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ABTOpamu MpeaCTaB/eHbl aKTyaslbHbl€ MOAX0Abl K OKa3aHWio MeAULIMHCKON NOMOLLYM AETSIM C NEPBUYHON LIMIMaPHOM AMC-
KuHe3unen. feHeTM4ecKkasi HEO4HOPOAHOCTb AaHHOIro 3aboeBaHUsi 06YC/I0B/IMBAET BapuabeslbHOCTb MaTo/lorM4ecKmMx cum-
MTOMOB B K/IMHMYECKOH NpaKTuKe. Hanbosiee pacrnpocTpaHeHHoe rposiBieHne 601e3HM y JeTen — 4acTble BOCNaINTEe/IbHbIE
3a60/1eBaHNsI BEPXHUX M HUKHMX [bIXaTE/bHbIX MYTEH, KOTOPbIE PErncTpPUPYTCS y GOJbIUMHCTBA NauMeHToOB, 0COGEHHO
y A€eTel paHHero Bo3pacrta. [1pu aTom AnarHo3 60/1€3HM 3a4acTyto ycTaHaB/IMBAETCs HECBOEBPEMEHHO BC/IEACTBME HEBbI-
COKOM 0CBEAOMJ/IEHHOCTM CNELMNaMCTOB O JaHHOKM HO30J10ruKn. B cTatbe nogpo6HO M3TI0XKEH anropuTM AnpoepeHLmaibHo-
JIMarHoCTMYECKOro nomMcKa, rnpeactaBieHbl MoAXoAbl K J€YEHUIO U BEAEHUIO NalMeHTOB JETCKOro Bo3pacTta C rnepBuYHOMN
UnanapHo# anckuHesunei. Matepmuan 0CHOBaH Ha KJIMHUYECKUX PEKOMEHAAUMSIX, paHee pa3paboTaHHbIX U YTBEPKAEHHbIX
rnpogeccuoHasibHok accoumnaumnen «Co3 negnatpos Poccum», akTyaim3npoBaHHbIX n 06HOBIeHHbIX B 2018 roay.
Knrw4eBbie cnoBa: situs inversus, 60/1€3HM 6POHXOB, HE K/1aCCUPULMPOBaHHbIE B APYrux pybprKax, 6pOHX03KTa3bl, EK-
CTPOKapAans, AETH, APYIr1e BPOXKAEHHbLIE aHOMaJnn JIEFKOro, neanaTpus, nepBuYHas UnanapHas AUCKMHE3NS, CUHAPOM
KaptareHepa, XpOHUYECKMI BPOHXUT, XPOHUYECKUI CUHYCHUT, XDOHUYECKMI CPEAHNIA OTUT.

(Ansa uymTupoBaHus: bapaHoB A.A. HamazoBa-bapaHoBa J1.C., UbirmHa E.H., KatocoBa J1.K., BuwHéBa E.A.,
CenumssHoBa J1.P., KatynuHa O.P., CaBocTbsiHoB K.B., JTazapeBa A.B., lopuHoBa H0.B., KyctoBa O.B. [MepBuyHasa umnmap-
Has AMCKMHe3ua y aeTew. legnatpuyecKkas papmarkonorus. 2018; 15 (1): 20—-31.doi: 10.15690/pf.v15i1.1840)

BBE[AEHUE KPATKAAl UHOOPMALIUA

[aHHble KIMHUWYECKME pPEeKOMEeHAalLMu co3fdaHbl Ha OnpepeneHue
OCHOBaHMM CamblX NOCNEAHUX MEXAYHapOAHbIX KIMHWUYe- MepBunyHaa uununapHaa auvckuHesus (MUA) — peakoe
CKMX pPEKOMEHAaUMM MO AMArHOCTUKE, NIEYEeHUI0 U Befe- reHeTUYECKM [eTeEPMUHMPOBAHHOE 3a60/eBaHne, NpPKU KOTo-
HUIO 60/IbHbIX MEPBUYHON LMTMAPHOW AUCKUHESNEN. POM Mopa)KatoTcs NOABUMKHbIE CTPYKTYPbI KJIETOK (PECHUYKHM

Alexander A. Baranov?, Leyla S. Namazova-Baranova® 2, Elena A. Vishneva?,

Liliya R. Selimzyanova®' 2, Maiya D. Bakradze®, Elena N. Tsygina?l,
Anna V. Lazareva?, Lyudmila K. Katosova?, Yuliya V. Gorinoval, Olga V. Kustova®

1 National Medical Research Center of Children’s Health, Moscow, Russian Federation

2 Pirogov Russian National Research Medical University, Moscow, Russian Federation

3 |.M. Sechenov First Moscow State Medical University of the Ministry of Health of the Russian Federation
(Sechenov University), Moscow, Russian Federation

Primary Ciliary Dyskinesia in Children

The article presents current approaches to medical care delivery in children with primary ciliary dyskinesia. The genetic heterogeneity
of the disease causes the variability of pathological symptoms in clinical practice. The most common clinical manifestation in
children is the frequent inflammatory diseases of the upper and lower respiratory tract which are registered in the majority of
patients, especially in young children. However, the diagnosis is often untimely due to the low disease awareness among medical
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W JKIYTUKK). Hanbonee 4acto NposiBASeTca peLManNBUPYIOLLN-
MU ¥ XPOHUYECKMMU UHDEKLMAMM BEPXHUX U HUIKHUX AblXa-
TenbHbIX NyTen n B 40-50% cnyvyaeB — 3epKafbHbIM pac-
NONOX¥EHMEM BHYTPEHHUX OPraHoB MK reTepoTakcuen [1].
CuHoHUMBI: cuHApom KapTtareHepa (Kartagener
syndrome; Siewert syndrome; 3uBepta—KapTtareHepa), CuH-
OPOM HenoaBMXKHbIX pecHu4ek (Immotile cilia syndrome),
nBuratensHas yununonatus (The motile ciliopathy) [2].

dTtHonorua u natoreHes

3aboneBaHne OTIMHAETCS FEHETUHECKOW reTEPOreHHOCTbIO.

Tun HacnegoBaHMsA Yale ayTOCOMHO-PELLeCCUBHbIN,
OAHAKOo onucaHbl 1 6onee peakve X-cuenneHHble GopMbl
3a6oneBaHua [1-3].

Han6onee 4yacTto 3abosieBaHUe 0OYC/IOBIEHO OTCYTCTBU-
eM unn gedeKkTammn CTPOEHUS BHYTPEHHWUX U HAPYKHbIX ANHE-
WHOBbIX PyY4EeK B CTPYKTYpE PECHMYEK W MKryTMKoB. MoryT
o6GHapyXuBaTbCa AedPeKTbl paauanbHbIX CMUL, U MUKPOTPY-
604eK (B TOM 4YMCNe MX TPAHCMO3MLMS), @ TaKKe OTMEYEHb!
c/ly4am NoJIHOro OTCYTCTBUS PECHUYEK. Y HEKOTOPbIX 6OMbHbIX
MMELOTCS COYETaHUsA HECKONbKMX aedeKToB [1, 3, 4].

PeCHWYKM U KIFYTUKM MOTYT UMETb M HOPMaSbHYIO YNbTpa-
CTPYKTYpY, OfIHAKO MPW 3TOM, Kak MNpaBuKfo, onpeaensercs
aHoManus 6enKa TSXeIoM Lenu akCoHeMasibHOro AuHeunHa [1].

HopmanbHOe yNnbTPacTPYKTYpPHOE CTPOEHWE PECHUYKM
(KryTuka) npeacrtaBneHo Ha puc. 1.

B opraHuame 4enoBeKa PECHUYKM K KIYTUKU NPUCYT-
CTBYIOT BO MHOIMX OpraHax W cuctemax: 3To U MepuaTeib-
HbI 3NUTENWIA PECNMPATOPHOro TPaKTa, U KNEeTKM KopTheBa
opraHa yxa, M XIryTMKW cnepmMaTto30MAoB, U pPeCcHUTYaTble
KNEeTKM 3NeHAUMbl Keny[o4YKOB roN0BHOro Mo3ra, ¢oTo-
peLenTopbl CeTYaTKU rnasa, a TaKKe KNeTKW, BbiCTUNalo-
LMe KenyeBbIBOASALWME NYTHU, KIETKU NOYEYHbIX KaHanbLEB,
KNeTKK, BbicTuNatowme dannonmeBbl TPyObI.

Kpome TOro, cywecTBYIOT PECHWYKMU, PacroNOXKeHHble
Ha 3aMOpPMOHaNbHOM y3/e, KOTopble o6ecnevymBatoT NOBOPOT
BHYTPEHHUX OpraHoB B nepuoae BHYTPUYTPOOHOro pas-
BWUTUSA, COOTBETCTBEHHO BC/NEACTBME WX OTCYTCTBUS WM
HEenpaBWbHOTO GYHKLMOHUPOBAHUSA Yy NMONOBUHbI 6OMbHbIX
NepBUYHON LMIMapHON AUCKMHE3NEN HabnogaeTcs obpart-
HOE pacnosioyKeHWe BHYTPEHHMX OPraHoB.

MonHasa HenoABMKHOCTb UM HealeKBaTHas aKTUBHOCTb
pPEeCHUYEK MepLaTenbHOro anuTenns PecnupaTopHoOro Tpak-
Ta NPMBOANT K HapPYLLEHUIO HOPMaIbHOM oYnLLatoLLER PYHK-
UMK AblXaTeNbHOM CUCTEMbI: CEKPET 3aCTaMBaeTCs, a 3aTeM
nHodUumMpyetcs. PopmupytoTes peuuanBupylolmne pecnupa-
TOPHbIE MHDEKLMM, BMOCNEACTBUN — XPOHUYECKUI BPOHXMUT,
XPOHWYECKNUI CUHYCHUT, Ha3albHbIM MOAMNO3, @ N3-3a NOCTO-
SAHHOr0 BOCMaieHns C/YXOBOW TPy6bl — HEPEAKO U XPOHUYEe-
CKWW CpeaHni OTUT CO CHMXKeHueM cnyxa [1, 2, 4, 6].

Puc. 1. YnbTpacTpyKTypa PECHUYKM (KIYTUKA): NONepeyHbIn
paspes [5]
Fig. 1. Ultrastructure of cilia (flagellum): transverse section [5]
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BHYTpeHHAA AWHEWHOBAA py4Ka

MuKpoTpyGOYKM

PagwancHasa cnuya
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1

HenoaBu»KHOCTb (aedeKTHas NoaBMMKHOCTL) criepMaTto-
3010B Yy 60nbHbIX MU/ 1L, My>KCKOro nona B penpoayKTuB-
HOM nepuoae Yacto obycnoBnmMBaet 6ecnnoave. PumbpuUn
dannonuneBblx TPYO Y XKEHUMH TaKXe MMelT aHoMasbHoe
CTPOEHME, NMPU 3TOM Cyyau KeHcKoro 6ecnnoamsa y 60/b-
HbIX ¢ ML eAnHUYHbI, HO HEpeaKo HabngaeTcs BHEMATOY-
Has 6epeMeHHOCTb [2].

AHOManbHoe @YHKLMOHMPOBAHWE PECHUYEK, pacnoso-
KEHHbIX B APYrMX OpraHax v cuctemax, BefeT K GopMupo-
BaAHWIO TaKUX KpawHe peaKkunx MposiBAEHWN, KaK MUIMeHT-
Has peTuHonaTms, GUNnapHbLIR LMPPO3 NevYeHn, BHYTPEHHNASN
ruapouedanus, NOAMKUCTO3 NoYek [2].

Anuaemuonorua

YacTtoTta BCTpeyaemocTn — oT 1/2265 ago 1/40 000
HaceneHus [2, 4]. MepBuYHag uuanapHas AUCKMHE3Us o6Ha-
pyxnBaetcs B 13% cnyyaeB cpeau NauneHToB ¢ GPOHXO3K-
Tazamu [1].

Koauposanue no MKb6-10

Q33.8 [lpyr1e BpOXKaeHHble aHOManMK Nerkoro.

Q89.3 Situs inversus.

J98.0 bonesHn 6GpPoOHXOB, He KNacCcUOULMPOBAHHbIE
B APYruX py6purKax.

Mpumep dopmynupoBKHU UarHosa

e T[lepBuYyHas uuanapHasa  OUCKMHE3UA:  CUHAPOM
KapTareHepa. [onHoe 06paTHOE PacnoNoOXKeHNE BHYTPEH-
HUX OpraHoB. XPOHUYECKUN OGPOHXMT. NMHEBMOCKIEPO3
4-ro n 5-ro cerMeHToB NeBOro JIerkoro. [JByCTOPOHHMUM
FHOMHbIK 3HAOOGPOHXMUT. [BYCTOPOHHWK XPOHUYECKUM
CUHYCUT. HazanbHbl NoAnnos. [ABYCTOPOHHUIN XpPOHUYe-
CKWIW 3KCCyaaTUBHbIM cpeaHui oTut. Tuneptpodusa age-
HoMgoB 2-3-N cTeneHn. [ABYCTOPOHHAS KOHAYKTUBHas
TYroyxocCTb 1-v CTEMEHMW.

Knaccudpukauyusa
O6LenpruHATON KnaccudUuKaumm NnepBUYHON LIMIMAPHON
OVNCKMHE3UU He CYLLeCTBYET.

AUATHOCTUKA
B HacTosllee BpeMs HET eAMHOro MetToga — «30/10TOro

cTaHgapTta» gnarHoctuku MUA. Mpu yctaHOBNEHWN AnarHo-

3a y4yuTbiBaloTCH:

® XapaKTepHasi KIMHMYecKasi KapTuHa (CM. HUXKE) M OLeH-
Ka no rnpeauKTMBHOM LUKaie PICADAR? ONs BblIBNeHUs
NPU3HAKOB NEPBUYHON LIMAMAPHON AUCKUHE3WUW Y NaLy-
E€HTOB, UMEIOLLIMX XPOHUYECKNE pecnmMpaTopHble CUMMNTO-
Mbl C paHHero AeTcKoro Bo3pacrta >5 6annos (tabn. 1) [7];

° pe3ynbTaThl CKPUHMUHIA: UCCefoBaHWEe YPOBHS OKcuAaa
asota (NO) B BblAblxaeMOM Ha3anbHOM BO3ayxe (y noaa-
BAsoLWEero 6onbWnHCTBa nauueHtToB ¢ MU/ oH CHMXeEH
[8]), npn 3TOM A0 HACTOSILLErO BPEMEHM HET €JMHOI0 MHE-
HUS 0 pedepPeHCHbIX NOSIOKMUTENbHbIX U OTPULATENbHbIX
3HaYeHUsIX JaHHOro nokaszatens y nauuventos c [MUA.
[pKn OTCYTCTBUN BO3MOMKHOCTU U3MEPEHUS OKCHAA a30Ta
B Ha3a/bHOM BblAblXaeMOM BO34yXe AOMNYyCTUMO B Kaye-
CTBE OPMEHTUPOBOYHOIO CKPUHMHIA UCNONb30BaTh METO-
[IMKN onpefeneHns oKkcuaa a3ota B BblAblXaeMOM BO3AY-
X€, B T.4. C MOMOLLbIO MOPTaTUBHbIX NPMGOPOB [9];

®  aHa/In3 4acToTbl U NaTTepHa 6UEeHNs PECHUYEK B BMONTa-
Te U3 0JI0CTU HOoca MM BPOHXa C NMOMOLbIO CBETOBOM
MUKpocKonuu [1-4]: gnsg MUHUMU3aLUK OWKBOK (nony-
YyeHue MNOBPEXAEHHOro 3NUTENUs WU OBHapyXKeHue

PICADAR (PrImary CiliAry DyskinesaA Rule) — npeanKTMBHas WKana Ans BbiiBAEHUS CUMNTOMOB NEPBUYHON LUINAPHON AUCKUHESUN Y

nauueHToB, UMELLNX XPOHUYECKHNE pecrnnupaTtopHblie CUMNTOMbI C PaHHEro AEeTCKOro Bo3pacTta.
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Ta6auuya 1. MpeanKTUBHaA WKana A9 BbIABAEHUS CUMNTOMOB NEPBUYHON LinnMapHon auckmHesun PICADAR [7]
Table 1. Diagnostic predictive tool for primary ciliary dyskinesia symptoms detection, PICADAR [7]

UmeeTca M y naumeHTa exxefHeBHbIW BJlaXHbIl Kalwenb OA: npoao/iK1Tb 3anosHeHune wkanbl PICADAR
C paHHero AeTcKoro Bo3pacra? HET: nauueHT He yioBneTBOPSET ycnoBusam WKanbl PICADAR
Bonpoc oTBeT Bann
Poauncsa naumeHT JOHOWEHHbIM UK HEAOHOLWEHHbIM? [OHOLWEeHHbIM 2
Bbinv My naumMeHTa pecnupaTopHble CUMNTOMbI B PaHHEM HEOHaTalbHOM Ja 2
nepuoje (TaxunHoa, Kalenb, MTHEBMOHWUSA)?
Bbin N1 NauneHT rocnuTanM3npoBaH B OTAENEHNE UHTEHCUBHOWM Tepanumu fa 2
HE[IOHOLWEHHbIX?
MNmMeeTcs N1 y naumMeHTa aHoMasibHOe PacnofioXeHne BHYTPEHHUX OPraHoB la 4
(situs inversus wnu retepotakcus)?
MmeeTcs vy naumeHTa BpoXaeHHbIn fedeKT cepaua? [a
MmeeTcs vy naumeHTa KpyrnoroguyHbli pUHUT? [a
MmMeloTcs N1 y naumeHTa XpoHUYeCKne CUMNTOMbI CO CTOPOHbI OpraHa ciayxa:
3KCCYAATUBHbIN OTUT, CEPO3HbIN OTUT, CHUXEHHME cnyxa, nepdopaumns 6apa- Ja 1
6aHHOW NepenoHKn?
Cymma 6annoB*

lNpumeyaHne. ¥ — 4yBCTBUTENBHOCTb U cneunMdUYHOCTb cymMbl 6annoB >5: 0,90 1 0,75 cOOTBETCTBEHHO.
Note. * — sensitivity and specificity of the sum of points >5: 0,90 and 0,75 respectively.

BTOPMYHOW LIMNMAPHOM HEAOCTAaTOYHOCTH) BUOMNCUIO Clie-
ayet 6paTb He paHee YeM Yyepe3 4—6 Hej nocne ocTpoun
pecnupaTtopHon nHbeKumm [1];

® TPaHCMMUCCUOHHas 3JIEKTPOHHasi MuKpockonus (TOAM):
ob6HapyxeHne aHoOMani CTPOEHUS pecHUYeK B BuonTta-

Te CNn3ncton 060104KM HOca uMnm 6poHxa [1, 2, 4, 10];
® [eHeTM4yecKoe TeCTMPOBaHME: K HaCTOSLLEMY BPEMEHU

reHeTu4ecKkoe noaTBepxaeHune BO3MOXHO y 50-75%

nauuneHTos ¢ MU [11, 12].

C uenbto cTaHgapTM3auMKM MOAXOAOB K AMArHOCTUKE
NepPBUYHON LMIMAPHON AUCKMHE3WKU pa3paboTaH coriacu-
TeNbHbIN JOKYMEHT EBpONencKoro pecnupaTopHoro obuie-
ctBa (European Respiratory Society, ERS), ocHoBaHHbIN
Ha aHanM3e MMEILWMNXCS K HacTosAlWeMy BPEMEHWU AaHHbIX
M cornacoBaHHOM MHEHMWM aKcnepToB (Tabn. 2) [10].

HecMoTpsi Ha AOCTATOYHO LIMPOKWM apceHan uccneno-
BaHMWM, UCMONb3YEMbIX AN NOATBEPXKAeHMs anarHoza MU,
Heob6s3aTeNbHO NpoBeAEHME abCONOTHO BCEX METO0B KOH-

KpeTHOMY NaLueHTy. Mp1 3TOM B HacTOsILLEE BPEMS HU OAMH
13 TECTOB MMM MX KOMBUHALMKU HE MOTYT MOJTHOCTbIO UCKTIO-
YWUTb JaHHbINA AMATHO3.

Kputepum noaTBepKAeHHOro AuarHosa

nuAa, ebicokoBepoaTHoro guarHosa Nua

U BbICOKOBEPOSATHOI0 UCK/IlOYeHUa anarHosa Nug
(no [10] ¢ uU3SMeHeHUaMH)

e [logTBepaeHHbIN gnarHos L[]

[leTu ¢ ABHbIMW KTIMHUKO-aHaMHECTUYECKMMU NPU3HaKa-
mvu MU v cneaylownmm HapyLeHUaIMu:

1) xapaktepHble ana MU gedeKTbl CTPOEHUS pecHUYEK
(OTCYTCTBME HAPYKHbIX OUHEUMHOBbLIX PYyYeEK; ogHOBpe-
MEHHOE OTCYTCTBME W HapPYMHbIX, 1 BHYTPEHHUX AUHE-
MHOBbIX PY4Y€K; OTCYTCTBME BHYTPEHHWUX AMHEWMHOBbIX
py4YeK B COYETAHUU C HAPYLWEHUSMMN CO CTOPOHbLI MUKPO-
Tpy6oyeK), 06HapyKeHHble Npu nomolm TOM;

2) 6uannenbHas MyTauus reHoB, NaTOrHOMOHWYHbIX Ans ML,

Ta6nuua 2. PekoMeHaaLum No UCNONb30BaHMIO IUArHOCTUHECKUX TECTOB MPU JUAarHOCTUKE MEPBUYHON LIUNMAPHON AUCKUHESUN

(no [10] ¢ UBMEHEHUAMM U AONONHEHUAMM)

Table 2. Recommendations on the diagnostic tests application in the diagnosis of primary ciliary dyskinesia (according to [10] amended

and revised)

KaKkue naumeHTbl A0XKHbI GbiTb HanpaBieHbl AN AUArHOCTUKU NEPBUYHON LMNMapHON aAucKuHe3uu (NMLUA)?

® MEepCUCTUPYIOLLUI BNaXHbIM Kalweb

e aHOMaMKU PacrnosioXKeHUs BHYTPEHHMUX OPraHoB
®  BPOX/EHHble AEPEKTbI CO CTOPOHBI CeEpALa

®  NEepPCUCTUPYIOLLME PUHUTDI

TenbeTs B?)

BEpPHOCTH JOKa3aTebCTB B)

1. PekomeHaoBaHO 06cnefoBath NaLUMeHToB Ha Hanuyue MU, ecnv y HUX NpUCyTCTBYET HECKObKO M3 MEPEUYUCTEHHbIX MPOSBAEHUI:

®  XPOHWYECKME CpefH1E OTUTbI CO CHUKEHMEM CyXa (MK 6E3 TaKOBOI0)
®  HajMuyMe PecrnmpaTopHbIX CUMNTOMOB C IOKaNU3aLuein B BEPXHUX MU HUKHUX AbIXaTebHbIX MyTaX
®  [OCMUTaNU3aLua B OTAENEHNE UHTEHCUBHOM Tepanumn HOBOPOXKAEHHbIX (CH1a peKomeHaalLmmn 1, ypoBeHb J0CTOBEPHOCTH 40Ka3a-

2. TauuneHTbl ¢ HOpManbHbIM PACMONOXKEHUEM BHYTPEHHUX OPraHOB, HO UMEloLLME APpYyrMe CUMNTOMbI, Npeanonaratowmue Hannyune MU
(cm. n. 1), BOo/MKHbI 6bITb HanpasJ/ieHbl Ha o6cnefoBaHWe AN AMarHOCTUKU JaHHOW NaTonoruu (cuia pekomeHgaumm 1, ypoBeHb 4OCTO-

3. CubnuHru naunerta c MU gomkHbl 66T 06CNef0BaHbl Ha HanMyYne 3Toro 3aboneBaHns, 0COBGEHHO €CNU Y HUX UMEIKOTCS CUMMITOMBI,
XapaKTepHble 419 JaHHOM naTtonoruu (M. n. 1) (cuna pekomeHgaumn 1, ypoBeHb JOCTOBEPHOCTH JoKa3aTesibeTB B)

4. PeKoMeHAyeTCs Npuv pelleHny Bonpoca o He06X0ANMOCTH HanpasieHus Ha anarHocTuky MU y4nTeiBaTh Kak KOMBGUHALMIO XapaKTep-
HbIx anga MU cumnToMOB, TaK M NpeauKTUBHyIO WwKany, Hanpumep PICADAR (Primary CiliAry DyskinesaA Rule (cm. Tabn. 1)

2

3aecb U fanee: cteneHb JOCTOBEPHOCTU PEKOMEHAALMI NpeAcTaBeHbl B Tabn. 3 (Cxema ans OLEeHKMU YPOBHS pEKOMeEHAALLMIA).



Ta6nuuya 2. PekomMeHaauMKn No UCNONb30BAHUIO ANArHOCTUYECKUX TECTOB MNPU AUArHOCTUKE NEPBUYHON LMAMAPHOWM ANCKUHESNUN

(no [10] ¢ u3MeHeHUssMU 1 gononHeHusamu) (MpogomxkeHne)

Table 2. Recommendations on the diagnostic tests application in the diagnosis of primary ciliary dyskinesia (according to [10] amended
and revised)

CnepyeT M UCNOJIb30BaTb U3MEpPEeHUe YPOBHA OKCcUa a3oTa B BbiAbIxaeMoOM Ha3asibHOM Bo3ayxe (nNO)
y nauueHToB ¢ nogo3peHuem Ha MU A?

1. W3mepenne nNO pekomeHayeTcs MCN0/b30BaTh B KA4eCTBE aTana AMarHoCTMYeCKOro NoMcKa y naunMeHToB B Bo3pacTe cTaplue 6 net
c nogospenuem Ha MUA. MpeanoyTutenbHee MCNONb30BaTb XEMUIIOMUHECLEHTHbLIN aHann3aTop C BO3MOXHOCTbIO MPUMEHEHUS Tex-
HUKWM OrpaHMYyeHns NOTOKa, CNOCOBGCTBYIOWEro 3aKpbITUIO BXOAA B HOCOMIOTKY MATKUM HEOGOM (4yBCTBUTENBHOCTb U CNELUPUYHOCTD
0,90-1 1 0,75-0,97 cOOTBETCTBEHHO) (CH1a pekomeHaaummn 1, ypoBeHb JOCTOBEPHOCTU JOoKa3aTes1beTB B)

2. Y peten mnaguwe 6 net ¢ nogo3peHueM Ha MU/ BO3MOXHO M3MepeHMe YPOBHSA OKCUAa a30oTa B Ha3a/lbHOM BblbIXaeMOM BO3JyXe C
ncrnonb3oBaHuem Tidal-TecTa (cnia peKkomeHgaumnun 3, ypoBeHb JOCTOBEPHOCTH [JOKa3aTe ibCTB B)

KommeHTapumii. Ecnv y naumeHTa nmeeTcs YeTKas KnMHu4ecKas KaptuHa MU 1 xapaKTepHbIi aHaMHe3, JaXke NpyM HOpMaibHOM YpOBHE

OKCMAa a30Ta B BblAblIxXaeMOM BO3AyXe CieAyeT NPOBECTHU JasbHelwee 06¢nefoBaHue A8 NoATBEPKAeHUS /ucKntoderms MU

Cnepyet n ucnonb3oBaTh UCCIeJ0BaHMe GMonTaTa CIM3UCTON 060/1I04KHU C MOMOLLbIO BbICOKOCKOPOCTHOWM
BUA€OMMUKPOCKOMNWUM /11 AMarHOCTUKM Yy NaLlMEeHTOB C npeanonaraemMbim aAuarHosom MUA?

1. BbICOKOCKOPOCTHYIO BUAEOMMUKPOCKOMMUIO C OLLEHKOW 4acToTbl M NaTTepHa GMeHUs pecHUYeK cnefyeT MCnofb30BaTh KaKk atan gua-
rHOCTMYECKOro NoMcKa y NnaumMeHToB ¢ npeanonaraemMbiM guarHosom MU (cuna pekomeHgaumm 3, ypoBeHb JOCTOBEPHOCTH [JOKa3a-
TenbeTB C)

2. Cnepyet oueHWBaTb OHOBPEMEHHO M 4acToTy, M NaTTEPH BUEHUS PECHUYEK (4YBCTBUTENBHOCTb U CNELUPUYHOCTL OJHOBPEMEHHOTO
ncenegosanmsa 0,95-1,00 n 0,93-0,95 cooTBETCTBEHHO). He cneayeT orpaHM4MBaTbCs TO/IbKO UCCIEA0BaHMEM 4acTOTbl GUEeHUs pec-
HUYeEK (cuna pekomeHaaumu 1, ypoBeHb JOCTOBEPHOCTH joKa3aTeibeTB C)

3. Cuenbio UCKTOYEHUS TOXKHOMONOXKUTENbHbIX PE3YNbTaToOB U A/15 NOBbILLEHNUS JOCTOBEPHOCTU PE3YNLTAaTOB BbICOKOCKOPOCTHON BUAEO-
MUKPOCKOMNWUW, cneayeT NOBTOPHO UCCNefoBaTb OLEHKY YacTOTbl M NaTTepHa GUEHUS PECHUYEK B KyNbType KNETOK (CHia peKoMeHaa-
Umn 1, ypoBeEHb JOCTOBEPHOCTH oKa3aTesnbeTB C)

KommeHTapum.

* lccnepoBaHue cneayeT NPOBOAMTb He3aMeaIMTeNbHO Noce NonyYeHns 6uontaTta U Nocne KylbTUBMPOBaHUSA KNETOK

e [Ipu HEKOTOPbIX TEHETUYECKUX AleDEeKTax UBMEHEHUS GUEHWSA U NATTEPHA PECHUYEK HACTOIbKO MaJibl, 4TO MOTYT 6blTb NMPAKTUYECKHU
HepasMYnUMbl faxke NPy BbICOKOCKOPOCTHON BUAEOMUKPOCKONUK (Hanpumep, myTauusa GASS8)

e Jlo HacTosILLEro BpeMeEHM He pa3paboTaHbl eanHble CTaHAaPTU3MPOBAHHbIE MPOTOKO/bI N0 JAHHOMY UCCNEA0BaHMIO Y NaLUeHTOB
cnui

e [lpu OTCYTCTBMU BO3MOXHOCTU NPOBEAEHNS BbICOKOCKOPOCTHOM BMAEOMUKPOCKONUMN AN OLEHKM YacToTbl U naTTepHa GueHus
pecHUYeK MepLaTebHOro anuTenus BO3MOXHO UCMOb30BaHWe CBETOBOM MUKPOCKOMUK

Cnepayet 11 ucnonb30BaTbh TPAHCMUCCUOHHYIO 3JIEKTPOHHYI0 MUKpocKonuio (TOM) GuonTtata pecHU4eK
B KayecTBe AMarHoCTUHECKOro TecTa y naymeHToB ¢ npeanonaraemon Nua?

1. YnbTpacTpyKTYPHbIN aHann3 pecHUYeK cneayeTt UCMofib30BaTb KaK aTan AMarHoCTUYECKOro NOMCKa y NauMeHToB ¢ npeanonaraeMom
NUuA (cuna pekomeHgaummn 1, ypoBeHb JOCTOBEPHOCTHU foKa3aTenbCeTB C)

2. Tlpu oGHapy*KeHUN HOPMabHOM YNbLTPACTPYKTYPbl PECHUYEK MEPUATENbHOMO 3NUTENUS Y NaLUMUeHTa C SBHbIMWU KIMHUYECKUMU MpPU-
3Hakamu ML/ cneayeT Npoao/iXUTb MarHOCTUHECKMUI MOUCK B OTHOLWEHUU JaHHOro 3a6oneBaHus (cuaa pekomeHgaummn 1, ypoBeHb
[I0CTOBEpPHOCTH loKa3aTebeTB C)

3. Y nauueHTa c AMarHoCcTM4yecKn 3HauymmbiMu ana MU pedektamu ynbTpacTpyKTypbl PECHUYEK MepLuaTe/lbHOro anuTenns aaibHenwmx
nccnefoBaHU ANna NOATBEPKAEHUS AMarHo3a He TpebyeTcs (cuia pekomeHaaumnmn 1, ypoBeHb J0CTOBEPHOCTH JoKa3aTebeTB C)

KommeHTapui. TOM — BbicOKocneundbUYHbIA MeToa nccnegoBaHus ans auarHoctukm MU : 0,92-1,00 (wyBcTBUTENbHOCTL 0,71-1,00) C

HWU3KOM 4YaCTOTOMN NIOKHOMONOXKMUTENbHbIX PE3yNbTaToB, OAHAKO clieayeT UMEeTb B BMAY, YTO HEKoTopble nauueHTsl ¢ MU/ no gaHHbiM TOM

MMEIOT HopMasibHOE CTPOEHNE PECHUYEK, YTO, BO3MOXKHO, CBA3AHO C TEXHWKON TOM, AOCTYNHOM B HacTosiLee Bpems

CnepyeT I BKNO4YaTh B AUArHOCTUKY reHeTUYeCKUe UccriefoBaHueA y NauueHToB
c nogo3peHuem Ha NUA?

B HacTosWwee BpemMs HET OKOHYaTeIbHOro OTBETa Ha AaHHbIM BONPOC, oAHaKo Paboyas rpynna no reHeTuke cbopmupoBana psj nonoxe-

HWM Ha OCHOBE COrNacoBaHHOIr0 MHEHUS 3KCNEPTOB B 3TOM 06nacTy.

1. TeHeTnyecKoe TeCTUpPOBaHWE 415 NOATBEPKAEHNUS AMArHo3a MOXKeT 6blTb PEKOMEHJ0BAHO NauMeHTam, NPoAUarHoCTMPOBaAHHbIX ApY-
rMMK METOAaMM (BbICOKOCKOPOCTHas BUAEOMUKPOCKONUsS, TAM, MMMyHOdIyopeCUEHLMS), UK NaLMEHTaAM C BbICOKOBEPOSTHLIM AWa-
rHo3oM MU (TUAMYHBIMW KNUHUYECKUMU NPOSBAEHUAMU, HU3KUM ypoBHEM NNO) Npu yCNOBUM HEAOCTYNHOCTU APYrMX UCCNEef0BaHUI
(BbICOKOCKOPOCTHasa BUAeOMUKpocKonus, TOM, nmmyHodnyopecLeHums). OTpuuaTenbHbliM pe3dynbTaT reHeTUYEeCKOro TeCTUPOBaHuUs
He ucknovaeT Hanuuue ML y naumeHTa B cnyvae, ecnm o6¢cnejoBaHbl He BCE reHbl, MyTaLuu B KOTOPbIX onucaHbl ang MU

2. W3BecTHbI He BCe reHbl, onpeaensioume passutue MU4

3. TeHeTM4yecKoe TECTUPOBAHME TaKKe MOXET ObiTb NMPUMEHEHO AN YTOYHEHUS AUArHOCTUKM Y NaALMEHTOB C BbICOKON BEPOATHOCTLIO

avarHosa MU v otpuuatenbHbiMU pedynbTatamMmun No AaHHbIM BbICOKOCKOPOCTHOW BUAEOMUKPOCKONUK, TOM, UMMYyHObIyopecLeHL MK,

4YTO MOXKET 6bITb B C/ly4asx HaanMumsa y naumMeHToB MyTaumuin B reHax DNAH11, CCNO, MCIDAS, RSPH

[eHeTMYeCcKoe TECTUPOBAHUE U €ro MHTepnpeTaLms AOMKHb COOTBETCTBOBATb MEXAYHAPOAHBIM PEKOMEHAALUAM

5. TeHeTU4YecKUn AMarHo3 JOMKEH COrNacoBbIBaTbCS C KIMHUYECKUMU U nabopaTtopHbiMuK (TOM, cBETOBas MUKPOCKOMMUS, UMMYHODYO-
pecueHTHas MUKpocKonus) deHoTunamu, iMbo AnarHo3 nepecmaTpmMBaeTcs B Cyyae HecoBNageHUs KapTUHbI

6. AHanu3s annenbHoWn cerperaunu (o6a93atenbsHoe o6¢cnegoBaHne 0601X POAUTENEN) BaXKeH ANA NOATBEPKAEHUS NaTOreHHOCTU FreHOTH-
nay npo6aHaa (ans AuddepeHLUnpPOBKU MEXAY rOMO-/ reTepo-/ reMM3UroTHOCTBIO, @ TaKXKe B Cllydae KOMMEKCHbIX annenemn)

7. TeHeTMYecKoe TeCcTUpoBaHMe NPo6aHi0B U X POACTBEHHUKOB LLEENECo06pas3HO AN FeHETUYECKOM KOHCYNbTauumn Npu niaaHupoBaHuu
cembu

8. B nepcnekTuBe reHeTUYecKoe TeCTUPOBaHUE MOXKET BbiTb MPUMEHMUMO AN creundrUyYecKomn reHoTUNMYecKom Tepanmm

E

NEAUATPUYECKAS ®APMAKOJIOTUSA /2018/ TOM 15/ N° 1



Ta6nuuya 2. PekoMeHaauum No UCNONb30BaHMIO AUArHOCTUHECKUX TECTOB NPU AUArHOCTUKE NEPBUYHON LIMAMAPHON AUCKUHESUN
(no [10] ¢ UBMEeHeHUAMM 1 fononHeHUsIMK) (OKoHYaHue)

Table 2. Recommendations on the diagnostic tests application in the diagnosis of primary ciliary dyskinesia (according to [10] amended

and revised)

CnepyeT 1M UCNONIb30BaTb UMMYHOGJIyOPECLLEHTHYIO MUKPOCKOTMNMUIO KNIETOK PpecnMpaTopHOro anuTenus
B KayecTBe AUarHoCTU4ECKOro meToaa y naLueHToB ¢ npeanonaraemon MNUA?

B HacToflLLee BpeMsl HET OKOHYaTENbHOMO OTBETA Ha AaHHbI BONPOC, 0AHaKo Pa6oyas rpynna no MMMyHOGyopecLLeHTHOM MUKPOCKOMNNUK
chopmMupoBana psag NoOKeHWN Ha OCHOBE COracoBaHHOIO MHEHWS 3KCNEPTOB B 3TOM 06/1aCTH.
1. WmMMyHodnyopecueHTHas MUKPOCKOMUS KNETOK PECMMPATOPHOrO 3MUTENNS MOXET NOATBEPAUTb NaToreHes3 MyTaLmu (Hanpumep, Muc-
CEeHC-MyTaLuKW B reHax, KoAUPYIOLWKUX 6eKn pagnanbHbIX CruLL)
2. NmmyHobnyopecLeHTHas MUKPOCKONUS KNETOK PeCnUpPaTOPHOro anuUTenns MoxeT BbiiBUTb L[] B HEKOTOPbLIX CAy4asax y naumMeHToB ¢
HOPMabHOW yNbTPaACTPYKTYPOW PECHUYEK MU TOHKUMU YNbTPACTPYKTYPHbIMU AedeKTamu
3. MMmyHodbnyopecLieHTHash MMKPOCKOMUS KNETOK PecnupaTopHOro anuTenns MOXeT MOMOYb YCTaHOBUTb anarHo3 MU/ npu gedektax
HapYXHbIX U BHYTPEHHUX AMHEWHOBBIX PyYeK, Ae30praHusaumm MUKpoTpyboyek (MyTauumn reHoB CCDC39/CCDC40), npu gedeKrax
reHoB, KOgMpyloLWwmx 6enKkm pagnanbHbix cnul (MyTaumm reHoB RSPH1, RSPH3, RSPH4A, RSPH9), ueHTpanbHOW Napbl MUKPOTPY6OoYeK
(MyTauuu reHa HYDIN) n pedekTax, CBA3aHHbIX C HEKCMHOM
KommeHTapmii. MeTog UMMYHOGbNYOPECLLEHTHOM MUKPOCKOMUKU C MEYEHbIMU aHTUTENAMM K Pa3/INYHbIM 6€/1IKaM PeCHUYEK OTHOCUTENBHO
feleB v 60fee NPOCT B BbINOJAHEHWM MO CPABHEHUIO C APYTUMU ANArHOCTUHECKUMU METOANKAMM, OJHAKO K HacTosALWeMY BpeMeHU Heao-
CTaTO4YHO UCCNEA0BaHMI No BannuaaL MM JaHHOro MeTofa B Koroptax nauneHToB ¢ ML u KOHTPONbHbIX Fpynnax 340p0BbIX UHAVBUAYYMOB,
4TOGbl €r0 MOXHO 6bINI0 PEKOMEHL0BATh K UCMOb30BaHMIO B LUMPOKOKW NPaKTUKe

Ta6nuua 3. Cxema Ans OLEHKW YPOBHSA peKOMeHAaLun

Table 3. Scheme for assessing the level of recommendations

peKkoMeHAauun

CteneHb JOCTOBEPHOCTH

CooTHOLIEHUE PUCKa U
npevmMmyuiecTs

MeToaonornyecKkoe Ka4ecTBo UMEIOLUXCS
AOKa3aTe/ibCTB

MosicHeHUs No NPUMEHEHUI0
peKkomMeHAauun

1A

CunbHasa pekoMeHaaLus,
OCHOBaHHasi Ha [JoKa-
3aTebCTBaXxX BbICOKOTO
KadyecTBa

Monb3a oT4eTINBO Npe-
Ba/MPYeT HaJ pUCKaMU U
3aTpaTtamu, Nn6o Hao6o-
poT

HapexHble HenpoTMBOpeYnBbIE JOKa3aTeNb-
CTBa, OCHOBAHHbIE Ha XOPOLLO BbIMOJHEHHbIX
PKW, unu HeonpoBep>KMMble JOKa3aTeNbCTBa,
npeacTaBieHHble B KaKoW-nn6o apyron dopme.
[anbHewwwmne nccneaoBaHus BPSa 1M USMEHAT
Hally yBepPEeHHOCTb B OLLEHKE COOTHOLEHHUS
NnoNb3bl U pUCKa

CunbHaa pekoMeHaauus,
KOTopas MOXeT UCMOoMb30-
BaTbCs B 6ONbLIMHCTBE CIy-
YyaeB Yy NPeENMyLLECTBEHHOIO
KofinyecTBa NauueHToB 6e3
KaKUX-TM60 UBMEHEHUN U
WUCKJTIOYEHUN

1B

CunbHasa pekomeHaauus,
OCHOBaHHas Ha [JoKa3a-
TENbCTBAX yMEPEHHOTO
KadyecTBa

Monb3a oT4eTINBO Npe-
Ba/MPYeT HaJ pUCKaMU U
3aTpaTtamu, nn6o Haobo-
poT

[oKasaTenbCcTBa, OCHOBaHHbIE Ha pe3y/bTaTax
PKW, BbIMONHEHHbIX C HEKOTOPbIMKU OrpaHuye-
HUSMM (NPOTUBOPEYUBbIE Pe3y/bTaTbl, METOAO-
JIOTMYECKME OLUMGKN, KOCBEHHbIE UMK ClyYai-
Hble 1 T.M.), TG0 APYrMX BECKMUX OCHOBAHUSX.
[anbHenwwne uccnefoBaHms (€Civ OHU NPOBO-
[ATCS), BEPOATHO, OKaXyT BAUSHUE Ha Hally
YBEPEHHOCTb B OLLEHKE COOTHOLIEHMWS NMOJb3bl U
puUcKa U MOryT U3MeHUTb ee

CunbHaa pekoMeHgauus, npm-
MEHEHWE KOTOPON BO3MOXKHO
B 60/IbLUMHCTBE C/ly4aeB

1C

CunbHasa pekoMeHaauums,
OCHOBaHHas Ha [joKa-
3aTebCTBaX HU3KOMo
KayecTBa

Monb3a, BepoaTHO, 6yaeT
npesanuMpoBaTtb Haj BO3-
MOYHbIMU PUCKaMK H
3atpatamu, Tn6o Hao6o-
pot

[lokazaTenbcTBa, OCHOBaHHbIE Ha 06¢cepBa-
LLMOHHBIX UCCNeA0BaHUAX, 6ECCUCTEMHOM
KJIMHUYECKOM onblTe, pesynbtatax PKU, Bbinon-
HEHHbIX C CYLLEeCTBEHHbIMU HeJoCTaTKaMMU.
Jlio6as oueHKa adpdeKTa pacueHmBaeTcs Kak
HeonpeaeneHHas

OTHOCMUTENbHO CUbHas PeKo-
MeHAaLMs, KoTopas MoXKeT
6bITb UBMEHEHA MpPU NONy-
YeHuu JoKa3aTenbLCcTB 6onee
BbICOKOr0 KayecTBa

2A

Cnabasi pekomeHaaums,
OCHOBaHHas Ha [JoKa-
3aTeNibCTBax BbICOKOrO
KayecTBa

Monb3a conoctaBmMMma ¢
BO3MOXHbIMW PUCKaAMU U
3artpatamMmu

HapexHble JoKa3aTeNbcTBa, OCHOBaHHbIE Ha
XOpOWO BbINOSIHEHHbIX PKW nnn noagtBepxaeHx-
Hble APYrMMU HEOMPOBEPKUMbBIMU JaHHbIMW.
[anbHelwune uccnenoBaHus BPSa M UBSMEHAT
Hally yBEPEHHOCTb B OLLEHKE COOTHOLIEHHS
noNb3bl U pUCKa

Cnabasi pekomeHaaums.
Bbi6op Hanny4lwen TaKTUKK
6yaeT 3aBUCETb OT K/IMHU-
YyecKowm cuTyaumm (ob6cTos-
TENbCTB), NaLMeHTa Un CoLU-
abHbIX MPELNOYTEHNI

2B

Cnabas peKkomeHaaums,
OCHOBaHHas Ha joKa3a-
TeNbCTBaX yMEPEHHOI0
KayecTBa

Monb3a conocraBuma ¢
PUCKaMM U OCNOKHEHMUS-
MW, OIHAKO B 3TOM OLIEHKE
eCTb HeonpeaeneHHoCTb

[oka3aTtenbcTBa, OCHOBaHHble Ha pe3ynbraTtax
PKW, BbINONHEHHbIX C CYLLECTBEHHbIMM Orpa-
HUYEHUAMM (NPOTUBOPEYUBbLIE PE3YNbTaThI,
MeToaonornyeckme gedeKTbl, KOCBEHHbIE UMK
clly4aiHbl€), UMK CUNbHbIE AOKA3aTeNbCTBA,
npeacTaBieHHble B KaKoW-nn6o apyron dopme.
[anbHenwune uccnegoBaHms (€Civ OHU NPOBO-
[ATCA), CKOpee BCEro, OKaXyT BAUSHUE Ha Hally
YBEPEHHOCTb B OLIEHKE COOTHOLIEHWUS NONb3bl U
pUCKa 1 MOTyT UBMEHUTL €€

Cnabasi pekomeHaaums.
AnbTepHaTUBHasa TaKTUKa B
onpeaeneHHbIX CUTyaLUsax
MOMET ABUTbCS ANt HEKO-
TOPbIX NALMEHTOB NYYLLIUM
BbI6OpOM




Ta6nuua 3. CxeMa Ans OLLEHKM YPOBHA pekoMeHaaunin (OKoHYaHme)
Table 3. Scheme for assessing the level of recommendations

CteneHb JOCTOBEPHOCTH
peKomMmeHaauun

CoOTHOLWIEHHE PUCKa U
npeumMyLLecTB

MeToaonoruyecKkoe Ka4ecTBoO UMEIOLUXCA
AOKa3aTeJibCTB

NMosicHeHuA N0 NPUMEHEHUI0
peKkomMeHAaauumn

2C

Cna6asi pekomeHaaums,
OCHOBaHHas Ha [loKa-
3aTeNbCcTBaXx HU3KOro
KayecTBa

HeoaHO3HAYHOCTb B OLLEH-
Ke COOTHOLLIEHUS NOJb3bI,
PUCKOB U OCNIOXKHEHW;
NnoJib3a MOXET 6blTb COMO-
cTaBUMa C BO3MOXKHbIMU

[loka3aTenbCcTBa, OCHOBaHHble Ha o6cepBa-
LIMOHHBIX UCCneaoBaHUsAX, 6€CCUCTEMHOM KK-
HU4yecKom onbiTe unmn PKU ¢ cyliecTBeHHbIMU
HepaocTaTKaMu. Jlio6as oueHKa addeKTa pac-
LleHMBaeTCsa Kak HeonpegeneHHas

OyeHb cnabaa pekoMeHaauus;
anbTePHATUBHbIE NOAXO/bI
MOTYT 6bITb UCMOIb30BaHbI B
paBHOM cTeNeHu

PUCKaMU U OCNNOXKHEHU-
AMU

MpumeyvaHme. B Tabnuue uudpoBoe 3Ha4YEHUE COOTBETCTBYET CUIlE PEeKOMeHJaLmMi, 6YyKBEHHOE — YPOBHIO AoKa3aTenbHOCTU. PKU —

paHAOMU3UPOBaHHOE KIMHUYECKOE UCCnenoBaHue.

Note. In the table, the digital value corresponds to the strength of the recommendations, the alphabetic value — to the level of evidence.

PKW — a randomized clinical trial (RCT).

°  BbIiCOKOBEPOSITHbIN AnarHo3 ML/

[eTtn c cumnToMamu, NOXoXXMmMn Ha cumnTtomsl MU, 1 co
cneaylowmnmMm pesynbtatamu TECTOB:

1) 04YeHb HW3KUM ypOBEHb OKCMAA a30Ta B BblAbIXaeMOM
HasaNbHOM BO3/yXe + MOJIOKUTENbHbIN pe3ynbTaT npu
CBETOBOW MUKPOCKOMWUWM GuonTata anuTenusa Abixatenb-
HbIX NyTEN (HEMOABMUXKHbIE PECHUYKU WU LMPKYyNsapHoe
[BUKEHWE PECHUYEK);

2) 04YeHb HW3KMIK YpOBEHb OKCMAA a30Ta B BblbIXaeMOM
HasaNbHOM BO3[yXe + MOJIOKUTENbHbIN pe3ynbTaT npu
CBETOBOW MMKPOCKOMWUU KYNbTYpPbl KNETOK GuonTarta anu-
Tenus ablxatenbHbIX NyTen (HENOABUMKHbBIE PECHUYKU UK
LMPKYNSPHOE ABUKEHWE PECHUYEK).

°  BbICOKOBEPOSITHOE UCKItoYEHMe anarHo3a LU/

Jetn ¢ HeaocTaToO4HO YETKUMMU KIMHUKO-aHaMHe-
CTMYECKUMM npu3Hakamu MU npu HOpManbHOM/NOBbI-
LEeHHOM YpPOBHE OKcuaa a30Ta B BblAbIXaeMOM Ha3alb-
HOM BO34yXe WM OTpULATENbHbIM Pe3yn1bTaTOM CBETOBOWM
MUWKpPOCKONUKM 6uontaTta (KyNbTypbl KAETOK) 3anuTenus
OblXaTeNbHbIX NYTEN.

Mpn Hanuuum cuHapoma KaprtareHepa U cyMmMapHOro
6anna no wkane PICADAR >10 agvarHo3 npaBOMOYEH
[axke npu oTpuuaTenbHOM pe3ynbTaTe BCEX OCTalibHbIX
TecToB.

Anroputm guarHoctuku NuQ
PekomeHa0BaHO NPUMMEHEHWE cneayiollero anaroputma
anarHoctukm MU (cmna pekomeHgaumm 2, ypoBeHb [0OCTO-
BepHocTH fokazaTtenbeTs C) (No [10] ¢ uBMeHeHUsAMM).
e CryneHb 1. OnpeaeneHune ypoBHS OKCMAA a30Ta B Bblfbl-
XaeMoM Ha3a/bHOM BO3Jyxe U CBETOBAsS MUKPOCKOMMS:
— NpKW HOpPManbHOM YpPOBHE OKCMAA a3oTa WM OTCyT-
CTBUM U3MEHEHWW NO AAHHbIM CBETOBON MUKPOCKO-
nun auarHog MU/ KpalHe manoBepodATEH, NO3TOMY
flanbHeMnllee TeCTUPOBaAHNE MOXHO HE NPOBOAMUTD;
— MpU HU3KOM YPOBHE OKCHAa a30Ta M/Wav NaTtonorum
4acToTbl M NaTTepHa 6GUeHNs pecCHUYEK, 0GHapPYKEH-
HOM MpPW CBETOBOW MWMKPOCKOMWK, a TaKKe XapaK-
TEPHOM KJMHU4YecKon KapTuHe TMUA anarHos MLUA
MOXHO CYMTaTb MOATBEPXKAEHHbLIM, MPU COMHEHWUU
cnenyet MOBTOPUTb TECTbl CTyneHn 1 M nepenTtu
K TecTaM CTyNneHu 2.
e CrtyneHb 2. TpaHCMUCCMOHHAS 3/IEKTPOHHAS MWKPO-
cKonus:
— NpWU OTCYTCTBUM NATONOrMK MO AaHHbIM TOM pac-
CMOTPETb BO3MOXHOCTb NPOBEAEHUS TEHETUYECKOTO
TECTUPOBaAHUA Ha NpeaMeT MoucKa reHoB, acColu-

MPOBaHHbIX C HOPMasibHbIM CTPOEHUEM PECHUYEK UK
TOHKMMU NOBPEXAEHUAMU LUIMAPHOIO aNUTENUs;

— npu o6HapyXKeHUU NaTtonornm no gaHHbIm TAM pac-
CMOTPETb BO3MOXHOCTb NPOBEAEHUSA FEHETUHECKOIO
TeCTMPOBaHMSA NPKU HEOBXOAUMOCTH;

— NpW OTCYTCTBMM BO3MOXHOCTM NpoBefeHus TOM
paccMoTpeTb BO3MOXHOCTb FEHETUHECKOIO TECTUPO-
BaHUS.

e CrtyneHb 3. [eHeTUYeCKOe TeCcTMpoBaHWE U MOBTOPHas
cBeToBasi MUKPOCKOMUA (£ KNEToYHasa KynbTypa).

ManoGbl Uy aHaMHe3

Begyuwum nposiBneHnem 6onesHun y geten c MU asng-
I0TCA YacTble BOcCNanuTesbHble 3aboneBaHUA BEPXHUX
N HUXHKUX [bIXaTeNbHblX NyTew, KOTOPble PErnCTpUpyroTCH
y LOCTaTO4HO 6O0/bLLION KOTOPThl AeTEN, OCOGEHHO B PpaHHEM
Bo3pacTe. OgHaKo, ocBeAoOMNEeHHOCTb Bpayen o ML kpan-
He HeBbICOKa, B CBAI3M C YEM AMArHOCTMKa AaHHOW naTofo-
rMn B 60MIbLUMHCTBE Cly4aeB HECBOEBPEMEHHaA.

CornacHo AaHHbIM 3apybGeXKHbIX MCCnefoBaHWi, 3Ha-
YyeHWe MeauaHbl BO3pacTa ycTaHOBNeHWs auarHosza MU/
B CcTpaHax 3anagHon u BocTtoyHon EBponbl cocTaBnsieT
5,3 roga, npy 3TOM NpW HanUuuu situs inversus® guarHos
ycTaHaBnMBaeTcs paHblle (MeanaHa 3,5 ropa), 4yem 6e3
06paTHOro pacnosioXeHUs BHYTPeHHMX opraHoB (5,8 roaa)
[13]. Mo Hawwum paHHbIM, B PoccunM meanaHa Bo3pacTa
ycTaHoBneHus guarHosa U y aeten ¢ obpaTHbIM pacno-
JIOXKEHWEM OpraHoB NPUGAU3UTENBHO COOTBETCTBYET EBPO-
nenckou (4 ropa), Torga Kak guarHoctuka MU/ y naumeHTos
6e3 situs inversus Npon3BoanTCs No3xe (MeanaHa Bo3pac-
Ta — 7,6 roga) [14].

Mpn c6ope aHamHe3a cneayeT o6paTUTb BHWUMaHUE
Ha TUNUYHble KAMHMYecKue nposenenusa MUA: ans atux
60/bHbIX XapaKTePHbl TOPNUAHbBIE K Tepanun PUHUTLI Npak-
TUYECKM C POXAEHUSA; MHOEKLMU HUMKHUX [LblXaTeNbHbIX
nyTen, CONPOBOXAAIOWMECH XPOHUYECKUM Kallnem Hepea-
KO Y€ B HeoHaTalnbHOM nepuoae, Uin peunansupyiolime
OpPOHXUTbI B paHHeM Bo3pacTe. Kpome TOro, y MHOrMmXx
60NbHbIX OTMEYaloTCa peunanBupYyoLME IKCCYyLaTUBHbIE
OTUTbl CO CHWXXeHunem cnyxa. CovyeTaHue XPOHUYECKOro
(peunanBupytowero) CUHycuTa C XPOHUYECKUM (peunau-
BUPYIOLLMM) BPOHXMTOM SABNSIETCA OCHOBaHWUEM AN yriay-
6neHHoro o6cnegoBaHuns pebeHka. B cemeHom aHaMHe3e
WMHOTrAa yaaeTcs O6HaPYXMUTb Cllydaun My CKoro 6ecnnoaus,
XPOHUYECKNUX BPOHXMTOB MM CUHYCUTOB, aHOManbHOE pac-
NONOXEHUE BHYTPEHHUX OpraHoB; Hepeaku cnydau ML
y cubeoB [1, 2, 4, 6, 7].

Situs inversus — nonHoe o6paTtHOe pacnosioKeHne BHYTPEHHUX OPraHoB.
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dusuKanbHoe o6cnefoBaHune

O6uwKnr ocmMoTp nogpasymeBaeT OLUEHKY obuero epusu-
4YeCKOro CoCTosHUS, GU3NMYECKOro pPa3BuTUS pebeHKa; noa-
CYeT YacToTbl AblXaHus, CepAeYHbIX COKpalLeHWH; OCMOTP
BEPXHUX AblXxaTeNbHbIX NyTEN W 3€Ba; OCMOTP, Nanbnauuio
M NEPKYCCUIO TPYAHON KNETKM; ayCKyNbTaLMIO NErkunx; naib-
naumio *MBoTa.

MposiBnenunsa MU 3Ha4yMTenbHO BapbUpylOT B CBA3U
C BbIPa)EHHON reHeTU4EeCKON HEOAHOPOAHOCTbIO.

B aHTeHaTasibHOM nepuoge npumepHo B 40-50% cny-
YaeB MOXHO OGHapyXWuTb O06paTHOE PAaCMONOXKEHWE BHY-
TPEHHUX OpPraHoB (Situs inversus) Wnu retTepoTakcuio (situs
ambiguos"), pexxe — uepebpanbHylo BEHTPUKYIOMEranumto
(M0 AaHHbIM YyNbTPa3BYKOBOro uccnegoBaHus). Y aeten
C retepoTakcuen oTMevaeTcs HernosHoe aHoMmasbHoe pac-
NoSIOXKEHNE BHYTPEHHWX OPraHoOB (AEKCTporacTpus, AeK-
CTpOKapaus, aHoOMaNbHO PacmnofioKeHHas nevyeHb), MHoraa
B COYETAHWUM C BPOXKAEHHLIMW NOPOKaMu cepaua. OnucaHsbl
cllydau NOAUCMNEHUN, aCNNEHUN, TMNONAa3nn NoAXKeNyaou-
HOW }Kenes3bl, ManbpoTaLMK KULWEYHHUKA.

B nepuog HoBopoxaeHHoCTH 6onee 4yem y 75% AOHO-
LWEeHHbIX HOBOPOXAeHHbIX ¢ ML/ pasBuBaeTcs pecnupaTtop-
HbIA AUCTPECC-CUHAPOM C MOTPEBGHOCTbIO B KUCIopoge OT
1 AaHs ao 1 Hed. XapaKTepHbl TOPNUAHbIE K TEpanuu PUHUTI
NPaKTUY4EeCKM C NEepBOro AHSA XWM3HU. Pegko BcTpeyaeTcs
BHYTPEHHAS ruapouedanms.

B crapwem Bo3pacTe HabnogaloT NepcUucTUupyloLine
PUHUTBI, XPOHWYECKWUE CUHYCUTbI, Hal3albHblA MNOAMMO3.
MpoayKTUBHbIA Kawefb ¢ FTHOWHOW WU CIUM3UCTO-FTHOMHOWM
MOKPOTOM NpuoBpeTaeT XPOHUYECKUI XapaKTep; OTMeYatoT-
csl peunanBupytoline 6POHXUTbI, MTHEBMOHUK UK aTeneKTa-
3bl. Y OTAeNbHbIX AeTen 0BHapy*KMBaTCA OPOHXOIKTa3bl.
Mpu aycKynbTalMuK B IerKMX BbICAyWMBAOT padHoKanubep-
Hble BNa*KHble XpWUMbl, Kak NpaBuno, ABYCTOPOHHEN NOKa-
IM3aLUnK; Yy HEKOTOPbIX AeTeln — Cyxue CBUCTALLME XPpuMbl
Ha $OHEe YANMHEHHOrO BblAOXa. XapaKTepHbl TaKXe OTUTbI
C BbIMOTOM }MUAKOCTM B MONOCTb CPEAHErO yXa U KOHAYKTUB-
Has TYroyxocTb.

B noapocTKkoBoM nepuojge 0TMeYatoT KIMHUYECKHUE Npo-
SIBIEHUS, ONUCaHHble Bbilwe. Yaue BCcTpeyatoTcss 6POHX03K-
Tasbl U Ha3albHbIM NOAUMNO3.

MpKn BbIpaXKEHHOM TAXKECTU TEYEHUS MOryT OTMeYaTbes
KOCBEHHbIE MPU3HAKM XPOHUYECKOW TMNOKCUKU (aedopma-
LMSA KOHUEeBbIX danaHr nanbueB No Tuny «6apabaHHbIX
nanbueB» U HOrTEBBIX NAACTUHOK NO TUMY «4aCOBbIX CTEKO/I»)
[1,2,4,6,13,15].

JlaGopaTopHaa AUarHocTuKa
e PekomeHayeTcs npoBeAeHMe MUKPOOGMONOrMyecKoro
nccnenoBaHus (moceBa) MOKPOTbl MKW TpaxeanbHOro
acnupaTa B nepuos o6ocTpeHus 3aboneBaHusa (cuaa
pexkomeHaaumn 1, ypoBeHb [OCTOBEPHOCTU JOKa3a-
TenbeTB C) [3, 4, 6].
KommeHTapuni. ViccnepoBaHne nNpoBoAdAT AN UAEHTU-
PUKaUMM MUKPOOHbLIX NMATOreHOB WM OMpeaeneHus Ux 4vyB-
CTBUTENbHOCTU K @aHTMOMOTUKAM.

UHCcTpyMeHTanbHaa AUMarHocTuka

e [1ng yTO4YHeHuUs obbeMa noparKeHUs 6pPOoHXManbHOro
[epeBa U AMHAMMYECKOr0 KOHTPONS peKomeHAayeTcs
nposeaeHne KomnbtoTepHon Tomorpadumn (KT) opraHoB
rpyaAHON MonocTtu, peHTreHorpadum unn KT npuagatou-
HblX Ma3yx Hoca (cuia pekomeHgaumnu 1, ypoBeHb 4OCTO-
BepHocTu gokasartesbeTB C) [3, 4, 6].

aHOManbHO pacnonoXeHHas nevyeHb U T.4.).

KommeHTapum#i. MNpu peHTreHorpadumn opraHos rpyaHon
K/IETKM HaxoAsT MPU3HAKKM XPOHMYECKOro GpPOHXMTA, MHO-
roa — artenekTtasbl, AekcTpokapaunto (puc. 2). Mpu KT opra-
HOB rPyAHOM MONOCTU MOXKET BbIABAATLCS MHEBMOCKIEPOS,
no4YyTv B MNOJIOBUHE Clly4aeB OOHapyXMBalOTCA OGPOHXOIK-
Tasbl pas3fnyHOM JIoKanusauum (puc. 3—6). MNpu nyyeBom
uccnefoBaHuUM NPUAATOYHbIX Nadyx HOCa BbIABAAETCS NaH-
CUHYCUT (pUC. 7), HepeKo — HefopasBuUTMe NOOHbIX Na3dyx
(puc. 8). B nocnegHue roabl Kak anbrepHatuBa KT pac-
cMaTpuBaeTCs MarHMTHO-pe3oHaHcHasa Tomorpadusa (MPT)
OpraHoB rpyAHOM MONOCTHU, OCOBEHHO AN MOHWUTOPMPOBa-
HWSI COCTOSIHUS NIETKMX, TaK KaK uccliegoBaHWe He HeceT
NlydyeBoun Harpysku. Hepgoctatkom MPT aBnsetcsa 66nblias
LNUTENbHOCTb NPOBEAEHUS UCCNEN0BaAHUS.

e PeKomeHAoOBaHO npoBeaeHue uccnefoBaHua GYyHKLMK
BHELWHEro AblXxaHus (cuia pekomeHpgauun 1, ypoBeHb
aoctoBepHocTh gokalatensbcTs C) [3, 4, 6].
KommeHTapui. Y netev mnaglie 6 net BO3MOXKHO U3Me-

peHMe ypOBHSA OKCMAa a30Ta B Ha3albHOM BblAbIXaeMOM BO3-

ayxe ¢ npumeHeHuem Tidal-tecta (cm. Tabn.2) NMposeaeHne

CMMPOMETPUM BO3MOXKHO C 6 NeT (418 HEKOTOpPbIX AeTew

BO3PACTHOW [OMArHOCTUYECKMM Auana3oH MOXKET ObiTb

Puc. 2. PeHTreHorpamma rpyfiHoON KNeTKn: 6POHXUTUHECKUE
U3MEHEHUS, IeKCTPOoKapans

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

MpumedaHue. CHUMOK NpW ONUcaHWu nepesepHyT Ha
«IPaBUIIbHYIO0» CTOPOHY.

Note. The snapshot in the description is turned to the «right» side.

Puc. 3. KomnbioTepHas ToMmorpadumsa nerkux: nonHoe obpaTHoe
pacnonoxeHne BHyTPEHHWX OpraHoB, MHEBMOCKIEPO3 4-ro

1 5-ro CerMeHTOB IEBOTO /IErKOro, MPU3HAKU XPOHUYECKOTO
6poHxuTa

Fig. 3. Computed tomography of the lungs: complete reverse
arrangement of internal organs, pneumosclerosis of the 4th and
5th segments of the left lung, signs of chronic bronchitis

lMpumeyvaHue. Ha puc. 2 1 3 npuBegeHbl CHUMKKW OAHOTO U TOTO e
pebeHKa.

Note. Figures 2 and 3 show pictures of the same child.

Situs ambiguos (reTepoTakcus) — HeNoaHOe aHOMaslbHOEe PacroNOXKeHWe BHYTPEHHUX OPraHoB (AEKCTPOracTpus, AEKCTPOKapaus,



Puc. 4. [THEBMOCKIEPO3 U LUIMHAPUYECKME BPOHXOIKTa3bl NpK
NepBUYHON LIUIUNAPHON AMCKMHESUM (06bIYHOE PacrnonoxeHue
BHYTPEHHWUX OpPraHoB)

Fig. 4. Pneumosclerosis and cylindrical bronchiectasis
in primary ciliary dyskinesia (normal arrangement of internal
organs)

Puc. 5. [THEBMOCKNEPO3 1 BPOHXO3KTa3bl MPU NEPBUYHON
LMIMapHON ANCKUHE3NK (cMHapoM KapTareHepa)

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

Puc. 6. [THEBMOCKNEPO3 1 CMELIAHHbIE, B T.4. aTeNeKTaTu4yeckue,
6pOoHX03KTa3bl (cuHApom KapTtareHepa)

Fig. 6. Pneumosclerosis and mixed (including atelectatic)
bronchiectasis (Kartagener’s syndrome)

Puc. 7. lNaHCKMHYCHUT y NaumneHTa ¢ NepBUYHOW LiMIMapHOM
OUCKUHEe3nen

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

Puc. 8. lMaHCUHYCUT 1 Hepa3BUTble GpPOoHTaNbHblE
nasyxu y naumeHTa ¢ NnepBUYHON LuIMapHom
[UCKMHEe3nen

Fig. 8. Pansinusitis and undeveloped

frontal sinuses in a patient with primary ciliary
dyskinesia

U3MEHEH — ucclegoBaHne GYHKLMKM BHELIHEro AblXaHWs

MOXET 6bITb NPOBeAEHO y aeTen ¢ 4—5 neT B TOM ciyyae,

€CNM NaLMEHT MOXKET BbINONHWUTL MaHeBP GOPCUPOBAHHOIO

BblAoxa). [1pKM CNMpPoOMETPMUYECKOM WCCNefOBaHUKU cneayeT

NpPoBOAWUTL NPO6Y C GPOHXONUTUYECKMM MNpenapatoMm, T.K.

y psga geten c¢ NUJ ogHMM “3 KOMMNOHEHTOB MaTtoreHesa

OpPOHXMaNbHON OOBCTPYKUMM MOXKeT OblTb GpPOHXOCMa3Mm.

Y peten ¢ Bo3pacta 6 neT BO3MOMHO MNPOBE[EHMUE

6oaunnetnamorpadun. [lpu uccnegoBaHmm  QYHKLUUKU

BHELUHEro AblXaHUs Hanbonee xapaKTePHbl 06CTPYKTUBHbIE,

pexe — KOMOWHMPOBAHHbIE HapPYLIEHWS BEHTUAALMW;

Yy HEKOTOopbIX 60/bHbIX MapaMeTpbl NMpoueaypbl ocTalTcs

HopManbHbiMKU. OGCTPYKUMS Yy psaa MnauMeHTOB HOCUT

obpaTMMbIA MW YacTMYHO OOpaTUMbIM XapaKTep (Npob6a

¢ 6POHXONIUTUKOM MonoxuTenbHa y 50%).

° PeKOMeHAyeTCcs wcclefoBaHWe ras3oB KPOBW W/unu
caTtypauuu (cuna pekomeHgaumm 1, ypoBeHb JOCTOBEP-
HocTu gokasatenbceTB C) [1].

KommeHTapui. [na noATBEPXKAEHUS/UCKIIOYEHUS
TMMNOKCEMMUMU.

° PeKkoMeHAyeTcs AuarHoctuyeckas u/unan nedebHas
Tpaxeo6pPOHXOCKONUS (Cnaa pekomeHaaunn 1, ypoBeHb
ZI0CTOBEPHOCTH fJoKa3aTesbeTB C).

KommeHTapumi. [poBOAUTCA C LeNblo Noy4yeHUs 6poH-
X0aNbBEONAPHOrO NaBaxka AN MAEHTUOMKALMKM MUKPOOG-
HOro BO36YAMTENS, @ TaKKe C LieNbio NpoBeAeHns Guoncum
CNIU3UCTOM 060/I0YKKM BPOHXa AN Nocieaylouen CBETOBOM
$a30B0O-KOHTPACTHOW U 3NEKTPOHHOM MWMKpPOCKONUM [1-3,
6, 13, 15]. C uenbto n3yyeHus natrepHa 6GUEHUs pecHUYEK
MepLaTeNbHOro anNUTENNUa TaKXe MOXeT GbiTb nccneaoBaH
éuonTar cAnM3ncTon 060M104KKU Hoca [1-3, 6, 13, 15].

° PeKomMeHAyeTcs NpoBefeHWe axokapauorpaduu (cuna
pekomeHaaumn 1, ypoBeHb AOCTOBEPHOCTM [OKa3a-
TenbcTB C) [4].

KommeHTapui. lokaszaHa Npu AMarHOCTUKE C LEeNbio
WCK/IOYEHUS/NOATBEPKAEHNS aHOMaMI CTPOEHWS cepaLa;
TaKXe [JOI*KHa KOHTpoNMpoBaThbes y nauuneHTos ¢ MU, Tak
KaK npu 3TOM NaTtonorMmn, 0CO6EHHO NPM PacnpocTpaHEHHOM
NopayKeHUU NEerkux, BO3SMOXHO pa3BUTUE NIEFOYHON rnnep-
TEH3MM U GOPMUPOBAHME NETOYHOIO CeEPALLa.
°* PeKOMeHAyeTCs MOHWTOPWUPOBAHME COCTOSHUSA CAy-

XOBOM (YHKLMM C NMOMOLLbIO ayaMONIOrMYECKUX TECTOB

(cnna pekomeHpaumm 1, ypoBeHb JOCTOBEPHOCTH [lOKa-

3atenbcTB C) [3].

AUNOOEPEHLUMAJIbHbIA AUATHO3
AnddepeHumnanbHO-ANAarHOCTUHECKUI MOUCK BKIOYAET
MYKOBMCLMAO3 (CM. KJIMHUYECKME PEKOMEHAALMKU MO OKa-
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3aHUI0 MEAULMHCKOM NOMOLM AETAM C KMCTO3HbIM GUBPO-
30M — MYKOBMCLMAO30M), NEPBUYHBIE UMMYHOLEDULMUTHBIE
COCTOSIHWUS, BPOXKAEHHbIE @aHOMaNUKU CTPOEHNUS BPOHXMaNb-
HOro gepeBa, 6GPOHX03KTa3bl APYroro NPOUCXOXAEHMS (CM.
KIMHUYECKME PEKOMEHAALMN MO OKa3aHWIo MeaULMHCKON
NOMOLLM AETAM C 6POHXO3KTa3amu), 6POHXMANbHYIO acTmy,
PS4 BPOXKAEHHbIX aHOManui cepaeyHo-cocyanucTon cucte-
Mbl (TPQHCMO3MLMSA MarmcTpanbHbiX COCYA0B U T.M.).

UnnnapHas guchyHKLUA MOXKET TaKKe OblTb MPUYUHON
TaKUX COCTOSAHWM, KaK MOJMKUCTO3 NEeYeHU U/UAN MOoYeK,
aTpesns Ken4yHblXx NyTeW, peTuHonaTus, KOTopble MOryT
npoTteKkaTb 6€3 pecrnupaTopHbIX MPOSBIEHUMA U Hepeako
pacLeHMBalOTCS KaK CaMOCTOATENbHbIE FEHETUYECKME CHH-
npombl (CeHnopa-—JlokeHa, AnbcTpéma, bapae—buans) [1,
4,6, 15].

NEYEHME

Mopaxoa K Tepanuu naumeHTa ¢ MU/ gomxeH 6biTb MynbTH-
IUCUMNIMHAPHBLIM B CBA3W C MOIMOPraHHOCTbIO NOPaXKeHNN.

OCHOBHbIMW LN IMK Tepanuu ABNSETCA MaKCMMalbHO
BO3MOXHOE NpeaynpexaeHne nporpeccupoBaHns u/wmnm
pa3BUTUS BPOHXOIKTA30B U BOCCTAHOBJIEHWE/COXPAHEHNE
HOpPMaNibHOM NeroYyHon GyHKLUMK, @ TaKKe HOCOBOro [blxa-
HUS 1 cnyxa.

KoHcepBaTMBHOE Ie4eHune
°* PeKOMeHZOBAHO MWCMNONb30BaHWE pPa3fiMyHbIX MeTOo-

AWK, CNOCOOGCTBYIOWMX OYUCTKE [AblXaTeNbHblX MyTEN.

KnHesutepanus sBNSeTCA OCHOBHbIM ne4yebHOo-peabu-

NIMTaUMOHHBbIM MeponpuaTiem ansa geten ¢ MU (cuna

peKkomeHgauum 1, ypoBeHb AOCTOBEPHOCTM [oKa3a-

tenbctB C) [1, 3, 4, 6, 13, 15].

* PeKomeHAyeTCs MpoMblBaHWE HOCOBbLIX XO4OB runep-
TOHMYECKUM PACTBOPOM HaATpUs xfiopuaa, NpUMeHeHne
HasanbHoro aywa [1, 3, 4, 6, 13, 15] (cuna pekomeHaa-
Umn 2, ypoBeHb JOCTOBEPHOCTH JOoKa3aTesbeTB C).
KommeHTapmi. WNppuraumoHHasa Tepanus okasblBaeT

NONOXNUTENbHOE BAUSHUE NPW Ha3aslbHbIX CUMNTOMax (3ano-

YKEHHOCTb HOCa, MOCTOSAHHOE BblAENIEHUE CN3M).

* [lpu 060CTPEHNU XPOHUYECKOTO BPOHXONENOYHOIO NPO-
uecca peKoMeHgyeTcsi HaszHavyeHue aHTubakTepuainb-
HblX NpenapaTtoB B COOTBETCTBMMU C YyBCTBUTENbHOCTbLIO
BblleNeHHON MUKpodnopbl [3, 6]. AHTMGaKTep1anbHas
Tepanusa NPUMEHSETCS TaKKe Npu 060CTPEHUAX CUHYCH-
Ta, B clly4ae oTcyTcTBMS addeKTa OT MPPUraLMOHHOIro
nevyenus [3, 6] (cuna pekomeHgaumm 1, ypoBeHb JOCTO-
BepHoOCTH fJoKa3aTtenbcTs C).

KommeHTapui. Hanbonee xapaKTepHbIMU MUKPOGHbI-
mMu natoreHamu npu MU aensotca Haemophilus influenzae
n Streptococcus pneumoniae, pexe Moraxella catarrhalis,
Staphylococcus aureus. Pseudomonas aeruginosa y getewn
BblCEBAETCS pPeaKo, 0O4HAKO C BO3PacTOM 3Ha4yeHue 3Toro
natoreHa y 6onbHbix MU nocteneHHo BO3pacTaeT, TaKxe
B PEAKMX CNyYyasx BOSMOXHO O6HapyKeHne HeTybepKynes-
HbIX MMKOGaKTepui [1, 3, 4]. Y B3pOoC/bIX NaLMEHTOB OnucaH
BbiceB Klebsiella pneumoniae [16]. MMpenapaTbl B COOT-
BETCTBUU C YYBCTBUTENbHOCTbIO BblAENEHHOM MUKPODIOPEI

Ha3Ha4aloT B MaKCMMalbHO AOMNYCTUMbIX (419 JaHHOro BO3-

pacTa) A03ax M MCNONb3YyKT MapeHTepanbHO WAKM BHYTPb

(B 3aBMCUMOCTU OT COCTOSIHMSI NaLMeHTa), TaKKe MCnosb-

3yeTcs CTyneH4yaTblih MeToh BBeaeHus. AanTenbHOCTb Kyp-

ca neyennsa — ot 1 go 3 Hea. lNpu BbiceBe P. aeruginosa

Tepanus NPOBOAMTCH aHaNOrM4yHO MPOTOKONaM JevyeHus

60/1bHbIX MYKOBUCLMAO3OM.

MpoTMBOMMKPOGHas Tepanus NPOBOAMTCA B COOTBET-
CTBUM C peaynbTrataMyu MUKPOOMONOIrMYECKOro uccnesoBa-
Hus. MpenapaToM Bbi6opa B 60NbWMHCTBE CllyYaeB SBAS-
€TCA aMOKCULMINIMH + KnaBynaHosas Kucnota™ B moryt
ObITb MCMONb30BaHbl LedanocnopuHbl 2-ro U 3-ro NoKo-
nenvs [1, 4, 6, 13]. JaHHble 0 BO3MOXHOCTW NPOBeAeHUs
ONUTENbHOW Tepanuu Makponuvamu y nauueHtos ¢ TMUA
B HacTosllee BpeMs nsy4vatorca [4].

° PeKomeHAyeTCs pacCMOTPETb Ha3Ha4YeHMEe UHIransaLMOoH-
HOM OPOHXOCMa3MOJIUTUYECKON Tepanuu (unpaTtponus
6pomua + dpenotepon™ BX canbbytamon™ BX canwmere-
pon, dpopmotepon™ BX KypcaMu npoaoIKUTENBHOCTbIO
2-3 Heaenu) Npu Hannynum 6POHX006CTPYKTUBHOIO CUH-
ApoMa (cuna pekomeHgaumn 3, ypoBeHb JOCTOBEPHOCTH
aokaszatenbcts C) [4, 6].

* He peKoOMeHJOBaHO WMHransaTopHOE MNPUMEHEeHWe Aop-
Ha3bl anbda’™ ™M W aueTUALMUCTEMHA (cnna pexkomeHaa-
uymn 1, ypoBeHb JOCTOBEPHOCTH JoKa3aTesbeTB C).
KommeHTapmi. 3ObEKTUBHOCTb WMHIANATOPHOIO Mpw-

MeHeHUsl JopHasbl anbda™ ™ no HacTosILero BPEMEHU He

[lOKagaHa, a auetunaunctenHa — Hu3Kas [1, 3]. CywecTBytoT

[JaHHble 06 3PDEKTUBHOCTU UHIaNALMKU TUNEPTOHNUYECKOIO

pacTBopa HaTpus xnopuaa [17, 18], ogHaKo ony6aMKoBaHbI

M NPOTUBOMOJNIOXKHbIE pe3ynbTaTthl [19].

Xupypruueckoe neyeHume

OnepaTtMBHOE JIeYEHMUE HUKHMUX [AblXaTeNbHbIX NyTen
peKOMeHAYeTCA KpaiHe peaKo (cuia pekomeHgaumm 1, ypo-
BEHb JOCTOBEPHOCTU goKa3aTesbeTB C).

KommeHTapui. Pe3eKumm nerkmx B HacTosillee Bpems
npaKkTM4eCcKn He npomssoasaTcs. OnucaHbl chayyaun TpaHc-
nnaHTauumn nerkux y nauuentos c ML/, ogHaKo OHKM Kaca-
oTCs B3POC/bIX 60MbHbIX [1-3, 6, 13, 15].

*  [loNMNIKTOMMIO PEKOMEHAYETCS MPOBOAUTL TONBKO B CAy-
yasx TAXeNnon HazanbHOM O6CTPYKUMK (CHla pEKOMEH-
Aaummn 1, ypoBeHb ocToBepHOCTH JoKa3aTesbeTB C) [3].
KommeHTapui. Xupypruyeckoe BMellATENbCTBO

npu Ha3aNbHOM MOAMNO3€ OKa3blBaeT /SNWb BPEMEHHbIN

adPeKT, TaK KaK nonunbl y nauneHToB ¢ MU/ 6bicTpo peuu-

AMBUpYIOT. Tepanus TOMUYECKUMKU WMHTPaHa3albHbIMKU CTe-

ponaaMun MOXKeT ObITb PEKOMEHAOBaHa NauueHTaMm ¢ conyT-

CTBYIOLLMM anfiepruyecknm puHUTOM.

e He peKkomeHAyeTcs PYTUMHHOrO YCTaHOBEHMA TuMmNa-
HOCTOMMWYECKOW TPYyOGKM B CBA3KM C NPOTUBOPEYMBBLIMU
LaHHbIMK 06 9OPEKTUBHOCTU AAHHOIO METOoAa ieYeHums
(cnna pekomeHgaumn 1, ypoBeHb JOCTOBEPHOCTH [OKa-
3arenbctB C) [1, 3].

e [lpu 4yacToM 060CTPEHMUU XPOHUYECKOIO CUHYCUTa PEKO-
MEeHAyeTCs paccMOTpeTb BOMPOC O NPOBEAEHMMU oOne-
pauuun C Lenbio ynyyleHns aspauun u gpeHaxa napa-

JleKapcTBEeHHbIN Npenapart, BXoAAWwMM B [lepeyeHb KU3HEHHO HEOBXOAMMbIX U BarKHEWLUUX IEKAPCTBEHHbIX NpenapaToB Ans

MeAULMHCKOro npuMmeHeHust Ha 2018 roa (PacnopsikeHue MpaButenbctBa PO oT 23 oktabpa 2017 r. N2 2323-p).

BK

JlekapcTBeHHbIM Npenapart, BXoAslui B NepeyeHb NEKapCTBEHHbIX MPENapaTos 415 MEeAULIMHCKOro NPMMEHeHUs, B TOM Yucie

NEKapCTBEHHbIX MPenapaToB /1 MeAULMHCKOro NMPUMEHEHUS, Ha3HaYaeMbIX Mo PeLleHnto BpadeGHbIX KOMUCCUI MEAULIMHCKMX
opraHusauuit (PacnopsikeHune MpaButenbctBa PP o1 23 okTa6ps 2017 . N2 2323-p).

JleKapcTBEHHbIN NpenapaT, BXOASALWMIM B NepeyeHb NeKapCTBEHHbIX NpenapaTos, NpeaHa3HavyeHHbIX 419 o6ecnedyeHuns auL, 60bHbIX

remModuven, MyKoBMCcLMA030M, rMnodusapHbiM HaHM3MOM, 60/1e3Hbio foLle, 310KaYeCTBEHHbIMW HOBOOGPa30BaHUAMU TUMPOULHON,
KPOBETBOPHOM M POACTBEHHbIX UM TKAHEN, pacCesiHHbIM CKJIEPO30M, NIL, NOCcNe TpaHCcnAaHTauMmM OpraHoB U (M) TKaHen
(PacnopsikeHue MpaButensctBa PP o1 23 okTabps 2017 r. N2 2323-p).



HasaNbHbIX CUHYCOB (cuia pexkomeHaaumn 1, ypoBeHb

nocTtoBepHocTu fJokasaTtesnbeTs C) [1, 3]. °

UHoe neyeHue

e B cBA3K C BOBMOXHbIM PasBUTUEM FMNOTPODUN Y HEKO-
TopbiXx NauueHToB c [lLUJ peKkomeHayeTcs WMHAMBUAY-
anbHas KOpPpeKUMsa paLmoHa Ha OCHOBE OLIEHKWM HYTpU-
TUBHOro cTaTyca (cuna pekomeHgauum 2, ypoBEHb

JocToBepHocTH joka3aTtesnbeTs C) [4]. °

KommeHTapuni. [lneta gonmxHa obecneynBatb ajeKBaT-
HO€ KOJIMYECTBO 3JHEPreTMHECKWUX M MUTaTesbHbIX KOMMO-
HEHTOB.

OpraH13auMOHHO-TEXHUYECKNE YCIOBUSA U KpUTEPUH o

KayecTBa OLIEHKM MeAMLIMHCKOM MOMOLLM NpeacTaBieHbl
B Tabn. 4, 5.

PEABUJIUTALIUA

MaumeHtam c MU/ pekomeHayeTcs npoBeaeHue peabu-
NIMTaLMOHHBIX MEPOMNPUATUI, HaLLENIEHHbIX Ha NoOAAEePKa-
HWEe Nero4Hom GyHKLUMK.

NMPO®UNIAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE

MpodunakTuka

PeKoMeHayeTcs reHeTUYeCKOe KOHCYIbTUPOBaHME Poaun-
Tenen geten c¢ MU npu nnaHMpoBaHMU NOCNEAYOLLINX
6epeMEHHOCTEN C LIESIbl0 MUHUMMU3ALMKU PUCKa poXKae-
HMS 60N1bHOrO pebeHKa.

Ans ynyyiweHusa obLero cocTosHMA nauueHTa cnegyet
cobnogatb Mepbl NPOPUIAKTUKM 060CTPEHUI, a Neyeb-
Hble MEPONPUATUA AOSIKHbI MPOBOANTLCA KOMMIEKCHO

Ta6nuua 4. OpraHM3aLMOHHO-TEXHUYECKHME YCII0BUS OKa3aHUA MEAULIMHCKON I'IOMOLI.I,M5

Table 4. Management and technical conditions for medical care delivery

Bua MeanumMHCKOM noMoLLm CneunannanpoBaHHas, B TOM YWC/ie BbICOKOTEXHONOIMYHasA, MeAULIMHCKAsA NOMOLLb
BospacTHas rpynna Oetn
YcnoBusa oKa3aHUs MEAULMHCKOW MOMOLLM CTaunoHapHo, B AHEBHOM CTaLlMOHape
dopma oKasaHUs MeaULIMHCKOM MOMOLLM MNnaHoBas
Ta6nuua 5. Kputepuun KayectBa oka3aHUsa MeanLUMHCKON I'IOMOU.I,VI6
Table 5. Criteria for the quality of medical care delivery
YpoBeHb YpoBeHb
N¢ Kputepui y6eAUTENbHOCTU | AOCTOBEPHOCTHU
peKomeHaauumn AOKa3aTenbCTB

1 | BbinonHeHa KOHCyNbTaLus Bpava-nyabMoHonora 1 C

5 BbinofHeHa KomnbloTepHas ToMorpadus opraHoB rpyaHOM MOAOCTU MPU YCTAHOBNIEHMU 1 c
[MarHosa, fjanee — o nokasaHusaMm

3 BbiNnofHEHO UccneaoBaHMe naTTepHa M 4acToTbl GUEHUS PECHUYEK U/UNK 3NEKTPOHHANA 1 c
MUKPOCKOMNWUS NPU YCTAHOBNIEHUK AWarHo3a (Npv OTCYTCTBMUM MPOTUBONOKa3aHui)
BbInofiHEHO MWKPOGUONOrMYecKoe MUccneaoBaHue MOKPOTbl (MHAYLMPOBAHHON MOKPO-

4 |Tbl TPaxeanbHoro acnupaTa), ec/in He 6blJ1o NPOBELEHO B TEYEHWe MpeaLlecTByoLwWwero 1 c
roga (MMHUMYM) — aHanu3 B3AT 4O Hayana CTapToBOW Tepanuu aHTubaKTepuanbHbIM(K)
npenapaTom(amu)

5 BbinonHeHo ncenegoBaHve GyHKLUMM BHEWHErO AblXaHUS (MpyU OTCYTCTBUM NPOTUBOMNOKA- 1 c
3aHWN)

6 BbinonHeHa KoHcynbTauusa JIOP-Bpaya npu NOAO3PEHUM Ha Ha3allbHble NOAUMbl, Npu 1 c
TAXKENOM 060CTPEHUN XPOHUYECKOIO PUHOCUHYCHUTA

7 | BoinonHeHa KoHcynbTauua JIOP-Bpaya unu cypaonora npu CHUXEHUN criyxa 1 C

8 | BbinoNHEHO UccneaoBaHue ra3oB KPOBU UK NYbCOKCUMETPUSA 1 C
BbinonHeHa Tepanua aHTUGaKTepuanbHbIM(M) NpenapatoM(aMun) Npu 060CTPEHUU XPO-

9 HUYECKOro BOCManuTeNbHOro 6pOHX0NEro4YHOro npouecca CornacHo YyBCTBUTENbHOCTH 1 c
BbISIBIEHHOrO0 BO36YyAMTENS UKW aHaMHECTUYECKUM AaHHbIM O BO36yauTene u ero 4yB-
CTBUTENbHOCTH
BbinosHeHa Tepanus NeKapCTBEHHbIMU NpenapaTaMu U3 rpynnbl KOPOTKOAENCTBYIOLWMX
CeNEeKTUBHbIX 2-afpeHOMUMETUKOB WM KOMOGMHALMEeN NIeKapCTBEHHbIX MpenapaToB

10 | rpynnbl CENEKTUBHbIX B2-aAPEHOMUMETUKOB U TPYMMbl XONMHOMMTUKOB UK FPYNMbl NPo- 3 C
NNOHIMPOBAHHbIX CENIEKTUBHbIX 32-aAPEHOMUMETUKOB MPU HaU4YMK 06paTUMON 06CTPYK-
LMW HUXKHWX AbIXaTebHbIX MyTEMH Npu OTCYTCTBUU MEANULIMHCKUX NMPOTUBOMNOKa3aHWM

Mpuka3 MyHUCTEPCTBA 34PaBOOXPaHEHNS U collManbHoro pa3sutus PP ot 16 anpensa 2012 r. N® 366H «06 yTBepxaeHuu Mopsiaka

OKasaHWs neavaTpuyeckoi nomolu»; NMprukas MuHUcTepcTBa 3apaBooxpaHenns PP ot 15 Hosi6ps 2012 1. N2 917H «O6 yTBEPKAEHUM

MNopsigka oKazaHWst MeAULMHCKOM NOMOLLM 6ObHBIM C BPOXKAEHHBIMU U (M1M) HACNEeACTBEHHbIMU 3a60/1€BaHUAMMY.

CM. Te € NOKYMEHThI.
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Puc. 9. Anroputm BeaeHUs naumeHTa
Fig. 9. Patient management algorithm

MauueHT c Nnogo3peHnemM Ha NnepBUUHYIO
HWINnapHYyIi0O QUCKUHE3UIo

[unarHoctuka

HET

KoHcynbTaums npoduibHoro
crneuuanucrta

AA¢

AnarHos
noaTBepKAeH?

A

Tepanusa B cTauMoHape

Y

[dvcnaHcepHoe HabnaeHne
W Ne4eHne ¢ NePUOANYECKUM
KOHTPOJSIeM B cneumann3mpoBaHHOM
Ny1bMOHONOMMYECKOM OTAENEHUM

aOA

Tepanus

HET

adpdeKTMBHaA?

M B MNOMHOM 06GbeMe, BKlOYaTb perynspHbie Kypcbl

peabuanTaumnu.

BakuuHauuna naumeHtoB ¢ MUA nposoautcs
B COOTBETCTBUMU C HaLMOHA/bHbIM KafieHAapem MpUBUBOK.
PekomeHayeTcs aKTUBHasi MMMYHW3aUMs MPOTUB MHEBMO-
KOKKa M reModunbHOM MHPEKLMHK, a TaKKe exerogHas BakK-
LMHaLMs OT rpunna.

BepeHue naumMeHToB

lMepBHYHaa agMarHocTMKa M Noabop Tepanuu OcyllecT-
BNSIETCA B YCNOBMAX CMneuuManM3MpoBaHHOIO My1bMOHO-
NOTMYECKOro cTauuoHapa MAn oTaeneHus pedepeHCHbIX
denepanbHbIX LEHTPOB (NaUMEHTbl C HETSXeNbiM Teye-
HMEM, OCOBEHHO MNPU KaTaMHECTUYEeCKOM HabnaeHUH
MOTYT OblTb FOCAUTANIN3NPOBAHbl B AHEBHOM CTalMWoHap),
BeJeHne nauMeHTOB COBMECTHO CO CMeLnanncTtom-oTo-
PUHONAPWUHIONOrOM M, MO MOKa3aHUAM, C CypAOA0Orom, npu
HaNM4YMM NPU3HAKOB NEroYHON rMNEePTEH3UN — C AETCKUM
Kapaunonorom. CpoK npebbiBaHUS B CPEAHEM MOXET COCTa-
BWUTb OT 14 go 21 aHs.

B amM6ynaTopHO-MOANKAMHUYECKUX YUYPEKAEHUAX MNpuU
noago3pexun Ha ML y4acTKoBble Bpayun-negmMaTpbl Hanpas-
NS0T 60/1bHbIX Ha KOHCY/NbTaLMIO K BpaYy-MyJlbMOHOOTY.

YacTtoTa BM3UTOB NauMeHTa C NEePBUYHOW LMIMapPHOM
AWCKMHEe3Wen ycTaHaB/MBaETCA WHAMBWAYalbHO B 3aBU-
CMMOCTHU OT TSXKECTU TeyeHus. B cpefHEM KOHTPO/bHbIE
OCMOTpbI NauneHToB ¢ ML A0MKHbI NPOBOAUTLCS HE perxke
1 pasa B rog (N0 MoKasaHWMSM — Yallle) C eXeroaHblm
nccnegoBaHMeM QYHKLMM BHELWHEro AblXxaHusl, caTypaluu,
pe3ynbTaTtoB axoKapauorpaduu ¢ AOMNMNIEPOBCKUM aHanu-

30M W nepuoanyecknm KoHTponem KT opraHoB rpyaHow
nonocTu (B cpegHem 1 pas B 2 roaa).

AnropuT™m BegeHusa nauneHTa ¢ cumntomamu MU npea-
CTaBJIEH Ha puc. 9.

AOMOJIHUTENIbHAAI UHOOPMALIUA, BIUAIOLLASA
HA TEMEHME U UCXO[l BABOJIEBAHUAA/CUHAPOMA
Ucxoabl M NPOrHos

Onpegenswowmmu dakTtopamu ABASIOTCA CBOEBPEMEH-
HOe yCTaHOB/IEHWe AMarHo3a 1 afgeKkBaTHas Tepanus.

[MporHo3 3aBMUCUT OT 06beMa M XxapakTepa nopaxeHus
NErKUX U, KaK NpaBu/io, Np1 NpaBuibHOM CUCTEMATUYECKOM
NIeYEHUN U PETYNApPHOM NPOBEAEHUU peabunnUTaLMOHHbIX
MEePONPUATUI OTHOCUTENBHO 61aronNpPUATHLIN.

[na B3pOC/bIX NaLMEHTOB MYMKCKOro rona XapakTepHa
CHUXEHHasa ¢GepTUAbHOCTL BCNEACTBME HELOCTaTO4YHOCTH
(oTCyTCTBMS) MOABUKHOCTM ciepMaTo30onaoB. MeHLWnHbl MoryT
obnagatb HOpManbHON GEPTUNBHOCTLIO, OAHAKO B HEKOTOPbIX
cnyyasix CrnocoBHOCTb K AETOPOXAEHMIO CHUMXKEHA, Mpu 3TOM
BEPOSTHOCTb pPa3BUTUS BHEMaTO4YHOM GepeMeHHOCTH bonee
BbICOKa N0 CPaBHEHWIO CO CPEAHUMM 3HAYEHWUSMU B MOMNYAALIUN.

3AK/IIOMEHHUE

MpodeccrmoHanbHaa 0CBeAOMIEHHOCTb CMNeLWanmucToB
M KOMMNEKCHbIN MyNbTUAUCUMNIMHAPHbBIA NOAX0A ABASIOTCS
onpeaensownmMmn daktopamu, o6ecnevynBatoLMMm BbICOKUM
YPOBEHb KayecTBa OKa3aHWs MEeAULMHCKOW MOMOLM AETAM
C MNEepPBUYHON UMIMapPHOW AUCKUHE3NEeN. CBOEBpPEMEHHOE
yCTaHOB/IEHWE AMArHo3a M Ha3HavyeHue afeKBaTHOM cucTte-
MaTU4YeCKOoW Tepanuu, perynsgpHble peabuanTaunoHHbIe



MEpPONPUATUA — KJIlOYEBbIE YCNIOBUSA Aa/ibHENLLEro NPOorHo-
3ay aeTen ¢ JaHHOW HO30/10rMen.

UCTOYHUK ®PUHAHCUPOBAHUA
He ykazaH.

KOH®JIUKT UHTEPECOB
ABTOpPbI NOATBEPKAAIOT OTCYTCTBME KOHPIMKTA UHTEpPE-
COB, KOTOpPbIM HEO6X0AMMO O6HapoLOBaTb.
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