEPTBOPOXKIACHUN, a TakKe pa3BUTHE IMHEBMOTOpaKca BO BpeMsi OEPEMEHHOCTH Y KEHIIUH C
ucxogHeiM HanmuuueM Oymn [114-116]. Tem He MeHee y TaIMEHTOK C TsDKEIOW sMbu3eMon

HaOJIIOAIMCh YCIICIITHO 3aBEPIIMBIITNECS JTOHOIIIEHHBIE OepeMeHHOCTH [116].

[lepen BO3MYIIHBIMU TepeleTaMU TAIMEHTHl € SMQPU3EMON JOJKHBI MPOXOAUTH CIIEIHATBLHOE

oOcnenoBanue. Heo0xonuMo mpuHUMATh MEPBhI, YTOOBI M30€KaTh TUITOKCEMHUMU.

B X0O€ AaHCECTC3MU IIpU OICpalusax B BEPXHEM OTICIIC 6pIOHIHOﬁ IIOJIOCTH, a TaK¥X€ B
BOCCTAHOBHUTCIIbHOM  IICPHUOAC  HCIMOCPCACTBCHHO IIOCJIC  OIICpAaIMHM  BaXXHYIO POJb  HUI'PACT
HNCKYCCTBCHHAA BECHTHUIIALMA JICTKUX C YAJIMHCHHBIM BBIJJOXOM. B IOCJICONCPAIMOHHOM IIEPHUOAC TAKIKE

Ba)KHO 00€CIICUNTH APCHUPOBAHNEC MOKPOTHI.

e YPOJIOTUYECKHE, TUHEKOJOTHUYECKHE W KOJIOPEKTAIbHBIE BMEIIATEIIBCTBA Y IMMAIUEHTOB C
nepunurom A1AT pexoMeHayeTcs, MO BO3MOXKHOCTH, MPOBOAWTH B YCIOBHUSX MECTHOM WU

nepuaypaibHoi anecte3uu [117-118].

YpoBeHb yoenuTeabHoCcTH pekoMenaanuii C (ypoBeHb JT0CTOBEPHOCTH 10KA3aTeIbCTB 4).



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepui YpoBeHb YpoBeHb
AOCTOBEPHOCTH y6eantenbHoOCTH
AOKa3aTenbCTB pekoMeHaaunmn

AOwnarHocTuka 3M¢M36M bl JIErkux

1 BbinosHeH obwmin dunsmnkanbHbIN OCMOTP

2 BbinosHeHa oLeHKa MHAeKCca Kypsulero yenoseka (nayek-ner) 1 A
3 BbinosiHeHa NysbCOKCMMETPUSA 3 A
4 BbinonHeHa npuuenbHasl peHTreHorpadus opraHoB rpyaHoOM 3 A

KNETKN B I'IpﬂMOVI npoexkunn

5 BbinonHeHa KTBP opraHoB rpy4HOM KNeTKu 4 C
6 BbinonHeHa cnvpomMeTpusi ¢ 6poHX0AMIaTalMOHHbIM TECTOM 4 c
7 Y naumeHToB C K/IWHMYECKMMW npusHakamu pedbuumta A1AT 3 A

BbIMOJSIHEHO UCCriefoBaHMe KpoBu Ha A1AT

8 Y nmaumeHToB C KJIMHUYECKMMU NpusHakamu gedpuvumta A1AT n/nnn 3 A
CHMXKEHHOW  KOoHUeHTpauven A1AT BbINOAHEHO onpeaneHue
deHoTnna n reHotuna gedunumnta A1AT

9 MNauveHtam ¢ Agedpuumtom A1AT BbinonHeHo Y3W  opraHos 5 C
OpIOLHOM NONOCTH

JleueHune sMmpuseMbl JIerknx

1 PekoMeHaoOBaH 0TKa3 OT KypeHus 4 Cc

2 Mpn  Hanuuum XOBJ1 HasHadyeH npenapat ANa  Jie4yeHus 3 A
06CTPYKTMBHbIX 3aboneBaHUi AbixaTeNbHbIX NyTen B dopme ans
WHransumMm c¢ KOPOTKMM CPOKOM AENCTBUSA ANS MCMNONb30BaHUSA MNo
notpebHoCcTn

3 Mpn  Hanuuum XOBJ1 HasHaueH npenapat And  JevYeHus 1 A
06CTPYKTMBHbIX 3aboneBaHWi AbixaTefbHbIX NyTen B dopMme AN
MHransiuMn c anutenbHbIM cpokoM pencteus (O4BA, OOAX wvnn
koMmbuHaumn JOAX/O0BA)

4 Hekypswmm naumeHTam crapwe 18 net ¢ c pgedpuumtom A1AT 4 C
deHotnnos Pi*Zz, Pi*ZNull, Pi*NullNull nn6éo c¢ peakummn
AedUUNTHBIMXW  BapMaHTaMM  NpU  HaAWMYUMUM  pecrnnpaTopHbIX
cumnTomoB, ypoBHe A1AT <11 mkmonb/n, O®B; B npeaenax 30-
65% Ha3HayeHa 3aMecTuTesNbHaa Tepanus

5 (I'Ipm )Sa02 £ 88% HaszHauyeHa pAnuTenbHas KucaopoaoTepanus 5 C
OKT
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IIpuaoxkenue Al. CocraB padoued rpynnsl mno
pa3paloTke U mepecMOTpPy KIHMHUYECKHX
pPeKOMeHaalni

Benesckuit AHapei CTaHMCcnaBoBuY 3aBeaywowmi  kadeapo nynbmoHosormm  @OrBOY BO  «Poccuiicknin
HaUMOHaNbHbIN NCCNefoBaTeNIbCKUN MEAULMHCKUI YHUBEpCUTEeT uM. H.U.
Muporosa» M3 P®, npe3sngeHT Poccuickoro pecnmpaTopHoOro obuiecTtsa,
npodeccop, A.M.H.

Fembuukas TaTbsiHa EBreHbeBHa PykoBoauTene oTtaena TtepaneBTMYECKOWM nynbMoHonorum, HUAWUM Orboy
BO «[lepBbii CaHkT-MNeTepbyprcknin - rocyfapCTBEHHbIN  MEANLMHCKUI
yHuBepcuTeT uM. akaa. W.M. Nasnosa» M3 PO, npodeccop, A.M.H.

Oemko VpuHa BnagmmupoBHa 3aBeaytowas kadeapon BHyTpeHHUX 6onesHenn N2 2 c kypcom MO Orboy
BO "KpacHOSIpCKMI roCyAapCTBEHHbI MeAVULVMHCKUA YHUBEPCUTET WM.
npod. B.®. BonHo-AceHeukoro" M3 P®, rnaBHbI BHELWTaTHbIA cneymanmcT
NMybMOHOMION, [IaBHbIM  BHELWTATHbIM  cheunanuct  annepronor M3
KpacHosipckoro kpasi, npodeccop, 4.M.H.

3axapoBa ExkaTepuHa lOpbeBHa 3aBeaytowas nabopaTtopuen HacneacTBeHHbIX 6onesHelt obMeHa BellecTs
OrBHY «Meanko-reHeTMYeCcKUn HayuHbl LeHTP», K.M.H.

MnbkoBnYy Muxamn Muxannosuy Oupektop HUW wmHTepcTuMumManbHbiX M opdaHHbix 3aboneBaHuii nerkux,
3aB. Kkadeaport nynbMmoHonorum OMNO Orb0Y BO «[llepsbit CaHKT-
MeTepbyprckuii rocyAapCTBEHHbIN MEeAUUMHCKUIN YHUBEPCUTET UM. akaa.
.M. NaBnosa» M3 P®, npodeccop, 4.M.H.

KapueBckasa Hatanbs AHaTonbeBHa HayuHbllh coTpyaHuk ®IrbY «HUW nynbmoHonormm» ®MBA Poccum, K.M.H.

NeweHko Uropb BukTtopoBuy Mpodeccop kadeapbl dTM3MATPUKM K nynabMmoHonorun Oreoy BO
«YpanbCKUA rOCyAapCTBEHHbIN  MeAUUMHCKUA  yHUBepcuTeT» M3 PO,
rnaBHbIM  BHELWTATHbIN  cneumanucT-nynbMmoHonor M3 CBepasiOBCKOM
obnactm mn YnpaBneHusi 3apaBooxpaHeHus r. ExkaTepumHbypra, Hay4HbIl
pyKkoBOAUTENb KIMHUKK «MeanunHckoe obbeanHeHne «HoBas 6onbHMLA»,
npodeccop, A.M.H., 3aCy>XeHHbI Bpay PO

MenbHuk CBeTnaHa ViBaHoBHa Bpay nynbMoHoNor-annepronaor, [eTCKuA MysbMOHOMNOTMYECKUIA LEHTP
OreyY  «CaHkT-lNeTepbyprcknii  Hay4YyHO-UCCNeAOBaTENbCKUIA  UHCTUTYT
dTU3nonynbMoHonorun» M3 PO, K.M.H.

CumoHoBa Onbra UropesHa 3aBeaywolwaa oTAeNIeHMeM  MyfabMOHOMOrMM U anneprosorun  OrAY
«HaumoHanbHbIM  MEAUUMHCKUIM  UCCNnefoBaTeNbCKUN  LEHTp 340pOBbS
neten» M3 PO, A.M.H.

TpyweHko Hatanbs BnagumuposHa AccucteHT kadeapbl nynbMoHonornn KM ®rAOY BO Mepsbit MIMY wm.
N.M. CeueHoBa (Ce4eHOBCKWMI YHUBEPCUTET), Hay4YHbIN COTPyAHUK OIBY
«HUWN nynbmoHonornn» ®MBA Poccum, K.M.H.

LLlynbxeHko Jlapuca BnagnmmposHa 3asegytowas nysibMOHONOrMYyeckum  otaeneHvem BY3  «HayuHo-
nccneaoBaTesibCKU MHCTUTYT — KpaeBas knuHudeckas 6onbHuua N2 1 M.
npod. C.B. Owuvanosckoro» M3 KpacHogapcKoro Kpasi, [/aBHbIN
BHEWTaTHbIA Ccrneunanuct TepaneBT-nyfbMoHoNOr KpacHoAapcKoro kpas,
O.M.H.

Kongunukr nurepecos:

Hukro u3 uneHoB pabodeil rpynmnbl HE UMEET KOH(PIUKTa UHTEPECOB, CBA3AHHOTO C pa3pabOTKOM U

BHCAPCHHUEM B KIIMHUYCCKYIO ITPAKTHUKY JaHHBIX KIIMHUYCCKUX peKOMeHHaHHﬁ.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

LeneBasi ayTuTOPUS JAHHbIX KJINHUYECKUX PEKOMEH/TAIlHii:

1. Bpa4 obmeit npakTuku (CeMeiHbIi Bpay);
2. Bpay-I1yJIbMOHOJIOT;
3. Bpa4-TeparieBT;

4. Bpau-TepaneBT NOJPOCTKOBBII;
5. Bpa4-TepareBT y4aCTKOBBII

MCTO}]I)I, HCIIOJIB3YEMBIC JIJIsA cﬁopa/cenelcunu AOKa3aTeJIbCTB: IIOMCK B OJICKTPOHHBIX 0azax

JaHHBIX.

Onucanue METOA0B, MHCIHOJB30BAaHHBIX /JIA OIOCHKH KadeCTBa M CHJIbBI J0Ka3aTe/JIbCTB!:

J0Ka3areabHOW ©0a30i Al peKOMEHJAIMi SIBISIOTCS MyONnuKanuu, Bomieamue B KokpaHOBCKYIO
oubnmnoreky, 0a3sl qaHHBIX EMBASE, MEDLINE u PubMed. [lmy6una noucka — 10 er.

MeToabl, HCIIOJIb30BAHHBIE ISl OLEHKH Ka4yeCcTBA U CHJIBI 10KA3aTeJIbLCTB:
KOHCEHCYC IKCIIEPTOB;

OIICHKA 3HAYMMOCTH B COOTBETCTBUH C PEHTHHIOBON CXEMOM.

MeToabl, HCIIOJIb30BAHHBIE VISl AaHAJIN3A J0KA3aTeIbCTB:

0030pbI OIyOJIMKOBAHHBIX METAaaHAIN30B;

CHUCTEMaTUYECKHEe 0030PHI ¢ TAOIUITAMHU JTOKA3aTEIIbCTB.

Onucanue MeTOI0B, MCNOJb30BAHHBIX /ISl aHAJM3a J0Ka3areabcTB. [Ipu orOope myOnukanuii,
KaK TMOTCHIMAJIbHBIX MCTOUYHUKOB JIOKA3aTEIbCTB, HCIOJIb30BaHHAS B KaXJOM HCCICIOBAHUU
METOJIONIOTUS U3YYAETCs JJI TOTO, YTOOBI YOSIUTHCSA B €€ BAJIMTHOCTH. Pe3ynbprar usydyeHus BIUseT Ha
YPOBEHb JI0KA3aTeNIbCTB, MPHUCBAUBAEMBIM IMyOJIMKAIIMH, YTO B CBOIO OYe€pelb, BIMAET HA CHIIY

PEKOMEH AU,

JIisi MUHUMU3AIMKA TOTEHIMAIBHBIX OIMIMOOK KakI0€ HCCIENOBaHHE OIEHUBAJIOCh HE3aBUCUMO.
JIroOble pa3nuuusg B OLIEHKaX OOCYKJIaJuCh BCEH TpPYIION aBTOpPOB B MOJHOM cocTaBe. [lpu

HCBO3MOXXHOCTH JOCTHXKCHHA KOHCCHCYCA IIPUBJICKAJICSA HE3aBUCHUMBbIN OKCIICPT.
Taﬁ.]'ll/lllbl A0KA3ATEJIbCTB: 3aII0JIHAIUCH aBTOPAMHU KIIMHUYCCKUX peKOMeH,HaHHfI.

Ta6muma 1. Illkama oIeHKHM YpOBHEW mocTOBepHOCTH mokaszarenbeTB (YJl) s meromoB

AUAarHoCTUKHU (JII/IaFHOCTI/I‘-IeCKI/IX BMCHIaTeJ'II)CTB)

yaan PacwundpoBka

1 CucrtemaTtmyeckue O630pbl nccnefoBaHUn c KOHTpOJ1EM pecbepeHCHblM METOAOM WIN  CUCTEMaTUYECKNUi 063op



PaHAOMU3NPOBAHHbIX KITMHUYECKUX nccnenoBaHuin C NnpUMMEHEHNEM METa-aHaIn3a

2 OTAenbHble UCCNeAoBaHUS C KOHTPOSIEM pedepeHCHbIM METOAOM WM OTAE/bHbIE PAHAOMU3UPOBAHHbIE KIMHUYECKME
NCCNefoBaHUs U cucTeMaTuyeckme 0630pbl UCCefoBaHWUi Nto6oro Av3arHa, 3a UCKTHYEHWEM PaHAOMU3MPOBAHHbLIX
KJIMHUYECKUX UCCNEef0BaHNI, C MPUMEHEHWEM MeTa-aHanunsa

3 WccnepoBaHus 6e3 nocnefoBaTeNibHOrO KOHTPOSsS pedepeHCHbIM MeTOAOM WM WUCCNEeAOoBaHUs C pedepeHCHbIM
METOAOM, HEe SBAOWMMCS He3aBUCUMbIM OT MWCCIeAyeMoro MeToAa WAW HepaHAOMU3MPOBaHHbIE CpaBHUTENbHbIE
MccnefoBaHus, B TOM YKCie KOrOpPTHblE MCCNef0BaHms

4 HecpaBHWTENbHbIE UCCNeA0BaHUSA, ONUCAHWE KIIMHUYECKOro cly4Yas

5 MmeeTca nnwb 060CHOBaHME MexaHuM3Ma AEWCTBUS UM MHEHUWE SKCMepToB

Tabamuma 2. Illkana ouneHku ypoBHeW JOcTOBEepHOCTH JokazarenbctB (YIJI) s meronos

npoUIaKTHKHU, JeueHus U peadunutanuu (mpodumakTUuecKux, Je4eOHbIX, PeadMIUTAIIMOHHBIX

BMEIIATEJILCTB)
yaa PacwundpoBka
1 CucrtemaTtmyeckmin 063op PKU ¢ npumeHeHneM meTa-aHanmsa

2 OtaenbHble PKU 1 cuctematmyeckme 0630pbl UccrnenoBaHuin nwoboro amsaiiHa, 3a uckiadeHnem PKW, ¢ npumeHeHunem
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPaBHUTENbHbIE UCCNIEA0BAHUS, B T.4. KOFOPTHbIE UCCIeA0BaHUS

4 HecpaBHUTeNbHbIE WCCNEf0BaHUS, OMUCaAHME KIMHMYECKOro Cryyas WM Cepumn CcyyaeB, MUCCNeaoBaHUs «Cny4dan-
KOHTPOJ1b»

5 Mmeetcs nuwb o60CHOBaHME MexaHW3Ma [AeNCTBMS BMellaTenbCTBa (AOKIMHWUYECKME WCCNefoBaHUsA) WM MHeHue

3KCMepToB

Ta6auuna 3. Illkana omeHkw ypoBHeW ybOemutenbHOCTH pekoMeHmanuid (YVYP) mis meromos

MpO(UIAKTUKY, JAUATHOCTUKHU, JeUeHus U peabunurtauuu (MpoUiIakTUYECKUX, AUArHOCTUYECKHUX,

nedeOHBIX, peaOUIUTAIIMOHHBIX BMEIIATEIHCTB)

Pacwumdposka

CunbHas pekomeHaauusa (Bce paccMaTpuBaeMble KpUTepumn aheKTUBHOCTM (MCXOAbl) SIBASAIOTCS BaXXHbIMU, BCE
NUCCNefoBaHUs MMEKT BbICOKOE MWW YAOBNETBOPUTENIbHOE METOAO0/IONMYEeckoe KauyecTBO, WX BbIBOAbl MO
WHTEPECYIOLMM UCXOAAaM SBASIOTCA COrNlacoBaHHbIMK)

YcnoBHas pekoMeHaaums (He BCe paccMaTpuBaeMble KpuTepun 3hheKTUBHOCTM (MCXOAbl) SBASIOTCA BaXHbIMMU,
He BCe WCCNefOoBaHMSA WMEKT BbICOKOE WAN YyAOBNETBOPUTENIbHOE METOAO0SIOMMYECKOe KauvyecTBO W/UN KX
BbIBOAbI MO MHTEPECYIOLMM UCXOAaM HE ABSOTCA COrNacoBaHHbIMMN)

Cnabasi pekoMeHAaumus (OTCYTCTBME AOKA3aTeNbCTB HAANeXallero kayectsa (BCe paccMaTpuBaeMble KpUtepum
3 hEKTUBHOCTU (MCXOAbl) SIBASIOTCS HEBAXHbIMU, BCE WCCNEAOBaHUS WMMEKT HU3KOE METOA0SI0rMYecKoe
KauyecTBO M MX BbIBOAbI MO UHTEPECYIOLNM UCXOAAM He SBNSOTCS COracoBaHHbIMM)

HOp}IIIOK OOHOBJIEHUS KIIMHUYECKUX peKOMeHHaHHﬁ.

MexaHu3M OOHOBJICHHUS KIMHUYECKHX peKOMeHI[aI_II/Iﬁ npeaycMarpuBact HUX CHCTEMATHYCCKYIO

AKTyaJIu3aluio — HC PEXKE 4€CM OAWH pa3 B TPH IOJd, a TAKKC IIPH ITOABICHHMHW HOBBLIX JAaHHBIX C

IMO3UI N ,I[OKa?)aTeJ'II)HOﬁ MCIUIMHBI II0 BOIIpOCaAM JWATrHOCTHUKH, JICUCHMUA, HpO(I)I/IJ'IaKTI/IKI/I nu

peadmIuTalMy KOHKPETHBIX 3a00J€BaHUM, HAIMYUU OOOCHOBAHHBIX JIONOJHEHUI/3aMeUaHnil K paHee

yTBepxkAEHHBIM KP, HO He yamie 1 pa3za B 6 mecsues.



IIpunoxkenne A3. CnpaBo4yHbIe MaTepPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO0O0B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. [Ipukaz Munucrepctsa 3apaBooxpaneHuss PO ot 15 Hos6ps 2012 . N 916H «O06 yTBEepKIeHUH
[Topsinka oka3aHUsT MEAUIIMHCKON MTOMOIIY HACEJIICHUIO MO MPOQPIIIIO «ITYIbMOHOIOTHS.

2. CtanaapT MEIUIIMHCKON TTOMOIIN OOJBHBIM XPOHUYECKOW OOCTPYKTUBHON OOJIE3HBIO JIETKUX (TIPH
OKa3aHWW  CHEUUAIM3UPOBAHHOM  TMOMOIIM),  YTBEPXKIEH  NpUKazoM  MUHHCTEpCTBA
3IpaBOOXPaHEHUs U colranbHOro passutus PO or 11 mag 2007 . N 327.

3. CranmapT MEIMIUHCKON MOMOIIH OOJIbHBIM XPOHUYECKOW OOCTPYKTUBHON OOJIE3HBIO JIETKHUX (TIPH
OKa3aHUU aMOYJIaTOPHO-MOJMKIMHUYECKOW TOMOIIM), YTBEPXKAEH MpukazoM MuHHUCTEpCTBa
3JIpaBOOXPaHEHUsI ¥ collMaIbHOTO pa3BuTusi PO ot 23 Hos6ps 2004 roma N 271.

4. CranmapT TEpBUYHON  MEIMKO-CAHUTAPHOM TMOMOIIM TMpPU  OOOCTPEHHH  XPOHUYECKOU
OOCTPYKTHBHOW OOJI€3HU JIETKUX, YTBEPXKICH TMpUKa3oM MMUHHUCTEPCTBA 3ApaBOOXpPAHEHUS
Poccuiickoit ®enepaunn ot 20 nexadps 2012 . Ne 1214h.

5. IIpuka3z Munucrepcrsa 3apaBooxpanenust PO ot 10 mas 2017 r. Ne 203H

«O0 yTBEpKIEHNUU KPUTEPHUEB OLICHKU Kaue€CTBA METUIIMHCKOMN TTOMOIIINY.



Ipuaoxkenue b. AJropurMbl JeiicCTBUA Bpaya

MauueHT C NogozpeHMem Ha aeduuut ALAT
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Ipuwioxenue B. Unpopmanus 1 manmeHTa

Hedbunut anbda-1-aHTUTpUIICHHA — A3TO HACJIEACTBEHHOE 3a0oJieBaHWE, BBI3BAHHOE CHIDKEHHEM
ypOBHA (WM OTCYTCTBHEM) O€lika, KOTOpPbIA OJOKUPYET MOBpEXKAAIOIIee JEHCTBUE HEKOTOPBIX
bepMeHTOB.

Heduuur anbda-1-aHTUTpUIICHHA TPOSABIISAETCS CHUKEHUEM ero ypoBHs Huxke 0,8 r/m (11 Mkmonb/m).
Ero HemocTarok MOXET BbI3BaTh pa3pyllieHUE TKaHHU JETKuX (dIMQu3eMy), pa3BUTHE XPOHUYECKOU

0OCTPYKTHBHOM 0OOJIC3HU JICTKUX HIIA 3a00JIEBaHUE TICUCHH (IIUPPO3).

3a0osieBaHue JIeTKUX OOBIYHO HaunHaeTrcs: B Bo3pacte 20—40 neT M mposBIsSETCS OABIIIKOW IMpHU

dusznueckoi Harpy3Kke, XpuraMu B TPYIU U KaIlIeM.

ITocne mocTaHOBKM JAHHOTO AMArHO3a MEPBBIM M CAMBIM BAJKHBIM IIIATOM SIBIISIETCSI OTKA3 OT KYpPEHHS.
Kypenue BbI3bIBaeT paspyuieHue aib(a-l-aHTUTPUINICHMHA B JIETKUX W YCHUJIMBAET MOBPEXKICHUE
JIETOYHOM TKaHW, a 3HAYUT, YCKOpSIET mporpeccupoBanue Oone3Hu. CriemyeT u3deraTh peryiasipHOrO
KOHTaKTa C JbIMOM, DPa3JIWYHBIMU a’pO30JsIMHM, TaK K€ KAK M «IIACCUBHOIO KypeHus». Jloma

JKCIIATCIIbBHO OTPAHUYNUTBL KOHTAKT C OBITOBOM XHMHGfI, IIbIIBIO, JOMAIlIHUMH KNBOTHBIMMU.

Jleuenue OOJNE3HM JIETKWX, KaK MPaBUJIO, BKJIIOYAET B ceOs mpemaparsl A7 JeUeHUs: 00CTPYyKTUBHBIX
3a00JIeBaHMM  JIbIXaTENbHBIX NyTe B QopMe Uil MHrajdsuuid, pacliupsiomume OpoHXH WU
YMEHBIIAIOIINE BOCIIAJIEHUE B HUX, KUcIopoaoTepanuto. [Ipn HaM4ny noka3zaHuii Bal Jieyaiuii Bpad
MOXXET HA3HAYUTh TAK HA3bIBAEMYIO 3aMECTUTEJIbHYIO TEpalui0 — €XEHEAEIbHOE BHYTPHBEHHOE
BBEJCHHE O4YMILIEHHOro anbdal-nporenHassl WHrHOUTOpa (UETOBEYECKOrO), MOJYYEHHOIO W3

JIOHOPCKOM II1a3Mbl KPOBH.

KpOMe TOTO, PCKOMCHAYCTCA CIKCroJHasd BaKOWHAIMA IIPOTUB TpPUIIIa W BaKIOHUHALWUA I[IPOTHUB
ITHCBMOKOKKOBBIX I/IH(beKI_[I/Iﬁ KaXXJ1bIC 5-6 JICT, a IIPpHU HAJIMYIUHU 3a00JIEBaHNUM IIEYECHHU — HMMYHU3alUA

npotuB renarura A u B.

B ClIy4dac JIMXOpaJKHu, 03HO63, YCUJICHUA OJBIIIKH, KallJld WJIKW U3MCHCHHUA IBETA MOKPOTHI CICAYCT

HEMEJIJICHHO 00paTUTHCS K Bpauy.

Nudexknmm 0coOeHHO OIMacHBI I BammX Jerkux. [1o BO3MOKHOCTH H30eraiTe KOHTaKTa ¢ O0JIbHBIMU
npocTyao, rpunmoM. I[lpu TOBBINIEHWHW TeMIepaTyphl Tella CBOCBPEMEHHO HadyWHANTE

JKApOIIOHMKAOINYIO TCPAIIUIO.

[Ipu neduuure anpda-1-aHTUTPUIICUHA TAKXKE HCHOJIB3YIOT MPOTrpamMMbl JIETOYHOW peaduiInTaIui,
KOTOpBIE BKJIIOUYAIOT (PU3UYECKUE YNPAKHEHUSA, IbIXaTEeIbHYI0 I'MMHACTUKY, OOy4YeHHE, KOPPEKLHUIO
NUTaHUST U TOporpaMMbl OTKa3a OT KypeHus. HezaBucumo oT TspkecTH 3a00seBaHMs, CIEAYeT

COBMECTHO C JICUaIl[UM BpauyoM pa3pad0oTaTh MOIXOIAIIUN PEKUM YIIPAKHEHU.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KINHUYCCKUX
pPeKoOMEeHIalusX

Hpuiaoxkenne I'l. Ouenka oapimku mo mraje mMRC

Ha3Banume Ha pycckoMm si3blke: MOAM(MUMPOBAHHBIH ONMPOCHUK BpUTaHCKOr0 MeIUIIMHCKOro

HCCJIEI0BATEIbCKOI0 COBETA IVIsl OLEHKHU THAXKECTH OIbIIIKHU
OpurunansHoe HazBanue: mMMRC (The Modified Medical Research Council Dyspnea Scale)
Ncrounuk (myOnukamus ¢ Baauaauei):

Nena Milacié, Bojan Milacié¢, Olivera Dunjic et al. Validity of CAT and mMRC — dyspnea score in
evaluation of COPD severity. Acta Medica Medianae 2015, Vol.54(1)

Tun (Mog4epKHyTh):

e IIKaJla OLEHKHU
e HWHJIEKC
e BONPOCHUK

e Jpyroe (yTOYHUTD)

Hasznauenue: olleHKa CTEICHU BBIPAXXCHHOCTU OIBIIIKHU, KOTOPYIO HCIIBITBIBACT IMALIMCHT C XOBbJI

(XxpoHunueckasi 0OCTpYKTHBHAsI OOJIE3Hb JICTKUX )

Coneprxanue (1rabiaoH):

CreneHb TsKecTb OnucaHue
0 HeT Sl YUyBCTBYIO OAbILWKY TO/IbKO MPU CUNbHON DU3MYECKON Harpyske
1 nerkas 51 3apbixatocb, Korga 6bICTpO Ay No poBHOM MECTHOCTM WMAW MOAHMMAOCh MO

NnoJioromMy XoJsiMy

2 cpeaHasa M3-3a Oo4bIWKN 9 XOXY MO pOBHOIZ MEeCTHOCTM MeaJieHHee, YeM Noan TOoro xe
BO3pacCTa, UM y MeEHA OCTaHaB/IMBAETCA AblXaHUE, Korga 4 umay no pOBHOVI
MECTHOCTU B NMPUBbLIYHOM A4 MEHA TEMNE

3 TshHxenas S 3apbixatocb nocfe TOoro, Kak npomay npumepHo 100 ™M, wnam nocne
HECKO/IbKNX MUHYT X0Ab6bl MO POBHOW MECTHOCTU

4 Oo4yeHb Y MeHSA C/AUMWKOM CcuibHas oAblwKa, yTo6bl BbLIXOAUTH W3 AOMYy, uUnn 4
TAXenaa 3a4blXakCb, KOraa ogesaloCb UK pa3geBatoCb

Kitou (uHTEepmperanus): TalMEeHTy NpeiaraloT BbIOpaTh OMHO W3 MATH YTBEPXKIACHUH, KOTOPOE
HauOosee OJM3KO OMUCKHIBAET €r0 CTENEHb TSXKECTU OABIIKHU: OT 0 («s 4yBCTBYIO OABIIIKY TOJIBKO MpHU
CWIbHOU (U3MUECKON Harpyske») 10 4 («y MeHsS CIMIIKOM CHJIbHAsI OJIBIIIKA, YTOObI BBIXOAWUTH U3

A0MY, WJIN A 3aJbIXat0Ch, KOIr'la OACBarOCh NI paSZ[eBaIOCI)»).



IHosicuenus: mkaina mMRC no3BosisieT 0osiee TOUHO OLIEHUTH cocTogHue nmanuenTa ¢ XOBJI.



