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B cTaTtbe npeAcTaBieHbl cCamMble COBPEMEHHbIE MO3ULIMM OKa3aHMs MEAULIMHCKOMN MOMOLLM AETAM C NePBUYHON LMANaPHOMA
ANCKUHEe3neH. CUMATOMbI JaHHOM NaToorMm1 B KIMHUYECKOH MPaKTUKE BapbUpPYIOT, 4TO 06YCIO0BIEHO FreHETUYECKON HEOHO-
POAHOCTLIO 3a60s1eBaHMA. Hanboee pacrnpoCcTpaHeHHOEe NPosaBIeHne 601e3HM Y AeTel — YacTkle BOCMNaanTesbHble 3a60-
NIeBaHUS BEPXHUX U HMKHUX [bIXaTe/bHbIX MYTEH, KOTOPLIE PErucTPUPYIOTCS y 60/bIIMHCTBA MaLMeHTOB, 0COBEHHO y AeTek
paHHero Bo3pacrTa, a rnpu HeBbICOKOH 0CBEOMAIEHHOCTH CNELMaIMCTOB O JaHHOM HO30/10MMMU AMarHO3 3a4acTyio yCTaHaB/In-
BaeTcs HeCBOEeBPEMEHHO. [10JPO6HO U3I0KEH ANDOEPeHLMaIbHbIA JUArHOCTUYECKMIA MOAX0, yKasaHbl 0COBEHHOCTH leve-
HUS M BefleHUsl MaLMeHTOB JETCKOro Bo3pacTa ¢ JaHHOM Ho30/10rMel. Matepuan 0CHOBAH Ha KIIMHUYECKUX PEKOMEHAaLMSIX,
pa3paboTaHHbIX U YTBEPAEHHbIX MPOGECcCHOHabHOM accolmaLmert «Cooa neamatpos Poccum.
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KPATKASl UHOOPMALIUA HUYKM W KIYTUMKK). Hanbonee 4acto nposBAsSeTcs peuu-

OnpepeneHue OVBUPYIOWMMHU U XPOHUYECKUMU MHOEKLMAMU BEPXHUX

MNepBnyHaa uunuapHas auckuHesunda (MUO) — peg- M HWKHUX OblxaTenbHbiX nyten n B 40-50% cnyyaeB —
KO€e reHeTUYeCKU JeTepMUHUPOBaHHOE 3abonieBaHune, npu 3epKalibHbIM PacrnosioXeHUEM BHYTPEHHWX OPraHoB WK
KOTOPOM MopakatoTcs NOABUMKHbIE CTPYKTYPbI KIIETOK (pec- reteportaxkcuen [1].
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KnuHuyeckue peKkomeHaauum

CuHoHuMbI: cuHipom KaptareHepa (Kartagener synd-
rome; Siewert syndrome; 3usepta—KapTtareHepa); CMHAPOM
HenoaBWMMHbIX pecHuyeK (Immotile cilia syndrome), asura-
TenbHasa unnuonatus (The motile ciliopathy) [2].

MeTtoponorus

[aHHble KNMHMYECKNE PEKOMEHJALMN CO3AaHbl HA OCHO-
BaHMU COBPEMEHHbIX MEXAYHAPOAHbIX KIMHUYECKUX PEKO-
MeHAauMM MO AMArHOCTUKE, NIEYEHUIO U BeAEHUIO BOJMbHbIX
NnepBUYHOW LIMIMAPHON AUCKUHESHUEN.

MepBWYHasa uunnapHas AUCKUHE3US OTHOCWUTCA K pea-
KMM HacneicTBEeHHbIM 3ab0oneBaHusaM, YTO UCKIOYaeT BO3-
MOXHOCTb MPOBeAEHUS BOMbLIMX KOFOPTHLIX U PaHAOMWU3K-
POBaHHbIX KOHTPOJIMPYEMbIX MCCNEAOBaHMMK, MO3TOMY AN
CO3aHns MPOTOKOMIOB AWArHOCTUKMU U Tepanmnn UCMNoJb3YHOT-
CSl NMUWb TeMaTUYeCKMe UCCNefoBaHUs 3IKCNepToB, onybnum-
KOBaHHble B NocnegHue ABa AecAaTUneTus.

3Tuonorusa u natoreHes

3aboneBaHne OT/IMHAETCA FEHETUYECKOM TETEPOreHHo-
CTblo. TUN HacnefoBaHMA: yalle ayTOCOMHO-PeLEeCCHBHbIN,
OfHaKO onucaHbl 1 6onee pefgkue X-cuenneHHole Gopmbl
3aboneBaHusa [1-3].

Haunb6onee yacto 3ab6oneBaHne 06yCNOBJIEHO OTCYTCTBU-
eM unv jedeKktamu CTPOEHNUS BHYTPEHHUX U HAaPYXKHbIX AUHE-
MHOBBIX Py4YeK B CTPYKTYPE PECHUYEK W KIYTMKOB. Moryt
06HapyKuBaTbCs AedeKTbl paauanbHbIX CMUL, U MUKPOTPY-
604eK (B T.4. UX TPAHCMO3MULMS), @ TaKKe OTMEYEHbl Cry-
4yau MOMHOro OTCYTCTBUSI PECHUYEK. Y HEKOTOPbIX GOMbHbIX
HabnJaeTcs coyeTaHne HECKONbKMX aedekTos [1, 3].

PECHWYKM ¥ KIYTUKM MOTYT UMETb U HOPMaJbHYIO YNbTpa-
CTPYKTYPY, OAHAKO NpK 3TOM, KaK NpaBuio, onpeaensercs aHo-
Manus 6enKa TAXENOW Lenn akCoHeMarnbHOro anHenHa [1].

HopmanbHoe ynbTpacTpyKTypHOE CTPOEHWE PECHUYKM
(ryTuKa) npefcTaBneHo Ha puc. 1.

B opraHuame yenoBeKa pPeCHUYKM U KIYTUKU NPUCYTCTBY-
0T BO MHOIMX OpraHax W CUCTEMax: 3TO U MepLaTesbHbIv
3MUTENWI PecnMpaTopHOro TpakTa, U KneTku KopTtuesa opra-
Ha yXa, U XIyTUKK CNepMaTo30MA0B, U PEeCHUTYATbIE KINETKU
3MEeHAMMbI }KeNy[L0YKOB FON0BHOrO0 Mo3ra, doTopeLenTopsbl
ceTyaTKM [Nasa, KNEeTKW, BbICTUNAIOLWME XeNnyeBblBOAsLMe
MyTW, KIETKU MOYEYHbIX KaHaNbLEB, KIETKM, BbiCTUNAOLME
dannonueBbl Tpy6bl. Kpome TOro, CyLlecTBYIOT PECHUYKM,
pacnonoXeHHble Ha 3MGPWOHANbLHOM y3/e, KoTopble o6ec-
Me4ynBaloT MOBOPOT BHYTPEHHUX OPraHoB B MEPUO BHYTPUY-
TPOGHOrO Pa3BWTUS, BCIEACTBUE YErO Y MOMOBUHbI GOMbHbIX
HabogaeTcs 06paTHOE PacMnoOXeHNE BHYTPEHHMX OPraHoB.

MonHaa HenoABWKHOCTb WNW HeaJeKBaTHas aKTUB-
HOCTb pPEeCHWYEeK MepLaTenbHOro 3nuTenus pecnupa-

Puc. 1. YN5TpacTpyKTypa PECHUYKM (KIyTUKa), MonepeYyHbin pas3pes
Fig. 1. Cilium (flagellum) ultrastructure, transverse section
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TOPHOrO TpaKTa MNPUMBOAWUT K HapyWeHWI0 HOopMasbHOWM
oynwaowern GyHKUMU OblXaTelbHOM CUCTEMbI, CEKpeT
3acTamMBaeTcs, a 3atemM uHbuuupyetcsa. PopmupytoTes
peunanBupyloLmMe pecnmpaTtopHble MHPEKLMUK, a BNocnes-
CTBMW — XPOHUYECKUN OPOHXUT, XPOHUYECKUN CUHYCHT,
Ha3anbHbIM NOANMNO3; M3-3a MOCTOSHHOIO BOCMNaneHus cny-
XOBOW TPpyObl — HEPEAKO U XPOHUYECKUIM CPEeaHUIN OTUT CO
CHUMXKeHuneMm cnyxa [1, 2].

HenoaBuXHOCTb (AedpeKTHas MOABWMMKHOCTbL) cnepmaTto-
30MA0B Y L, MYXXCKOro nona, 6onbHbix MU, B penpoayKTvBs-
HOM nepwuoae Yacto obycnoBnuBaeT 6ecrnnogne. PumMbpun
dannonueBbiX TPYO Y KEHLIMH TaKKe MMEKT aHoMasibHOe
CTPOEHME, XOTS MpPWM 3TOM Cly4yau MKEHCKoro 6ecnnoaus
y 60nbHbIX ¢ MU eanHUYHbI, 0AHaKO HepeaKo HabnoaaeTcs
BHeMaTo4yHass 6epeMeHHOCTb [2].

AHOManbHoe ¢GYHKLUMOHUPOBAHME PECHUYEK, pacrnono-
JKEHHbIX B APYrMX OopraHax W cuctemax, BegeT K popmupo-
BaHMIO TaKUX KpanHe pefaKuX NPOSBIEHWW, KaK MUIMEHT-
Has peTMHonaTtuns, GUAMapHbIA LMPPO3 NEYEHM, BHYTPEHHSAS
rnapouedanus, NOIMKUCTO3 NoYeK [2].

Anupemuonorusa

PacnpoctpaHeHHOCTb 60n1e3HM — oT 1 Ha 2265 go 1 Ha
40000 HaceneHus [2]. Cpean nauMeHToB ¢ 6POHXO3KTa3a-
Mn — 13%, cpean 60MbHbIX C 06paTHBIM PacMofIOKEHUEM
BHYTPEHHUX opraHoB — 25% [2].

KogupoBaHue no MKb-10

Q33.8 [lpyrue BpoXKAeHHbIE aHOMasMn Erkoro.

Q89.3 Situs inversus (nofHoe obpaTHOEe pacrnonoXKeHne
BHYTPEHHUX OpraHoB).

J98.0 bonesHn 6GPOHXOB, HeKIacCUdULUMPOBAHHbIE B
Opyrux pybpuKax.

Mpumepbl guarHo03oB

MepBuYyHasa uunMapHas AUCKUHE3USA: cuHapom Kap-
TareHepa. [lofHoe o6paTHOE pacrofioKeHUe BHYTPEHHMUX
OpraHoB. XPOHWYECKUN OBPOHXUT. MHeBMOCKnepo3 4-ro u
5-ro cermMeHToB 1€BOr0 Nerkoro. [BYCTOPOHHUIN THOMHbIN
3HAO0BGPOHXMT. [IBYCTOPOHHUM XPOHUYECKUIK CUHYCUT. Hazanb-
HbIM NOAUNO3. [JBYCTOPOHHUIN XPOHUYECKUIN IKCCYyAaTUBHbIN
cpegHun otut. Tnneptpodus ageHonaoB 2—3-M CTENEHMU.
[BYCTOPOHHSAS KOHAYKTUBHAsN TYroyxocTb 1-M cTeneHu.

Knaccudpumkauus
06LenprMHATON KnaccudUKaLmm NepBUYHON LiInapHoOm
[VUCKUHE3WNN HE CyLLECTBYET.

OAUATHOCTUKA
B HacTtosilee BpemMa HeT eAnHOro MeToga — «30/10TOro
cTaHgapta» — gumarHoctukm MUA. TMpu ycTaHOBNEHUM Ana-

rHO3a y4uTbIBaKOTCS:

® XapaKTepHas KIMHWYECKas KapTuHa;

® peaynbraTbl CKPUHUHIA: UCCNeAoBaHMe YPOBHS OKcuaa
asota (NO) B BblgblxaeMOM Ha3a/nbHOM Bo3ayxe (y 60/ib-
lWMHCcTBa nauneHTos ¢ MU/ OH CHUXKEH);

® aHanu3 4acToTbl M NaTTepHa GUEHUS peCHUYEK B BuonTta-

Te M3 MNOJIOCTM HOCa WM BPOHXa C NOMOLLBIO CBETOBOM

MUKPOCKOMWK;
® 3JIEKTPOHHAA MUKpPOCKONUA (0GHapyxeHue aHoMasuin

CTPOEHUS pecHWYeK B GuonTtaTte CAM3UCTON 06O0N0YKM

HOCa unun 6poHxa).

[na noaTBEpXAEeHUS AMarHo3a peKoOMeHA0BaHO Uccre-
[lOBaHWe naTTepHa M 4acToTbl GMEHUS PeCHUYEK B COYeTa-
HWUU C SNEKTPOHHOM MMKPOCKOMMEN Yy NaLMEHTOB C Nopaxe-
HMEM BEPXHUX U HUXKHUX AblXaTeNbHbIX MyTEN B COCTOSAHWUM
PEMUCCUUN AIUTENBHOCTBLIO HE MeHee 4—6 Hep.



Kano6bl U aHamHe3

Begywum nposiBneHvem 6onesHun y aeten c¢ MU asnqa-
I0TCA YacTble BOCNanuTENbHble 3abofieBaHUS BEPXHMUX
N HUXHUX OblXaTeNbHbIX MyTEW, KOTOPble PErncTpupytoTcs
y [OCTaTO4YHO 6ONbLIOM KOropTbl AeTeW, OCOGEHHO B paH-
Hem Bo3pacTe. OgHaKo, ocBeAOMIEHHOCTb Bpayven o ML/
KpanHe HEeBbICOKa, B CBA3M C YeM [MarHoCTMKa AaHHOM
naTonorMm B 60/bLUMHCTBE CNy4YaeB HECBOEBPEMEHHaA.

CornacHo JaHHbIM 3apyberKHbIX UCCNeA0BaHUN, 3HaveHne
MeAunaHbl BO3pacTa ycTaHoBneHus anarHosa [ B cTpaHax
3anagHon n BocTtoyHon EBponbl coctaBnser 5,3 roga, npu
3TOM MPW HaNU4uK Situs inversus AMarHo3 yctaHaBnvMBaeTcs
paHblie (MeamaHa 3,5 roga), 4em MNpu HOpmanbHOM pac-
NMONOXEHUU BHYTPEHHWUX opraHoB (5,8 roga) [4]. Mo Hawwum
JaHHbIM, B Poccun mMeanaHa Bo3pacTa YCTaHOBMIEHUS Auna-
rHosa MMUA y geten ¢ o6paTHbIM PacrnonoXeHUeM OpraHoB
npUGIM3UTENIbLHO COOTBETCTBYET EBPOMNENCKOM (4 roga), Toraa
Kak gnarHoctuKa MU y naumeHToB 6€3 situs inversus npouns-
BOAMTCS NO3XKe (MeanaHa Bo3pacTa 7,6 roaa).

Mpn c6bope aHamHe3a cneayeTr 06paTWTb BHUMaHWE
Ha TUMUYHblE KauMHW4Yeckue nposasnexnus TMUA: ana atux
OONbHbBIX MPAKTUYECKU C POXKAEHUSA XapaKTepHbl Topnua-
Hble K Tepanuu PUHUTbI, MHOEKLMN HUMKHUX OblXaTeNbHbIX
nyTen, CONpPOBOXAAEMbIE XPOHUYECKMM KallleM HepeaKko
y)XKe B HeoHaTallbHOM nepuoae, Uan peumanBupyrolime 6poH-
XWUTbl B paHHeM Bo3pacTe. Kpome TOro, y mMHormx 60/b-
HbIX OTMEeYaloTCs peuuanBUpPYyOLWME IKCCYAaTUBHbIE OTUTHI
CO CHMXeHueMm cnyxa. CoyeTaHne XPOHWYEecKoro (peuunau-
BUPYIOLLEr0) CUHYCHUTa C XPOHUYECKMM (PELMANBUPYIOLWMM)
OPOHXMUTOM CNYXWUT OCHOBaHWEM ANa yrnybneHHoro obcene-
[0oBaHuA pebeHKa. B cemeiHOM aHamHe3e MHorga yaaercs
0BGHapPYXWUTb Cllydan MYKCKOro 6ecnnogms, XPOHUYECKMUX
OPOHXUTOB WU CUHYCUTOB, @aHOMaslbHOE pPaCMnosioKeHne
BHYTPEHHMX OPraHoB, Hepeaku ciyyau ML/ y cubeos.

dusuKanbHoe o6cnegoBaHue

O6wmin ocMOTp Noapa3yMeBaeT OLEHKY 06Lero pusmye-
CKOro COCTOSIHMSA, GU3NYECKOro pa3BuTUS pebeHKa, noacyeT
4acToTbl AbIXaHUsl, CEPAEYHbIX COKPALLEHWUI, OCMOTP BEPXHUX
AbIXxaTeNbHbIX MyTEN U 3eBa, OCMOTP, Nanbnaumio 1 NePKYCCUIo
rPYAHON KIETKU, ayCKyNbTaumio NEerkmnx, Nanbnauumio XueorTa.

Mposasnenunsa MU 3HauyMTenbHO BapbUpPYlOT B CBSA3M
C BblpaX€HHON reHeTU4eCKom HEOAHOPOAHOCTbIO.

B aHTeHaTanbHOM Mepuoae MOXHO OBGHapy*UTb 06paTHOE
pacnonoxeHue BHYTPEHHWUX OPraHoB (Situs inversus) unu rete-
poTakcuio (situs ambiguos) npumepHo B 40-50% cnyyaes,
pexe — uepebpasbHyt0 BEHTPUKYJIOMEraNnio No AaHHbIM Yib-
TPa3BYKOBOro MccnefoBaHus. Y AeTen ¢ retepotakcuen oTme-
YaeTcs HenosHoe aHoMasibHOe PacroNoXKeHWe BHYTPEHHMX
OpraHoB (AeKCTporacTpus, AEKCTPOKapAMs, aHoMaslbHO pacno-
JIOXXEHHas NeYeHb), MHOr4a B COYETAHUM C BPOXAEHHbIMM MOPO-
Kamu cepaua. OnucaHbl cinyd4an NoAMCNAEHNNU, aCNNEHUN, TUMNO-
naa3un NOSKENYA04HOM enedbl, MasbpoTaLu KULWEYHNUKA.

B nepuoge HoBoOpoOXaeHHOCTM 6onee 75% [OHOLWEH-
Hbix ¢ MU pa3BuBatloT pecnmMpaTopHbIi ANCTPECC-CUHAPOM
C NOTPeBHOCTbIO B KUcaopoae oT 1 aHa ao 1 Hea. MNpaktu-
YECKM C NepBOTo [AHA KMU3HWU XxapaKTepHbl TOPNMAHbIE K Tepa-
NMUKU PUHUTBI. PeaKo — BHYTpPeHHAS ruapouedanms.

B crapwem Bo3pacte — NepPCUCTUPYIOLMNE PUHUTBI, XPO-
HUWYECKME CUHYCUTbI, Ha3a/bHblA MOAUMNO3. XPOHUYECKUM
NPOAYKTUBHbBIA Kalleflb C FHOWHOW WM CAU3UCTO-THOMHOM
MOKPOTOW, MOTYT Hab/l0AaTbCA peuuanBmpyoLmMe GPOHXUTI,
NMHEBMOHWUKN UK aTeneKTasbl. Y OTAeNbHbIX AeTel 0GHapyKK-
BaloTCA 6POHX03KTa3bl. [1pK ayCKynbTaLmm B IETKUX BbICYLLN-
BalOT pa3HOKannbepHble BNaXKHbIe XpWbl, Kak NpaBuno, ABY-
CTOPOHHEN NIOKanM3aumu, Y HEKOTOPbLIX NaUMEHTOB — Cyxue
CBUCTALLME XpWNbl Ha GOHE YAJIMHEHHOIO BbloXa.

XapaKTepHbl TaKXe OTUTbl C BbIMOTOM }KMAKOCTM B MO-
NIOCTb CPEAHEro yXa U KOHAYKTUBHOWM TYroyxoCTbio.

B nogpocTKoBOM nepuoae TakKe HabnoaaTes onncaH-
Hble Bbllle KIMHMYECKMe NposiBieHus. Yalle BCcTpedatoTcs
6POHX03KTa3bl M Ha3asbHbIM MNOAMMO3.

Mpy BbIpaXKEHHOW TSXECTU TeYeHUs MOryT oTMe4aTbcs
KOCBEHHbIE MPU3HAKW XPOHMYECKOM TFUMOKCUM — pedop-
Mauus KOHUEBbIX danaHr nanbleB no Tuny «6bapabaHHbIX
nanbLeB» M HOITEBbIX MNACTUHOK MO TUMY «4aCOBbIX CTEKOS».

JlaGopaTopHasi AuarHocTuKa

PekomeHayeTcss npoBeaeHWe MUKPOOBMONOrM4ecKoro
ncenegoBaHus (nocesa) MOKPOTbI MKW TpaxeanbHOro acnu-
paTa B nepuoa 060CTpeHuns 3aboneBaHus.

KommeHTapui. ViccnegoBaHue nNpoBOAAT AN WMAEHTU-
dMKaUMM MUKPOOBHbLIX MATOreHOB W OMPEAENeHns WX 4yB-
CTBUTENBHOCTU K aHTUBUOTHMKaM [3].

UHCcTpyMeHTanbHanA AMarHocTuka

Ona yToyHeHuss ob6bemMa MopaxKeHus O6poHXManbHOro
AepeBa U AMHAMMYECKOro KOHTPOAS PEKOMeHAyeTcs Mpo-
Be[eHMNe KoOMMbloTepHOM Tomorpadum (KT) opraHoB rpyaHoun
NnonocTu, peHTreHorpadum nnm KT npuaaTtoyHbIX nasyx Hoca.

KommeHTapui. [pu peHTreHorpaduun opraHos rpyqHomn
KNETKM HaXOAAT MPU3HAKM XPOHMYECKOro GPOHXMTA, MHO-
raa aTenekTasbl, AeKcTpakapauio (puc. 2). Mpu KT opraHos
rPYAHOM MOMOCTM MOTYT BbISIBASATLCH MHEBMOCKAEPO3, MOYTH
B MONOBWHE C/ly4aeB — OPOHXO3KTa3bl PA3/IMYHON JIOKaNU-
3aumn (puc. 3—6). lMpn nyyeBom UccneaoBaHuUm npuaatou-
HbIX NMa3yx HOCa BbIABASETCA MaHCUHYCUT (pUc. 7), Hepea-
KO — Hefopa3BuTMe No6HbIX nasyx (puc. 8). B nocneaHune
roabl Kak ansrepHatmBa KT paccmaTpuBaeTcs MarHWTHO-
pe3oHaHcHasa Tomorpadusa (MPT) opraHoOB rpyaHOM NooCTy,
OCOGEHHO A/ MOHWTOPUPOBAHUS COCTOSIHUS NIETKMX, T.K.
uccnegoBaHMe He HeceT JlydeBOM Harpy3ku. HepoctaTkom
MPT gaBnsetca 60/bluas ANMTENbHOCTb NPOBEAEHUS Ucchne-
foBaHusa [3].

PekomeHaoBaHO npoBefeHWe uccnenoBaHus QyHKLKMK
BHeLlHero abixaHms [3].

KommeHTapuir. [poBegeHne CMpPOMETPUM BO3MOXKHO
y oeten ¢ 4—5 neT B TOM Ciy4yae, ec/iv NaumMeHT MOXKET BbINo-
HUTb MaHeBp GopcMpoBaHHOro Bblgoxa. Mpu cnupomeTpuye-
CKOM UccnegoBaHuK cnegyeT NpoBoAnMTb NPoby ¢ GPOHXONN-
TUYECKUM NpenapaTom, T.K. y psda nauuenTos ¢ MU ogHum
M3 KOMIMOHEHTOB NatoreHesa OPOHXMaNbHOW OBCTPYKLMHK
MOMET 6bITb 6poHX0CcNa3M. Y aeten ¢ 6 net BO3MOMKHO Mpo-
BegeHue 6ognnnetnamorpaduun. Mpu ncenegoBaHmnm GyHKLUK
BHELIHEro AbixaHWs Hanbonee XapaKTepHbl 06CTPYKTUBHbIE,
pexe KOMOGWHMPOBAHHbIE HapyWeHWUs BEHTUASLMM, Y HEKo-
TOpbIX 60/bHbIX NapameTpbl GYHKLMM BHELUHErO [AblXaHus
ocTalTca HopmanbHbiMW. O6CTPYKUMS y psga nauueHToB
HOCUT 06paTUMbIV UM YaCTUYHO OBpaTUMBbIV XapaKTep: Npo-
6a ¢ 6POHXO/TIUTUKOM MNoJIoKMTENbHA Y 50%.

PekomeHayeTcs uccnegoBaHme ra3oB KpoBU M/Unu caTy-
pauuu.

KommeHTapui: 15 noagTBEPKAEHUSA /UCKTIOYEHUS TUMO-
Kcemuu [1].

PekomeHayeTcs gnarHoctuyeckas u/wmnm nedyebHas Tpa-
Xe06POHXOCKOMMUS.

KommeHTapui. lNpoBoantcs anis nonyv4eHns 6poHxoanb-
BEOJIAPHOro NaBaxa C Lefiblo MageHTudMKaum MMKpPOBGHOro
BO30yaMTENS, a TaKXKe Ana npoBefeHus 6MoncuMm CAM3NCTon
060/104KM BpOHXa C nocneaywolen ceetoBon Ga30BO-KOH-
TPaCTHOM U 3NEKTPOHHON MUKpocKonuen [1, 2, 4, 5]. C uenbto
M3y4eHUs natrepHa GUEHUs PECHUYEK MepLLaTeNbHOro anum-
TeNus TakKe MOXeT OblTb uccnegoBaH GMoNTaT CAU3UCTON
060/104KM Hoca [1-5].
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KnuHuyeckue peKkomeHaauum

Puc. 2. PeHTreHorpamma
rPYAHOWN KNEeTKu:
BOPOHXMTUHECKUE UBMEHEHUS,
[leKCTpaKapans (CHUMOK

Nnpu ONUCaHUKU NepPeBepPHYT

Ha «NpaBUJIbHYIO» CTOPOHY)

Fig. 2. Chest X-ray pattern:
bronchial changes, dextrocardia

Puc. 3. KomnbloTepHas ToMo-
rpadusa nerkunx: noaHoe oépart-
HOE PacnofioXKeHNe BHYTPEHHUX
OpraHoB, MHEBMOCK/IEPO3

4-ro n 5-ro cerMeHToB 1eEBOr0
Nerkoro, NPM3HaKn XPOHUYECKO-
ro 6POHXMTA (TOT }Ke NauueHT)
Fig. 3. Computer tomography

Puc. 4. [HeBMOCKNEPO3

W LMIMHAPUYECKNE
BGPOHX03KTa3bl NPU NeEPBUYHOM
LMANapHON AUCKUHESNH
(06bl4HOE pacnonoxeHue
BHYTPEHHMX OpraHoB)

Fig. 4. Pneumosclerosis and
cylindrical bronchiectases

Puc. 5. [THeBMOCKNepo3

1 GPOHX03KTa3bl NPU NEPBUYHON
LUMAVapHOM ANCKMHE3NU
(cnHapom KaprareHepa)

Fig. 5. Pneumosclerosis and
bronchiectases in primary
ciliary dyskinesia (Kartagener’s
syndrome)

(the image is reversed
to the «right» side)

of the lungs: complete situs

inversus, pneumosclerosis of
the 4th and 5th segments of
the left lung, signs of chronic
bronchitis (the same patient)

B
Wa gy

Pravwand
B

Puc. 6. [NHeBMOCKNEPO3

1 CMelaHHble, B T.4. aTeneKTa-
TUYeCcKue, GPOHX03KTa3bl
(cuHapom KaptareHepa)

Fig. 6. Pneumosclerosis and
mixed (includinf atelectatic)
bronchiectases (Kartagener’s
syndrome)

OUCKUHE3NEN

Puc. 7. NMaHcKHyCcUT y naumeHTa
C NEPBUYHON LMNMAPHOM

Fig. 7. Pansinusitis in a patient
with primary ciliary dyskinesia

with primary ciliary dyskinesia
(normal arrangement of internal
organs)

Puc. 8. MaHCUHYCHUT 1 Hepas-
BUTble PPOHTaNbHbIE Na3yxu

y nauueHTa ¢ NepBUYHOWM
LMNIMapHON AUCKUHE3NEN

Fig. 8. Pansinusitis and
undeveloped frontal sinuses
in a patient with primary ciliary
dyskinesia

PekomeHayeTca npoBegeHue axokapauorpaduu ¢ [on-
NJ1epoBCKUM aHain3oM (M3MepeHue rpagueHTa LaB/eHus
Ha /Iero4HON apTepun).

KommeHTapui. [lo/KHa KOHTPONMPOBATbCA Yy MauWeH-
ToB ¢ MU, T.K. Npu 3TOM NaATONOrMM, OCOBEHHO MpK pac-
NPOCTPaHEHHOM TMOPaXEHUN NErkKuX, BO3MOXHO pas3BuUTUe
JIEero4HOM runepTeH3nn u GopmMmnpoBaHUE ErOHHOO cepaLia.

PekomeHayeTcqa MOHUTOPUPOBAHUE COCTOSHUA C/TyXOBOK
GYHKUMKM C NOMOLLLIO ayAMOSIOTMYECKUX TECTOB [3].

UHasa auarHocTtuka

[eHeTnyecKknn aHanu3s y naumeHtoB ¢ L BO3MOXEH,
HO He PeKOMEeHAOBaH KaK PYTMHHbIM MeTo Ans yCTaHoB/e-
HWa amarHosa [3].

AnddepeHumanbHbli gUarHo3s

OnddepeHumanbHO-AMarHOCTUHECKUIA MOUCK BKJIOYaeT
MYKOBMCLMAO3 — CM. KIMHUYEeCKne pekomeHaaumm rno oKa-
3aHUI0 MEANLUMHCKOMN MOMOLUM AETAM C KMCTO3HbIM ¢pnbpo-
30M (MYKOBMCUMAO30M); NEPBUYHbIE UMMYHOAEPULIUTHbIE
COCTOSIHUS, BPOXAEHHbIE @aHOMasiMKU CTPOEHUS BGPOHXMaNb-
HOro AepeBa, GPOHXO3KTa3bl APYroro MPOUCXOMKAEHUA —
cM. KnnHn4yeckne pexkomeHgauuu rno OKa3aHWio MeAMLIMH-
CKOVM rnomoun [eTM ¢ OGPOHX03KTazamu; OGPOHXMANbHYIO
acTMy, psii BPOXKAEHHbIX aHOManun cepaevHO-COCyaAMUCTON
CUCTEMbI — TPAHCMO3MLMIO MarucTpanbHbIX COCY40B U T.M.

LimnnapHasa anchyHKLMA MOXKET TakKe OblTb NMPUYMHOMN
[OPYrMX COCTOSIHWM, TaKMX KaK MOJMMKUCTO3 MNeYeHU Wu/wmau
Nno4YeK, aTpesust KeNyHblXx MNyTen, peTMHonaTus, KOoTopble
MOTYT NpOTeKaTb 6€3 pecnupaTopHbIX NPOSIBIEHUI U Hepea-

KO pacLeHMBalOTCS KaK CaMOCTOSITENIbHbIE TEeHEeTUYECKMe
cuHapomsbl (CeHnopa—JlokeHa, AnbcTpéma, bapae—buansa).

JNIEMEHUE

Moaxoa K Tepanuu naumeHTa ¢ MU AomKeH 6biTb MyNbTU-
OMCLUMNIMHAPHBIM B CBSA3M C MOIMOPraHHOCTbIO MOPaXKEHNUN.

OCHOBHbIMM LLENSIMU TEpanuu ABASIOTCH MaKCUManbHO BO3-
MOXHOE MpeaynpexaeHe NporpeccupoBaHns u/unmu pa3BuTus
OGPOHX03KTA30B M BOCCTAHOB/IEHWE/COXPaHEHUE HOPMabHOM
NIEro4HON GYHKLIMK, @ TaKXKe HOCOBOIO AbIXaHWS 1 cryxa.

KoHcepBaTuBHOE neyeHue

PekomeHAoBaHO MCMNOb30BaHWE Pas3iMYHbIX METOAMK,
CNOCOBCTBYIOWMX OYUCTKE AblXaTeNbHbIX NyTen. KuHeasute-
panus BNSeTCs OCHOBHbIM Jle4ebHO-peabuanTaumoHHbIM
meponpuatuem ans geten c NUA [1, 3-5].

PekomeHayoTca NnpomMblBaHWe HOCOBbIX XO40B rMNepTo-
HWUYECKMM PaCTBOPOM HATpPUS xJopuaa, HasasbHblM AyLl.

KommeHTapui. VppuraunoHHas Tepanus oOKa3blBaeT
NOJIOXKUTENbHOE BAUSAHWE MPU Ha3asbHbIX CUMMITOMaX (3as0-
YEHHOCTb HOCa, MOCTOSHHOE BblAeneHune cnmau) [1, 3-5].

Mpn 060CTPEHNUM XPOHUYECKOIrO GPOHXOSIEFOYHOIO MpPOo-
Lecca peKoMeHayeTcs Ha3HavyeHue aHTUbaKTepuaibHbIX
npenapaTtoB B COOTBETCTBUM C YyBCTBMTE/IbHOCTbIO Bblae-
NleHHbIX BOo36yauTenen [3]. AHTMGaKTepuanbHas Tepanus
NPUMEHSETCA TaKXe NMpu 0BOCTPEHUSIX CUHYCUTa B clydyae
oTCcyTCTBUSA addPeKTa OT MPPUraLMoHHOro nevexums [3].

KommeHTapuit. Haunbonee xapaKTepHbIMW MUKPOOGHbI-
mMu natoreHamu npu MU asnsiotcs Haemophilus influenzae
n Streptococcus pneumoniae, pexe Moraxella catarrhalis,



Staphylococcus aureus. Pseudomonas aeruginosa y peten
BblCEBaETCA PEAKO, OHAKO C BO3PaCTOM 3HAYeHue 3Toro naTo-
reHa y 6onbHbix ¢ MU nocteneHHo Bo3pactaeT [1, 3]. lMpe-
napaTbl B COOTBETCTBMM C YYBCTBMTENbHOCTbIO BblAENEHHbIX
BO306yAMTENEN Ha3Ha4atloT B MaKCUManbHO JOMYCTUMBbIX ANS AaH-
HOro Bo3pacTa 403ax M UCMONb3YIOT NapeHTePanbHO UK BHYTPb
(B 3aBMCUMOCTH OT COCTOSIHWS MaLMEHTA), TAKKE UCMONb3yeTcs
CTyneHyaTbll METOA BBEAEHMS. [IMTENBHOCTb Kypca 1e4eHns —
ot 1 go 3 Heg. MNpu BbiceBe P. aeruginosa Tepanus NpoBOAMTCA
aHaNorM4yHO NPOTOKONAaM IeHeHNs 6ObHBIX MyKOBUCLMAO30M.

MpoTMBOMMWKPOBHas Tepanus nNpoBOAUTCA B COOTBET-
CTBUM C pe3ynbTaTaMu MUKPOBMONIOrMYECKOro MccnefoBa-
Hus. MNpenapaTtoM Bbi6opa B 6ONbLIMHCTBE Cly4yaeB ABASETCSH
aMOKCULMIMH + KnaBynaHoBas Kucnota™ BX moryt 6biTb
MCNob30BaHbl LiedanocnopuHbl 2—3-ro NOKOEHUS.

PekomeHayeTca paccMOTpeTb Ha3HaAYeHWEe WHransLUMOH-
HOM 6POHXOCNAa3MONUTUYECKOM Tepanuu (Mnpatponus 6pomua
+ ¢deHotepon™ BK canb6yramon™ BX canmertepon, dpopmore-
pos™ BX) npu Hannumm 6poHX006CTPYKTMBHOMO crHapoMa [3].

PekomeHayeTcs npoBeaeHne KypCoBOro ieHeHUst nepoparb-
HbIMW MYKOJIUTUYECKMMM Npenapatamu (Hanbonee 4acTo UCMoNb-
3ytotcs ambporcon™ BX auetnnuucrenn™ BX kapGoumcrenH).

KommeHTapui. EcTb gaHHble 06 3QDEKTUBHOCTU UHra-
N9UMKM TMNEPTOHMYECKOro pacTBopa HaTpus xnopuaa [3].

He pekoOMeHAO0BaHO MHransTopHoe NpUMEHeHe LopHa-
3bl anbda™ "My aueTuLMcTENHA.

KommeHTapuin. 3ODEKTUBHOCTb WMHIansTOPHOrO MNpu-
MEHeHWsi AopHa3bl anbda™ M [0 HacTosLWero BpemeHy
He JoKa3aHa, a aueTunumcTemMHa — HU3Kas [1, 3].

Xupypruyeckoe sneyeHume

OnepaTMBHOE NleYEHUE HWMKHMX [IblXaTeNbHbIX MyTewn
peKomMeHayeTcs KpaHe peakKo.

KommeHTapui. Pe3eKLnKn erknx B HacTosliee Bpems
npaKTU4YeCcKM He npou3BoasaTcs. OnucaHbl cnydaum nauueH-
ToB ¢ MU/, KoTopbiM NPOBOAMNACH TPAHCMIAHTALMUSA NErKUX,
O[lHaKO OHM KacaloTcs B3POC/bIX 60/bHbIX [1—-5].

MoAMNIKTOMUIO PEKOMeEHAYyeTCcs NPOBOAWMTL TONbKO B
cnyyasix TshKenon HasanbHown o6¢TpyKumu [3].

KommeHTapuii. Xvpypruyeckoe BMeLlIaTeNbCTBO MpH
Ha3anbHOM NOJIMNO3e OKa3blBaeT /INLLb BPEMEHHbIV 3P DEKT,
T.K. nonunbl y nauyueHtoB ¢ [MUJ 6bICTpO peunamBupy-
toT. Tepanusa TONUYECKMMMU UHTPaHa3aNbHbIMKU CTEPOMAAMM
MOXET 6blTb PEKOMEHA0BAaHa NauneHTaM ¢ COnyTCTBYOWMNM
annepruyecknm pUHUTOM.

He pekomeHayeTcs PYTMHHOE yCTaHOBJEHWE TUMMAHO-
CTOMMWYECKOM TPYOKHM B CBA3M C MPOTUBOPEYNBLIMU JAHHBIMMU
06 3pDEKTMBHOCTU AaHHOro meToAa fiedenus [1, 3].

Mpn YacTblX 060CTPEHUAX XPOHUYECKOIO CUHYCHUTa PEKO-
MeHAyeTCsl pacCMOTPETb BOMPOC O NPOBEAEHMM omepauuu
C Lenbilo ynydyleHUs aspauuun v gpeHaxka napaHasanbHbIX
cuHycos [1, 3].

UHoe nevyeHue

B cBSA3M ¢ BO3MOXKHbIM pa3BUTUEM TMMOTPODUM Y HEKOTO-
pbix nauneHTos ¢ ML/, peKoMmeHayeTca nHaMBuayanbHas Kop-
pPEeKUMS paLlMoHa Ha OCHOBE OLIEHKMW HYTPUTUBHOIO cTaTyca.

KommeHTapui. [lneta gomxHa obecneynBaTb ageKBaTHOE
KOMMYECTBO 3HEPTreTUYECKMX U NUTATEbHbIX KOMMOHEHTOB.

PEABUWINTALMUA

Maumentam c MU/ pekomeHayeTcs npoBefgeHue peabu-
NIMTALMOHHbIX MEPOMPUATUN, HALENEHHbIX Ha NoAAepKaHne
NIErOYHON QYHKUMMU.

NMPO®UNIAKTUKA UAUCNAHCEPHOE HABJTIOQEHUE

MpodunaKTuka

PeKkomeHayeTcsi reHeTUYECKOE KOHCYbTUPOBaHWe poau-
Tenew geten c MUA npu nnaHMpoBaHuK nocneayoumnx éepe-
MEHHOCTEN C Liefibi0 MUHMMMU3ALMKN PUCKa POXAEHMS 60Nb-
HOro pebeHkKa.

[na ynydweHus obulero COCTOfHWS MNauueHTa cnegyet
cobntogaTb Mepbl NPOGUIAKTUKN OOOCTPEHUN, a eyebHble
MEepOonpUATUS JOMKHbI MPOBOAUTLCS KOMMIEKCHO M B MON-
HOM 06beme, BKIOYaTb PErynsipHble Kypcbl peabunutaumm.

BakuuHaums nauueHtoB ¢ [ npoBoautcs B COOT-
BETCTBMU C HauuMoHanbHbIM KaneHaapeM NpuBUBOK. Peko-
MEeHAO0BaHa aKTMBHas MMMYHM3auMsa NPOTMB MHEBMOKOKKA
N remoduUIbHON MHOEKLNN, a TaKKe exerogHas BaKuMHa-
umsa oT rpunna.

BepeHue naumeHToB

MepBMYHas anarHoCTMKa M noabop Tepanuu ocyLLecTBs-
I0TCS B YCNOBUSX CNELManM3npoBaHHOro nylbMOHONIOrnYe-
CKOro CcTauuMoHapa unu otaeneHuns (NauneHTbl C HETSKENbIM
TeyeHneM, 0COOEHHO NPU KaTaMHECTUYECKOM HabNoAeHNH,
MOryT ObITb FOCMWUTANIM3UMPOBaHbl B AHEBHOM CTauMoHap);
BeJeHne NnauMeHTOB COBMECTHO CO CMeLnanMcToM-OTOPK-
HOMAPWMHIONOrOM M, MO MOKa3aHWAM, C CypAOnoroMm, npwu
HaNM4yMM NPU3HAKOB JIEFOYHOW MMNEPTEH3UN — C AETCKUM
KapavonoroM. Cpok npebbiBaHMs B CTaLMOHape B CpeaHeM
MOXET cocTaBUTb 14—21 aeHb.

B amM6ynaTopHO-NOMMKIAMHUYECKUX YUYPEXAEHUAX MNpuU
nopo3peHunn Ha MU yyacTKoBble Bpayun-neanaTpbl Hanpas-
NA0T 60/1bHBIX HA KOHCYNbTALMIO K Bpayy-ny1bMOHOJOTY.

YacTota BM3WTOB MNauMeHTa C MEpPBMYHOM LMUAMAPHOM
OVCKWHE3MeN yCTaHaBNIMBaETCd WHAMBMAyalbHO B 3aBWu-
CMMOCTM OT TSXEeCTU TeyeHusds. B cpegHem KOHTpofbHble
ocMOTpbl NauuneHToB ¢ MU/, 4omKHBI NPOBOANTLCS HE pexe
1 pa3sa B roj (Mo NnoKkasaHusM Yalle), C eXXerogHbiM uccne-
JoBaHWeM (YHKLMM BHELWHEro AblXxaHus, caTypauuu, 3Xo-
Kapaunorpaduun ¢ JOnniepoBCKMM aHaliM3oM U nepuognye-
CKMM KOHTposieM KT opraHoB rpyaHOM nNonoctu (B cpeaHem
1 pa3 B 2 roaa).

AOMNOJIHUTEJIbHAAA UHOOPMALIUA, BJINAIOLLASA

HA TEYMEHME U UCXO[ 3ABOJIEBAHUA/CUHAPOMA

Ucxoabl U NpOrHo3

Onpepengowmmm daKTopaMmu SBASIOTCS CBOEBPEMEH-
HOe yCTaHOBJ/IEHWE AMarHo3a v ageKBaTHas Tepanus.

lMporHo3 3aBUCUT OT 06bEMA M XapaKTepa MoparKeHus
NIEFKMX U, KaK NpaBuJio, Npu NpaBUIbHOM CUCTEMATUYECKOM
NIEYEHUN U PErynsipHOM MpPOBEAEHUN peabunTauMOHHbIX
MEPOMNPUATUI OTHOCUTENBHO 61aroNPUATHBIN.

JlekapcTBEHHbIV NpenaparT, BXoAsLMI B [lepeyeHb *)XU3HEHHO HEOOXOAMMbIX U BaXKHEWLIMX TeKapCTBEHHbIX NpenapaToB AN MeaULMHCKO-

ro npumeHeHus Ha 2016 rog (PacnopsikeHue MNpasutenbctBa PP o1 26.12.2015 N2 2724-p).

BK

JlekapcTBeHHbIV nNpenapat, BXoAsawnn B NepeyeHb NeKapCTBEHHbIX NpenapaToB AN MeAULMHCKOrO NMPUMEHEHUs, B T.4. JIeKapCTBEH-

HbIX NMpenapaToB A/ MEAWULMHCKOro NMPUMEHEHWUs, Ha3Ha4yaeMblX MO pelleHnto BpayebHbIX KOMUCCUA MEAULIMHCKMX OpraHv3auuin

; (PacnopsixkeHwue MpaButensctea PP o1 26.12.2015 N2 2724-p).
H

JlekapcTBEHHbIV Mpenapart, BXOAAWMI B NepeyeHb IeKapCTBEHHbIX NpenapaTos, NpeHa3HayveHHbIX Ansg obecneyeHuns nuu, 601bHbIX reMo-

dunmen, MyKoBMCLUMAO30M, rMnodu3apHbiM HaHU3MOM, 601e3HbI0 Tole, 3/10Ka4YeCcTBEHHbIMU HOBOOGPa30BaHUAMKU NTMMOOULHON, KPO-
BETBOPHOM W POACTBEHHbIX MM TKaHEKW, pacCesiHHbIM CKIEPO30M, NUL, NOC/e TPaHCMIaHTaLMu OpraHoB M/unun TKaHeln (PacnopsikeHune

MpaBuTenbctBa PP o1 26.12.2015 N2 2724-p).

H
=~
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KnuHuyeckue peKkomeHaauum

[ns B3poCnbiX MALMEHTOB MYKCKOroO Mojia XapakTepHa
CHUXEHHas G&epTUNbHOCTL BCNeACTBME HEeLOCTaTOYHOCTH
(oTCYTCTBMSA) MOABUMKHOCTM CriepmaTto30naoB. HeHWMHbI MOoryT
obnagatb HOpManbHOM GEPTUNIBHOCTBIO, OAHAKO B HEKOTOPbIX
c/yqasix CnoCcOGHOCTb K AETOPOXAEHWIO CHWXKEHA, NpW 3TOM

BEPOATHOCTb Pa3BWUTUS BHEMATOYHOW GepeMeHHOCTU 6onee
BbICOKA M0 CPaBHEHMIO CO CPEAHNMMU 3HAYEHUSIMU B MOMYASALMK.

KPUTEPUU OLLEHKU KAYECTBA OKA3AHUA
MEQAULIUHCKOMU NMOMOLLM (Ta6n. 1, 2)

Ta6nuua 1. OpraH1M3aLnOHHO-TEXHUYECKME YCIOBUS OKa3aHWs MEAULMHCKOM NOMOLLM

Table 1. Organizational and technical conditions for healthcare delivery

Bua meanumHCKoM nomoLm

CneunanvM3anpoBaHHas, B T.4. BbICOKOTEXHONOMMYHas, MEAULMHCKAsA MOMOLLb

BospacTHas rpynna

Odetn

YcnoBWsi OKa3aHWs MeauLMHCKON NOMOLLX

CraumoHapHo, B [HEBHOM CTaLMoHape

dopma oKazaHUs MeLULIMHCKOM MOMOLLM

MnaHoBas

Ta6nuua 2. Kputepmn KayectBa oKazaHUs MeANLMHCKOM NOMOLLM
Table 2. Quality criteria for healthcare delivery

YpoBeHb JOCTOBEPHOCTHU
AOKa3aTeNbCTB U Y6eAUTE/IbHOCTU

Ne Kputepui 5 5
peKomMeHAaLun — HU3KUI
(KOHCEeHcyC 3KCnepToB)
1 | BblNnonHeHa KOHCynbTaLns Bpaya-nyfibMoHosora D
9 BblnonHeHa KoMnbloTepHas Tomorpadus opraHoB rpyaHON MOMOCTU NPU YCTaHOBNEHWUMU D
AnarHosa, aasnee no nokasaHusm
3 BbInonHeHo nccnepgoBaHne natrepHa U 4acToTbl GUEHNA PECHUYEK C INEKTPOHHOWM D
MUWKPOCKOMMWEW NMPU YCTAHOB/IEHWW AnarHo3a B COCTOSIHUM PEMUCCHUU He MeHee 4—6 Hef
BbINoNHEHO MUKPOGHUONOrMYECKOE UCCNEA0BaHNE MOKPOThI (MHAYLIMPOBAHHON MOKPOTHI,
4 | TPaxeansHoro acnupata), B ciyvyae eciv He NpoBefeHo B Te4eHue npelecTBytoLwero D
1 roga (MMHUMYM): aHanu3 B3ST 4O Havyasna CTapToBOM Tepanuun aHTnbaxkTepuanbHbIM(K1)
npenapaTtamu
5 BbinonHeHo uccnegoBaHne GyHKUMKU BHELWHENO AblXaHUs (Mpu OTCYTCTBUM D
NPOTMBOMNOKa3aHwWi)
6 BbinonHeHa KoHcynbTauus JIOP-Bpayda npu NOA03PEHUN Ha Ha3asbHble NOAWMbI, Npu D
TAXKENOM 060CTPEHUN XPOHUHYECKOrO PUHOCHHYCUTA
7 | BeinonHeHa KoHcynbTauus JIOP-Bpaya unv cypaonora npu CHUXKEHUU crnyxa D
BbINONHEHO UCCneaoBaHWe ra3oB KPOBU UK MYSIbCOKCUMETPUS D

BbinonHeHa Tepanus aHTMGaKTepuanbHbiM(M) NpenapataMi Npu 060CTPEHUU XPOHUYECKOTO
9 | BocnanutenbHOro 6pOHX0Ero4HOro NpoLecca CornacHo HYyBCTBUTENbHOCTU BbISIBNEHHOMO D
BO36YAUTENS UM aHAMHECTUYECKUM [JaHHbIM O BO36YAWUTENE U ero YyBCTBUTENbHOCTH

BbinonHeHa Tepanus NeKapcTBEHHbIMU NpenapaTaMu U3 rpynibl KOPOTKOAENCTBYIOLMX
CENEKTUBHbIX 35-aiPEHOMUMETUKOB, UK KOMGHUHALMEN leKapCTBEHHbIX NpenapaTos
10 | rpynnbl CENEKTUBHbIX B5-aPEHOMUMETHUKOB W FPYMMbl XONMHOAUTUKOB, UKW TPYNMbI D
NPOIOHIMPOBAHHbBIX CENEKTUBHBIX B5-aAPEHOMUMETUKOB MPU HaNMU4YMK 0GPATUMON
06CTPYKLMU HUKHUX AbIXaTe/bHbIX NYTER U OTCYTCTBUM MEAULIMHCKUX NPOTUBONOKa3aHUi

3AK/TIOYEHME

KoMNneKcHbI MyNbTUAUCLMMANHAPHbBIA AWarHoCTUYe-
CKMI noaxoa u npodeccuoHanbHasi 0CBEAOMIEHHOCTb crie-
LMaNUCTOB SBASIIOTCH ONpeaensiowmnumMmn 1S CBOEBPEMEH-
HOrO YCTaHOBNEHWS AuMarHo3a, MPoBeAeHWs afeKBaTHOM
cUCTEMATMYECKON Tepanuu, PerynsipHbiXx peabunuTaLyoH-
HbIX MEPOMNpUSATUIA, a TakkKe ANa [JanbHellero nporHosa
y AeTen ¢ faHHOW HO30/10Tnew.

UCTOYHUK ®UHAHCUPOBAHMUSA
He ykasaH.
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