LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

[pyrue yTouHeHHble BpOXXAEHHble aHOMaNuu OpraHoB AblXaHus
(nepBMuHasa uMnuapHasa AUCKUHE3US)

KnuHuyeckune pekomeHdaumnm MmHsapasa Poccuu - B3pocnble, AeTu - pegakuma 2026 r., ctaTyc «[pumeHaeTtcs» Ha 04.11.2026 - MKB-10:
Q34.8 - Cotos negunatpos Poccum, AccoumaLmns MeaMUMHCKUX FreHEeTUKOB, POCCUICKOe pecnnpaTopHOe O6LWeCcTBO

MepBUYHas LMIMapHas ANCKMHE3Ns — pefKoe HacneACTBEHHOe 3a60eBaHNe C HapyLUeHEM ABUXEHNS
PECHWNYEK, XPOHNYECKNM MOPaXeHNEM AblxaTenbHbIx nyTewn, JIOP-opraHoB 1 BO3MOXHbIM HapyLLEHVEM
bepTUnbHOCTU. PekoMeHdaLIms NOCBsilLeHa pacrno3HaBaHWIO 3a601eBaHuns, NOATBEPXAEHWIO AnarHosa
HECKONbKUMUW TECTaMU, KOHTPOMKO MHOEKLMN U ANUTENBHOMY MYNbTUAUCLMNIMHAPHOMY HabMIOAEHWNIO AeTen 1
B3POCHbIX.

naBHOe

» ONUA cnenyeT AymMaTh Npy COYETaHWMN NOCTOSIHHOI O BMAXHOI O KaLUns, XPOHUYECKOr0 Uik KpyrnoroanyHoOro
PUHWTA, PELMIONBUPYIOLLMX BPOHXMTOB 1 MHEBMOHMIA, OTUTOB, CUHYCUTOB, BPOHX03KTA30B, HEOHATaIbHOMO
PeCcnMpaToOpPHOro ANCTPECCa, BPOXAEHHbIX MOPOKOB CEPALLA UM 06PATHOrO PaCcroNOXeHUst BHY TPEHHUX OPraHoB.

« O6paTHOE 1M HeNonHoe obpaTHOE PacrnonoXeHWe BHYTPEHHUX OpraHOB BCTpeYyaeTcs npuMepHo y 40-50%
NaLUMeHTOB; Y B3POCIbIX BO3MOXHbI MyXCKOe 6eCrnioaune, CHUXeHne GepTUNbHOCTU Y XEHLMH U BHEMaTouHas
6epeMeHHOCTb.

« EQMHOro «3010TOrO CTaHAapTa» AMarHOCTUKK HET: AnarH03 OCHOBbLIBAKOT Ha KITMHUYECKOM deHoTMMNE N CoveTaHuu
CcrneumanbHblX TeCTOB. HW OOWH OTAEeNbHbIM TECT HE MO3BOMSET HAOAEeXHO noaTeepanTb NN UCKITIOYNTb nua.

« [py exeHEBHOM BMaXHOM Kalusne ¢ paHHero aetctea wkana PICADAR ncnons3yeTcs Ana otéopa naumeHTos;
cymma 6onee 5 6annoB CryXuT OCHOBaHWEM A9 AONOMHUTENBHOMO 06CNeA0BaHNS, YyBCTBUTENbHOCTb U
CNeuMPUUYHOCTb Takoro nopora coctaBnstoT 90% 1 75%.

« PecnupaTtopHble 06pa3sLbl y naumveHTos ¢ MU v npy nogo3perHun Ha MU nccnenytoT perynsapHo, 06bI4HO He pexe
OAHOro pa3a B 3 MecsLa; Npu NepB1MYHOM BbiBNEHMM Pseudomonas aeruginosa Ha ¢poHe spaankaLmm —
exemecsyHo. YposeHb YYP —C, YOO — 5.

 BefeHne JOMKHO 6bITb MyNbTUAUCLUNIMHAPHBIM: MYbMOHOMOT UK NPOdUNbHLIN NeanaTp/TepanesT,
OTOPWHOMAPUHIOSIOr, FEHETUK, MPU HEOBXOAMMOCTW CYpPAOMOr, KapANONOT, PENPOAYKTONOr, CreLmanmcT no
peabunmTaumm 1 KIMHUYECKM GpapmMakosor.

 Koanposanwue ML no MKB-10 06bl4HO NpoBoAsT no kody Q34.8 — «[Jpyrue yTouHEeHHbIe BPOXAEHHbIE aHOMamm
OpraHoB AblXaHWs».

OunarHocTuka

1. CobepuTe aHaMHe3 1 oLeHUTE GEHOTUMN: CUMMTOMbI C POXAEHUSA, HEOHaTaNbHbINM pecnvpaTOPHbIN ONCTPECC,
MOCTOSHHbIN BMaXHbIN Kalenb 6onee 4 Hefenb, XPOHUYECKUM PUHWUT, OTUTbI, CUHYCUTbI, BPOHX03KTa3bl, Situs
iNvVersus, CeMenHble Cryyau 1 HapyLueHns GepTUNbHOCTY.

2.MpoBeaunTe 06LWMIM OCMOTP, BKOUAA OLLEHKY PU3NYECKOr0 Pa3BUTHS, ObIXaHWUS 1 ayCKyNbTaLMio Nerkux, a Takke
JIOP-ocMOTp € nepenHen pUHOCKOMMEN N OTOCKOMUEN; OLLEHKY CryXa MPOBOAAT MO NOKa3aHUAM.

3. HasHaubTe PICADAR rnpuv exeHeBHOM BMaXHOM Kallfe C paHHero AeTCTBa; cyMma 6onee 5 6annos Tpebyet
yrny6neHHom AMarHoCTUKN.

4.Y peten ctaplle 5 neT 1 B3poChbix naMepbTe HasanbHbIn NO. 3HaueHve MeHee 77 ppb B ABYX Npobax C MHTepBanoM
He MeHee 2 MeCsLLEB NPU XapakKTEPHOM GEeHOTHMNE U UCKITIOHYEHHOM MYKOBUCLIMA03E MOXET BbITb AOCTATOUHbLIM 47N
KNIMHWYECKOro AnarHo3a C nocneayowmm nposeaeHemM LnnmapHom 6uoncmm ansg 3neKTpoHHON MUKPOCKOMUK UM
BbICOKOCKOPOCTHOW BUAEOMUKPOCKOMUM /UM FEHETUYECKOr 0 UCCneaoBaHus; HopManbHbi peaynbTat MU He
nCKNoYaeT.

5. MNonyunTe pecnmpaTopHbI 06pa3eL, ANd NoCeBa U ONpeaeneHns YyBCTBUTENbHOCTH; ONTUMarbHbl CBO6OAHO
otaensemas MokpoTa unu BAT1, ay oeten 4o 6 net 6e3 NpoayKTUBHOMO KaLlna AOMYyCTUM Fy60oKM Ma30K C 3aaHen
CTEHKM rnoTKW. [pu CTabunbHOM TeYEHUN C NPOAYKTUBHbBIM KallemM exeroaHo NpoBOAMNTE CKPUHUHE Ha
HeTy6epKynesHble MUKOBaKTepPUN.

6. iccnepynte @YyHKUMIO BHELWHErO ObIXaHWA: CMMPOMETPUIO OBbIYHO NPOBOAAT Kaxable 3-6 MecALEeB,
6oavnneTnamMorpapuio — no nokasaHUaM, B CpeHeM exeroaHo.
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7.TTpoBoaunTe KT opraHoB rpyAHOM NONoCTY B CPedHEM OAMH Pa3 B 2 rofa; Npu 060CTPEHUN BO3MOXHO
BHEOYepenHoe nccneaoBaHve.

8. [Ina noATBEPXAEHUA NCMNONb3YyNTE COYETAHNE BICOKOCKOPOCTHOW BUAEOMUKPOCKOMNUM C OLLEHKOW YaCTOThbI U
naTTepHa buerns pecHuuek, TOM, UMMYHOMTYOPEeCLEHLIMM 1 MONEKYNSPHO-TeHETUYECKOr0 UCCNeA0BaHMA.
HedexTbl TOM 1knacca noareepxgatoT ML, aedexTbl 2 Knacca TPebytoT NOATBEPXASHUA APYT MU METOAAMU;
oTpuLaTeNbHas reHeTuYeckas naHesb AMarHo3 He UCKITIoYaeT.

IleueHue

» KMHe3uTepanuio HasHavaloT BCEM NaLMeHTaM C MOMEHTa NOCTaHOBKM AAMarHo3a: NOCTYPanbHbI U ay TOreHHbIV
APEeHax, aKTUBHbIV LMK AbIXaHWS, MEPKYCCUOHHbIN MacCax, OpeHaxXHbIe NONOXEHNS 1 AblXaTeNbHbIE TPEHAaXEPbI C
NoNOXWTENbHBIM AAaBNEeHWEM Ha Bblgoxe. YposeHb YYP — C, YOO — 5.

Bcem nauveHTam 6e3 npoTMBONOKa3aHn MPOBOAAT aKTUBHYIO MYKOUTUYECKYIO Tepanuio, MpeanoyTUTeNnsHO
NHransaUMoHHY0. MNepTOHNYECKMIM PaCcTBOP HaTPWS Xnopuaa 3%, 6% unu 7% c HaTpueM rmanypoHaTom
NPUMEHSAIOT Yepe3 Hebynan3ep no 5 M 2 pa3a B CYyTKM; pa3XmXeHne MOKPOTbI COYETAIOT C ee YaaneHnem
MeToAaMu KnHeantepanuu. YposeHs YYP — C, YO — 5.

Mpn 06paTUMON NI YACTUHYHO 0BPAaTUMON BPOHXMaNBLHOM OBCTPYKLMM MCMONBb3YIOT NHFaNALNOHHbIE
BPOHXONUTUKK, B TOM UKMCNe CanbbyTamMon, MNpaTponusa 6poMua Unm nx KOMBUHaLLMKU, OBbIYHO MO TPEBOBaHMIO U
nepen rmnepToHUYEeCKMM PacTBOPOM, MPOTUBOMUKPOBHbLIMWU MHIANALMAMKU 1 KnHe3unTepanuen. MNpn OPB1 meHee
30% OT OOMKHOIrO MHransLmm NPOBOAAT Yepes Hebynanaep; 003MPOBaHHbIE a3P030/bHbIE UHIanATop.
NPUMEHSAIOT Co cnencepoM. Yposenb YYP — C, YOO — 5.

O60CTpEHME XPOHNYECKOTO BPOHXONErOYHOr O NPoLLEecCa ANarHOCTUPYIOT NPY HANMYMM HE MeHee Tpex
MPW3HaKOB, BK/TIOYas yCUNeHne Kalnsg, usMeHeHne MOKpOTbI, HapacTaHne OAbILLKK, NMXopaaKy cabille 38 °C,
CnaboCTb UMK KPOBOXapKaHbe. INpr 060CTPEHNN Ha3HAYaIOT CUCTEMHYIO aHTUMUKPOBHYIO Tepanmio; 06bIYHO KypC
cocTtasnseT 10 aHel, npy Pseudomonas aeruginosa — okomno 14 fHewn, Npu TAXENOM TeYEHUN UMK
HeaPPEeKTUBHOCTHN CTapTOBOM Tepanun — Ao 21 AHA. YposeHb YYP Ana TakTUKu nepopanbHon Tepanum npm
HeTAXeNnoM 060CTPEHUM 1 Nepexoa Ha BHYTpuBEHHY0 — A, YOO — 1.

Mpun nepsuyHOM BbiABNeHWM Pseudomonas aeruginosa npoBoaAT 3paavkaLMOHHYIO Tepanuio: LIMNPodIoKcaLmH
UM aHTUCUHEMHOWHBIN 6eTa-nakTam, NP HEOOXOANMOCTU C aMUHOTIMKO3NAO0M, OBbIYHO 14 AHEN, 3aTeM
WHransaunMoHHbIN KONUCTUMETAT HaTPUS U TOBPaMULIMH He MeHee 4-12 Hedenb. OAWH 13 BapuaHTOB Y NaLMeHTOoB
6e3 BblpaxeHHbIX CUMNTOMOB — MHIranALUMOHHbIN TobpamuLmMH 300 Mr 2 pasa B CyTKM B TedeHWe 28 oHen. YpoBeHb
YYP—-C,yOO-5.

Mpwu xpoHmyeckon nHpekLmmn Pseudomonas aeruginosa NepBov NIMHWEN CHUTAIOT MHIaNALLMOHHbIE MpenapaTsl,
npexae BCero KoNMCTUMETAT HAaTPUSA UM TOBPaMULIMH. [pK KIMMHUYECKM 3HAUMMBIX CUMNTOMaX UM 060CTPEHUM
BO3MOXHa BHYTp1BEHHasd KOMBVMHMPOBaHHaa aHTUCUHErHOMHas Tepanus AByMA npenapaTamu He MeHee 10 gHen.
Yposenb YYP — C, YOO — 5 and vHranaumoxHon tepanun n YYP — C, YOI — 4 ang BHyTPUBEHHOW KOMBUHALIMN.

Mpur YacTbIX 06OCTPEHUAX Y MALMEHTOB C 7 NET MOXHO Ha3HaYaTb a3UTPOMULLMH Kak MPOTUBOBOCMANUTENbHYIO
Tepanuio nocne cKpuHWHra Ha HTMB 1 pernctpaumm OKT. BapraHTbl o3unpoBaHns: 250 M 3 pasa B HeAeNto npu
mMacce Tena meHee 40 kr nnm 500 Mr 3 pa3a B Hegento npu Macce tena 40 kr v 6onee B Te4eHve 6 MeCALLEB;
anbTepHaTuBHO — 250 MI eXeHEeBHO B TeueHue 12 Mecdues. YposeHb YYP —C, YOO — 5.

KucnopogoTtepanuio npooasT npu PaO2 MeHee 55 MM pT. CT. B NOKOe Nbo MeHee 60 MM pPT. CT. Npu OTekax,
NOMULIUTEMUM UM NEerOYHOM rnepTeH3uu; Lenesasd SpO2 — 90-92%, AnMTeNnbHOCTb — He MeHee 15-24 4acoB B
CyTKU. Mpw apiIxaTenbHON He4OCTaTOYHOCTH MOXHO NpuMeHsaTb HUBJI. YposeHb YYP — C, YOO — 5.

Korpa HanpaBuTb M Kak HabnogaTb

* [aLMEHTOB C HECKONBbKUMM XapaKTepHbIMWU MPU3HaKaMun, POACTBEHHMKOB 60MbHbIX ML, B3pOC/bIX C NEPBUYHbLIM
MYXCKWUM BecrnnoamemM Unm BHeMaTouHOM 6epeMeHHOCTbIO, a Takxe nauneHToB ¢ PICADAR 6onee 5 HanpasnsioT
Ha obcnefioBaHWe B crieuanu3npoBaHHbIN arHOCTUYECKUN LLEHTP.

« [epBUYHYIO AMArHOCTMKY 1 NoABOP Tepanum NPOBOAST B CNeLMann3vpoBaHHOM MybMOHOMOMMYECKOM
CTaLMOHape 1nv OTAENEHUN; MPU HETSXENOM TeYeHMM BO3MOXHO HabnoaeHVe B IHEBHOM CTaumoHape. CpeaHas
LONUTENbHOCTb NpebbiBaHWS NP NePBUYHOM 06CNEeN0BaHUM MOXET COCTaBNATb 14-21 AeHb.

* MNpu TAxXENOM 0B60CTPEHUU, HESDDEKTUBHOCTM NEPOPArbHOM Tepanum, HapyLLEHWU BCACbIBaHUS MW yXYALWLEHNN
COCTOSAHWSA Ha HOHe NeyeHns BHYTPb TpebyeTcs BHYTPUBEHHaA aHTUMUKPOBHas Tepanus, KOTOPYIO HaumMHaloT B
CTauMoHape; Kypc cocTaBngeT fo 14 aHen n 6onee.
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+ FfocnuTanMaaLums NpoBOAUTCS MO NOKa3aHWAM B MyNbMOHONOrMYeCckoe, MHOEKLMOHHOE UMW Apyroe OTAENEHNE,
rae ecTb CneumanmncTbl C onbiToM BeaeHus MNUL; naumeHTa pasmeLlatoT C y4eToM MYKPOBMONIOrMyYeckoro nemnsaxa,
MO BO3MOXHOCTW B UHAMBWUAYaNbHOM 6OKCe.

YacTble Bonpochl

MoxHO nn uckntounTb MLLA HopManbHbIM Ha3anbHbiM NO unu oTpuuaTenbHbIM FreHETUYECKUM TECTOM?

HeT. H1 oavH TecT He o6nafaeT 0OCTaTOUYHON UYYBCTBUTENBHOCTBLIO U CMELNDUYHOCTBIO A1 CAMOCTOATENTbHOrO
ncknodeHna Mg, oTpuLaTenbHOEe reHeTnyecKkoe nccnegoBaHne amarHo3 He NCKNKoYaeT.

Kakow nopor PICADAR TpebyeT o6¢cnegosaHus Ha MNLAO?

CoueTaHne xapaKTepHbIX KINMHUYeCKnx npn3aHakos ¢ cyMmon PICADAR 6onee 5 aBnseTcs oCHoBaHWeM Ang
OOMoNHUTENBLHOro 06cnenoBaHus. MNpu cuHaopomMe 3nsepTa-KapTareHepa 1 cymme He MeHee 10 AnarHo3 MOXeT BbiTb
NPaBOMOYEH Aaxe MpW OTPULLATENBbHbBIX OCTasbHbIX TECTaX.

Kak yacTo 6paTb noces MOKPOTbI npw MLLA?

OB6bIYHO HE pexe 0AHOrro pa3a B 3 MecsLa, Npr He0H6XOAMMOCTH Yalue. [py NepBUYHOM BbiSiBeHMM Pseudomonas
aeruginosa BO BpeMa apaankaLmm nccnefoBaHue npoBoasT eXeMecsayHo.

Hy>Ho nn neunTb 6eCCMMNTOMHbIN NepBbin BbiceB Pseudomonas aeruginosa?

[a. Mpw nepBoM BbisiBNeHWM Pseudomonas aeruginosa NpoBoAAT 3paanKaLMOHHYI0 aHTUMUKPOBHYIO Tepanuio
He3aBVCKMMO OT BbIPaXEHHOCTM CUMNTOMOB; NEPBOW TMHWEN CMYXaT LMNPODIOKCALIMH UM aHTUCUHENHOMHbBIN 6eTa-
nakTaMm, 3aTeM MHranaUuMOHHbIV aHTUOMOTUK.

Kakune MeTobl OUNCTKM AbIXaTeNbHbIX NyTen aBnaoTcs 6as3osbiMu npu MNLA?
KunHesnTepanuio Ha3Ha4yaloT BCeM NaumneHTaM C MOMEHTa NOCTaHOBKM AnarHo3a. ICnonb3yoT NOCTYpasibHbI U

aYTOI'eHHbII;l OpeHaXx, AKTMBHbIV LUK ObIXaHWS, I'IepKYCCMOHHbIl;l MacCCaX, peHaXHble NONOXEHNA N ObIXaTellbHble
TPEHaXepbl C NONOXNTENbHBIM AaBfeHNeM Ha BblJOXe.

BbIXuMKa caenaHa no TEKCTY pekoMeHAaLmmn U He 3aMeHsieT ero. MonHbI oduLmanbHbIi TEKCT, KanbKyNaToPbl 1 COKPaLLEHHasa BEpCHs:
https://iukonaceyeHoBa.pd/cr/1028-drugie-utochnennye-vrozhdennye-anomalii-organov-dyhaniya-pervichnaya. OpuumansHbIv
MCTOYHMK: https://cr.minzdrav.gov.ru/preview-cr/1028_1
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