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KiaroueBnlie cjioBa

o Situs inversus;

o bone3nu O6poHXOB, HE KJIACCUDUITUPOBAHHEIE B IPYTHX
pyOpukax;

o bponxoskTasbl;

o Jekcrtpakapaus;

o Jlernu;

o Jlpyrue BpoxJaeHHbIC aHOMAJIUU JIETKOTO;

o Ilemmnatpus;

o IlepBuynas uniMapHas JUCKUHE3US;

o Cunapom Kaprarenepa;

o XpOHUYECKUI OPOHXMT;

0 XpOHMYECKHUH CUHYCHT;

O XPpOHMYECKHUH CPETHUNA OTHT.



Cnmcok cokpameHui

BD - 6ponxosKTa3HI

KT - komnbroTepHast ToMorpadust

[TI/I - mepBuyHas HMJIMAPHOW TUCKUHE3US
KP - xiiuHM4eckre peKoMeH1alnu

OB/l - hyHKIUS BHEIIHETO JbIXaHUS

3x0-KI" - axokapauorpadus



TepMuHbI U onpeaeIeHUs

situs inversus — mosiHoe 0O6paTHOE PACIIOIOKEHHE BHYTPECHHUX OPraHOB
situs ambiguos (rereporakcusi) - HEMOJHOE AHOMAIBHOE PACIIOJIOKCHUE BHYTPCHHUX OPraHOB

(mexcTporacTpusi, 1eKCTPOKapIus, aHOMAIbHO PACIOJIOKEHHAsS MTEYEHb U T.1I.).



1. KpaTkas nangopmanus

1.1 Onpeneaenune

[lepuunas uwmnmapuas muckuHeswst (IIL[JI) — peakoe TeHETHYECKH IETEPMUHUPOBAHHOE
3a00JIcBaHKE, MTPH KOTOPOM IMOPAXKAIOTCS MOJBUKHBIC CTPYKTYPhI KJIETOK (PECHHUYKHU M KTYTHKH).
Haubonee yacto mposBISICTCS PEHUIMBUPYIOIIMMHA M XPOHUYCCKUMHU HHQOEKIUAMH BEPXHUX U
HWKHUX JbIXxarenpHblX nyred U B 40-50% ciydaeB 3epKajibHbIM pacCIOIOKEHUEM BHYTPEHHHUX
OpraHoB WJIM rerepoTakcuei [1].

Cunonumsl: cunapom Kaprarenepa (Kartagener syndrome; Siewert syndrome; 3uBepra-
Kaprarenepa), cuHIApOM HENOJABMXHBIX pecHuuek (immotile cilia syndrome), asuratenbHas
mumomnarus (the motile ciliopathy) [2].

1.2 DTHOJ0rMs U NATOreHe3

3a0oneBaHne OTJIMYAETCS TEHETUYECKOH TeTepOreHHOCThI0. THN HACIEeNOBaHMSA: Yalle
ayTOCOMHO-PELIECCUBHBIN, OHAKO, OIMUCaHbI U Oosiee peakue X-cuerieHHbe (opMbl 3a001eBaHUs
[1,2,3].

HaubGonee wyacto 3abosneBaHue OOYCIOBICHO OTCYTCTBHEM WM JePEKTaMu CTPOCHUS
BHYTPEHHUX W HapYKHBIX JIMHEUHOBBIX pYy4YeK B CTPYKTypE€ DPECHHYEK M JKI'yTUKOB. Moryt
OOHapyKUBAThCA JEPEKTH PATUATBHBIX CIIUI U MUKPOTPYOOUEK (B TOM YMCIIE, UX TPAHCIO3HIINSA), a
TaKXe eCTh CIy4Yadh IOJHOTO OTCYTCTBHS PECHHYEK. Y HEKOTOPBIX OOJBHBIX MMEIOTCS COYCTaHHS
HecKoabKuXx aedexros [1,3].

PecHUYKHM M XKTYTUKM MOTYT UMETh U HOPMAJIbHYIO YJIBTPACTPYKTYpPY, OJHAKO IIPHU ITOM, Kak
MPaBUIIO, OMIPEACISICTCS] aHOMAITHUSI OeJTKa TsHKEJIOH e aKkCOHeMalbHOro auHenHa [1].

HopmanbHOE  ynbpTpacTpyKTYypHOE CTPOCHHME DPECHUYKHM (PKIYTHMKA) TMPEACTABIECHO B
[Tpunoxennn I', puc.1.

B opranusme 4enoBeka peCHUYKHU U KTYTUKH IPUCYTCTBYIOT BO MHOTHX OpPTraHax U CHCTEMaXx.
OTO W MeplaTeNbHBbI SMUTENNI pecnupaToOpHOro Tpakra, U kietku KoprtueBa oprana yxa, u
KTYTUKU CIEpPMaTO30MJI0OB, U PECHUTYATHIE KJIETKU OSIEHIUMBI KEIyJA0YKOB TOJIOBHOTO MO3Ta,
(doTopenenTopsl CeTUATKH Ii1a3a, KJIETKH, BEICTUIIAIOIIIE KEeTUEBBIBOIAIINE YT, KIETKU MTOYEYHBIX
KaHaJblIEB, KIETKH, BBICTHIIAIOIINE (aJIJIONUEBBI TPYOHI.

Kpome Toro, cymecTBylOT pEeCHUYKH, PacHOJOKEHHbIE Ha SMOPHUOHAIBHOM Y3Ji€, KOTOphIE
o0ecneunBaoT MOBOPOT BHYTPEHHUX OPraHOB B MEPUOJE BHYTPUYTPOOHOIO pa3BUTHS, BCIEACTBHE
Yero y MoJIOBUHbI OOJIbHBIX HAOII0AAeTCsl 0OpaTHOE PacloyioKeHUEe BHYTPEHHUX OPraHoB.

IlosnHas HENMOABMKHOCTH WJIM HEAJEKBaTHAs aKTUBHOCTb PECHUYEK MEPLATEIBHOIO SIUTENINS
pECIMPAaTOPHOrO TPaKTa MPUBOAUT K HAPYLICHUIO HOPMAJIbHON OUYMINaomed (GyHKIINH IbIXaTeIbHON

CUCTEMBI, CEKpeT 3acTauBaercs, a 3areM HHQuuupyercs. DopMUPYIOTCS peUAUBUPYIOIINE
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pecnupaTtopHble MH(EKLUNH, a BIOCIEACTBUU - XPOHMYECKHH OpPOHXMT, XPOHMYECKHH CHHYCHT,
Ha3aIbHbIA monumno3. M3-3a MOCTOSHHOTO BOCTIAJICHUS CIIYXOBOM TPYOBI - HEPEIKO U XPOHHUECKHIA
CpEIHUI OTUT CO CHIKEHUEM ciyxa [1,2].

HenoasmxHocTh (edeKTHast TOABUAKHOCTD) criepMaTo30110B y 00sbHbIX [TLJ] i Myskckoro
110J1a B PENpOAYKTUBHOM Iepuojie yacTo oOycioBiauBaer Oecruionue. @umopun amionueBbix Tpyo
y KEHIIMH TaKKe MMEIOT aHOMAJIbHOE CTPOEHHUE, XOTS MPH 3TOM CIIydau >KEHCKOro OecIuionus y
oonbHbIX ¢ [1LJ] enuHUYHBL, 0JJHAKO HEPEAKO HAOII0AaeTCs BHEMATOYHAs OEpEeMEHHOCTh [2].

AHoManbHOEe (PYHKIIMOHUPOBAHHE PECHUYEK, PACHOJIOKEHHBIX B JIPYTHX OpraHax M CUCTEMax
BeleT K (OPMUPOBAHMIO TaKUX KpailHE pPEOKUX NPOSBIECHUI Kak NUTMEHTHas peTHHONAaTus,
OWJIMapHBIN UPPO3 EUSHH, BHYTPEHHSIS THIpoliedains, MOJTUKKCTO3 MOYeK [2].

1.3 DnuaeMunosaorus

Yacrora BcTpeuaemoctd oT 1 Ha 2265 mo 1 Ha 40000 nHacenenus [2]. Cpean MaiMeHTOB C
OponxoskTazamu -13%, cpenu 60IBHBIX ¢ OOPATHBIM PACIONOKEHHUEM BHYTPEHHHX OpraHoB — 25%
[2].

1.4 KomupoBanue no MKb-10

Q33.8 - [Ipyrue BpoxJeHHbIE aHOMAJINH JIETKOTO
Q89.3 - Situs inversus
J98.0 — bone3nu OpoHXOB, HE KIIACCH(PHUIIMPOBAHHBIE B IPYTUX PyOpUKax

1.5 IIpuMepbI IUATHO30B

llepsuunas  yunuapuas  Ouckunesus: Cunopom  Kapmaeenepa. Ilonnoe obpamuoe
pacnosiodcenue 8HYMpeHHUX opearos. Xpouudeckuil oponxum. [Ineemockiepoz 4 u 5 ceemenmos
J1€8020 J1e2K020. [J{8yCmOopoHHULl 2HOUHBIL IHO0OpOoHXUM. [J[8YCMOPOHHUL XPOHUYECKUL CUHYCUM.
Hazanvnoiii nonunos. [leycmoponnuti Xxporuueckuil dxccyoamusHuiii cpeonuit omum. I unepmpogus
aoenouoos 2-3 cmenenu. J[8ycmoponHss KOHOYKmMueHas myaoyxocms I cmenenu

1.6 Kinaccudukanus

OO01menpuHITON KiaccupUKaIy NEPBUYHON MINAPHON JUCKUHE3UU HE CYILIECTBYET.
2. JluarHocruka

B nacmoswee epemsa nem edunoco memooda - «3010moeoy cmaunoapma ouazrocmuxu 1]

IIpu ycmarnognenuu 0uazHo3a y4umvl8ardmcsi:
o XapakmepHas KIUHU4eCcKds KapmuHa (cm. Hudice);
o pe3yibmamvl CKpUHuHea - ucciedosanue yposus oxcuoa azoma (NO) 6 evidvixaemom
HA3a1bHOM 8030yXe (v borvwuncmea nayuenmos c I11]J/] on chudicen);
o aHAIU3 Yacmomul U NammepHa OUEHUs pechudex 68 buonmame u3 NOAOCMU HOCA UTU

6p0HX(l C NOMouyvbio Cc8emoeBoll MUKpOCKOnuu,



o INEKMPOHHASL  MUKPOCKONUsL  (0OOHApYJCceHue aHOMAIull CMpPOEHUs. PecHUYeK 8
buonmame cauzuUCmMou 000104KU HOCA UTU OPOHXQ).
Jna noomeepoicoenus OuacHo3a pPekOMEeHOO08AHO CcodemaHue UCCie008anus nammepHa U
Yyacmomul OUEHUsI PECHUYEK C DNIeKIMPOHHOU MUKPOCKONUeU Yy NaYUeHmos ¢ NOpadicenuem 8epXHUx u
HUICHUX ObIXAMENbHbIX NYymell 8 COCMOSIHUU PeMUCCUU He MeHee 4-6 Hedenb.

2.1 ’Kaa00bl 1 aHAMHE3

Beoywum nposenenuem 6onesnu y oemeu c IILJ] aeraiomcsa uyacmwvle 8ocnaiumenbHvle
3a001€8aHUSA BEPXHUX U HUNCHUX ObIXAMENbHBIX NYMell, KOMOopble pecUcmpupyromcs y 00CmMamoyHo
bonvwoll Kocopmul demetl, 0cobeHHo 6 panHem 6o3pacme. OOHAKO, 0CBOOMIEHHOCMb 8payell O
IIL]]] xpatine HesbicOKa, 6 CBA3U C HeM OUACHOCMUKA OAHHOU NAmMoa02uu 8 DOIbUUHCIGE CYYAes
Hecgoe8peMeHH .

Coenacno 0amnHbimM 3apyOEdHCHBIX UCCIe008aHUL, 3HAYEHUe MeOUaHbL 803PACMA YCMAHOBIEHUS
ouaenoza I11]/] 6 cmpanax 3anaownoii u Bocmounoti Eéponst cocmaensem 5,3 nem, npu smom npu
Haauyuu Situs inversus OudazHo3 ycmanasenusaemcs panvuie (meouana 3,5 2ooa), yem 6e3 o0bpamnozo
pacnonodicenus eHympennux opeanos (5,8 aem) [4]. Ilo nawum oannvim, ¢ Poccuu meduana
go3pacma ycmanoeneHuss ouaznosa IILJJ] y Oemeil ¢ o0OpamubiM pacnoniodceHuem OopeaHos
NpUOIUBUMENILHO  COOMBEMCmEYem e6poneickol u coomeemcmeyem 4 2odam, moeda Kak
ouaenocmuxa [IL[/] y nayuenmog 6e3 Situs inVersus npoussooumcsi nosdice (meouana sospacma - 1,6
em).

IIpu coope anammesa credyem obpamums GHUMAHUE HA MUNUYHBIE KIUHUYECKUE NPOAGTIEeHUs
LIL[[: 0na smux 00nbHLIX XapakmepHvl MOPNUOHbIE K MEPANUU PUHUMbBL NPAKMUYECKU ¢ POHCOEHUS,
UH@eKYUY HUICHUX ObIXAMENbHbIX NYmell, CONPOBOHNCOAIOWUEC XPOHUYECKUM KaulleMm, HepeoKo
yorce 8 HEOHAMANbHOM Nepuooe Ul peyuousupyrowue oOpouxumol 8 panHem gospacme. Kpome moeo,
Y MHO2UX OOJIbHBIX OMMEYAIOMCs peyuoUusUpyrowue IKCCyOamuHbvle OMumol CO CHUNCEHUEM CIYXdA.
Couemanue Xxpouuyeckoco (peyuousupyrowe2o) CUHycuma ¢ XPOHUYECKUM (peyuousupyrouum)
OPOHXUMOM ABIAEMCA OCHOBAHUEM 01 Y2lYONIeHH020 00ced08anus pebenka. B cemelinom anamHnesze
uHo20a yoaemcs OOHAPYHCUMb CAYYAU MYHCCKO2O OeCcnioous, XPOHUUECKUX OpOHXUMOo8 uiu
CUHYCUMOB, AHOMATIbHOE PACNOJI0NCEHUe BHYMPEHHUX opeanos, Hepedku cayuau ITL[/] y cubcos.

2.2 ®uzukajbHoe 00CaeT10BAHUE

Obwuti ocmomp noopasymesaem OYeHKYy 00we20 uauyeckoco CcoCmMosHUs, @OU3ULECKO20
paseumus pebeHKa, noocuem yacmomvl ObIXAHUS, CEPOEUHbIX COKPAWEHULl, OCMOMpP BePXHUX
ObIXAMENbHBIX Nymell U 3e8d, OCMOMp, NATbNAYUIO U NEPKYCCUI0 2PYOHOU KIEmKU, AYCKYIbMayuio

JlecKux, nalbnayuro sxxcusomada.



Ilpossnenus I/ 3nHauumenvHO Gapbupyrom 6 C8A3U C BbIPAN’CEHHOU 2eHemuyecKou
HeoOHOPOOHOCMbBIO.

B anmenamanvnom nepuode MONMCHO 0OHAPYICUMb 0OpAMHOE DPACNONONHCEHUE GHYMPEHHUX
opaarnog (Situs inversus) wiu eemepomarcuio (situs ambiguos) npumepro 6 40-50% cnyuaes, peoice -
UepeoPanbHyI0 BeHMPUKYIOME2ANUI0 N0 OAHHLIM YIbMPA38YKO8020 UCCIe008anus. Y Oemell ¢
2cemepomakcuell Ommedaemcsi HenoaHoe AHOMANbHOe PACNOJIONCEHUe 6HYMPEHHUX OpP2aHO8
(Oexcmpoeacmpusi, 0eKCmpoKapous, AHOMAIbHO PACHOJIONCEHHAs NeYeHb), UH020a 8 COUYemaHuu ¢
8P0JICOeHHbIMU nopokamu cepoya. Onucanvl cryyau NOMUCHIEHUY, ACNIeHUU, 2UNONIa3ul
N00HCeNYOOUHOU dHcene3bl, MAIbPOMAYUU KULEUHUKA.

B nepuooe nosopoocoennocmu: 6onee wem y 75% OonowenHvlx HOBOpodcOennvix ¢ T[]
PA3eusaemcs pecnupamopHulil. OUCMpPecc-CUHOPOM ¢ NOMpeOHOCMbI0 8 Kuciopooe om [ OHs 0o 1
Heoenu. XapakmepHvl MopnuoHvle K mepanuu puHumsl NPAKmu4ecku ¢ nepeozo OHs dicusHu. Peoko:
BHYMPEHHA 2uopoyedanus.

B cmapwem e6o3pacme: nepcucmupyiowue puHumel, XpomuuecKue CUHYCUMbl, HA3ATbHbIU
noauno3. XpoHuweckuii npoOyKMUGHbuIl Kauielb ¢ SHOUHOU UMY CAUSUCIO-2HOUHOU MOKPOMOL,
MO2ym HAbI00ambcs peyuousupyouue OPOHXUmol, NHEGMOHUY UlU amellekmasvl. Y uacmu oemeli
obHapyoicusaromess  6ponxosxkmasvl  (B3).  Ilpu ayckyromayuu 6  1e2KUX — GblCIYUUBAIOM
PA3HOKANUOEPHbIE BIIANCHbIE XPUNDBL, KAK NPASUTIO, 08YCMOPOHHENU JTOKATU3AYUU, ) HeKOMOPbLIX Oemeli
- cyxXue ceucmsauue Xpunvl Ha QpoHe YOIUHEHHO20 8blOOXA.

Xapaxmepnvl makoce Oomumvl ¢ 6bINOMOM JHCUOKOCMU 6 NOJNOCHb CpedHe20 yXa U
KOHOYKMUBHOU MY20YX0CMbIO.

B noopocmkosom nepuooe: knunuueckue nposignenuss, onucanuvie gvliie. 4awe ecmpeuaromes
b3 u nasanvuweiii nonunos.

Ilpu  svipasicenHoli msadxcecmu medeHus MO2Ym OMMeYamvbCs KOCGEHHble NPUSHAKU
XPOHUUeCKOU cunoxcuu: oegpopmayusi KOHYevlx (haiane nauvyes no muny «0apabanHvlx naibyes» u
HO2MEeBbIX NIACMUHOK NO MUNY «4ACOBbIX CHEKO).

2.3 JIaGopaTopHasi THATHOCTHKA

e PexomeHnyercs NmpoBeleHHUE MUKPOOMOIOIMUECKOTO MCCIeI0BaHus (M10CeBa) MOKPOTHI MM
TpaxeaJlbHOTO aclupara B MepuoJi 000CTpeHus 3a00IeBaHuUs
KommeHnTapuii: ucciesoBaHue NpOBOIAT Uil MIEHTH(PHUKALMKM MHUKPOOHBIX MATOr€HOB U

OTIPENICIICHNUS MX YYBCTBUTEIIBHOCTH K aHTUOHOTHKAM [3].



2.4 UHCcTpYMEHTAJILHAS AHATHOCTHKA

Jns yrouneHus: o0beMa MOpaXeHUsT OPOHXUAIBHOTO JIepeBa U TUHAMHYECKOTO KOHTPOJIS
pEeKOMeH IyeTCsl TIpoBeicHne KommbioTepHoi ToMorpaduu (KT) opraHoB rpyaHON MOJIOCTH,
perntrenorpaduu wim KT npupaTouHbIx ma3zyx Hoca.

Kommenrapuii: Ilpu penmeenocpagpuu opeanos 2pyOHOU KIemKu HAX00AM NPUSHAKU
XpOHUYecK020 OpoHXUma, uHo20a — amenekmasvl, dekcmparxapouio (Ilpunosxcenue I, puc.2).
Ilpu xomnviomeprol momoecpagpuu opeanos 2pyOHOU HOJOCMU MOJICEN  BbIAGIAMbCA
NHEBMOCKIIEPO3, NOUMU 8 NOJOBUHE CAyYdaes - OPOHXOIKMA3bL PA3IUYHOU JOKATUZAYUU
(Ilpunosicenue I': puc.3,4,5,6). Ilpu nyuesom ucciredosanuu npuodamouyHvlx NA3yxX HOCA
sviagnsiemes nancunycum (lIlpunosxcenue I': puc.7), HepeOko — Hedopazsumue JOOHbIX NA3)YX
(Ilpunosxcenue I': puc.8). B nocreonue 200vt kax amvmepramusa KT paccmampusaemcs
MazHumHo-pe3onancHas momoepaghus (MPT) opeanoe epyownoii nonocmu, ocobeHHO O
MOHUMOPUPOBAHUL COCMOAHUSL e2KUX, MAK KAK UCCIe008aHUe He Hecem JIyYeyi0 HACPY3KY.
Heoocmamkom MPT siensiemces 6onvwas onumenshocms npogedenust uccieoosanus [3].
PexoMeH10BaHO TIPOBEICHUE UCCIICIOBAHUS (DYHKIIMU BHEIIHETO AbIXxaHust [3].
KoMmmenTapmii: nposeoenue cnupomempuu 603moxcHoO y Oemell ¢ 4-5 nem, 6 mom ciayuae,
ecnu  NnayueHm — Modcem — GblNOJIHUMbL — MaHesp  (opcuposannoco  evlooxa. Ilpu
CRUPOMEMPUHECKOM UCCNIe008aHULU  clledyem Npo8ooums npody ¢ OPOHXONUMUYECKUM
npenapamom, m.x. y paoa oemeu c¢ I1L[/] o0Onum u3z komnonenmos namozenesa OPOHXUAILHOU
oocmpykyuu modcem Ovimv OpoHxocnazm. Y Oemeil ¢ 6 Jnem B803MONCHO NpoBedeHuUe
boounnemuzmoepaguu. Ilpu uccnedosanuu gyukyuu énewne2o ovixanus (PB/]): naubonee
XapakmepHvl 06CMpyKmusHble, pexce — KOMOUHUPOBAHHbIE HAPYUIEHUSI GEHMUISAYUU, ) 4ACTU
oonvHbix napamempol DBJ] ocmatomces Hopmanvuvimu. Obcmpykyus y paoa nayuenmos
HOCUM 00pamumMbvlil Ul 4ACMUYHO O0OpaAmMuUMbLL Xapakmep: npoba ¢ OpOHXOIUMUKOM
nonodcumenvra y 50%.

Pexomennyercs uccieqoBanue ra3oB KpOBH U/UIIM caTypaluu

KommeHTapwuii: 01 noomeepoicoenusi/ucknovenus eunokcemuu [1].

Pexomenyercst nuarnoctudeckas u/wim jgedeOHast TpaxeoOpOHXOCKOIHUS

KomMmeHnTapuii: nposodumcsi 0nsi noayueHus OpOHXOANbBEONSPHO20 N1A8ANCA C YENblo
uoenmughuxayuu MUKpoOHo20 8030youmens, a maxdice 0Jisk NPOBeOeHUs. OUONCUU CTUSUCTONU
00010YKU OpoHXA 01 nociedyrulell ceemosol (Hazo80-KOHMPACMHOU U DJIeKMPOHHOU
mukpockonuu [1,2,4,5]. C yenvio uzyuenus nammepna OueHus pecHu4ex MepyamenbHo2o

onuUMenuss maxdxce Mmodxcem Oblmb UCCIEO08aAH Ouonmam CAUUCMoU 000JI0YKU HOCA

[1,2,3,4,5].
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e Pexomennyercsi mpoBeaeHue sxokapauorpaduu (3xo0-KI') ¢ nmonmiaepoBCKHM aHAIU30M
(M3MepeHue TpaiueHTa JaBJIeHUs Ha JIETOYHOM apTepun)
KommenTapuii: donoicna xonmponuposamscsi v nayuenmos ¢ IIL[J], max kax npu 3mou
namono2uu, 0CoO6eHHO NpU PACnNPOCMPAHEHHOM NOPAINCEHUU JIe2KUX, BO3MOICHO pPA3GUmMuUe
JIe20YHOLL 2unepmeHnsuU U hopmuposanue 1e204H020 cepoyd.

e PexomeHayercss MOHUTOPHPOBAHHUE COCTOSIHUSL — CIYXOBOW (YHKIMH C  IOMOUIBIO

ayIHOJIOIHYECKUX TeCTOB [3].

2.5 Nuasi AMAarHoCTHKA

e ['eHernuyeckuil aHanu3 y nauueHtos ¢ [IL[Jl BO3MOXeH, HO HE PEKOMEHI0BAaH KaK PyTUHHBIN

METOJI JUIs yCTaHOBJICHHS ArarHosa [3].

2.6 InddepeHnnadLHbIA ANATHO3

Hugpgepenyuanvro-ouacnocmuyeckuii nouck skuouaem. mykogucyudos (cm. KP no oxazanuro
MEOUYUHCKOU nomowu OemsamM C KUCHMO3ZHbIM  (Pubdpo3om  (MYKOSUCUUOO30M)), HepBUUHble
UMMYHOOeuyUmmble COCMOAHUS, BPONCOCHHblE AHOMANUU CMPOEHUsT OPOHXUATbHO20 Oepesd,
bponxosxmazvl 0pyeoeo npoucxodicoenuss (cm. KP no okazanuro MeOuyuHcKolu nomowu O0emsm ¢
bponxosxmazamu), OPOHXUANbHASL ACMMA, PAO BPONCOECHHBIX AHOMAIUL CEPOEYHO-COCYOUCTOLL
cucmembl: Mpancno3uyust MAZUCMPAIbHBIX COCYO08 U M. 1.

Hunuapnas oucyurxyusi modxcem makoice ObimMb NPUNUHOU OPYSUX COCHOSHUL, MAKUX KAK:
NOAUKUCIO3 NeYeHU U/UIU NOYeK, ampe3us MHCeNYHbIX Nymell, pPemuHonamus, KOmopwvle MOo2ym
npomexamv 0e3 pecnupamopHuiX NPOAGLeHUll U HEPEOKO PACYEHUBAIOMCS KAK CAMOCMOAMeENbHble

eenemuyeckue cunopomel (Cenuopa-Jlykena, Anocmpéma, bapoem-buons).

3. Jleuenue

Ilo0x00 k mepanuu nayuenma c IILJ] dondicen 6vimsb MyTbMUOUCYUNTUHAPHBIM 8 CBA3U C
NONUOP2AHHOCMBIO NOPANCEHUI.

OcHogublMU  Yenamy mepanuu  A6NAemcs: MAKCUMAIbHO —BO3MOMNCHOE NpedynpexcoeHue
npocpeccuposanus u/unu paseumus OPOHX0IKMA3068 U 80CCMAaHOBIeHUue / COXpanenue HOPMAalbHOl

1e20UHO1l qbyHKuuu, a maksice HoCco0B8020 ObIXAHUSL U aryxa.

3.1 KoucepBaTuBHOE JIeYeHH e

L4 PeKOMeHI{OBaHO HCIIOJIB30BaHHUEC  pPa3JIMYHBIX  MCTOAUK, CHOCO6CTBy}OH_[I/IX OYHCTKE
ABIXaTCIBbHBIX HyTeﬁ. KI/IHCSI/ITepaHI/IH ABIIACTCA OCHOBHBIM J'IC‘-ICGHO-pea6I/IHI/ITaI_II/IOHHLIM

mepomnpusitieM s aerei ¢ T/ [1,3,4,5].
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Pexomenayercs mNpoMbIBAHUE HOCOBBIX XOJOB THUIEPTOHUYECKUM PACTBOPOM HATpPHS
XJ0pua, IPUMEHEHHE Ha3aJIbHOTO JTyIIIA.

Kommenrapmii: Hppueayuonnas mepanus oxaszvieaem noi0dCUmMenvHoe 6GausHue npu
HA3ATIbHBIX CUMRIMOMAX (3AI0ANCEHHOCMb HOCA, nocmosiHoe evioenenue causu) [1,3,4,5].

[Ipu obocTpeHHH XPOHHYECKOTO0 OpPOHXOJIETOYHOTO MpoIlecca PEeKOMEHAYETCs Ha3HAaYeHHE
aHTUOAKTEepUATIbHBIX MPENaparoB B COOTBETCTBHM C YYBCTBUTEJIBHOCTBIO BBIJICICHHOMN
mukpodiopsl [3]. AHTHOakTepuaibHas Tepamus HPUMEHSETCS TaKkkKe IpPU 000CTPEHHSX
CUHYCHUTA, B Cllyyae OTCYTCTBHS 3(pPeKTa OT UppUralioHHOro jJedeHus [3].

KommenTtapuii: Haubonee xapaxmepuvimu mukpoouvimu namozenamu npu L[] sersaromces
Haemophilus influenzae u Streptococcus pneumoniae, pesce Moraxella catarrhalis,
Staphylococcus aureus. Pseudomonas aeruginosa y demeii evicesaemcsi peoko, 0OOHAKO C
go3pacmom sHauenue 3mo2o namozena y bonvnvix ¢ IIJJ] nocmenenno sospacmaem [1,3].
Illpenapamvr 6 coomeemcmeuu ¢ UYBCMBUMENbHOCMbBIO  8bIOENIEHHOU  MUKPOGIopbl
HA3HAYAIOM 6 MAKCUMATLHO Oonycmumulx (0751 OGHHO2O 803PACMA) 003AX U UCNOAb3YIOM
NapeHmepalbHo Ul  6HYmMpsb (8 3A6UCUMOCMU OM  COCMOAHUS NAYUEHMA), maKdice
UCNONIL3Yemcsl CIYNeHYamuvlil Memoo 88edeHus. /[numenvHocms Kypca neyenusi om 1 0o 3
Heoenv. Ilpu eviceee Pseudomonas aeruginosa mepanus npoBOOUMCS  AHAIOSUYHO
NPOMOKOIAM Ne4eHUsi OObHBIX MYKOBUCYUOOZOM.

Ilpomueomuxkpobnas mepanus npoOOUMCS 8 COOMBEMCMEUU C  pe3yibmamamu
Muxpobuonozuieckoeo uccieoosanus. Ilpenapamom e6vibopa, 6 6OonvUUHCMEE ClYYaes,
AGNAEMCA  AMOKCUYUWIIUKFKIasynanosas — kucioma ™,  mozym  Oblmb  UCRONb308AHbL
yeganocnopunvl 2, 3 nokoaeHus.

Pexomenayercs paccMOTpeTh Ha3HAUYE€HHWE WHTASIIIUOHHOW OpPOHXOCHA3MOJIUTHYECKOM

BK ,BK

Tepanuu  (umparpords  GpoMuat+genorepon ™,  canpOyramon™,  calMmerepo,

K,BK

dbopmotepor™™) nmpu HATUYIUH OPOHXOO0OCTPYKTHBHOTO CHHIpoMa [3].
PexkomeHyeTcss TpOBEJACHHE KYPCOBOTO JICYCHHS TMEPOPATbHBIMA  MYKOJUTHUCCKUMHM
JK,BK JK,BK

npernaparamu  (Haubojiee 9acTO  HMCIOJB3YIOTCS  aMOPOKCOT ',  aleTHIMUCTEHH =,
KapOOIIUCTEHH).
He peKoMeHI0BaHO HHIaTATOPHOE MPHMEHEHHE JOpHAa3bl anbha™ ™ 1 aleTHIHCTenHa.

., ane,7
KomMMmeHTapuii: s¢p@exmusnocms un2anisimoprno2o npumenenus 0opHasvl anvga™ ™ 0o

Hacmoswe2o epemeHu He 0okazama, a ayemunyucmeuna — nuszka [1,3]. Ecmv Oannvie 06

aghhexmuenocmu UHSATAYUU 2UNEPMOHULECKO20 pAcmEopa Hampust xaopuoa [3].
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3.2 Xupypruueckoe jJeyeHue

OmnepaTuBHOE JICYCHUE HIKHUX JIBIXaTCIbHBIX TyTeH PEKOMEHIyeTCsl KpaiiHe peKo.
KommenTapmii: pezexyuu neckux 6 Hmacmosujee 6pems NpaKmMuyecKu He NpousBo0samcs.
Onucanvl cayuyau nayuenmosg ¢ I/, komopvim nposoounace mMpancniaHmayus iecKux,
00HaKo OHU Kacatomest 83pocavix bonvubix[1,2,3,4,5].

[ToMUIAKTOMHUIO PEKOMEHIyeTCd MPOBOAUTH TOJBKO B CIy4asX TsDKEJIOW Ha3albHON
obctpykuuu [3].

Kommenrtapuii: Xupypeuueckoe emewiamenbcmeo npu HA3AIbHOM NOJIUNO3€E OKA3bIBAEM
JUWDb 8pemeHHblll d¢hghexm, mak Kak noaunst y nayuenmos ¢ IIL/] 6vicmpo peyuousupyrom.
Tepanus monuueckumu UHMPAHA3ATLHBIMU CMEPOUOAMU MOdHcem OblMb PEeKOMeHO08aHA
nAYyueHmam ¢ COnymcmeyowuM aiiepudecKum puHumoM.

He pexomenmyercss pyTMHHOE YCTaHOBIEHHE THUMIAHOCTOMHYECKON TpPYOKH B CBS3H C
POTUBOPCUYMBBIMH JaHHBIMH 00 3()()EKTHBHOCTH JAaHHOTO MeToja Jeuenus [1,3].

[Tpu yacToM 0OGOCTPEHUH XPOHUYECKOTO CHHYCHTa PEKOMEHIYETCS PacCMOTPETh BOIPOC O
NPOBEICHUHN ONEpalud C IEeNbl0 YIYYIIeHHS ad’palud ¥ JpeHaka IapaHa3albHbBIX

cunycos[1,3].

3.3 UHoe Jeuenue

B cBs3u ¢ BO3MOXHBIM pa3BUTHEM THUNOTpoduu y HekoTopbix manueHtoB c [T/,
PEKOMEHIYEeTCSl MHIMBHIyaJbHAasi KOPPEKIMs palioHAa HAa OCHOBE OILICHKH HYTPUTHBHOTO
craTyca.

KommenTapuu: Juema oondxxcna obecneuusams a0ekgamuoe KOIULeCmeo IHePeemuyeckux u

numamelbHblX KOMNOHEHMOE6.

4. PeadOnauranusa

Tayuenmanm c I11]]] pexomendyemcs npogedeHue peadunumayuoHHbIX MEPONPUSMUL, HAYETEeHHbIX

Ha no0oepaicanue 1e204Hou QYHKYUU.

5. lIpodunakTuka U JUCIIAHCEPHOE HADII0IeHHE

5.1 Ilpopunaakruxa

Pexomenoyemcs ecenemuueckoe Koncynbmuposanue pooumeneu Ooemeu ¢ IILJ npu

niaHupoeaHuu nocvze()yiou;ux 6epemeHHOcmed C Yenvio MUuHumuIayuu pucka poafcdesz bonbHo20

pebenka.

13



s ynyuwenus odweeo cocmosiHus nayueHma ciedyem coonooams mepvl npoouiaKmuku
obocmpenuil, a neyedHble MePOnPUAMUA O0IHCHbI NPOBOOUMbCS KOMNIEKCHO U 8 NOJIHOM 0Obeme,
BKNIOUAMb pecyliApHble KYPCbl peadUIUmayuu.

Baxyunayus y nayuenmoe c¢ III[] nposooumcs 6 coomseemcmeuu ¢ Hayuonanouvim
KaneHoapem npusueox. Pexomenoyemcs makoice akmuenas uMMyHU3AYUS NPOMUE NHEBMOKOKKA U

ZQMOd)MJZbHOIz MHd)eKL;MM, a makoice exxce2o00Has. saAKyuHayusl om cpunnda.

5.2 BeneHue nanyueHToB

Ilepsuunas  OuacHocmuka U  nOOOOp  mMepanuu  OCYWEeCmIsiemcs 8  YCIO08UAX
CReyuanu3sUpoOBaAHHO20  NYIbMOHONO2UYECKO20 CMAYUOHApA Ulu  OomoeneHus (nayuenmol C
HemsICeNbiM  meyeHueM, OCODeHHO NpU KAMAaMHeCmu4eckoM HaoOmooeHuu Mo2ym  Oblmb
20CNUMANUZUPOBAHbL 8 OHEBHOU CMAYUOHAD), 6edeHUe NAYUEHMO8 COBMECHHO CO CHeyuarucmom
OMOPUHONAPUHSON020M U, NO NOKA3AHUAM, C CYPOOIO2OM, NPU HATUYUU NPUSHAKOS JIe2OYHOU
aunepmensuu — ¢ oemckum kapouonocom. Cpox npebvisanusi ¢ cpednem modcem cocmagumo 14-21
OeHb.

B ambynamopro-nonuxknunuueckux yupescoenusx npu nooospeuwuu Ha IIL]J] yuacmrogvle
8payU-neouampbl HANPAasIAIOM OONLHLIX HA KOHCYIbMAYUIO K 8pAYY-NYTbMOHONO2).

Yacmoma euzumoé nayuenma ¢ NepeUYHOU YUIUAPHOU OUCKUHE3Uell YCMAaHAGIUBAemcsl
UHOUBUOYATILHO 8 3ABUCUMOCMU OM msdcecmu meyeHus. B cpedOnem KoHmponvbHble ocMompbl
nayuenmos ¢ IIL/] 0ondicnvl nposooumscsi He pedice 1 paza 6 200 (N0 NOKA3aHUAM - uauje), ¢
excec00ubiM  uccieoosanuem DB/, camypayuu, Oxo-KI' ¢ Oonniepo8ckum aaiuzom u

nepuoouueckum koumponem KT opeanos epyonoii nonocmu (6 cpeonem 1 pas 6 2 200a).

6. JlomostHUTEIbHASI HH(OPMALIMS, BIUSIONIAsi HA TeYEeHHUE U HCXO]]
3a200J/1eBaHUSA/CHHAPOMA

6.1 Mcxoabl U MpoOrHo3

OmnpenpensitoliuMu  pakTOpaMu  SIBISIIOTCSL  CBOEBPEMEHHOE  YCTAHOBJIEHHE JIMarHo3a M
aJICKBaTHasl Teparlus.

[IporHo3 3aBucuT OT oOBEMa M XapakTepa MOpPaXEeHHs JIETKUX M, KaK MpPaBUJIO, MpH
MPaBWJIBHOM CHUCTEMAaTHMYECKOM JIEUEHUU U PEryJsipHOM MPOBENCHUH pPeadMIMTAlMOHHBIX
MEPONPUATHI OTHOCUTEIBHO 01aronpUsTHBIN.

JU1st B3pOCTBIX MALMEHTOB MYXCKOTO I10JIa XapaKkTepHa CHUKEHHas: (DepTHILHOCTh BCIIEICTBHE
HEJ0CTaTOYHOCTU (OTCYTCTBUS) MOJBMXKHOCTH CHepMaTo30u10B. JKEHIIUHBI MOTyT 00JaaaTh

HOPMaJIbHOW (EepTUIIBHOCTHIO, OJHAKO B HEKOTOPBIX CIIy4asX CIIOCOOHOCTb K JETOPOXKICHUIO
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CHIDKEHA, MPU 3TOM BEpOSITHOCTh Pa3BUTHUS BHEMATOYHOM OepeMeHHOCTH Oojiee BBICOKA, IO

CpaBHCHHIO CO CPCAHUMU 3HAUCHUAMU B MOITYJIAIHUN.
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KpnTepnn OIleHKH Ka4eCTBa OKa3aHMA MeIUIMHCKOH MOMOIIH

Tabnuua 1.

OpFaHI/I3aL[I/IOHHO-TGXHI/I‘IGCKI/IG YCJIOBUA OKa3aHUA MCIIHL[HHCKOFI ITOMOIIH.

Bua MeqUIIHHCKOI MTOMOIIH

MECIUIIMHCKAaA IIOMOIIb

crieuain3nupoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOTUYHAA,

BospacTHas rpynna JleTn

YciaoBus okazsaHust METHIIHHCKOM

NOMOIIH CTallMOHAPHO, B IHEBHOM CTaIlIOHAPE
®opMa oka3aHUs MeTUIMHCKOM
oMo TUTaHOBAs
Tabnuna 2.
Kpurepun kauectBa okazaHus MEIULIMHCKON OMOIIN
YpoBeHb JOCTOBEPHOCTH
JI0Ka3aTeNIbCTB U
Ne Kpurepnii yOeIUTEeNbHOCTH
pPEKOMEHJaluii — HU3KUI
(KOHCEHCYC IKCIIEPTOB)
1. BrimonHeHa KoHCy/IbTalKs Bpaya-MyJIbMOHOJIOra D
BeimonHeHa koMnbloTepHast ToMOrpadusi OpraHoB rpyAHON D
2. MOJIOCTH IIPY YCTaHOBJICHUU AWArHO3a, Aajee - Io
MOKa3aHUsIM
BrinonHeHo uccieoBaHNe NaTTEPHA U YaCTOTh OMEHUS D
3. PECHUYEK C 3JIEKTPOHHON MUKPOCKOIHUEH NP yCTAaHOBJICHUH
JIMarHo3a B COCTOSSHUU PEMUCCHH He MeHee 4-6 Helenb
BrinonHeHO MUKpOOHOIOTHYECKOE UCCIIEI0BAHNE MOKPOTHI D
(MHIYIMPOBAHHOI MOKPOTHI, TPaxeaJTbHOTO acIIpaTa) eCiu
4, He OBLIO MPOBEJICHO B TEUECHUE MPEAIECTBYIONIEro 1 roia
(MMHUMYM) - aHQJIN3 B3AT 10 Ha4aua CTapTOBOM TE€paITK
aHTHOaKTepHaTLHBIM(H) MTpeTapaTaMu.
5 BrimonHeHo uccneaoBaHne GYHKIUA BHEITHETO JbIXaHHS D
' (Tpy OTCYTCTBMU MPOTUBONOKA3aHUI)
Brimonaena koncynbranust JIOP-Bpaua npu mo1o3peHnn Ha D
6. Ha3aJIbHBIE ITOJIUIBI, IPH TSHKEIOM 000CTpEeHUH
XPOHUYECKOT0 PUHOCHHYCHUTA
v Beinmonnena koncynpTanms JIOP-Bpada wnm cypaonora nmpu D
CHIDKEHUH CITyXa
8 BrinosiHeHO HcciieIoBaHUE ra30B KPOBU WA D
MYJIbCOKCUMETPUS
BrimonHena Teparus aHTHOaKTEpUATBHBIM(M) TIpenapaTaMu D
npu 00OCTPEHUH XPOHHUYECKOTO BOCHAIUTEILHOTO
9. OpOHXO0JIETOYHOT'O MPOIIECCca COTJIACHO YyBCTBUTEILHOCTH
BBISIBIICHHOTO BO30Y/IUTESI MM aHAMHECTHYECKUM JIAHHBIM O
BO30yIMTENIE U €r0 YYBCTBUTEIbHOCTH
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10.

BrimonHeHa Tepanus JeKapCcTBEHHBIMU TIpenapaTaMu U3
TPYHIIBI KOPOTKOJAEHCTBYIONINX CEIEKTUBHBIX OeTa2-
aJIPEHOMHUMETHKH WM KOMOMHAIMEH JIEKapCTBEHHBIX
npenapaToB TPYIIBI CEIeKTUBHBIE OeTa2-aApeHOMUMETHKH U
TPYIIBI XOJIWHOIUTHKHI HITH TPYIIIHI TPOJIOTHUPOBAHHBIX
CEJIEKTHBHBIX OeTa2-aJpeHOMIMETHKOB TIPY HATNIHH
00paTUMOl 0OCTPYKIIMY HHYKHHX JIBIXaTENbHBIX MMyTEH MpH
OTCYTCTBHH MEIMIMHCKHX MPOTHBOTIOKA3aHHH
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CumonoBa O.U., n1.M.H., wieH Coro3a neguatpoB Poccun;

Cepena E.B., 1.m.H. npod., unen Coro3a neguatposB Poccuu;

Po3unoBa H.H., n1.M.H., mpod., wien Coro3a neauarpos Poccuu;

Hpiruna E.H., 1.m.1., wied Coto3a nenuarpoB Poccun,

Karocoa JI.K., 1.6.1., uwien Coro3a nenuarpoB Poccun,

Bummuena E.A., x.M.H., wieH Coro3a nequatpoB Poccuu, unen Coro3a nenuarpoB Poccuw,
CeaumssinoBa JI.P., k.M.H., unen Coro3a neauatpos Poccuu;

JlazapeBa A.B., k.M.H., uieH Coro3a neauatpoB Poccuu;

I'opunosa 10.B., k.M.H., uien Coro3za neguarpos Poccun;

Kycrosa O.B., unen Coro3za neguatpos Poccun.

Aemopbt noomeepicoarom omcymcmeue @QUHAHCOBOU NOOOEPHCKU/KOHGAUKmMA UHmMepecos,

KOmOopblil Heodxo0umo ooHapooosame.

19



Ipunoxenne A2. MeronoJsiorust pa3padoTKku KJIMHAYECKHX PEeKOMEH Al

Knunuueckue pexkomenoauuu co30anbl HA OCHOBAHUU COBPEMEHHBIX MEHCOYHAPOOHBIX
KAUHUYECKUX PEKOMEHOAUUIl Nno OUAZHOCMUKe, J1eYeHUI0 U 6€0€HUN) DO0IbHBIX C NEPEUUHOUL
UUIUAPHOU OUCKUHe3Uuell.

Ilepguunasa yunuapnasa OUCKUHE3UA  OMHOCAMCA K PEOKUM  HAC/1€0CMEEHHbIM
3a001€6aHUAM, UMO UCKIIOUACHM B03MOMNCHOCHIb NPOBEOCHUA OONbUIUX KOZODMHBIX U
PAHOOMUSUPOBAHHBIX KOHMPOJIUPOBAHHBIX UCCIE008AHUNl U O/ CO30AHUA NPOMOKOJI08
OUAZHOCMUKU U MepPanuu UCHOIb3YIOMCA UL MeMamuieckue Uccie006anus IKCnepmos,

OnyOIUKOBGAHHBIE 8 NOCTIEOHUE 08a OecCAmUIemusl.

LeneBasi aytuTopus JaHHBIX KJIMHUYECKUX PeKOMEHIaMii:

Bpaun-nynsMoHoI0rN

Bpaun-neauarpsl

Bpauu o6meit BpaueOHON MpaKTUKHU (CeMeHbIe Bpayn)
Bpauu - renetuku

Bpauu - anieprojaoru-uMMyHOJIOTH

Bpauu - 3HI0CKONMCTHI

Bpauu - peHtrenonoru

Bpaun QpyHKIIMOHAIBHON THAarHOCTUKA

© 0o N o g Bk~ w DN PE

Crynentsl MenuuuHcKkux BY3o0B

10. OGyyaromuecs B OpJMHATYpPE U UHTEPHATYpeE

Metoabl, ucnosib3yemble AJisi cOOpa/celeKIMH /10KA3aTeJbCTB: TIOUCK B AJIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeToN0B, MCNOJIb30BAHHBIX VIS OLEHKH Ka4eCcTBAa M CHJbI /10KA3aTeJIbCTB:
JI0Ka3aTeNbHON 0a30i JUid peKOMEHJalui SABJISIOTCS MyOnukanuu, Bouenumue B KoxpeitHOBCKyro
oubmmoteky, 6a3nl nanapix EMBASE, MEDLINE u PubMed. T'ny6una nowucka - 8 ser.

Metoabl, HCIIOIb30BAHHbIE JJIsl OLCHKH KA4eCTBAa U CHJIBI I0Ka3aTelbCTB:

® KOHCEHCYC IKCIEPTOB,;

® OIIEHKA 3HAYMMOCTH B COOTBETCTBHM C PEUTUHIOBOM CXEMOM.

Metoabl, HCIIOIb30BAHHbIE JISI AHATN3A J0KA3aTeNbCTB.

® 0030pBI ONTyOJTMKOBAHHBIX METa-aHAIM30B,;

® CCTEMAaTHYECKHE 0030PHI ¢ TAOIHMIIAMU JT0KA3aTEIhCTB.
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Onucanue MeTO10B, HCNIOJIb30BAHHBIX /ISl AHAJIN3A 10KA3aTEJILCTB

[Tpu oTbope mybmuKanuii, Kak MOTEHIIMATBLHBIX UCTOYHUKOB JI0KA3aTeIbCTB, UCIIOJIb30BAHHAS
B KXJOM HCCIIEIOBAHUN METOJOJIOTUSI M3Yy4aeTCsl ISl TOTO, YTOOBI yOSIUTHCS B €€ BAUIHOCTH.
Pe3ynbrar u3yueHus BIMsSET Ha ypPOBEHb JOKA3aTEIbCTB, IPUCBAUBAEMbII MMyOJIUKALIUU, YTO B CBOIO
ouepe/ib, BIUSIET Ha CHIIY PEeKOMEHAAIIHA.

JUis  MUHUMH3AIUU  [OTCHIMATBHBIX OMIMOOK KaXJ0€ WCCIEJOBAHHE OIICHUBAJIOCH
He3aBrcuMO. JIFoObIe pa3nuyuns B OIeHKaX 00CYKIAIHCh BCEH TPYNION aBTOPOB B IMOJTHOM COCTAaBeE.
[Ipu HEBO3MOXKHOCTHU AOCTHXKEHUS KOHCEHCYCa PUBIIEKAJICS HE3aBUCUMBIM SKCIIEPT.

Metoabl, HCTIOIb30BaHHbIE 1JIs1 GOPMYIUPOBAHUS PEKOMEHIAIUI: KOHCEHCYC SKCIIEPTOB.

HNuauxartopsl nodpokadecTBenHoii npaktuku (Good Practice Points — GPPs)

PexoMenayemass moOpokauecTBEHHAs! MTPAKTUKA 0a3upyeTcsi Ha KIMHUYECKOM OIBITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIALIUH.

JKOHOMMYECKHUI aHAJIN3

AHanu3 CTOMMOCTH HE TIPOBOAWICS W TNyOJuKamuu 10 (HapMaKOIKOHOMHKE HE
aQHATM3UPOBAIIHCE.

Metoa Baiuaanuu peKoMeH anuii

e  BHemHss 5KCHepTHAs OLICHKA.

e  BHyTpeHHss SKCIIEPTHAS OICHKA.

Onucanue MeTo1a BAJIUAANNMA PEKOMeEH AU

Hacrosiue pekomenaau B mpeABapUTEIbHON BEPCUU OBLITN PELICH3UPOBAHBI HE3aBUCUMbBIMU
JKCIEePTaMU, KOTOPBIX, MPEKIAE BCETO, MOMPOCUIN MPOKOMMEHTHPOBATh, HACKOJIBKO JIOCTYIHA JJIS
MMOHMMaHUS UHTEPIIPETAIUs JOKA3aTeIbCTB, JeKalllas B OCHOBE PEKOMEH JallU .

Ot Bpadyeil MepBUYHOTO 3BEHA (MYJIBMOHOJOTOB) MOJY4€HbI KOMMEHTAapHUH B OTHOIICHUU
JIOXOAYUBOCTH W3JIOKEHHS JTaHHBIX PEKOMEHJAIMK, a TaKK€ UX OILEHKa BaXKHOCTU TPEIJIaraeMbIX
PEKOMEHIalluii, KaK MHCTPYMEHTA MOBCETHEBHON MPAKTHUKH.

Bce komMmeHTapumu, NOJyYE€HHbIE OT SKCHEPTOB, THIATENBHO CHUCTEMATU3UPOBAIUCH H
oOcyXKIanuch 4ieHaMu padoueil rpymnmsl (aBTopaMu pexkoMmenaanuii). Kaxapiii myHKT o0cyxaancs B
OTJIETTLHOCTH.

KoHncyabTauus U 3KCnepTHasi OLleHKa

[Ipoekt pekoMeHmanuii ObUT pElEH3UPOBAH HE3aBUCUMBIMU JKCIIEPTAMHU, KOTOPBIX, MPEKIE
BCET0, MOMPOCUIIA TPOKOMMEHTUPOBATH JIOXOJYMBOCTh U TOUHOCTh MHTEPHPETALNH JOKA3aTeIbHON
0a3bl, JIeXxKaIIeH B OCHOBE PEKOMEH/ T,

PaGouas rpynna
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JInst  OKOHYATENBHOW pENaKIMd ¢ KOHTPOJSA KauyecTBa PEKOMEHAAIMH OBbUIM TIOBTOPHO
MPOaHATM3UPOBAHBl YICHAMH pabodeil TpyYIIbl, KOTOPbIE NPUIUIA K 3aKIIOYCHHIO, YTO BCE
3aMeuyaHus U KOMMEHTapUHU SKCIIEPTOB MPUHATHI BO BHUMAaHUE, PUCK CHCTEMAaTHYECKUX OIIHOOK MpH

pa3paboTKe peKOMeHalHil cBeJleH K MUHUMYMY.

AKTyaau3anus JAHHBIX KJIAMHUYECKUX PeKOMeHIanuil 0yaeT NMPOBOAUTHLCH HE pexe, YeM
oauH pa3 B Tpu roaa. IlpunaTue pemienusi 00 00OHOBJeHUM OyJeT NMPUHATO HA OCHOBAHUM
npeJioKeHUi, NMpeIcTaBJIeHHbIX MEIUIUHCKUMHU NPOo(ecCHOHAIBLHBIMU HEKOMMepP4YeCKHUMH
OPraHu3auMsAMH C Y4ETOM pPe3y/bTATOB KOMILIEKCHOW OlleHKH JIEKAPCTBEHHBIX MpPenaparos,

MECIUINHCKHX 1/1311e.1mi71, a TaKKe pe3yjabTaToB KJIHHUYECKOH anpoﬁaunn.
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Ipunoxenne A3. CBsi3aHHBIE JOKYMEHTBI

IMopsinku oka3aHUA MeIMIUHCKON MOMOIIIN:
1. Ilpuxa3z MunHucTepcTBa 34paBOOXpaHEeHUs U colpanbHoro pazsurusa PO ot 16 anpens 2012 r.
N 366H "O6 yrBepxnenuu [lopsiaka okazaHus meauaTpuIecKoi momormu")
2. Ilpukaz MunucrepctBa 3apaBooxpaneHuss PO "OO6 yreepxaeHuu Ilopsaka oxazaHus
MEAUIIMHCKOW TOMOIIM OONBHBIM C BpPOXKIEGHHBIMM W (MJIM) HACJEICTBEHHBIMU

3aboneBanusMu" ot 15 HosOps 2012 r. N 917h).
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punoxenue b. AiropurmMel BeieHUS MalMEHTA

[TaniveHT ¢ MOI03pEeHNEM Ha MIEPBUYHYIO IIMIHAPHYIO
IUCKUHEZUIO

A 4

JlmaranocTuka

Kouncynbranus
MpOopUILHOTO
CIELUAINCTA

!

Jnarnos

A

IMOATBEPKICH?

Tepanus B craloHape

l

JucnancepHoe HaONIOICHUE U

JICUCHUE C IEPUOANICCKUM
KOHTPOJIEM B CIICHHUATIU3UPOBAHHOM

A\ 4

ITYJIBMOHOJIOTUYECKOM OTACIICHUU

Tepanus

JIA

HET

s dexTrBHA?
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Ipuioxenue B. Unpopmanus 1 nanueHToB

[lepBuyHas nuiaMapHas JUCKMHE3Ws — TE€HETHMUYECKH OOYCIOBIEHHOE XPOHHUYECKOE
3aboneBaHue. OCHOBOH 0OJIE€3HM CIIYKUT HapylIEHHE HOPMAIbHOTO ()YHKIIMOHUPOBAHUS PECHUYEK,
HaXOJAIIMXCS B pa3/INYHbIX OPraHax U TKaHSAX YeIOBEKa.

Haubonee wacrto mnopaxaroTcsi BEpXHHE W HWXKHHE JAblIXaTelabHble myTH. s nereit ¢
NEePBUYHOM LIMIMAPHON IUCKHUHE3UeH XapaKTepHbl XpPOHUYECKUIH HACMOPK (PUHUT, CHHYCHUT), TPYIHO
MOAJAIOLIUICS JICYCHUIO, TAKXKE YacTO OTMEYAeTCs Kallelb C BBIACICHUEM MOKPOTBI, HEPEIKO y
TaKOro peOeHKa BBICIYIIMBAIOTCS BIAXKHBIE W/UIINA CyXHE XPHIIBI B JIETKHX.

bonpIMMHCTBO MAMEHTOB C MEPBUYHON LIWJIMAPHOM IUCKUHE3UEW MMEIOT XOPOIIUH IPOrHO3
II0 TPOJOJDKUTENBHOCTH JKU3HM M COLMAIM3alMM. AJIEKBATHOE CBOCBPEMEHHOE M PETYISIPHOE
JIeyeHue, a TakKe peaduIUTaus ClIoCOOCTBYIOT YIyUIIEHUIO IPOTHO3a U Ka4eCTBa JKU3HU.

JlnarHocTHKa M JIEUYEHUE IMALMEHTOB C INEPBUYHON LMIMAPHOM IUCKUHE3UEW IPOBOAUTCA
BpPa4OM ITYJIbMOHOJIOTOM.

HCKIIOYMTENbHO ~ B@XHBIM  SIBJISIETCSL  €KEJHEBHOE  IPOBEJIEHUE  MEpPONPUATHUH,
CIOCOOCTBYIOIIMX OYUCTKE BEPXHHUX U HIDKHUX JIbIXATEIbHBIX MyTeH. DTUM TEXHUKAM U METOIMKAM
o0y4aeT Bpay B ClIELIUAIU3UPOBAHHOM ITYJIbMOHOJIOTHYECKOM OT/AEICHUU (LIEHTPE).

[lepBuuHas nuiIMapHas IUCKUHE3MsI — HE MPOTHUBONOKA3aHUE JUISl MPOBEACHHUS IUIAHOBOM
BakIMHaUMU. bosee Toro, gerei ¢ 3TUM 3a0o0JieBaHMEM ClI€AyeT NPUBHUTH OT IHEBMOKOKKOBOM,

reMO(i)HHBHOfI I/IH(I)CKI_II/II/I, a TaKKC€ pCKOMCHAYCTCS €KCTOJHAA BAKIIMHAIIWUA OT I'PUIIIIA.
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Ipunoxenne I'l.

Hapy)XHas aAuHenHOBanA pyuka

BHYTPeHHASA AUHEMHOBAA pyyKa
MuKpoTtpy6ouku

PaguanbHas cnuua

LieHTpanbHbiii gynnet mukpotpybouek

Puc.1 YnbpTpacTpykTypa pecHUYKH (KTYTHKA), TIOTIEPEYHBIN pa3pes.

e

Puc. 2. PeHTFeHOFpaMMa pr,HHOﬁ KIJICTKHU: 6pOHXI/ITI/I‘leCKI/I€ HU3MCHCHUA, ACKCTpaKapaus

\J

LRSS
ey
Dawmasd
X

(CHMUMOK P OMUCAHUH MIEPEBEPHYT Ha «IIPABUIIHHYIO» CTOPOHY).

Puc. 3. Kommbroreprass Tomorpadusi JIETKHX: TOJHOE 00paTHOE PacIoiOKEHHE BHYTPEHHHX
OpraHoB, THEBMOCKJIEPO3 4 M 5 CErMEHTOB JIEBOI'0 JIETKOT0, MPU3HAKU XPOHUYECKOro OpOoHXHTA (TOT

xKe peOeHOK).
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Puc.4. ITaeBmockiiepo3 u muuHApUYeckre OporxodkTassl pu L] (o6sraHOE pacmosoxenne

BHYTPEHHUX OPraHOB).

Puc.6. [THeBMOCKIIEpO3 W CMEIIAHHBIC, B T.4., aTEJICKTATHUYCCKHE OPOHXOAKTa3bl (CHHAPOM

Kaprarenepa).

Puc.7. ITancunycur y nanuenra c ITLI.

Puc.8. [Tancunycut u Hepa3BuTHIe PpOHTAIBHBIEC TA3yxu y manueHTa ¢ [T1/].
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Ipunoxenne I'2. Pacuuugposka npumedaHui

... — JleKapcTBEHHBIN mpenapar, BXoAsunmii B [lepeyenn KU3HEHHO HEOOXOMMMBIX M BaKHEHIINX

JIEKApPCTBEHHBIX TMpErapaToB I MeaunuHCKoro mnpumeHeHuss Ha 2016 ron (Pacmopsbkenue
[IpaButensctBa P® ot 26.12.2015 N 2724-p)

..." — JlekapCTBEHHBIM mpenapar, BXoaammid B IlepedyeHb JIEKAPCTBEHHBIX IPENapaTroB JUist
MEIUIHUHCKOTO TPUMEHEHHS, B TOM UYHUCJIE JIEKAPCTBEHHBIX MPENapaToB HJsi MEAUIIMHCKOIO
MPUMEHCHHS, HA3HAYaeMbIX TI0 PEIICHUI0 BPAYeOHBIX KOMHUCCHUH MEIUIMHCKUX OpTraHHU3aIHiA
(Pacnopsoxenue IpaBurenscta PO ot 26.12.2015 N 2724-p)

.../ _ JleKapCTBEHHBIH Tperapar, BXONSUIMI B IepeueHb JIEKAPCTBEHHBIX IPENApaToB,
MpelHa3HauYeHHBbIX A7 o0ecredeHus JHl, OONbHBIX TeMOo(pWIHel, MYKOBHUCIIHI030M,
runoduzapHplM  HaHU3MOM, Oosie3Hbto  [omie, 370KaueCTBEHHBIMH  HOBOOOpa30BaHUSIMHU
TuMGOHUIHOM, KPOBETBOPHOM M POJICTBEHHBIX MM TKAaHEH, pacCesTHHBIM CKIIEPO30M, JIHI] IOCTe

TpaHCIUIaHTAIuu opranoB u (win) TkaHed (Pacmopstkenue IlpaBurensctBa PO ot 26.12.2015 N
2724-p)
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