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KiaroueBble cjioBa

o Situs inversus;

o boune3nu 6poHx0B, HE Ki1accu(PULIUPOBAHHBIE B IPYTHX
pyOpuKax;

o bponxoskrassbr;

o Jlekcrpakapaus;

o Jlern;

o /[pyrue Bpox/ieHHbIE AHOMAJIUU JIETKOTO;

o lleguarpus;

o IlepBuuHas nuiIMapHas TUCKUHE3US;

o Cunnpom Kaprarenepa;

o XpOHUYECKUI OpPOHXUT;

o XpOHMYECKUI CUHYCUT;

o XPOHMYECKUH CPETHUN OTHT.



Cnmcok cokpameHmni

PICADAR — (Prlmary CiliAry DyskinesaA Rule) - IlpeauktuBHas mikana Ui BbISBICHUS
CUMIOTOMOB TIE€PBUYHOM LMJIMAPHON JUCKUHE3WHW Yy NAIUEHTOB, HMEIOIMINX XPOHUYECKHE
pecnupaTOpHbIE CUMIITOMBI C PaHHET0 JIETCKOI0 BO3pacTa

B3 - 6ponxosKTazbl

KT - xomnbroTepHas Tomorpadus

[TL/I - nepBuyHas MUJIMAPHON TUCKUHE3US

KP - kinnmHn4eckne pekoMeHaanuu

TOM — TpaHcMHCCHOHHAs 3JIEKTPOHHAs MUKPOCKOIIUS

OB/ - dbyHKIMS BHEITHETO ABIXaHUS

Ox0-KT" - axokapauorpadus



TepMuHBI ¥ onIpeaeIeHUA

situs inversus — oJiHoe 0OpaTHOE PacOJIOKEHUE BHYTPEHHUX OPraHOB
situs ambiguos (rereporakcusi) - HENOJHOE aHOMAJIbHOE PACIOJIOKEHHE BHYTPEHHUX OPraHoB

(mekctporacTpusi, JEKCTPOKapAus, aHOMAJIbHO PACIOJIOKEHHAs MIEUEHb U T.JL.).



1. Kparkas nnpopmanus

1.1 Onpenesienue

[lepBuunas uunuaphHas auckunesus (IILLJ[) — peaxoe reHermyecku AETEPMUHUPOBAHHOE
3a0o0JieBaHME, MPU KOTOPOM MOPAXKAIOTCS MOJBMKHBIE CTPYKTYPhI KJIETOK (PECHUYKHU U JKTYTUKH).
Haubonee wacto mnposBiseTcss peUUAMBUPYIOIIMMH W XPOHUYECKUMHU HHQEKIUSMU BEPXHUX U
HUOKHUX JpIXaTelbHbIX myTedl u B 40-50% ciyuyaeB 3epKajJbHBIM DPACIOIIONKEHHUEM BHYTPEHHHUX
OpraHoOB WJIM rereporakcueit [1].

Cunonumsl: cunjapoM Kaprarenepa (Kartagener syndrome; Siewert syndrome; 3uBepTta-
Kaprarenepa), cunHapoM HemoaBMXKHBIX pecHuuek (immotile cilia syndrome), nBurarenpHas
nunuonatus (the motile ciliopathy) [2].

1.2 ITHOJIOTUA U IATOTreHe3

3a0oyieBaHle OTIMYAETCS TE€HETUYECKON TIeTeporeHHOCThio. TuN HacieloBaHUA: dalle
ayTOCOMHO-PEIIECCUBHBIN, OJTHAKO, OMHUCaHBI U Oojee penkne X-cuerieHHbie GopMbl 3a001eBaHUs
[1-3].

HaubGonee wacto 3abosieBaHue OOYCIOBIEHO OTCYTCTBHEM WU Jie(peKTaMHU CTPOEHUs
BHYTPEHHUX W HapYKHBIX JIMHEMHOBBIX pY4Y€K B CTPYKTYpPE PECHMUYEK U KIYTHKOB. Moryr
oOHapyXHBaThCs ACPEKTHI paJuaIbHbIX CIUI] 1 MUKPOTPYOOUEK (B TOM YHCIIE, UX TPAHCHO3ULIUS), a
TaK)X€ €CTh CJIy4yau IMOJHOTO OTCYTCTBHUSI pECHHUYEK. Y HEKOTOPBIX OOJbHBIX MMEIOTCS COYETaHUs
HecKoJIbKuX nedexton [1,3,4].

PecHuuky M XKTyTUKU MOTYT UMETh U HOPMaJIbHYIO YIBTPACTPYKTYPY, OJHAKO IPH 3TOM, Kak
IIPaBUJIO, OIIPENIEISIeTCSl aHOMaNIUsl OeliKa TSKeIo ey aKCOHEMaJIbHOTro JuHenHa [1].

HopmaneHoe  yiabTpacTpyKTypHOE CTpPOEHHE pPECHMYKU (KTyTHKA) TPEJCTABIECHO B
[Tpunoxenuu I'4, puc.1.

B opranusme yenoBeka peCHUYKH U KI'yTUKHU IPUCYTCTBYIOT BO MHOTHX OpraHax U CHUCTEMax.
OTO0 W MepuaTelbHBbIM 3MUTENUNl pecnupaTOpHOro Tpakra, U KieTku KoprueBa oprana yxa, u
KIYTHUKH CIIEpPMAaTO30MJI0B, M PECHUTYAThIE KIETKU OSIEHIUMBI JKEITyJAOYKOB TOJOBHOTO MO3ra,
(dboTOpenenTopsl CeTUATKHU IJ1a3a, KJIETKU, BEICTUIIAIOIINE KETUEBbIBOASIINE IIYTH, KIETKH MOYEUHBIX
KaHaJIbLEB, KJIETKH, BbICTUIIAIOIINE (aNIONNEBBI TPYOBI.

Kpome Toro, cyliecTByIOT pECHHYKH, PAclojOKEHHbIE Ha SMOpPHOHAIBHOM Y3Ji€, KOTOpPbIE
oOecrieynBalOT MOBOPOT BHYTPEHHUX OPraHOB B IE€pUOJIE€ BHYTPUYTPOOHOIO pa3BUTHA,
COOTBETCTBEHHO, BCIEACTBHE MX aHOMAJIBHOTO (PYHKIMOHUPOBAHMUS, y MOJOBHHBI 00ibHBIX [TLIJI
Ha0MrogaeTcsi 00paTHOE PACTIONOKEHUE BHYTPEHHUX OPraHOB.

[TonHast HEMOABWKHOCTh WJIM HEAJEKBAaTHAsl aKTUBHOCTh PECHUYEK MEPLATEIbHOTO AIUTENUs

peCnupaTOpPHOTO TPAKTa MPUBOIUT K HAPYIICHUIO HOPMAIBHOM ouuIaronel GyHKIIUN TbIXaTeIbHON
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CUCTEMbI, CEKpEeT 3acTauBaeTcs, a 3aTeM uHpuuupyerca. DopMHUpYIOTCA pPEUUIUBUPYIOLINE
pecnupaTopHble MH(GEKIHUH, a BIOCIEICTBUU - XPOHUYECKUH OpPOHXUT, XPOHUYECKHI CHUHYCHUT,
Ha3aJbHBIN M0JINNO3. M3-3a MOCTOSHHOTO BOCIHAJIEHUSI CIIYXOBOW TPYOBI - HEPEAKO U XPOHUYECKUI
CPEeIHUI OTUT CO CHIDKEHHEM ciyxa [1,2,4,5,6].

HenoasmwxkHoCTb (1eekTHas MOIBUKHOCTD) ClIEpMaTo30110B y 00abHbIX TILJ] 11y Mmyxckoro
1oJjia B PENpOyKTUBHOM TEPHUOJIE YacTo 00yciaoBiuBaeT Oecrioane. PumoOpun (HamionueBsix Tpyo
y JKEHILUH TaKKe UMEIOT aHOMaJIbHOE CTPOEHUE, IPU 3TOM CIIydaH >KEHCKOTo Oecruioust y 60JIbHbIX
c [IIJ] ennHIYHBI, HO HEPEIKO HAOI01aeTCa BHEMATOYHAsI OEpEMEHHOCTS [2].

AHoMasibHOE (PYHKIIMOHUPOBAHUE PECHUYEK, PACIIOJNIOKEHHBIX B JPYTUX OpraHax M CHUCTEMax
BeIeT K (OPMHPOBAHUIO TAKMX KpaHE pPEIKUX IMPOSIBICHUNM KaK HUTMEHTHAas pPETUHOIATus,
OWJIMAapHBIN ITUPPO3 TIEUEHU, BHYTPEHHSIS THAPOIeaIHs, TOJTUKUCTO3 TIOUYeK [2].

1.3 InuaeMuoJI0rus

YacroTta BcTpeuaemoctu ot 1 Ha 2 265 1o 1 Ha 40 000 nHacenenwus [2,4]. [lepBuunas nunuapHas
TUCKUHE3Ws 00HapyxuBaetcs B 13% cimydaeB cpeu manMeHToB ¢ OpoHxoskTazamu [1].

1.4 KonnpoBauue no MKB-10

Q33.8 - [Ipyrue BpoKIeHHBIE aHOMAJIUU JIETKOTO
Q89.3 - Situs inversus
J98.0 — bone3nu 6poHX0B, HE KIIACCU(PUIIUPOBAHHBIE B IPYTUX PYOpUKax

1.5 IIpuMepbI AHATHO30B

llepsuunas  yunuapuas  ouckunesusi:  Cunopom  Kapmaeenepa. Ilonnoe  obpammuoe
pacnosioxcenue 8HympeHHux opeanos. Xponudeckuu opowxum. IIneemocknepoz 4 u 5 ceemenmosg
J1€8020 J1e2K02o. J{8yCmopoHHUll 2HOUHbBIN IHO0OPOHXUM. [J[8YCMOPOHHUL XPOHUYECKUN CUHYCUM.
Hazanvnwiti nonunos. [eycmoponnuii xponuueckutl 3Kccy0amusviii cpeonuii omum. I unepmpoghus
aoenouoos 2-3 cmenenu. /[6ycmopoHusa KOHOYKmMueHas myeoyxocms 1 cmenenu

1.6 Kinaccupukanus

OOuenpuHITON KiIacCU(PUKAUU IEPBUYHON HUIMAPHOU TUCKUHE3UU HE CYIIECTBYET.
2. /ImarnocTuka
B nacmoswee epemsa nem edunozo memooa - «3010mo2o» cmanoapma ouacnocmuxu T[]
IIpu ycmanoenenuu ouazHo3a yuumvi8aiomcsi.
® XapakmepHas KIUHUYecKas Kapmuna (cm. Hudce) u oyenxa no IlpelMKTUBHON IIKaje
PICADAR (Prlmary CiliAry DyskinesaA Rule™) nyisi BbISBI€HUS CUMITOMOB IEPBUYHOMN
UMIMAPHON TMCKUHE3UH Y MALIUEHTOB, UMEIONINX XPOHHUUECKHUE PECTTUPATOPHBIE CUMIITOMBI C

paHHero aerckoro Bo3pacta >3 bannos [7] (cm.Ilpunoxenue 1'2);



pe3yibmamel CKPUHUH2A - UCCled08anue yposHs okcuda azoma (NO) 6 eviovixaemom
HA3aNbHOM 8030yXxe (y nooasnsarouieco borvuuncmsea nayuenmos ¢ IL[J[ on crnuxcen [8], npu
IMOM 00 HACMOAUe20 8PeMeHU Hem eOUHO020 MHEHUs O PephepeHCHbIX NOJONCUMENbHBIX U
OMPUYAMENbHBIX 3HAYEHUAX 0aHHO20 nokasamens y nayuenmos c I1LJ. Ilpu omcymcmeuu
B03MOJNCHOCIMU UBMEPEHUL OKCUOA A30MA 8 HA3AIbHOM 8blOLIXAEMOM 8030yXe OONYCMUMO 8
Kayecmee OpUeHMUpOBOYHO20 CKPUHUHEA UCNONb3068AMb MEMOOUKU ONpedeleHuUss OKCUOd
azoma 8 8blObIXaeMoM 8030yXe, 8 M. Y., C NOMOWbIO NOPMAMUBHBIX Npubopos [9]

aHanu3 4acmomel U nAmMmepHa OGueHus pecHuUYeK 6 duonmame u3 HOAOCMU HOCA UNU
OpOHXA ¢ NOMOWbIO C8eMO6OII MUKPOCKORUU [[—4] (03 Munumuzayuu oumubox (nomyuenue
NOBPENCOEHHO20 INUMENUs UL OOHAPYHCeHUe SMOPUYHOU YUTUAPHOU HeOOCMAamoyHOCmu)
buoncuro credyem Opame He panee, uem uyepe3 4-6 Hedelb NOCie OCMPOU PeCnUpPamopHoOU
unghexyuu) [1];

MPAHCMUCCUOHHAA INeKmpOHHaA mukpockonus (TOM) - obéuapysycenue anomanuii
CMpOeHUs peCHUYeK 8 Guonmame cau3ucmoil 060104Kku Hoca uau oponxa [1,2,4,10/.

I'enemuueckoe mecmupoganue — K Hacmoswemy 8pemMenu 2eHemuyeckoe noOmeepHCOeHuUe
603modicHo y 50-75% nayuenmos c IILJJ] [11,12]

C yenvio cmaunoapmuzayuu nooxXo008 K OUASHOCMUKE NEPBUYHOU YUIUAPHOU OUCKUHE3UU

paspaboman coznacumenvHulil 0okymenm Eeponeiickozo pecnupamopnoco obowecmea (European

Respiratory Society), ocHosaunblli Ha auanuze UMEOWUXCA K HACMOAWEMy 6peMeHU OAHHbIX U

coanacosanHom muenuu sxcnepmos[9] (Illpunoscenue I'3).

Hecmomps na 0oocmamouno 60oabuioni apcenan ucciedo8anuil, UCHOIb3YeMblX OJis

noomeepacoenus: ouaznosa I1L[J], ne obs3amenvHo nposedeHue abCoNOMHO 8CeX Memooo8

KOHKPEMmMHOMY nayuennty. Hpu IMOM 6 HacmoAwee e6pemst Hu OOUH U3 MECMO8 UL UX KOM6UHCZI41/IZ/I
He mo2cynt NOJIHOCNbIO UCKIIIOYUNb OaHHbIL OUACHO3.

Kpumepuu noomeepocoennozo ouaznosa IN11[/], eévicoko eepoammnozo ouacrnosza I u

6bICOKO 6ePOAmMHO20 uckaouenus ouaznosa I [no 9 c namMenenusmu J:

Iloomeepiwcoennwiit ouaznos IN1/1:

Hemu ¢ agnvimu KniuHuxo-anamuecmuyeckumu npusnaxkamu c I u co credyrowumu
pe3yibmamamu:

1. Ob6uapyascenue npu TOM xapaxkmepnwvix ons IIL]/] 0eghexmos cmpoenus pechuuex
(omcymemeue HapyHCHBIX OUHEUHOBBIX PYUeK, OOHOBPEMeHHOe OMCYmcmeue U
HAPYHCHBIX, U BHYMPEHHUX OUHEUHOBBIX PYUEK, OMCYMCMEUe 6HYMPEHHUX OUHEUHOBbIX
PYYeK 8 COUeMAHUU C HAPYWEHUSMU CO CMOPOHbL MUKPOMPYDOUeK),

2. Ob6Hapyscenue OUanIebHoU Mymayuu 2eHo8, NamocHoMoHuunslx oasa I1L{J].



e Buicoko eepoammuuwtit ouazcnos IIL/A:
Hemu cumnmomamu, noxoncumu na cumnmomwt II[/[ u co chedyrouwumu pezynomamamu
mecmog:

1. QOuenwv HU3KULL  YPOBEHb oKcuoa  azoma 68  8bIOLIXAEMOM  HA3AAbHOM
6030yXe+NoNoKHCUMENbHbII  pe3yIbmam Nnpu  C8eMmoBoU  MUKPOCKONUU obuonmama
anumenus ObIXAmebHbIX nymet (Hen0O0BUNICHbIE PECHUYUKU UNU YUPKYIAPHOE OBUNCEHUE
pecHuyex),;

2. Ouenb HU3KULL ~ YPOBEHb oxkcuoa  asoma 68  8bIOLIXAEMOM  HA3AAbHOM
8030yXe+NoN0KHCUMENbHBII Pe3yIbmam npu C8emoBol MUKPOCKONUU KYl1bMYpbl KIemoK
buonmama snumenus ObIXamenbHulX nymeu (HenoO0BUNCHbIE PECHUUKU UTU YUPKYTIAPHOE

08UdICEHUE PECHUYEK).

e Boicoko eepoammnoe ucknwuenue ouacnoza III/]: demu c¢ nedocmamouno uemxumu
KIUHUKo-anamuecmuyeckumu npusnakamu III[/] npu HopmanrvHom /noevluieHHOM
YPOBHE OKCUOa azoma 6 6blObIXaAeMOM HA3ATIbHOM 6030yXe U OMPUUAMEIbHbLIL Pe3)1bmam
C6emoBoil MUKPOCKORuU oOuonmama (KyJibmypvl K1emoK) INUMENUs OblXAMmeabHbIX

nymeii.

Ilpu nanuuuu cunopoma Kapmazenepa u cymmapnozo oanna no wikaie PICADAR > 10 —

ouazHo3 npasomouven omwice npu ompuuameibHom pes3yjibmame 6cex OCmaibHblX mecmaoe.

e PeKkOMEHJ0BAaHO NPUMEHEHUE CTyleH4yaToro airoputMma auardoctuku IILJ] (cmia
peKkoMeHJanMu 2; YpPOBeHb [0CTOBepHOcTH JAoka3zateiabecTB C) [mo 10 c

W3MCHCHUSMH |:

Cmyneub 1:0npe0eﬂeuue Ypo6nA OKCUOAQ a30ma 6 6blObIXAeMOM HA3A/IbHOM 3030yxe u ceemoeasn
MUKPOCKOnUus

-llpu nopmanvHOM YposHe okcuoa azoma u OMCYMCMEUU USMEHEHUU N0 OAHHbIM C8emoBol
Mmukpockonuu - ouaenos IIL]/] xkpatine manogeposimen — OanbHeuuiee MeCmMuUpo8anue MOMWCHO He
npoeooumuv

-Ilpu Huzkom yposHne okcuda azoma u/uinyu NAMONOSUU YACMOMbL U NAMMePHA OUeHUsl PeCHUYEK,
0OHAPYIHCEHHOU NPU C8eMOBOU MUKPOCKONUU + xapaxkmephou KiuHudeckou kapmune TIL[/] ouacnos
L] mosrcHo cuumams nOOMEEPIHCOEHHBIM, NPU COMHEHUU - Cledyem NOGMOPUmMs mecmol CHyneHu
1 u nepeumu x mecmam cmynenu’.

Cmyneno 2: mpancmuccuoHHasn 31eKmpoHHas mukpockonus (TOM)



-npu omcymcemeuu namoao2uu no OoawmHviM TOM - paccmompemv 603MONCHOCMb NPOGEOeHUs
2CHEeMUYeCcKo20 MeCmupo8anus Ha npeomem HNOUCKA 2eHOB8, ACCOUYUUPOBAHHBIX C HOPMATbHBIM
CMpoeHueM pecHUyeK Uil ¢ MOHKUMU NOBPENCOCHUAMU YUTUAPHO20 INUMeNUs

-npu obHapydceHuu namonoduu no oaumvim TOM — paccmompemv 603MOMNCHOCMb NPOGEOEHUs
2eHeMuUYecKo20 mecmupo8anus npu HeooXoOUMOoCmu

-npu  OMCYMCMeUU  803MONCHOCMU  nposedenus TOM — paccmompemb — 803MONCHOCHD
2eHEeMUYecKo20 mecmupo8anUsl

Cmynens 3: ' enemuueckoe mecmuposanue u nO6MOPHAA C6EMOBASA MUKPOCKONUA (+
K/1emouHasn Kyaosmypa)

2.1 Kaao0bl U aHaMHe3

Beoywum nposenenuem 6onesnu y odemeti ¢ IIL]J] asnaromes uyacmeie 80cnanumebHvle
3a0071€6aHUS BEPXHUX U HUIMCHUX ObIXAMENbHBIX HYymel, KOmopbvle pe2ucmpupyiomcs y 00CmamoyHo
bonvwou Kocopmul Oemeti, 0cobeHHo 6 panunem 6ozpacme. OOHAKO, 0CBE0OMIEHHOCMb 8payell o
IIL]]] kpatine HegvlcOKa, 8 C853U C YeM OUACHOCMUKA OAHHOU NAMONI02UU 8 OObUUHCMEBE CYUAes
Hec8oe8peMeHH .

Coenacno Oannvim 3apy0OedCHbIX UCCIe008aHUL, 3HAYEHUE MEeOUAHbl 803PACMA YCMAHOBIEeHUs
ouaenosza I1l]/] 6 cmpanax 3anaonoti u Bocmounoii Eeponvi cocmasnsiem 5,3 nem, npu smom npu
HAIu4uy Situs inversus OudazHo3 yCmanasiusaemcs panvue (Mmeouana 3,5 2ooa), wem 6e3 06pamuoco
pacnonodicenusi 6HympeHrHux opeanos (3,8 nem) [13]. Ilo nawum oannvim, 6 Poccuu meduana
go3pacma ycmanosneHus ouacnosa IILJ/] y Oemeti ¢ 0bOpamHbIM pAcCnoNONCeHUeM Op2aHO8
NpUOIUSUMENILHO  COOMBEMCmEYyen e8ponelckoul u coomeemcmeyem 4 2o0am, moz20a Kak
ouaenocmuxa I1L]/] y nayuenmos 6e3 situs inversus npouzeooumcs nosoice (meouara ozpacma - 7,6
nem)[14].

Ilpu cbope anammnesa credyem obpamume 6HUMAHUE HA MUNUYHbIE KIUHUYECKUE NPOsBIEeHUs
LHL[: ona smux 60nbHLIX Xapakmephbl MOPRUOHbIE K MePAnUU pUHUMbL NPAKMUYECKU C POHCOCHUS,
UHGeKYUU HUINCHUX ObIXAMENbHBIX Nymel, CONPOBOHCOAIOUWUECS XPOHUYECKUM Kauilem, HepeoKo
yorce 6 HeOHAMANbHOM nepuooe Ul peyuousupyrowiue Opouxumol 8 panHem gospacme. Kpome moeo,
Y MHO2UX OOJIbHbIX OMMEUarOmcs peyuousupyouue dIKCCyoOamueHole OMumsl CO CHUNCEHUEM CyXd.
Couemanue Xxpouuueckozo (peyuousupyrouje2o) CUHYCUma ¢ XPOHUHECKUM (Peyuousupyrouum)
OPOHXUMOM A8I5LeMCS OCHOBAHUEM OISl Y2lyOieHH020 00ciedosanus pebenka. B cemetinom anamnese
uUHo20a yoaemcsi OOHAPYI’CUMb CIYYAU MYAHCCKO2O 0ecnioous, XPOHUHECKUX OpPOHXUMOS8 UlU
CUHYCUMOB, AHOMANbHOE PACHON0NCEHUe GHYMPEHHUX op2aHos, Hepeoku cayuau IIL]J] y cubcos

[1,2,4,5,7].

2.2 du3ukaJILHoe 00cIeI0BaHNe
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Obwuti ocmomp noopasymesaem OYEHKY 00we2o Quauieckoeo COCMOSHUA, QU3ULECKO20
passumusi pedenKa, noocuem 4acmomvl ObIXAHUS, CEPOEYHLIX COKPAWEHUL, OCMOMpP BepXHUX
ObIXAMeNbHbIX nymeti U 3e6d, OCMOmp, NATbNAYUI0 U NEPKYCCU0 2pYOHOU KIemKU, aAyCKYIbmMAayuo
JIe2KUX, NATbNAYUIO HCUBOMA.

Ilpossnenuss Il 3nauumenvHo 6apvbupyiom 6 C843U C BbIPANCEHHOU 2eHemU4ecKou
HEOOHOPOOHOCMbIO.

B anmenamanvnom nepuode modxxcno oduapyscums obpamHoe pacnonodceHue GHYmpeHHUx
opeamos (situs inversus) unu eemepomaxcuio (situs ambiguos) npumepro 6 40-50% cnyuaes, pedice -
YepeopanbHyI0 BeHMPUKYIOME2ANUI0 NO OAHHbIM YIbMPA38YKO8020 ucciedosanus. Y odemeil c
2cemepomaxcuell. ommedaemcsi HenoaHoe AHOMANbHOE PACHONONCEHUEe GHYMPEHHUX Op2aHO08
(Oexcmpozacmpusi, 0eKCmMpoKapous, AHOMAILHO PACNONONCEHHAS] NeUeHb), UH020d 68 COUemaHuu ¢
8pOJICOeHHbIMU  nopokamu cepoya. Onucanvl cayyau NOAUCHAEHUU, ACHIEHUU, 2UNONIA3uu
NOO0JHCENYOOUHOU dHcenesvbl, MalbpOMayuu KUUeYHUKA.

B nepuode nosoposwcoennocmu: 6onee wem y 75% Oonowennvix HogopodcoenHvix ¢ 1L
Ppazeusaemcs pecnupamopHslilt. OUCMpecc-CUHOPOM ¢ nompeoHoCmbvlo 8 Kuciopode om I Ons 0o 1
Hedenu. XapaxkmepHol mopnuonvlie K mepanuu puHUmsl NPaKmu4ecku ¢ nepeo2o OHs dcusuu. Peoro:
BHYMPEHHSs 2UOpoyeqhanus.

B cmapwem e6o3pacme: nepcucmupyrowue puHumsl, XpoHuuecKue CUHYCUMbl, HA3ATbHbIU
noauno3. Xporuueckuii npoOyKMueHulll Kaulelb C SHOUHOU UIU CAUSUCMO-CHOUHOU MOKPOMOL,
Mo2ym HAO00amuvcs peyuousupyrouue OpOHXUmMsl, NHeEMOHUU UIU ameleKkmasvl. Y yacmu oemeti
obuapyoscusaromess  oponxoskmaszvl  (b3).  Ilpu ayckyremayuu 6  JecKux — 8bICIYUUBAIOM
PA3HOKANUbEpHble BIANCHbLE XPUNDbL, KAK NPABUILO, 08YCIMOPOHHEU TOKAIUZAYUL, Y HEKOMOPbIX Oemell
- cyxue ceucmsujue Xpunvl Ha pore YOIUHeHHO20 8bl00XA.

Xapaxmepnvl makoce omumvl C 6bINOMOM JHCUOKOCMU 6 NOJIOCMb CpeoHe20 yxa U
KOHOYKMUBHOU MY20YX0CMbIO.

B noopocmkosom nepuooe: knunuueckue nposenenus, onucanuvie gviuie. Yawe ecmpeuaromces
b3 u nasanvueiii nonunos.

Ilpu  ewipasicennoli msaxcecmu  meuyeHuss MO2YM — OMMeu4amvCsi KOCBEHHble NPUSHAKU
XPOHUYECKOU cunoxkcuu: oegpopmayusi KOHYesvlx anane naivyes no muny «b6apabaHubvix naiLyesy u
HO2MeBbIX NIACMUHOK N0 muny «yacoswvix cmekony [1,2,4,5,13,15].

2.3 JIaGopaTopHas AMATHOCTHKA

e PexomeHnyercs NpoBeJeHNE MUKPOOHMOJIOIMUECKOTO HCCIEA0BaHUs (I0CEBA) MOKPOTHI WM
TpaxeaJbHOrO acmupara B Iepuoj oOocTpeHus 3aboseBaHus (cuiia pexomeHaanuu 1;

YPOBeHb 10cTOBepHOCTH Hoka3aTebeTB C) [(3-5)].
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KommenTapmii: uccrieoosanue nposoosm 0ns uoenmupuxkayuu MuKpoOHbIX NAMoO2eH08 U

onpedeﬂeﬁuﬂ ux vyecmeumeilbHocmu K AHMUOUOMUKAM.

2.4 UHCTPpYMEHTAJLHAS JUATHOCTHKA

Jlyis yrodHeHuss o0beMa MOPaKCHHS] OPOHXUAIBHOTO JIepeBa W JTUHAMHUYCCKOTO KOHTPOJIS
pexomeHayeTcsl mpoBesieHre KomnbioTepHoil ToMorpaduu (KT) opranoB rpynHo# moJsiocTH,
pentreHorpadun wiu KT npupgaTtounbix ma3yx Hoca (cWja pekoMeHaanuu 1; ypoBeHb
JA0CTOBEepHOCTH J0Ka3aTrejabeTB C) [3-5].

KommenTapmii: [llpu penmeenocpaguu opeano epyoHOU KIemKu HAX00Am NpPUHaKu
XPOHUYECK020 OpOHXUmMA, uHo20a — ameaekmasvl, oexcmpoxapouio ([Ipunoscenue I3, puc.2).
Ilpu komnvlomepnoli momocpagpuu 0peano8 2pyoHOU HNONOCU MONCEM  BblAGIAMbCA
NHEeBMOCKIIEPO3, NOUMU 6 NONOBUHE ClyYyaeé - OPOHXOIKMA3bl PA3IUYHOU JOKAIUIAYUU
(IIpunoowcenue [3: puc.3,4,5,6). Ilpu nyuesom ucciredosanuu npuoamoyHwviX nA3YX HOCA
sviasusiemes nancunycum (Ilpunoscenue I'3: puc.7), nepedko — Hedopazeumue 100HbIX NA3YX
(IIpunoowcenue I3: puc.8). B nocrneonue 200vi xax anemepnamusa KT paccmampueaemcs
MazcnumHo-pe3onancuas momoepagpus (MPT) opeanoe epyonoii nonocmu, 0codOeHHo O
MOHUMOPUPOBAHUS COCMOSIHUSA JIe2KUX, MAK KAK UCCIe008aHUe He Hecem Ny4esylo HA2PY3KY.
Heoocmamkom MPT siensemcs 6onvuias onumenbHOCmMb NPOBEOeHUs: UCCIe008AHUSL.
PekoMeHIOBaHO TpOBeICHUE UCCIICOBaHWS (YHKIMM BHEIIHETO JbIXaHus (cuJaa
pexomMenaanum 1; ypoBenb 10cToBepHocTH H0Ka3aTeabeTB C) [(3-5)].

KommenTapuii: npogederue cnupomempuu 603M0xCHO Y Oemeli ¢ 6, a  psde ciyyaes u 6 4-5
Jlem, 8 mom cayuae, eciu NAyueHm Moxcenm GblNOTHUMb MAHesp Popcupo8aHno2o 6vl0oxd, y
Odemetl Mmnaduwe 6 Jnem ModxcHO ucnoavzoeams Tidal-test. [lpu cnupomempuyeckom
uccne0o8anuu ciedyem npogooums npooy ¢ OPOHXOIUMUYECKUM NPEenapamom, m.K. y paod
oemeti ¢ T[] oOHum u3 KOMNOHEHMO8 namozeHe3a OPOHXUAILHOU 0OCMPYKYUU MOHCEM
Ovimb OpoHxocnazm. Y demeti ¢ 6 1em 803MONCHO nposedenue boouniemuzmoepaghuu. llpu
uccneoosanuu  @ymkyuu  eHewHeco  ovixanus — (PB/]):  maubonee  xapakmephol
0O0cmpyKmueHble, pedce — KOMOUHUPOBAHHbIE HAPYULEHUS BeHMUNAYUU, ) YACMU OOJbHbIX
napamempwvr PBJ[ ocmaromcs nopmanvueimu. Obcmpykyus y paoa nAyueHmos HOCUM
oopamumblli UMY  YACMUYHO  ObOpamumvli  Xapakmep: npoba ¢ OPOHXOIUMUKOM
noaoscumenvua y 50%.

PexomenmyeTcss mccineoBaHHE Ta30B KPOBH W/WIM carypanuu(cuia pexoMengamuum 1;
YPOBeHb J10CTOBEepHOCTH J0Ka3aTebeTB C) [1].

KommenTapuii: 015 noomeepaicoenuss/uckioyeruss 2unoKCcemuu.
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e PekoMmeHayeTcs  IUMAarHOCTUYECKas W/wim  JiedeOHash  TpaxeoOpoHXOckomusi — (CHJia
pexoMeHaanuu 1; ypoBeHb 10CTOBEPHOCTH J0Ka3aTebeTB C).
Kommenrapmii: nposooumcs 0na noayuenusi OpOHXOANbEEONAPHOSO 1ABANCA C UYENbHO
uoenmugurayuu MUKpoOH020 8030youmens, a makdice OJisi NPOBEOeHUsT OUONCUU CAUZUCIOU
00010UKU OpoHxa O nociedyrujel ceemosol Gazo080-KOHMPACMHOU U DJIeKMPOHHOU
muxpockonuu [1-3,5,13,15]. C yenvro uzyuenuss nammepra buenus pecHu4ex mepyamenbHo2o
SNUMENUSL MAKHCe Modxcem Oblmb Ucciedosan oOuonmam causucmou obonouku Hoca [1-—
3,5,13,15].

e Pexomenayercs mpoBeaeHue osxokapauorpadum (Oxo-KI) (cmia pexomenaamum 1;
YPOBeHb 10CTOBepHOCTH J0Ka3aTeibeTB C) [4].
KommenTapuii: noxazana npu oOuacHocmuke ¢ yYeivlo UCKIHOUEHUS/NOOMEEPHCOCHUS
AHOMANUL CPOeHUsl cepoya, a makdice OO0JHCHA KOHmponuposamucs y nayuenmos c L[]
MmaxK Kaxk npu 5mou Namonocuu, 0COOEHHO NpuU pPACHPOCMPAHEHHOM NOPAINCEHUU JIeSKUX,
803MOHCHO paA3BUMUE 1e20UHOU 2UNEPMeH3UU U POPMUPOBAHUE 1e20YH020 cepOyd.

e PexkoMmeHyeTcss MOHHTOPHPOBAHHE COCTOSIHHMSI — CIIYXOBOH  (DYHKIIMM C  [TOMOIIBIO
ayJMOJIOTHYECKAX TECTOB (cHja peKkoMeHIAaUMu 1; ypoBeHb J0CTOBEPHOCTH

noka3zareabcTB C) [3].

2.5 lupdepeHnnaibHbIi ANATHO3

Jugpepenyuanbro-ouacHocmuueckuti NOUCK 8KIO4Yaem: Mykogucyuoos (cm. KP no okazanuio
MEOUYUHCKOU NOMOWU OemsmM C KUCMO3HbIM  Qudpo3om (MYKOBUCYUOO30M)), NepsuyHbvle
UMMYHOOepuyummsle COCMOAHUSA, BPONHCOCHHblE AHOMANUU CMPOEHUsi OPOHXUATbHO2O Oepesa,
OpOHX09KMA3bl Opy2o2o npoucxoxcoenus (cm. KP no oxazanuro meOUyuHCKou nomowu O0emsam c
OPOHX0IKMA3aMU), OPOHXUANLHASL ACMMA, PAO BPONCOEHHLIX AHOMANUN CePOeUHO-COCYOUCOT
cucmembvl: MpAHCNO3UYUSL MASUCTPATLHBIX COCYO08 U M. 1.

Lunuapnas oucynkyus modxcem marodkce ObimMb NPUYUHOL OPYSUX COCMOAHUL, MAKUX KAK:
NOAUKUCINO3 NeYeHU U/UlU NOYeK, ampe3us HCeluyHblX nymell, pPemuHOnamus, KOmopbvie MOZym
npomexamv Oe3 pecnupamopHuIX NPOAGIEHUN U HEPEeOKO PACYEHUBAIOMCSA KAK CAMOCMOSmMeNlbHble

eenemuueckue cunopomul (Cenuopa-Jlyxena, Anecmpéma, bapoem-buona)[1,4,5,15].

3. Jleuenue

Ilooxo00 k mepanuu nayuenma c IIL{]] donoicen 6vimb MYTbMUOUCYUNTUHAPHBIM 8 CBA3U C

NOJIUOPSAHHOCNTbIO I’lOpClOfC@HUIZ.
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Ocnosnvimu yeimu  mepanuu  A6jAemcsi MAKCUMANbHO  603MOJNCHOE npedynpe:)fcdeHue

npozecpeccupoearust u/unu paszeumus 6pOHXO3Kma306 u soccmanosnerue / CoxXparnernue HOpMaJleOﬁ

J1e20YHOU d)yHKI/ﬂ/lu, a maxdce H0C08020 ObIXAHUA U cryxa.

3.1 KoncepBaTuBHOE JeYeHHUE

PekoMEHIOBaHO  WCIOJIb30BaHUE PA3IMYHBIX METOJUK, CIIOCOOCTBYIOIIUX  OYHCTKE
JBIXaTeIbHBIX IMyTe. KuHesutepanusi sBISICTCS OCHOBHBIM JICUCOHO-PEaOMIIMTAIMOHHBIM
MeponpustueM s aereil ¢ I/ (cmia pexomenaauuu 1; ypoBeHb [10CTOBEPHOCTH
noka3zareabcrB C) [1,3-5,13,15].

PekoMeHIyeTcss TpPOMBIBAaHHE HOCOBBIX XOJOB THIICPTOHHYESCKHM PACTBOPOM HATpPHUS
XJIOpUAa, MpUMEHeHrne HazainbHoro ayma [1,3-5,13,15] (cuiaa pekoMeHnaauuu 2; ypoBeHb
A0CTOBEPHOCTH JI0Ka3aTeabeTB C).

Kommenrtapwuii: HUppuecayuonnas mepanus oxaszvieaem noI0NICUMENbHOE GIUAHUE NPU
HA3ANbHBIX CUMNIMOMAX (3ATI0HCEHHOCb HOCA, NOCMOAHHOE 8blOeIeHUe CU3U).

[Tpu oGocTpeHNN XPOHUYECKOTO OPOHXOJETOYHOTO IMPOIEcca PEKOMEHIYeTCsS Ha3HAYCHHE
aHTHOAKTePUAIBHBIX TIPENapaToB B COOTBETCTBUHM C YYBCTBUTEIBHOCTHIO BBIICIICHHON
Mukpodopsl [3,5]. AnTuOakTepuanbHas Tepamnusl MPUMEHSETCSl TakKe MpU 00OCTPEHHSIX
CUHYCUTa, B cCiydyae OTCyrcTBUA 3(pdexkra OT uppuranuoHHoro sedenus [3,5] (cmiaa
pexoMeHaanuu 1; ypoBeHb 10CTOBepHOCTH 10Ka3aTeabeTB C).

KommenTapmuii: Haubonee xapakmephvimu mukpoonvimu namoeenamu npu I1LJ] aensomces
Haemophilus influenzae u Streptococcus pneumoniae, pesxce Moraxella catarrhalis,
Staphylococcus aureus. Pseudomonas aeruginosa y oemeii @vicegaemcsi peoxko, 0OHAKO C
803pacmom 3HaveHue 3mo2o namozena y oonvHuix ¢ I1L{/] nocmenenno 6ospacmaem, maxoice,
8 PEeOKUX CAYHasX, 803MOJCHO OOHapydcenue HemybepKyne3nvlx muxooaxkmepui [1,3,4]. V
83POCILIX nayueHmos maxdce onucan eviceé Klebsiella pneumoniae [16]. [Ipenapamvi 6
coomeemcmeuy ¢ 4y8CMBUMENbHOCMbIO  GbIOCNEHHOU  MUKPOQIOpbl  HA3HAYAIOM 8
MAKCUMATILHO OONYCIMUMBIX (0151 OAHHO20 803PACMA) 003AX U UCNONL3YIOM NAPEHMEePAaIbHO
uny  6Hympdv (8 3aB8UCUMOCMU OM COCMOSHUA NAYUEeHmMAa), MAaKx#ce UCHOLb3Yemcs
cmyneHyamslii. Memoo 88edenus. [numenvHocms Kypca aewenus om 1 0o 3 Hedenwv. Ilpu
gvicese Pseudomonas aeruginosa mepanus npo8ooumcs aHaio2uyHo HPOMOKONIAM JIeUeHUs!
OO0NbHBIX MYKOBUCYUOOZOM.

Ilpomusomuxkpobnas  mepanusi npoeOOUMCs 8 COOMBEMCMBUU C  pe3yIbmamamu
MUKpoouonocuueckoz2o uccieoosanus. Illpenapamom evibopa, 6 OonbUWUHCMBE ClyYaAes,

Aendaemcia AMOKCUYULIIUH +K./l616leCIHOBCl}Z KLICJlomam'BK, mozym OblMb  UCNOIL308AHbI
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yepanocnopunvt 2, 3 nokonenus [1,4,5,13]. [annvie o 6o3modcHocmu npogedeHus
onumenvHol mepanuu makpoauoamu y nayuenmos c I/ 6 nacmoswee epems uzyuaromcs
[4].

PekoMeHyeTcss paccMOTpPeTh Ha3HAYCHUE HMHTAISAIHMOHHOW OpOHXOCHA3MOJUTHYCCKOM
Tepanuk  (unparpomus  Opomuat+denorepox™,  canmpOyramon™™,  canmerepo,
dopmoTepor™™) mpu HamMuMKM GPOHXOO0OCTPYKTUBHOIO CHHAPOMA (CHJIa peKoMeHaanuu 3;
YPOBeHb J10CTOBepHOCTH J0Kka3aTeibeTB C) [4,5].

He peKOMEH/I0BaHO MHTAISTOPHOE IPUMEHEHHE TOPHA3bI anbha™ ™ i aneTmimcTenHa (cnia
pexoMeHaanuu 1; ypoBeHb J10CTOBEPHOCTH 10Ka3aTelbCTB C).

KoMMeHTapHii: @ dexmusnocms uneansimopHo2o npumenenus Ooprazvl anbga’™’™ o
Hacmoswe2o épemeru He 0oKazaua, a ayemuayucmeuna — vuska [1,3]. Ecmbv Oanuble 06

aghhexmuenocmu  uHeanAYUU 2UNEPMOHUYECKO20 pacmeopa Hampus xaopuoa [17,18],

00HAKO ONyOIUKOBAHDL U NPOMUBONON0NCHBLE pe3yivmambl [19].

3.2 Xupypruyeckoe JedyeHue

OnepaTtuBHOE JICYCHUE HIDKHHUX JBIXaTCIBHBIX IMyTEH PEKOMEHIyeTCs KpaitHe peako (cujia
pexoMeHaanuu 1; ypoBeHb 10CTOBepPHOCTH 10Ka3aTebCTB C).

KommenTapuii: pesexkyuu neckux 6 Hacmoswee 8peMs NPAKMUYECKU He HPOU3B800AMCH.
Onucanwl cayuau nayuenmosg c IIL/[, komopvim npogoounace mpaucniaHmayus ne2Kux,
00HAKO OHU Kacaromces 83pocavlx oonvhuix|1-3,5,13,15].

[ToMIIKTOMUI0 pPEKOMEHAYETCS TPOBOJUTH TOJBKO B CIydasx TsDKEION Ha3zaabHOU
00CTpyKIMH (cHjIa pekoMeHaanuu 1; ypoBeHb 10CTOBePpHOCTH Joka3aTebeTB C) [3].
KommenTapuii: Xupypeuueckoe emewiamenbcmeo npu HA3a1bHOM HNOIUNO3E OKA3blEaem
UL 8pemennblll d¢hghexm, mak Kax noaunvl y nayuenmos c I1L[J/[ 6vicmpo peyuousupyrom.
Tepanusi monuueckumu UHMPAHAZATLHBIMU CMEPOUOAMU MOdHCem OblMb PEeKOMEeHO08AHA
nayuenmam ¢ CONymcmeyowum aulepeuieckum puHumoM.

He pexomeHayeTcss pyTMHHOE YCTaHOBJICHWE THMITAHOCTOMUYECKOW TPYOKH B CBSI3H C
MPOTUBOPEYUBLIMU JaHHBIMH 00 A(PQGEKTUBHOCTH JAHHOTO MeToJa JeueHus (cuja
pexomMenaanum 1; ypoBeHb 1ocToBepHOCTH H0Ka3aTeabeTB C) [1,3].

[Tpu wacToM 00OCTPEHUH XPOHHYECKOTO CHHYCHTa PEKOMEHIIYeTCS PacCMOTPETh BOIPOC O
MIPOBEJICHUH OTIEPAllMU C IICJIbI0 YITYUIICHUS a’dpallii U JIPCHaKa MapaHa3aJbHBIX CHHYCOB

(cuia pexkomenaanum 1; ypoBeHb JocToBepHOCTH AoKka3aTeabeTB C) [1,3].
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3.3 Unoe Jeuenue

e B cCBf3M C BO3MOXHBIM pa3BUTHEM TUINOTpPOopUH Yy HEKOTOpbix mnanueHtoB c [T/,
PEKOMEHIYETCSl MHIMBHAyaJIbHAs KOPPEKLHMsS pallMOHA HA OCHOBE OLEHKH HYTPUTUBHOIO
craryca (CHJIa peKOMeHJAalMu 2; YPOBeHb A0CTOBEpPHOCTH JoKa3aTeibeTs C) [4].
Kommenrapumn: /[uema dondicna obecneuusams aoekeamuoe KOIUUECmeo IHepemuyeckux u

numamenbHblX KOMNOHERMOSE.

4. PeaOuninranus

Hayuenmanm c I11]]] pexomendyemcs npogedeHue peadbunumayuoHHblX MEPONPUSMUL, HAYeNeHHbIX

Ha noooepaiicanue 1e204Hol QYHKYUU.
5. [IpoduiakTHKA U TUCTIAHCEPHOE HAOIIOIEHUE

5.1 lIpopuirakruka
Pexomenoyemcsa cenemuueckoe Koucynomuposanue pooumeneii Oemeti ¢ IIL[J] npu

NIAHUPOBAHUU NOCNE0YVIOWUX DepeMeHHOCHEN ¢ Yelbl0 MUHUMUZAYUU PUCKA POXCOeHUs DONbHO20
pebeHka.

s ynyuwenus obwe2co cocmosanus nayuenma ciedyem coonooams mepbl NpoPUIAKMUKU
obocmpeHull, a eyebHble MePONnPUAMuUsL QOAHCHbL NPOBOOUMBCS KOMNIEKCHO U 8 NOJIHOM 0DveMme,
BKIIIOUAMb pe2YIapHble KYPCbl peaouiumayuu.

Baxyunayus y nayuenmoe c¢ I/ nposooumcs 6 coomeemcmeuu c¢ Hayuonanvnoim
Kanenoapem npusueok. Pexomenoyemcs makoice akmuHas UMMYHU3AYUS NPOMUE NHEBMOKOKKA U

2€M0(1)uﬂbH011 qu)eKl/ﬂ/lu, a makoce exnce200Has 6AKyuHayusl om cpunna.

5.2 Benenue nanueHToB

Ilepsuunas  Ouacnocmuxka u  no0OOp — mMepanuu  OCYWecmensemcsi 6  YCI0BUSX
CReYUuanu3UpOBAHHO20  NYIbMOHONOSUYECKO20 CMAYUOHAPA UMU OmOeleHus 6 peghepencHbIX
GeoepanvHbiX yeHmpax (nayueHmvl ¢ HemsAHCENbIM MeYeHUeM, 0COOEHHO NPU KAmamMHeCmu4ecKkom
HAOAOO0eHUU MO2ym OblmMb 20CHUMATUSUPOBAHbI 8 OHEBHOU CMAYUOHAp), BedeHue NAYUEeHMO8
COBMECMHO CO CHeyuanucmom OMOPUHOIAPUHRONI020M U, NO HOKA3AHUAM, C CYPOOIO2OM, Npu
HAnIuU4uu NPU3HAKO8 JNe20YHOU 2unepmeH3uu — ¢ O0emckum Kapouonozom. Cpok npebvieanus 6
cpeonem moxcem cocmasumo 14-21 Oenw.

B ambynamoprno-noruknunuyeckux yupexcoenusx npu nooospenuu ua IIL[J] yuacmkosvie

8pauU-neouampsbl HaNPABIAm OOIbHBIX HA KOHCYIbMAYUIO K 8pA4Y-NYIbMOHONLO02)Y.
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Yacmoma e6uzumoé nayuenma ¢ NepeUYHOU YUTUAPHOU OUCKUHe3Ueli YCMAHABIUBAEm sl
UHOUBUOYATILHO 8 3ABUCUMOCIU OM msAdcecmu meyeHus. B cpeonem kommponvHvle ocmompul
nayuenmos ¢ IIL/[ Oondxcnvi nposooumscs He pedice 1 paza 6 200 (no nokazawusam - yawe), ¢
exce200HbiM  uccnedosanuem DBJ[,  camypayuu, Oxo-KI' ¢ oonnaepoeckum auanuzom u

nepuoouueckum koumponem KT opeanos epyonoti nonocmu (6 cpeonem 1 pas 6 2 2o0a).

6. JlonosiHuTe IbHASE MHGOPMAIUS, BJUSIOIIAA HA TeYeHHe U UCXO/
3a00/1eBaHUSA/CHHAPOMA

6.1 Ucxoabl 1 MPOrHo3

Onpenensaomumu  GakTopaMu  SBISIOTCS CBOCBPEMEHHOE YCTAHOBIIGHME JMarHo3a |
aJIcKBaTHAs TEpamnus.

[IporHo3 3aBHCHUT OT OO0BEMa W XapaKTepa TIOpPaXEHUs JIETKUX U, KaK MpaBWio, MpHU
MPAaBUJIBHOM CHCTEMAaTHYECKOM JICYEHUHW H PETYIIPHOM TIPOBEACHHH PEaOMIIUTAIIMOHHBIX
MEpOTPHUATHI OTHOCUTEIIFHO OJIarONpPHUsTHBIN.

Jy1st B3pOCIIBIX MAMEHTOB MYKCKOTO T10JIa XapakTepHa CHWKEHHAst (ePTHIIHBHOCTD BCIICICTBHE
HEJOCTATOYHOCTH (OTCYTCTBHS) TOABHKHOCTH CIEpMaTo30u10B. JKeHIuHBI MOTryT 001a1aTh
HOPMaJIbHOW (EepTHIHHOCTHIO, OJAHAKO B HEKOTOPHIX CIIydasXx CIOCOOHOCTh K JCTOPOKICHUIO
CHWKEHA, TIPU OTOM BEPOATHOCTh pPa3BUTHS BHEMATOYHOW OEpEeMEHHOCTH 0oJiee BBICOKA, TIO

CpaBHCHHIO CO CPCAHHMMU 3HAYCHUAMMU B IIOITYJIALNH.
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Kputepuu oueHkH kauecTBa OKa3aHUS MeIUIUHCKON MOMOLIHT

Tabmuma 1.
OpFaHI/ISaHI/IOHHO-TCXHI/ILICCKI/IG YCJ'IOBI/ISI OKa3aHUus MeI[HHHHCKOﬁ IIOMOIIIN.

CricnuajaIn3upoBaHHasd, B TOM YHCJIC BBICOKOTCXHOJIOrnYHasd,

Buja MmequIMHCKON MOMOIIHA
MEIUIIMHCKAs ITOMOIIb

BospacrHas rpynna JeTH

YciaoBus okazaHus MeIUIMHCKOKH

IMOMOIIH CTallMOHAapPHO, B JTHCBHOM CTallMOHAPC
®DopMa OKa3aHUs MeIUIUHCKOM
IJ1aHoOBast
MMOMOIIIH
Tabnuna 2.
Kpurepun kauectBa okazaHusi MEIUIIMHCKON OMOIIN
YpoBeHb YpoBeHb
Ne Kpurepuii yOeIMTEebHOCTH JIOCTOBEPHOCTH
PEKOMEH AN JIOKA3aTeJIbCTB
1. BeliosiHEHa KOHCYJIBTALMS Bpayda- 1 C
ITyJIMOHOJIOTa
Beimonaena kommbeloTepHas ToMorpadus 1 C

2. | OpraHOB I'PYIHOM MOJOCTH MPH YCTAHOBJICHUH
JIMar"o3a, Jajee - 0o MoKa3aHusIM

Brimonnaeno uccienoBanue naTTepHa u 1 C
YacTOTHl OMEHHS PECHUYEK H/VITH DJIEKTPOHHAS
MUKPOCKOIHS TP YCTAaHOBJICHUH JHAarH03a
(Ipu OTCYTCTBHH MPOTHBOMOKA3AHUN)

BeImonaeHo MUKpOOHOIOTHYECKOe 1 C
HCCIIeIOBaHUE MOKPOTHI (MHTyITUPOBaHHOM
MOKpOTBHI, TpaxeaJbHOro aciupaTa) eciii He
4. | ObUIO MPOBEICHO B TCUCHHE
npenmiecTByomero 1 roga (MUHUMYM) -
aHaJIM3 B3AT 10 Ha4ajia CTapTOBOW Teparuu
aHTHOAKTEepUaTbHBIM(H) TIperapaTaMu.

BrimonHeno uccnenoBanune GyHKIUH 1 C
5. | BHEUIHEro JbIXaHus (IIpU OTCYTCTBUU
MIPOTHBONOKA3aHU)

Brmonnena koncynpranusg JIOP-spaua mpu 1 C
MOJJO3PEHUHN Ha Ha3aJIbHBIE MTOJUIIBL, TPH
TSDKEIIOM 000CTPEHUU XPOHHYECKOTO
PUHOCHHYCHTA

Brmonnena xoncynpranus JIOP-spaua nmm 1 C
CYpZAOJIOTa P CHIDKEHUH CITyXa

BrimonnaeHno uccnenoBanue ra3oB KpoBU HIIH 1 C
MyJTHCOKCUMETPHS

Beimonaena tepanust aHTHOAKTEpHUATBHBIM(H) 1 C
npenapaTamy Ipu 000CTPEHUH XPOHUIECKOT0
BOCHAJIUTEILHOTO OPOHXOJIErOYHOro Impolecca
COTJIACHO YYBCTBUTEIBHOCTH BBISIBJICHHOTO
BO30YIUTENS MM aHAMHECTHYCCKAM JIaHHBIM
0 BO30yIUTENE U €r0 YYBCTBUTEILHOCTH
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10.

BelnosHeHa Tepanus J1eKapCTBEHHBIMU
rpenapaTraMy U3 rpyIbl
KOpPOTKO/ICHCTBYIOIINX CENICKTHBHBIX OeTa2-
aJIpeHOMUMETHKY WA KOMOWHAIHEH
JIEKAPCTBEHHBIX MPENapaToB IPYIIIbI
CENeKTUBHBIC OeTa2-a[peHOMUMETHUKHI U
IPYIIIBI XOJIWHOIUTUKU WIHA FPYIIIBI
MPOJIOTHUPOBAHHBIX CENIEKTHBHBIX OeTa2-
aJIPCHOMUMETHUKOB TIPU HAJTHYHH 00paTHMOH
OOCTPYKIIMU HIKHUX JBIXaTeIbHBIX MyTeH TPU
OTCYTCTBUH MEIUIMHCKUX NPOTUBONOKA3aHUN
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Ipunoxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKHX PEKOMEeHAau i

Knunuueckue pexomenoauuu CO30aHbl HA OCHOBAHUU COBPDEMEHHBIX Meofwynapoonblx

KllIHHU4YeCcKux pexomenoauuﬁ no Ouaznocmuxe, JICUCHUIO U BEOCHUIO OONBbHBIX C nepeulmoﬁ

YUAUAPHOU OUCKUHe3uell.

Ilepeuunasn

3a001e6anuaMm,

PAHOOMUIUPOBAHHBIX

OUAZHOCMUKU U mepanuu UCnOJIb3YIOmMCcs,

uuiuaprnan

umo 3ampy01mem 603MO2CHOCM b

OUCKUHe3usn

omHocamca

K  peoKum

HAC/1e0CMEEeHHbIM

npoe eo0eHus Oonvuiux KO2OpmHbBIX U

KOHmMpPOupoearnHovlx UCCNIe006aAHUNL U O CO30AHUA npomoKoJjioe

6 OCHOBHOM,

IKCnepmos, OnydIUKOBAHHbBIE 8 NOC/IEOHUE 084 OeCAMUNIEMUSIL.

Tab6umua I11 - Cxema 17151 OLIEHKU YPOBHSI peKOMeHAaluit

memamuyeckue Uuccile006anHus

Crenennb CooTHomieHne pucka | Meromonoruyeckoe kauectBO | IloscHeHus mno
JA0CTOBEPHOCTH U TIPEUMYIIIECTB HMEIOIINXCS I0KAa3aTelIbCTB MIPUMEHEHHIO
peKoMeHIanuii peKoMeH A

1A [Tonr3a otyernuBo | HanexHele HenpoTuBopeunBble | CuabHas

CuibHas IIpeBATIUPYET HaJ | JIOKa3aTelibCTBA,  OCHOBAHHBIE  HA | PEKOMEH[AIus,
peKoMeHIanmsi, pHUCKaMU U 3aTpaTtamy, | Xxopomo BbimonHeHHbIX PKW  wnwm | xoropas MOXET
OCHOBaHHAasI Ha | 1100 Hao00OpOT HEOIIPOBEPKUMBIE JIOKa3aTeNbCTBA, | UCIOIb30BATHCS B
JA0KA3aTeJbCTBAX MIPE/ICTaBJICHHBIE B KAKOW-TMOO APYroil | OONBIIMHCTBE —CIydaeB
BBICOKOI'0 Ka4ecTBa dopme. y TPEUMYIIECTBEHHOTO

I[aﬂbHeﬁIHHe HCCJICAOBaHUA BpsAad JIKU

KOJIM4YeCTBa IIAllMCHTOB

M3MEHAT HAaIly YBEPEHHOCTh B OIICHKE | Oe3 KaKuX-Tu00
COOTHOIIIEHUS TIOJIB3bI M PUCKA. HU3MEHEHUH u
HUCKITFOUCHUI
1B ITonw3a otuerniuBo | JlokazaTenbcTBa, OCHOBaHHbIe  Ha | CuibHas
CuabHast MIPEBATUPYET Hajg | pesyaptatax PKU, BBIMOTHEHHBIX C | pEKOMEHJAIus,
pexoMeHaanusi, pHUCKaMHU U 3aTpaTaMy, | HEKOTOPBIMU OTpaHUUCHHUSIMU | IPUMEHEHHE  KOTOPOM
OCHOBAHHAs Ha | 1U00 HA0OOPOT (IpOTHUBOPECUYUBHIC pe3yNbTaThl, | BO3SMOXHO B
JI0KA3aTeJIbCTBAX METOIO0JIOTHUECKHE OmMOKH, | OONBIIMHCTBE CITyJYacB

YMEPEHHOIr0 KauyecTBa

KOCBEHHBIE WM CIy4aiHble W T.IL.),
mM00  JPYrHX BECKUX OCHOBAHUSX.
JlanpHelme uccnenoBanus (€ciii OHU
MPOBOMSATCS),  BEPOSITHO,  OKAXKYT
BIMSHHE HA HAlly YBEPEHHOCTh B
OLIEHKE COOTHOIIEHHS TTOJIB3bI M PUCKa
U MOTYT U3MEHHTH €€.

1C

CuiabHas
peKoMeHIaIus,
OCHOBAHHAS HA
JI0KA3aTeJILCTBAX
HU3KOr0 KauyecTBa

ITonb3a, BEPOSTHO,
Oymer mpeBaIUPOBAThH
Hax BO3MO)KHBIMH

PHCKaMH U 3aTpaTaMHu,
100 Ha000pOT

JlokazaTenbcTBa,  OCHOBAaHHBIE  Ha
00cepBalMOHHBIX UCCIIEIOBAHMSX,
0eCCHCTEMHOM KIMHUYECKOM OIIBITE,
pesynbratax PKU, BBIMONHEHHBIX C
CYIIECTBEHHBIMHU HEOCTaTKaMHU.
JIrobas OLIEHKa addekra
pacleHUBAETCs KaK HeolpeeIeHHasL.

OTHOCHUTEIILHO CHJIbHAS
pEeKOMEHIAIHS,
KOTOpass MOXET OBITh

U3MEHEeHa pu
MOJTy4EeHUN
JIOKa3aTeJabCcTB  Oonee

BBICOKOI'O Ka4€CTBa
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2A

Caabass pexoMeHaanusi,
OCHOBaHHAasI Ha
A0KAa3aTeJbCTBAX

BBICOKOI'oO Ka4eCTBa

Ilonp3a comocraBuMa
C BO3MOXHBIMHU
PUCKaMHU U 3aTpaTaMu

Hanexmnrie JIOKa3aTeIbCTBa,
OCHOBaHHEIE Ha XOpOILI0
BBINOJTHEHHBIX PKH WU
MOJITBEP K ICHHBIE JIPYTUMHU

HCOINPOBECPKUMBIMU JaHHBIMHU.
I[aﬂbHefIIHPIe HCCJICAOBaHUA BpsAa JIKU
HU3MCHAT Hallly YBEPCHHOCTb B OLICHKC
COOTHOUICHUA TTOJB3bI U pHUCKA.

Cnabast peKOMEHIAIH.

Bei6op HamTy4Ien
TaKTUKH Oyner
3aBHCETh oT
KJIMHUYECKOH CHUTYalluu
(oOcTosTENBCTB),
MaryenTa WIn
COLMAJIBHBIX
MIPEANOYTEHUH.

2B IMonp3a comocraBuMa | JlokaszaTenbCcTBa,  OCHOBaHHBIE  Ha | Crabas peKOMeHmaIus.
Cnabasi pekoMeHJanus, | C pHUCKaMu u | pesynbratax PKUV, BBINMOTHEHHBIX C | AJIbTepHATHBHAS
OCHOBAHHAS Ha | OCJIOKHEHUSIMHU, CYIIECTBEHHBIMU OTPAaHUYCHUAMH | TaKTHUKa B
JI0KA3aTeJIbCTBAX OITHAKO B ITOH OlLeHKE | (TPOTHBOPCUYUBHIC PEe3YaBTATHI, | ONpPEIeIICHHBIX
YMEPEHHOT0 KauecTBa eCTh METOIOJIOTMYECKUE Ie(eKThI, | CUTYyaIUsIX MOKET
HEOIPECICHHOCTD. KOCBCHHBIC WJIM CITy4aiiHbIC), WM | SBHUTHCS IS HEKOTOPHIX
CUJTbHBIE JIOKa3aTeabCTBa, | MAaIMEHTOB JTYYIITAM
TIPE/ICTaBIICHHBIE B KAKOW-TUOO APYyroil | BEIOOPOM.
dopme.
JanbHeiiue ucciaenoBanus (€CId OHU
MIPOBOJATCS), CKOpEE BCEro, OKaXyT
BIUSHHC Ha HaIly YBEPEHHOCTh B
OIICHKE COOTHOIICHHUS TONB3BI M PHCKA
Y MOT'YT U3MCHUTBH €€.
2C Heonnosnaunocts B | JlokazaTenbcTBa,  OCHoBaHHbIe  Ha | OueHb crabas
Cnabasi peKoMeHJauMsi, | OLIEHKE COOTHOUICHUs | 0OCepBallMOHHBIX HCCIICIOBAHUAX, | PEKOMCHIAIIN;
OCHOBAHHASA Ha | MOJB3bI, PHCKOB U | OECCUCTEMHOr0 KJIMHUYECKOTO OIBITAa | albTCPHATHBHBIC
JI0KA3aTeJIbCTBAX OCIIOKHEGHUM; TM0JIb3a | WU PKU C CYIIICCTBEHHBIMH | TTOAXOABI MOTYT OBITh
HHU3KO0ro KauecTBa MOKET OBITH | HEJOCTATKAMHU. Jrobas OIIEHKA | MCIIOIh30BAHBI B
COIOCTaBUMa ¢ | addekra pacieHuBaeTcs KaK | paBHOU CTCIICHU.
BO3MOYKHBIMU HEOIpeeICHHAS.
pUCKaMu u
OCITO’KHEHUSIMH.

*B Tabmuiie undpoBoe 3HAYCHUE COOTBETCTBYET CHJIC PEKOMEHIAINM, OYKBEHHOE - COOTBETCTBYET

YPOBHIO JI0Ka3aTeIbHOCTU

HeHeBaﬂ AYyJIUTOPUA JAHHBIX KIIMHHY€CKUX peKOMeH)]aIIHﬁ:

Bpauu o0mieli BpaueOHOM MpakTUKHU (CEMEMHbIE BpauH)

1. Bpauun-mysibMOHOJIOTH

2. Bpauwm-nemmatpsl

3.

4. Bpauu - reHeTUKH

5. Bpauwm - amieproiaoru-uMMyHOJIOTH

6. Bpauu - 3HIOCKOTHCTHI

7. Bpauu - peHTI€HOJIOTH

8. Bpaum GhyHKIIMOHATBEHON JTUArHOCTUKH
9.

Crynentsl memunuHCKUX BY308B

10. OOy4aromuecs: B OpIMHATYPE U HHTEPHATYPE
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Mertoabl, ucnosb3yemMble 1Jisi cOOpa/celeKIUH JA0KA3aTeNbCTB: TIOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTO10B, HCIOJIb30BAHHBIX /UIS OLEHKH Ka4eCTBAa M CWJIbI J0KAa3aTeJbCTB:
JI0Ka3aTeNbHON 0a30i JUIsl peKOMEHAALUUN sABISOTCS NyOnukanuu, Bouenmue B KoxpeliHOBCKyro
oubnuoteky, 6a3er nanupix EMBASE, MEDLINE u PubMed. I'ny6una noucka - 8 ner.

MeTtoabl, HCNIOb30BaHHbIE Il OLEHKH Ka4ecTBa M CHJIbI J0KA3aTeJ1bCTB:

® KOHCEHCYC IKCIIEPTOB;

® OLICHKA 3HAYUMOCTH B COOTBETCTBUH C PEUTHHIOBOM CXEMOM.

MeTtoabl, HCNIOb30BaHHbIE I AHAJINU3A J0KA3aTeIbCTB:

® 0030PBI OTYOJIMKOBAHHBIX METa-aHAJIN30B;

e cucTeMaTHuecKkrue 0030phl ¢ TAOIUIAMH J1I0KA3aTENbCTB.

Onucanue MeTOA0B, HCIIO0JIb30BAHHBIX /ISl AHAJIN3A I0KA3aTeJIbCTB

[Ipu orbope mydnukanuii, Kak MOTEHIIMAIbHBIX UCTOYHUKOB JI0Ka3aTEIbCTB, HCIIOIb30BaHHAS
B KaXKJIOM HCCIIEJOBAaHUM METOJIOJIOTUS U3y4daeTcsl IJsl TOro, yToObl yOeIUThCS B €€ BaJUIHOCTH.
Pe3ynbrar uzydeHus BAMSET HAa YPOBEHb JI0KA3aTEIbCTB, IPUCBAUBAEMBIN IyOIMKAIMK, YTO B CBOIO
ouepe/ib, BIMSIET Ha CUILY pEKOMEH AN,

JUis  MUHUMHM3alUMM  [OTEHIHAJbHBIX OMIMOOK KaXJI0€ HCCIEeOBAaHUE OLECHUBAIOCH
He3aBUCUMO. JIt00bIe pa3nuyus B OleHKaX 0OCYKIaJUCh BCEH TPYIION aBTOPOB B TIOJIHOM COCTABE.
[Ipu HEBO3MOXKHOCTHU JOCTUKEHUSI KOHCEHCYCa ITPUBJIEKAJICS HE3aBHUCUMBbIN 3KCIIEPT.

MeTtoabl, HcnOb30BaHHbIE LIS GOPMYIHPOBAHUS PEKOMEHIAIUI: KOHCEHCYC SKCIIEPTOB.

Nuauxaropsl no6pokavectBeHHoi npakTuku (Good Practice Points — GPPs)

Pekomennyemas 1oOpokauecTBEHHasl MpaKTUKa 0a3upyercs Ha KIMHUYECKOM OIbITE aBTOPOB
pa3paboTaHHBIX PEKOMEHIAIUH.

JKOHOMHUYECKN aHAIU3

AHanu3 CTOMMOCTH HE MpOBOAWICA M NyOiMKanmuu 1o  (papMakodKOHOMUKE He
aHAJIN3UPOBAIIHCH.

Metoa Banuganuu peKoMeH1anui

° BHemHss skcnepTHas OLCHKA.

e  BHyTpeHHss 3KCnEepTHAs OLICHKA.

Onucanue MeToAa BaiuJAalii peKoOMeHAalui

Hacrosimue pekoMeHjanum B peaBapuTeIbHON BepcHH ObLIN PELIEH3UPOBaHbl HE3aBUCUMbBIMU
9KCIEPTaMHU, KOTOPBIX, MPEXJIE BCEro, MOMPOCUIN IPOKOMMEHTHPOBATh, HACKOJILKO JIOCTYIHA JJIis

IIOHUMAHUA UHTCPIIpCTAllUA JOKA3aTCIIbCTB, JICKallasi B OCHOBE pCKOMeHHaHHﬁ.
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Ot Bpayeil NMepBUYHOrO 3BEHA (IIYJIBMOHOJIOIOB) MOJYYE€Hbl KOMMEHTAPUU B OTHOLICHUH
JOXOTYMBOCTH U3JIOKEHUS JAHHBIX PEKOMEHAALUN, a TaKkKe HUX OI[CHKAa BaKHOCTH Ipe/asiaraeMblxX
pEeKOMEHAALNN, KaK UHCTPYMEHTA MOBCETHEBHOM MPAKTHKU.

Bce koMMeHTapuu, NOJy4eHHbIE OT SKCIEPTOB, TIIATEIBHO CHUCTEMATU3HPOBAINCH U
oOcyXJanch wieHaMu paboueil rpymnmnsl (aBTopamu pexkoMmeHaanuit). Kaxapiii nyHKT o0cyxaaics B
OT/I€IbHOCTH.

KoHncynabTanus v 3kcnepTHas OLeHKA

[IpoexT pekoMeHJanuii ObUT PELEH3UPOBAaH HE3aBUCHUMBIMHM JKCIEPTaMHU, KOTOPBIX, MPEXKIE
BCEr0, MOMPOCHUIIN MPOKOMMEHTUPOBATh JOXOAYMBOCTh U TOYHOCTh MHTEPIPETALMHU J10KA3aTEIbHON
0a3bl, JIe)KaIeil B OCHOBE PEeKOMEHTaIlHA.

PaGouas rpynna

JUis OKOHYATEeNbHOM pEeJakUuMu U KOHTPOJIA KauecTBa PEKOMEHAALUU ObUIM IOBTOPHO
MIPOAHAJIM3UPOBAHBl YJ€HAMH pabouell TPyIIbl, KOTOpble NPHUIUIM K 3aKJIOYEHHUIO, 4TO BCE
3aMeyaHusl 1 KOMMEHTapHUU 3KCIIEPTOB IMPUHATHI BO BHUMAHHE, PUCK CUCTEMAaTHYECKUX OLINOOK Mpu

pa3paboTKe peKOMEHIAIM CBEIEH K MUHUMYMY.

AKTyaJ’II/IZ}aHI/Iﬂ JAHHbIX KIMHHYECCKHX peKOMeH)]alIl/Iﬁ 6yz[eT IMPOBOJAUTHLCHA HE PEKE, YEM
OJUH pa3 B TPpHU rojaa. HpI/IHﬂTI/Ie peuicHust 00 OOHOBJIEHHM 6y)1eT NMPUHATO HA OCHOBAHMH
npenﬂomeﬂm‘fl, NpeacTaBJaCHHbIX MEIUIUHCKHMHU l'[pO(l)eCCl’IOHaJ'lLHLIMI/I HEKOMMEPIECCKUMHU
Opranu3anuvsiMmm ¢ y‘léTOM pe3yjbTaroB KOMILJIEKCHOM OLleHKH JEKApPCTBCHHLIX IIpe€rnaparos,

MEIUINHCKHX 1/13)1e.1m171, a TaAKIKE pe3yjabTaToB KJIHHHYECKOM anpoﬁaulm.
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IIpunoxkenue A3. CBsi3aHHBbIE JOKYMEHTbI

Iopsiaku oxkazanus MeIUIMHCKOI MOMOIIIN:
1. Tlpuka3z MuHuCTEpCTBA 3APaBOOXPAHCHHS U COMMATBLHOTO pa3BuTust PO ot 16 anpens 2012 r.
N 366n "OO0 yrBepxkaenuu [lopsiaka okazaHus neauaTpUIeCKOM moMoru'")
2. Ilpukaz MunucrepctBa 3mapaBooxpaHeHuss P® "OO yrBepxkaenun I[lopsiaka oxazanust
MEIUIIMHCKON TOMOIIM OOJBHBIM C BpPOXACHHBIMHU ¥ (WJIM) HACJIECICTBCHHBIMU

3a0onieBaHusiMU" OT 15 HOs10pst 2012 r. N 917h).
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Ipunoxkenue b. AJIropuT™Mbl BeACHUSI MANMEHTA

[TanueHT ¢ MOAO3pEHNEM Ha MEPBUYHYIO IIUITUAPHYIO
JIUCKUHE3UIO

A 4

Hwnarnoctuka

Koncynpranus
PO HILHOTO
CIIenMaNncTa

'

Junaruos

A

MOATBEPKIEH?

Tepanus B cTanimoHape

l

JlucrnancepHoe HaOMIOICHHUE U

JICUCHHUEC C ICPUOANICCKUM
KOHTPOJIEM B CIICHHNAJIM3UPOBAHHOM

ITYJIbMOHOJIOT'MYCCKOM OTACICHUN

Tepanus

IA

HET

s dexTrBHA?
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Hpuiaoxenue B. Undopmanus 1151 NalUEHTOB

[lepBuuHass uuaMapHas JAUCKUHE3USI — TEHETUYECKHM OOYCJIOBJIIEHHOE XPOHUYECKOE
3a0osieBanre. OCHOBOM 00JIE3HU CIIY’KUT HapyLIEHUE HOPMAJIBHOTO (QYHKIIMOHUPOBAHUS PECHUYEK,
HaxOJAIIMUXCS B PA3JINYHBIX OPraHax M TKaHAX YeJI0OBEKa.

Haubonee wacto mnopaxkaroTcs BEpXHHE M HIDKHHE JAblxareiabHble myTH. s nereil ¢
MIEPBUYHON ITUIMAPHON JUCKUHE3UEH XapaKTEPHBl XpPOHUYECKU HACMOPK (PUHUT, CHHYCHT), TPYIHO
ITOJUIAFOIINICS JICYEHUIO, TAKKE 4acTO OTMEYAETCsl Kalllellb C BBIACICHHEM MOKPOTHI, HEPEAKO Yy
TaKoro peOeHKa BbICITYILINBAIOTCS BIAYKHBIE U/UJIN CYXUE XPUIIBI B JIETKHUX.

BoJIBIIMHCTBO MAMEHTOB C NMEPBUYHON LUIMAPHON JUCKUHE3UEN MMEIOT XOPOIINKA ITPOTHO3
II0 IPOJOJKUTEIBHOCTH KWU3HM M COLMANIM3alUU. AJEKBAaTHOE CBOEBPEMEHHOE M PETYISIPHOE
JIeUYEHHUE, a TaKKe peaduInTalus CIIOCOOCTBYIOT YIIYULIEHUIO IPOrHO3a U KaYeCTBa KU3HH.

JlnarHocTHka W J€4eHUE MAlMEHTOB C IMEPBUYHON IUIMAPHON AUCKHUHE3UEH MPOBOIUTCA
BpPayoM ITIyJIbMOHOJIOTOM.

HckimrounTenbHO  B&OKHBIM  SIBIISIETCA  €XKEIHEBHOE  IPOBEICHHE  MEPOIPHUATHH,
CIOCOOCTBYIOLIUX OYUCTKE BEPXHUX U HIKHUX JIBIXaTEJIbHBIX MyTeH. DTUM TEXHUKAM M METOJUKaM
oOyuaeT Bpau B ClIEUUAIN3UPOBAHHOM ITyJIbMOHOJOTUYECKOM OTAEICHUH (LIEHTPE).

[lepBuuHas nwivapHas JUCKUHE3Us — HE INPOTHBOIOKA3aHME I IPOBEACHMS IUIAHOBOM
BakimHanuu. bosee Toro, mereir ¢ 3TUM 3a00J€BaHUWEM CIEAyeT NMPUBUTH OT MTHEBMOKOKKOBOW,

FGMO(bHHBHOI;’I I/IH(beKHI/II/I, a TaK)KC pCKOMCHAYCTCA CKCroaHasA BaKIIMHAWA OT I'PHUIIIIA.
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Ipunoxenue I'l. PacmndpoBka npumedanui

... — JeKapCTBEHHBIN mpemnapar, BXoasiuii B [lepedenn KU3HEHHO HEOOXOIUMBIX M BaXKHEHMIIMX
JIEKapCTBEHHBIX MIPEnapaToB i MeauuuHcKkoro mnpumeHeHuss Ha 2018 rox (Pacnopsbkenue
[IpaBurensctBa PO ot 23 oktsa0pst 2017 r. Ne 2323-p)

..."" — JIeKapCTBEHHBIM Tpenapar, BXOJAIMiA B I[lepeyeHb JIEKAPCTBEHHBIX IPENAPATOB IS
MEJIMLHAHCKOTO TNPHMEHEHHUS, B TOM WYHCIE JIEKAPCTBEHHBIX MPENapaToB Ui MEIULIUHCKOTO
NPUMEHEHMs], Ha3HAUYaeMbIX II0 PEHICHHIO BpayeOHbIX KOMHUCCHUNH MEIUIIMHCKUX OpraHu3alui
(Pacnopsbxenue [IpaButenbcrBa PO ot ot 23 okTs16ps 2017 1. Ne 2323-p)

...”" _ JleKapCTBEHHBIH mperapar, BXOMAUIM B IEPEYeHb JIGKAPCTBEHHBIX IPENAapaToB,
IpelHa3HaYeHHbIX Il oOecmedeHus  Jul, OOJIbHBIX TremModuiued, MyKOBUCIUI030M,
runo@us3apHplM  HaHU3MOM, Ooze3Hbl0  [omie, 370Ka4eCTBEHHBIMHM  HOBOOOpA30BaHUSMU
TUM(GOUIHOM, KPOBETBOPHOW M POJACTBEHHBIX UM TKaHEH, pacCcesHHBIM CKJIEpO30M, JIUI[ IOCIe
TpaHCIUIaHTAlMU opraHoB U (unu) TkaHed (Pacnopsixenue I[lpaButensctBa PO oT oT 23 okTsa0ps

2017 r. Ne 2323-p).
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Ipunoxkenune I'2. IlpenuxkTMBHAs mKajga I

NePBUYHON NWIHAPHON JUCKUHE3HHU

PICADAR — (PrImary CiliAry DyskinesaA Rule) - [7].

BbIfIBJICHUA CHMIITOMOB

HNmeercs Jin y manueHTa
eKeTHeBHBIN BJAKHBIA KallleJlb
C PaHHero JeTcKoro Bo3pacra?

JA - mponospkuth 3anonHenue mkansl PICADAR

HET — nauueHT He yAOBJIETBOPSAET YCIOBHAM IIKAIbI

PICADAR
Bomnpoc OTtBer Bbana
Ponuics manueHT JOHOMIEHHBIM | JOHOIIEHHBIM 2
WJIA HEJIOHOIICHHBIM ?
brun 1 y manuenTa it} 2
pecnupaToOpHbIE CUMITTOMBI B
paHHEM HEOHATaJbHOM TIEPHOIE
(TaxuIHO?, Kalieab, THEBMOHU)?
brout nmu manmenTt a 2
TOCTIUTAIM3UPOBAH B OT/ICTICHUE
VHTEHCUBHOW TEparuu
HEIOHOIIEHHBIX?
Nmeerca nmu y nanueHTa Ja 4
aHOMAaJIbHOE PACIIOJIOKEHNE
BHYTPEHHHUX OPraHoB (situs
Inversus Wiv reTepoTaKkcus)?
Nmeerca nu y nanueHTa Ja 2
BpOXKICHHBIN JeeKT cepama’?
Nmeerca nmu y nanueHTa Ja 1
KPYTJIOTOIMYHBIN PUHUAT?
Nmerorcs nu y nmarnuenTta Ja 1

XPOHUYECKHE CUMIITOMBI CO
CTOpPOHBI OpraHa ciryxa:
9KCCYAATUBHBIN OTUT, CEPO3HBII
OTHT, CHIDKEHHUE CIIyXa,
nepdoparusi 6apadbanHON
MEPETIOHKU?

Cymma 6GauioB*

*- YyBCTBUTEJIBHOCTh U CIEU(PUUHOCTD CyMMbI 6aiu1oB >5: 0,90 u 0,75 cooTBETCTBEHHO
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Ipunoxenue I'3. PexoMeHaannm no HCNoJab30BAHUIO TMATHOCTHYECKUX TECTOB
npu guariocruxe I

[0 10 ¢ u3BMEHEHUAMU U JTOTIOJTHEHUSIMH |

Kakue nanueHTsl 10/KHBI OBITH HANIPaBJIeHbI AJs1 AuarHocTuku ITLJ?

1. PexomennoBano o0cienoBarh mamueHToB Ha npeameT L[] eciin y HUX MPUCYTCTBYET HECKOJIBKO
13 IIEPEUNCICHHBIX IPOSIBICHUI: IEPCUCTUPYIOLINN BJIAYKHBIM Kallelb, aHOMAaJIUU PACIIOJIOKECHUS
BHYTPEHHUX OPTraHOB, BPOXKJIEHHBIE 1E€(PEKTHI CO CTOPOHBI CEp/La, IEPCUCTUPYIOIINE PUHUTHI,
XPOHUYECKHUE CPEIHNE OTUTHI CO CHIKEHUEM cilyXa (MIn 0e3 TaKOBOT0), HAJIMYUE PECITUPATOPHBIX
CHUMIITOMOB C noxanmauueﬁ B BCPXHHUX WM HUKHUX JbIXATCJIbHBIX IMYTAX WX I'OCIIHAIN3alvs B
OTJEJICHUE UHTEHCUBHOM TEpAaTMy HOBOPOKIAECHHBIX (CHJIa peKoMeHaanum 1, ypoBeHb
JA0CTOBEPHOCTH A0Ka3aTeabCTB B);

2. TlamueHTHI ¢ HOPMAIBHBIM PACIIOJIOKEHHUEM BHYTPEHHHX OPTaHOB, HO UMEIOIINE JPYTHE
CUMIITOMBI, ipeanoaratomue Haauaue [ (cm. m.1) momkHbI OBITH HaNpaBIEHBI HA 00CIIEI0BaHNE
JUTSI TUarHOCTUKH TAaHHOMW MATOJIOTUH (CHJIAa peKoMeHaanuu 1, ypoBeHb 10CTOBEPHOCTH
JIoKa3zarejabCcTB B);

3. Cubnuaru manuenta ¢ [TLJ] nomkHBI OBITH 0OCTIeIOBAHBI HA HATMYHE ATOTO 3a00JIeBaHNs,
OCOOEHHO €CJIM Y HUX UMEIOTCS CUMIITOMBI, XapaKTepHbIE AJs JaHHOU marosoruu (cm.um.1) (emiia
pexoMeHAanuu 1, ypoBeHb 10CTOBEPHOCTH 0Ka3aTe1bCTB B);

4. PexomeHnayeTcss pu pPENICHUH BOMPOCa O HEOOXOIUMOCTH HampaBiieHus] Ha auarHoctuky [TIJ]

YUUTBHIBaTh Kak KoMOMHauuio XapakTepHbix st [TL[J[ cuMOToMOB, Tak M NMPEAUKTHBHYIO IIKATy
(manpumep, PICADAR — (PrImary CiliAry DyskinesaA Rule)- Ilpuioxenue I'2)

Caenyert Jin UCNIOJIB30BATH U3MepPeHHe YPOBHS OKCH/IA a30TA B BbIILIXa€MOM Ha3aJIbHOM
Bo3ayxe (nNO) y nauueHToB ¢ mogo3penuem Ha ILJ?

1. N3mepenue okcusia a30Ta B BbIIBIXaEMOM Ha3aJIbHOM BO3/1yX€ PEKOMEHYeTCsl IPUMEHSATh
KaK 3Tar JMarHOCTUYECKOTO MOMCKA Y MAIMEHTOB B Bo3pacTe crapiie 6 et ¢ mogo3penunem Ha TTLIJI.
[IpennouTuTenbHO CiieyeT UCIO0JIb30BATh XEMHJIFOMUHECHEHTHBIM aHAIU3aTOP C BO3MOXKHOCTBIO
MPUMEHEHHS] TEXHUKU OrPAHUYEHHSI IOTOKA, CIIOCOOCTBYIOIIET0 3aKPBITUIO BX0Ia B HOCOTJIOTKY
MATKUM HEOOM (4yBCTBUTENBHOCTH U crietupuyHocTs 0,90-1 u 0,75-0,97 cooTBeTCTBEHHO) (CHJIa
pexoMeHAanuu 1, ypoBeHb 10CTOBEPHOCTH J0Ka3aTebCTB B);

2. VY nereit mnaame 6 net ¢ nmogo3penreM Ha [111J] BO3MOKHO n3MepeHne ypOBHS OKCHIA a30Ta
B Ha3aJIbHOM BBIJbIXa€MOM BO31yXe ¢ ucrnosb3oBanueM Tidal — tecta (cuiia pexkomenganum 3,
YPOBEHb 10CTOBEPHOCTH J0KAa3aTeJbCTB B);

KommeHnTapuii: eciu y nayuenma umeemcs uemkas kKiunudeckas kapmuna 1L/ u xapaxmepnwiu
anamues, 0asice Npu HOPMAIbHOM YPOBHE OKCUOA A30Mda 8 8bl0bIXAeMOM 8030yXe Cledyem nposecmu
danvHetiutee 0ocredosanue 0Jisi noomeepaicoeHus/ucknrovenus T1LJ

CJ'Ie}IyET JIHA UCIOJIb30BaTh UCCJICAOBAHUE OHoNTATA CIAU3HUCTON 000JI0YKH C noMombI0
BbICOKOCKOPOCTHOﬁ BUACOMHUKPOCKOIIMHA IJI JTUATHOCTHKH Yy MAIIMCHTOB C NpeAnoJgaaracMbiM
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auarnozom ITIJI?

1. BBICOKOCKOPOCTHYIO BUACOMUKPOCKOIHIO C OIEHKOM YaCTOTHI U MAaTTepHA OMEHUS PECHUYEK
CJIeIyeT UCIOJIh30BaTh KAaK ATAl JUATHOCTUYECKOTO MOUCKA Y MAIIMEHTOB C MPE/IoIaraéMbIiM
muarao3om [1LJ] (cuiia pekoMenaauuu 3, ypoBeHb 10CTOBEPHOCTH J0Ka3aTeabCcTB C);

2. Crenyet oLeHUBATh OJTHOBPEMEHHO U YacCTOTY, U MAaTTepH OMEHUs PECHUYEK (1yBCTBUTEIBLHOCTD
U crienupUIHOCTh 0AHOBpeMeHHoro uccienoBanus 0,95-1.00 u 0,93-0,95 cooTBercTBeHHO). He
CJIeIyeT OTPaHUYMBATHCS TOJIBKO MCCIIEIOBAaHUEM YacTOThl OMEHHS peCHUYEK. (CHJIa
pexoMeHAanuu 1, ypoBeHb 10CTOBEPHOCTH J0Ka3aTeabcTB C);

3. Jl1s NOBBIIIEHUS JOCTOBEPHOCTH PE3yJIbTaTOB BEICOKOCKOPOCTHON BUJEOMUKPOCKOIIHNH |,
OILICHKY YaCTOThI U NaTTepHa OMEHUsl peCHUYEK CJIeyeT MOBTOPHO HUccieoBaTh nocie air-liquid
interface culture ¢ nenbro UCKITIOUEHNUS JOAKHOTIOIO0KHUTEIbHBIX PE3Yy/IbTaTOB (CHJIA
pekoMeHIanuu 1, ypoBeHb 10CTOBEPHOCTH A0ka3aTejbeTB C);

KomMmenTapum:

- HUccneoosanue crnedyem nposooums He3AMeOIUMENbHO NOCLe NOJYYeHUs Ouonmama u nocie
KYIbMUBUPOBAHUSL KILEMOK,

- [Ipu nekomopuix cenemuyueckux oepexmax usmeHeHus OueHus u NammepHa PeCHU4eK CmMoJlb MAJvl,
umo mo2ym Oblmsb NPAKMU4EeCKU HePA3IULUMbL 0aHCe NPU 8bLICOKOCKOPOCMHOU BUOCOMUKPOCKONUU
(nanpumep, mymayusi GASS)

- lo nacmosiwezo epemenu He pazpabomarsl eOUHble CMAHOAPMUZUPOBAHHBIE NPOMOKOJIbL NO
dannomy ucciredoganuio y nayuenmos ¢ I1L{J/[

- IIpu omcymcmeuu 803MOACHOCIU NPOBEOEHUS 8bICOKOCKOPOCMHOU 8UOEOMUKPOCKONUU 0151 OYEHKU
yacmomsl U NAMmepHa OUeHUs. peCHUYEK MepYamenrbHo20 SNUMeNUs 603MONHCHO UCHONb30BAHUE
€6emoBoU MUKPOCKONUU.

Caenyert Jii HCNIOJIb30BATH TPAHCMHUCCHOHHYIO 3JIEKTPOHHYI0 MUKpockonuio (TOM) 6uonrtara
pecHUYeK B KayecTBe IMArHOCTHYECKOI0 TeCTAa y MalueHToB ¢ npeanoaaraemoi IIA?

1.  VYIbTpacTpyKTypHBI aHAIU3 PECHUYEK CIEIYET UCIIOIb30BaTh KaK 3Tall JHarHOCTUYECKOrO
MOKCKa y mauueHToB ¢ npeanosaraemoi [/ (cuna pekomenaganum 1, ypoBeHb
A0CTOBEPHOCTH AoKa3aTeabcTB C);

2. Ilpu oO6HApYXEHHMU HOPMAJIBHON yABTPACTPYKTYPBI PECHUYEK MEPIATEILHOTO TUTEIHS Y
MAIMEHTA C SIBHBIMU KIMHUYECKUMH npu3Hakamu [1L/] caegyeTr mpoaomKuTh TMarHoCTUYECKUMA
MOMCK B OTHOIIIECHUH JAHHOTO 3a00JieBaHus (cuJjia pekoMeHaanuu 1, ypoBeHb 10CTOBEPHOCTH
noka3zareibcTB C);

3. VY nmanmenTta ¢ auarnoctudecku 3HaduMbIME Ut [TLJ] nedexramut ymbTpacTpyKTypsl peCHUYEK
MEpLATENLHOTO AMHUTEIHS JaTbHEHITUX UCCIIETOBAHMA [Tl IOATBEP K ICHHSI THarHo3a He
TpeOyercs (cuiia pekoMeHaanuu 1, ypoBeHb 1I0CTOBepHOCTH H0Ka3aTebcTB C);

KomMmeHnTapuwuii:

TOM — evicokocneyuguunvlti mMemoo ucciredoganus 0asa ouaewocmuxu I/ 0,92-1,00
(wyecmeumenvrocmo 0,71-1,00) ¢ HU3KOU YacmMomou 10HCHONOLOHCUMENLHBIX PE3YNAbIMamos, 00HAKO
cnedyem umems 8 8udy, umo Hekomopwvie nayuenmol ¢ I[IL/] no oannvim TOM umerom nopmanvroe
CmpoeHue pecHUYex, Ymo, 803MONCHO, C8a3aHo ¢ mexnuxou TIM, oocmynnoii 6 nacmosiujee 8pems.

CJ'Ie}IyeT JIM BRIIIOYATh B JTUATHOCTHKY MPOBCACHUE TCHETHYCCKUX uccjaeIoBaHuH Y NIalME€HTOB
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¢ nogo3penuem na ITIJI?

B Hacrosiiee BpemMsi HET OKOHUATEIbHOIO OTBETA Ha JAaHHBIN BOIpoc, ojiHako Pabouas rpynna no
TeHeTHKE chopMUpOBaa sl IMOJIOKEHHI Ha OCHOBE COTJIACOBAHHOTO MHEHHUS YKCIIEPTOB B ATOU
oOiacrtu:

1. T'enermyeckoe TECTUPOBAHUE JJIs OATBEPKICHHS TUArHO3a MOYKET ObITh PEKOMEHJOBAHO
ManueHTaM, TMarHoCTUPOBAHHBIM JPYTUMU METO/1aMU (BBICOKOCKOPOCTHAsI BUIEOMUKPOCKOIUS,
TOM, uMmMyHODITYOPECIIEHITNS ) WITH TTAIMEHTaM C BEICOKOBEPOSITHBIM uarHo3om [T/
(TUMUYHBIMY KJIIMHUYECKUMU MPOSIBICHUSIMH, HU3KUM ypoBHEM nNO) MpH ycioBUu
HEJOCTYIHOCTH JIPYrUX UCCIE0BAaHUN (BBICOKOCKOPOCTHAsE BUACOMUKpOCKONHs, TOM,
uMMyHO (yopecueHnus). OTpuLaTenbHbIi pe3ylbTaT FeHeTHYECKOro TECTUPOBAHUS HE
uckirouaet Hanuuue [11/] y mannenTta B ciydae, eciu oOciae0BaHbl HE BCE T€HbI, MyTaIliU B
KOTOpbIX onucans! juis TTL/T.

2. H3BecTHBI HE BCE TeHbl, onpenenatomue passurue [T/

3. T'eHeTnueckoe TECTUPOBAHHUE TAK)KE MOKET OBITh IPUMEHEHO JUIsl YTOYHEHUSI IMarHOCTUKU Y
MTALIMEHTOB C BBICOKOM BEpOSATHOCTHIO AuarHo3a [I1/] n oTpunarenbHbIMU pe3yabTaTaMHy 110
JAHHBIM BBICOKOCKOPOCTHOM BUJIEOMHUKpOCKONTUH, TOM, UMMYyHO(IyOpEeCHEHIINH, YTO MOXKET
OBITh B CllydasX HAJIM4Ms y nanueHToB Mmyrauuid B renax DNAH11, CCNO, MCIDAS, RSPH.

4. T'enermyeckoe TECTUPOBAHHUE M €T0 MHTEPIPETALUS JOJKHBI COOTBETCTBOBATH MEXKIYHAPOTHBIM
PEKOMEHIalusIM

5. T'enermueckuii TMarHo3 JOJHKEH COTJIACOBBIBATHCS C KIMHUUYECKUMU U JlabopaTopHbiMU (TOM,
CBETOBAasi MUKPOCKOIUS, IMMYHO(IIYOpPECIIEHTHAsI MUKPOCKOMHS) (peHOTUIIaMU, JTM00 TMarHos3
IepecMaTpUBaeTCsl B Cllydae HECOBIAJCHUS KapTUHBL.

6. Amnanu3 aJuleIbHOM cerperamuu (00s13aTeIbHOE 00CIeI0BaHNE 000UX POJUTENCH) BaKeH JIJIst
MTOTBEPIKICHUSI MTATOTEHHOCTH TeHOTUNA y TTpobanaa (st nuddepeHITMPOBKHA MEXIYy TOMO/-
reTepo/TeMU3UTOTHOCTBIO, a TAKXKE B CITydae - KOMIUIEKCHBIX aJliesnieit)

7. T'enerndeckoe TecTMpoBaHUE MPOOAHIOB U UX POJCTBEHHUKOB LI€JIECO00Pa3HO JUIs
IFeHEeTUYECKON KOHCYJIbTAllUU MIPU IIJIAHUPOBAHUH CEMbU

8. B mepcnekTuBe reHeTUYECKOE TECTUPOBAHNE MOKET ObITh IPUMEHUMO JUIs crienuGruyecKoit
T€HOTUIINYECKOMN TEPAIIHH.

Caenyer i HCII0JIB30BATH HMMYHO(]IyOpeClIeHTHYI0 MUKPOCKOIHIO KJIETOK PeCIUPATOPHOI0
MUTEIHUS B KaUecTBe JMArHOCTUYECKOr0 MeTo/1a Y MaluenToB ¢ npeanoaaraemoi INIJ?

B nHacrosiee BpeMsi HET OKOHYATEIPHOTO OTBETA HA JJAHHBIN BOTIPOC, oiHako Paboyas rpymma mo
UMMYHO(]ITyOpeCclieHTHON MUKPOCKOIIUM cpOopMUpOBaja psij MOJI0KEHUI Ha OCHOBE COIIaCOBAaHHOTO
MHEHUS SKCIIEPTOB B ATOU 00IacTH:

1. UmmyHODIyopeclieHTHas MUKPOCKOMHSI KIIETOK PECIUPATOPHOTO SIUTEUS MOXKET
MOATBEPAUTH [1aTOT€HE3 MyTalluu (HalpuMep, MUCCEHC-MYTAllUU B FeHaX, KOAUPYIOIIUX OeJIKU
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paauaIbHBIX CIHIL);

2. UmmyHOdyopeclieHTHasE MUKPOCKOTIHUS KJIIETOK PECITUPATOPHOTO STUTEIIHSI MOXKET BHISIBUTH
[TII/] B HEKOTOPBIX CiIy4yasxX y NAMEHTOB C HOPMAJIbHOW YJIbTPACTPYKTYPOl PECHUYEK WU
TOHKUMU yJIBTPACTPYPHBIMH JiepeKTamu

3. UmmyHO(DIyopecLeHTHAs MUKPOCKOIINS KJIETOK PECIIMPATOPHOTO AMUTEIHS MOXKET IOMOYb
ycraHoBUTb auarno3 L] npu nedexkrax HapyKHbIX U BHYTPEHHUX JUHEUHOBBIX PYUEK,
Ne30praHu3au MUKpoTpyoouek (myrauunu renoB CCDC39/CCDC4(), TeHbl, KOaUPYIOne
Oenky panuanbHbIX crull (Myrauuu reHoB RSPHI, RSPH3, RSPH4A, RSPHY), uentpanbHoit
napsl MUKpoTpyOouek (Mmyranuu rena HYDIN) u nedekrax, CBSI3aHHBIX C HEKCUHOM.

KomMenTapum:

Memoo ummynogpyopecyeHmuoi MUKpOCKONUU ¢ MEHeHbIMU AHMUMENAMU K PA3IUYHbIM OenKam
PecHUuueK OMHOCUMeNbHO Oeulegne U 0Oolee NPoCcm 6 GbINOJIHEHUU N0 CPABHEHUI0 ¢ OpyeumMu
OUACHOCMUYeCKUMU MeMOOUKAMU, OOHAKO O MO20, YMoObl €20 MONCHO ObLIO Dbl peKOMEHO08AMb
K UCNONIb30GAHUIO 8 WUPOKOU NPAKMUKe K HACMOSIUWeMY 8peMeru HeOOCMAmOYHO UCCIe008AHUL NO
sanuoayuu 0anHo2o memooa 6 kocopmax nayuenmos c¢ IIL[/[ u KonmponvHbIX epynnax 300pPoebix
UHOUBUOYYMOB.
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Hpuiaoxenne I'4.

Hapy:kHas guHenHoBas pyuka

BHYTpeHHAA AMHENHOBanA py4Ka
MukpoTpy6oUKH

PaguanbHas cnuya

LleHTpanbHbIii gynnet myukpoTpy6ouek

Puc.1 YapTpacTpykTypa pecHUYKU (KT'yTHKa), ONEepeuHblil paspes [5].

Puc. 2. PenrreHorpamMma rpynHOil KJIE€TKM: OpPOHXUTHYECKHE H3MEHEHHs, IEKCTPOKapaAus

(CHMMOK IIpH ONMCAaHUU NEPEBEPHYT Ha «IIPABUIIbHYIO» CTOPOHY).

Puc. 3. KomnsrorepHas Tomorpadus JETKUX: MOJHOE 00paTHOE PacrojiokKeHHE BHYTPEHHUX

OpraHoB, MTHEBMOCKJIEPO3 4 U 5 CErMEHTOB JIEBOTO JIETKOr0, MPU3HAKK XPOHUYECKOT0 OpOHXUTA (TOT

XKe peOCHOK).
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Puc.4. [TaeBmockiepo3 u nunuHapudeckre opouxoskrassl npu [111J] (oOprd4HOE pacmonoxkeHne

BHYTPEHHUX OPT'aHOB).

Puc.6. [IneBMoCKiI€po3 U CMELIaHHbIE, B T.4., aT€JEKTaTUYECKHE OPOHXO3KTa3bl (CHUHIPOM

Kaprarenepa).

Puc.7. Ilancunycut y nauuenta ¢ [TLIJI.

Puc.8. [Tancunycut u Hepa3BuThle (poHTaNbHbIE Ma3yxu y nanuenta ¢ [TLJ1.
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