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Manbymnkm n myx4mHbl 9-26 net

KmoueBast undopmanus o 6e30nacHOCTH Ha OCHOBAHHH HHCTPYKIMH IT0 TPUMEHEHHIO
JieKapCTBEHHOTO Ipenapara s MeJUIUHCKOro npuMenenus Fapaacun®
perncrTpaumnoHHbi Homep J1M-002293

Hasearue npenapama: lappacun®

IpynnuposoyHoe Ha38aHue: BakLMHa NPOTMB BMPYCA ManunnoMbl Yenoseka KBajpyBaneHTHaa
peKoMOuHaHTHas (Tunos 6, 11, 16, 18). Human Papillomavirus (Types 6, 11, 16, 18) quadrivalent
recombinant vaccine.

lpomueonokasanus: rnepyyBCTBUTENBHOCTb K aKTUBHbIM KOMMOHEHTaM 1 BCMOMOraTesbHbIM
BELLECTBAM BaKL/IHbI; HAPYLIEHNA CBEPTLIBAEMOCTY KPOBY BCTIEACTBYIE FeMOGUAIY, TPOMOOLWTO-
NEHNV WN Ha GOHE MPNEMA aHTMKOATYNAHTOB ABAAIOTCA OMHOCUME/bHbIM NPOTUBOMOKa3aHNeM
K BHYTPUMbILLIEYHOMY BBEAEHIIO BAaKLIMHDI; OCTPOE TAXENOe NMXOPaA0UHOe 3a60neBaHue.

Ocobble yKkazaHus: Kak v Npy BBeAEHUI N06OIA BaKLyHbI, B 1e4e6HO-NPOGUNAKTUYECKOM Ka-
G1HeTe BCErfja HYKHO MMETb HaroToBe COOTBETCTBYHLLME NIEKAPCTBEHHbIE CPEACTBA Ha Cyvait
pa3BuTUA peaKoy aHadpnuNakTNYeckoi peakumn Ha BBeAEHMe BaKLMHbI 1 CPEACTBA HEOTNOKHOM
11 NPOTMBOLLOKOBO Tepanui. HemocpeAcTBeHHO Mocne BBEAEHA BaKLMHbI B Teuetie 30 MUH 3a
MaLYeHTOM OCYLECTBAAETCA MeAULIMHCKOE HabMiofieHe C Lieblo CBOEBPEMEHHOTO BbIABNEHUA
MOCTBAKLMHANBHBIX PEAKLMIA N OCTIOKHEHMIA N OKa3aHWA SKCTPEHHON MEAMLIMHCKON MOMOLLY.
Mpy npoBegeHNM NMo6ON BaKLMHALIMM MOXET HabMI0AATbCA 0OMOPOK, OCOBEHHO Y MOAPOCTKOB
1 MONOABIX KEHLYMH; Y JINL C HAPYLUIEHHOI PEAKTUBHOCTbIO MMYHHOW CUCTEMbI BCIIEACTBIE

NPUMEHEHNA NMMYHOCYMPECCaHTHOI Tepanum (CUCTEMHbIE KOPTUKOCTEPOUAD], LUTOTOKCUYHbIE
npenaparbl, aHTIMETaboNNTbI, ANKUAMpPYloLLMe Npenapartbl), reHeTUUECKoro AedeKTa, nHpekumn
BMPYCOM MMMyHOAepMLMTa YenoBeka (BY) 1 apyrux npuumnH 3awutHbin GGeKT MoXeT ObiTb
CHUXEH; BaKLWHY CriepyeT BBOAUTD C OCTOPOXHOCTbIO INLAM C TPOMGOLMTONEHNEN 1 NI0GbIMI
HapyLIEHNAMI CBEPTBIBAHWA KPOBH, MOCKO/bKY NOC/E BHYTPUMBILIEYHOM MHBEKLMY Y TaKnX InLy
MOXET Pa3BUTbCA KPOBOTEUEHNE.

Mo6oyHoe delicmaue: Hanbonee YacTble HexenaTesnbHble ABNEHNA: 60Mb B KOHEYHOCTAX, NMPEK-
1A, NOKpacHeHue, 6ofb 1 NPUNYXNOCTb, 3yf, reMaToMa; HexenaTeNbHble PeakLun, O KOTopbIX
€006LLaNoCh BO BPeMA MOCTPErMCTPALMOHHOTO MPUMEHEHWA BaKLWHbI, JOCTOBEPHO OLEHIUTb
4aCToOTy KOTOPbIX 11 CBA3b C MPUBMBKOV HE NPeACTaBNAETCA BO3MOXHbIM: dnerMoHa, numdase-
HOMaTVs, NANONATYECKas TPOMOOLITONEHNYECKAA NYPYPa, FOIOBOKPYKEHNE, FON0BHasA 60Mb,
cuHApom MiieHa-bappe, 0CTpbIN paccenHHbIi SHLedANoMUENUT, 06MOPOK, NHOTAA CONPOBOXAA-
€Mbli1 TOHUYECKO-KNOHNYECKMI Cy[OPOramii, TOWHOTa, PBOTA, apTPANrns, MUanrua, acTeHus,
YCTanoCTh, 03H06, ANCKOMPOPT, peaKLi runepuyBCTBUTENBHOCTY, BKMIOYaA aHadunakTyeckue/
aHabunakToMaHble peakLnm, GPOHXOCNA3M 1 KPaNuBHULY.
)
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Mpotue Bupyca Manunnomel Yenoseka (6,11,16,18 Tunos)]

* BMY — BUpyc nannnnombl YenoBeka
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MEPEL HAYATOM MPUMEHEHIS 03HAKOMBTECh C UHCTPYKLIAEN M0 MEOVLIAHCKOMY MPUMEHEHUIO.

KPATKOE OMCAHIE KCOMAP/XOLAIR®

Omanuaymad, nnochunusar Ans NpUroTOBMEHMA pacTBopa AN MOAKOXHOrO BBefeHus, 150 mr. OManu3ymad SBNSETCS TyMaHU3MPOBAHHbIM MOHOKNOHANbHBIM AHTUTENOM, MOMYYEHHbIM HA OCHOBE PEKOMOUHAHTHON
[IHK, cenektueHo cBA3bIBatOLMMES C uMMyHornoBynuHom (IgE). MOKASAHWSA. Neyexune nepcucTvpyloLeit aTonuyeckoi 6pOHXManbHOM acTMbl CPEAHETAKENOr0 W TAXKENOr0 TeYEHNs, CUMNTOMbI KOTOPOW HEA0CTaTo4HO
KOHTPONUPYIOTCS NPUMEHEHUEM UHTANALMOHHBIX FMIOKOKOPTUKOCTEPOWAOB Y NaLMEHTOB 6 NET U CTapLue. Jle4eHne XPOHUYECKOI UANONaTUECKO KpanuBHULbI, PE3UCTEHTHO K Tepanuu Gnokaropamu Hi-rucTaMmuHoBbIX
pewenTopos, y nauuenTos 12 net u crapwe. [103bl U CNOCOBb NPUMEHEHWA. Atonnyeckas 6poHXvanbHas actma: B 3aBUCUMOCTY OT MCXOAHOW KoHLeHTpaumum IgE (ME/Mn) u maccbl Tena nauvienTa (kr) pekomeHayemas
11032 npenapata cocTanser ot 75 4o 600 mMr 1 pa3 B 2 uan 4 Hepenu. XpOHUYECKas MAMONATMYeCcKan KpanuBHULA: PeKoMeHayemas fo3a npenapara Kconap coctasnset 300 Mr kaxable 4 Hefenw B BUAE NOAKOXHOM
nhbekuun. MPOTUBOMOKA3AHMS. MobILueHHas HYyBCTBUTENLHOCTL K OManM3ymaty unm K nio6omy apyromy komnoxeTy npenapara. MPEAOCTOPOXHOCTW. Mpenapar He cneayeT npUMEHSTL ANA eYeHUs 0CTPbIX NPUCTYNoB
6pOHXUANbHOM CTMbI, OCTPOrO GPOHXOCNA3Ma WNM acTMATUYECKOro cTaryca. focne Hayana neyeHwus npenapatom Kconap He pekoMEHZYeTcst Pe3k0 OTMEHSTb CUCTEMHbIE NN WHTANALMOHHbIE FMIOKOKOPTUKOCTEPOUADI.
Co6ntopath 0CTOPOXHOCTb NPU NPUMEHEHNN Y NALMEHTOB C HAPYLUEHUAMY (DYHKLMM NEYEHN W/Wam NoYeK, C ayTOMMMYHHbIMM 3a60N1BaHNAMY NI 33607€BAHMAMM, CBA3AHHBIMIA C HAKONAEHMEM UMMYHHbIX KOMNAEKCOB, C
PUCKOM Pa3BUTUA NapasuTapHbIx GONE3HEN, Mpi Pa3BUTUN MECTHBIX NN CUCTEMHbIX ANNEPriuyeckux Peakwvii (BKNKYas aHadhunakTeckie peakwmm 1 CbiBOPOTOUHYK) GONE3Hb), NPU GEPEMEHHOCTI U B MEPUOA MPYLHOIO
BckapMnvBaHus. BSAUMOJEACTBUE C IPYTVMM NEKAPCTBEHHBIMI CPEACTBAMW W IPYTUE BU/bI B3AUMOJIEACTBUIA. CrieuvanbHbix vccniefoBauii no B3auMogeicTsuio npenapata Kconap ¢ nekapCTBEHHbIMM
npenaparamy, BKIKYas BAKUMHbI, He MPOBOAMNOCH. B3aumopeicTBue npenapata Kconap ¢ NeKapcTBEHHbIMI MpenapaTamy, NpeHa3Ha4eHHbIMU NS NIeYeHUs GPOHXUANBHOM acTMbl UMK XPOHYECKO WAMONATUYECKOIA
KpanusHHLLb1, ManoseposTHo. TOBOYHOE AEACTBUE. Ha chowe Tepanu npenapatom Kconap HaGniosanich ceayloLIue Peakvie CepheaHble HeXenaTenbHbIe ABNEHNS: aHa(UNaKTHHECKIte PeaKLIM (HANMYUe aHAUNAKTUYECKX
PEaKLMit B aHAMHE3E MOXET ObiTb (DAKTOPOM PHCKa), BKMH0Yas aHTMOHEBPOTUECKIIA OTEK, U APYrIAE anneprityeckile COCTOSHMA, B TOM YUCAE anneprityeckinit GPOHXOCNIA3M, anneprityeckiii rpaHyneMaTo3HbIi QHTMNT (CUHZPOM

Yapra-Ctpocca), Tsxenas uunonatuyeckas TPOMGOLUTONEHMS, CbIBOPOTOYHAS GonesHb. 04eHb 4acTo: ronoBHas 60b. HacTo: runepTepMus (04eHb 4acTo — y AeTeit 6-12 neT ¢ aTonuyeckoil 6poHXMaNbHOI aCTMOIA), peakL
B MECTE BBEJEHWA Npenapara, OTeK, 3puTema, 3yd, 60nb B 3nuracTpum (y AeTeit), Ha30(DapUHIUT, MHADEKLMA BEPXHIX JbIXaTeNbHbIX NyTeH, BKMI0Yas BUPYCHOM STMONOrMM, MHADEKLMA MO4EBLIBOASLLUX NYTEH, CUHYCHT,
6071b B 06NMACTV NPUAATO4HBIX NA3YX HOCA, APTPANTYA, MUANTUA, 60Mb B KOHEYHOCTSX, KOCTHO-MbILLEYHAA 60Mb. HeacTo: ronoBOKPYXEHIE, COHNUBOCTb, MAPECTE3UM, CUHKONANbHbIE COCTORHIA, MOCTYPaNIbHAA TMNOTEH3NS,
«TIPUNMBbI», (DAPUHTUT, KALUENb, TOLIHOTA, AMAPES, AMCNENCUS, KDaNUBHULA, CbiMb, ()OTOCEHCUOUNM3ALIAA, YBENMYEHNE MACCHI TENA, YYBCTBO YCTANOCTH, OTEYHOCTb PYK, FPUNNONOA06HOE COCTOAHME. PefKo: napasuTapHsle
60N1€3HN, OTEK ropTaHy, BbIPaOOTKA aHTUTEN K JIEKapcTBEHHOMY npenapary. [pu npumexeH npenapara Kconap B KvHIYECKOI NpakTUKe 0TMEYanuehb anonewys, 0Te4HocTb cycTasos. MpousseaeHo «Hosapue Gapma LteiH
AT», LUiseiiuapus. PeructpaumorHoe yaoctoseperue: JICP-000082 ot 29.05.2007

Jlutepatypa: 1. Humbert M, Beasley R, Ayres J, et al. Benefits of omalizumab as add-on therapy in patients with severe persistent asthma who are inadequately controlled despite best available
therapy (GINA 2002 step 4 treatment): INNOVATE. Allergy 2005;60:309-16. 2. Ayres JG, Higgins B, Chilvers ER, et al. Efficacy and tolerability of anti-immunoglobulin E therapy with omalizumab
in patients with poorly controlled (moderate-to-severe) allergic asthma. Allergy 2004;59:701-8. 3. Vignola AM, Humbert M, Bousquet J, et al. Efficacy and tolerability of anti-immunoglobulin E
therapy with omalizumab in patients with concomitant allergic asthma and persistent allergic rhinitis (SOLAR). Allergy 2004;59:709-17. 4. Busse W, Corren J, Lanier BQ, et al. Omalizumab, anti-IgE
recombinant humanized monoclonal antibody, for the treatment of severe allergic asthma. Journal of Allergy and Clinical Inmunology2001;108:184-90. 5. Sol r M, Matz J, Townley R, et al. The an-
ti-IgE antibody omalizumab reduces exacerbations and steroid requirement in allergic asthmatics. Eur Respir J 2001;18:254-61. Erratum in: European Respiratory Journal 2001;18:739-40. 6. Hol-
gate ST, Chuchalin AG, H bert J, et al. Efficacy and safety of a recombinant anti-immunoglobulin E antibody (omalizumab) in severe allergic asthma. Clinical & Experimental Allergy 2004;34:632-8.
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O6pauleHme K Yutatensam

Hdoporue apy3bs, yBaxaemble Kosneru!

CTpeMuTenbHO 6EXNUT BPeMS, U Mbl 06513aHbl ycneBaTb 3a HUM!

Mbl, negmMaTpbl, Kak U apyrue cneuuanucTbl, JOMKHbl paboTaTh B COBpe-
MEHHON MeauuuHe no MopsagkaM U KIMHMYECKUM npoTokonam? [la, KoHeu-
Ho! 3T0 o6neryaeT ¥n3Hb — Bellb €CAM Mbl CleayemM Halwnm o6a3aTebHbIM
K UICMOJIHEHMIO JOKYMEHTAM, TO K Ham He ByAeT NPeTeH3UN HU Y NPOBEPSIOLLNX
OpraHoB, HM Yy HeJO6POCOBECTHLIX MaLMEHTOB. Ha3Havyasa ToNbKO Te AgnarHo-
CTUYECKME UK leyebHble BMellaTeNbCTBa, KOTOPble NPONUcaHbl B KIUHKYe-
CKMUX peKOMeHJauUusX, Mbl He TONIbKO AeNnaem nydiiee ans 60/bHOro, HO 1 cebs
MOXeM obesonacuTb! lMNoBepbTe, HET HUYEro obuaHee, YeM CTaNKUBaTbCHA
CO c/ny4yassMW, KOrda Hallu KOJJern HasHadvaloT NauMeHTy, MpuyeM Bpoae
Obl U3 NyYLWIMX COOBPaXKEHUN, YTO-TO (MCCNedoBaHUs UK JaXke NeKapcTBa)
C HejoOKa3aHHOM 3DODEKTUBHOCTbIO MM HebeccrnopHOn 6e30MacHOCThIO.
Ecnu 370 He nponucaHo B NPOTOKONAX, 3alWMTUTb TaKOro JOKTopa B ciayvyae
CMOPHOM CUTyaLMW MPAKTUHECKU HEBO3MOMKHO... [103TOMy BHOBb M BHOBb
Ha CTpaHuLax }XypHana Mbl BO3BpalaemMcsl K aTon Teme. M B 3TOM HOMepe
«legnaTpuyeckon GapmaKoiorMm» BHOBb NnevyataemM KJAMHUYECKME PEKOMEH-
fauuun («0630p KNMHUYECKUX peKoMeHdauun no 6onesHu/cuHapomy Kasacakur», «OcTpas pecnupaTtopHasi BUpYCHas
MHOEKLMSA y IeTEN: COBPEMEHHbIE NMOAXO0/bl K AUArHOCTUKE U NIEYEHUIO).

Bbl, HalLK JOoporue YnuTaTenu, Bolparkaete noxenaHne 3HaKoOMUTbCS € 60/bLIMM KOTMYECTBOM KIIMHUYECKUX Cry4va-
eB? MNoxanyncta! Mbl BHOBb NevyaTaeM A5 Bac MHTEPECHbIE MPUMEPbLI U3 peasibHOM KIIMHUYECKOW NPaKTUKKU, U OFPOM-
HOe crnacubo TeM, KTO UX NOATrOTOBM.

M HaKoHeL, elle ofHa YyBCTBUTENbHANA A1 COBPEMEHHbIX JETCKMX JOKTOPOB TeMa — OpraHn3auus MeauLUHCKOM
nomMouiu getam. BepHee, gebatbl 0 TOM, Kak Mbl, eguaTpbl, MOXEM U LOMKHbI pearMpoBaTth Ha BbI30Bbl MEHSAOLLErocs
Mupa! Mbl Ha4aaM AMCKYCCUIO, HO HaM Ba)KHO Balle MHeHWe! Beab ceroaHs B pa3HbiX PErMOHax CTpaHbl MbiTaloTCA NPo-
BOAMTb OpPraHn3aLnoHHble U3MEHEHMS, HE BCeraa Hay4yHo WM 9KOHOMUYECKU 0B6OCHOBAHHbLIE, U Y Hac AOMKHbI 6biTh
apryMeHTbl ANs TeX, KTO MPUHUMAET TaKoro poaa peLleHms.

Tak 4TO XKAeM obpaTHyto cBA3b! Beab Mbl, NeanaTpbl, Kak MCTUHHbIE aABOKaThl JETCTBa, Bcerga 6bin, ecTb U Byaem
aKTUBHbIMM YJIeHaMM HALIEero rpaxkaaHcKkoro obuwectaal

-

C yBaXkeHuem,

rnaBHbIA peAaKTop XypHana, akagemuk PAH, npodeccop,

3aciyKeHHbI! AeaTeNlb HayKu PO,

samectutenb agupektopa HHMLU 3/ no Hay4yHoW paGoTte —

aupektop HUU negunaTtpun HHNLU 34,

3aBepylouan kKadpeapoi pakynbTeTtckon neguatpumn N2 1 neguaTtpuyecKoro
dakynbTeta PHUMY um. H.U. NMuporosa,

coBeTHUK BO3, uneH Ucnonkoma MexayHapoaHoOW neauaTpuyecKomn accoumanmm,
Mpe3upeHTt EBponeicKoin neguarpuyeckon accoumnauumn (EPA/UNEPSA)

Nleina CeimypoBHa Hama3oBa-bapaHoBa

Dear friends, dear colleagues!

The time is fleeting and we must keep up with it!

Should we, pediatricians, like other specialists work in modern medicine according to Order sets and clinical protocols? Yes, sure! The
life becomes easier — after all, if we follow our binding documents we will not receive any claims from the inspecting bodies or unfair patients.
Appointing only those diagnostic or therapeutic interventions that are prescribed in the clinical recommendations, we provide both the best
care for a patient and safety for our practice! Believe me, there is nothing more disappointing than dealing with the cases when our
colleagues for the best reasons assigned some interventions (examinations or even medicines) with unproven effectiveness or non-
unquestionable safety ... If administration is not prescribed in the protocols, it is almost impossible to protect a doctor in case of a disputable
situation ... Therefore, again and again we return to the topic on the pages of the journal. In this issue of Pediatric Pharmacology we again
publish clinical recommendations («Review of clinical recommendations for Kawasaki disease/syndrome»; «Acute respiratory viral infection
in children: modern approaches to diagnosis and treatment»).

Do you, our dear readers, want to get acquainted with a larger number of clinical cases? You are welcome! We again present interesting
clinical histories from real clinical practice, and appreciate work and contribution of authors who prepared them.

Finally, one more pressing issue for pediatricians is the organization of medical care for children. To be more correctly, the debate about
how pediatricians can and should respond to the challenges of the changing world! We started the discussion but your opinion is important
to us! Today, in different regions of the country they try to implement some organizational changes that are not always scientifically or
economically justified: we should have arguments for those who make such decisions.

So we are waiting for the feedback! After all, we, pediatricians, are the professionals engaged in child advocacy who were, are, and will
be active members of our civil society!

Yours faithfully,

Editor-in-Chief, Member of the RAS, Professor, Honoured Scientist of the Russian Federation,
Deputy Director for Science of Scientific Center of Children’s Health

Director of the Research Institute of Pediatrics of SCCH,

Head of the Pediatric Department N° 1 of Pediatric Faculty

of N.l. Pirogov Russian National Research Medical University,

WHO consultant, Member of the International Pediatric Association (IPA) Standing Committee,
the President of the European Paediatric Association (EPA/UNEPSA)

Leyla Namazova-Baranova
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[MUNOTHLIN NPOEKT

«0OLEepPOCCUUCKUNA perucTp naLMeHToB
C TAXeJIOh OPOHXUAJIbHOU aCTMOM».
lNepBble pe3ynbTaTbl B AETCKOMU

rpynne naLMeHToOB

(HabntogatenbHas nporpamma r. MOCKBbI)

KoHTaKTHasi MHGopmaLus:

BuiHéBa EneHa AnekcaHapoBHa, KaHAMAAT MEAULIMHCKMX HayK, 3amecTuTenb aupektopa HUW neanatpum no Hay4How paboTe, 3aBefylolias OTAeNnom
CTaHAapTM3aLnK U KNMHUYECKOM hapMaKonorum, Bpay anneproaor-uMMyHONOr OTAENEHNS BOCCTAHOBUTENbHOMO 1IE4YEHUS JeTer C annepruyeckumm
60ne3HAMMU 1 3a6oneBaHuaMu opraHoB abixanus HUW neguatpum OraY «HHMLU3/» Mun3apasa Poccum

Appec: 119991, MockBa, JToOMOHOCOBCKMI Np-T, A. 2, cTp. 1, Ten.: +7 (499) 134-03-92, e-mail: vishneva@nczd.ru

Cratbs noctynuna: 10.03.2017 r., npuHATa K neyatu: 26.04.2017 1.

B cratbe npejcTtaBaeHbl nepBble pe3ynbTaTbl MUIOTHON HabawgaTebHon nporpamMmbl «O6LEPOCCUUCKNI PerucTp
rnaumneHToB C TAXKeJlon 6POHXMabHOM acTMoM», cTapToBaBlen B MockBe. jenb faHHON MHMUMATUBbLI — aKkKyMynsyus
KJIMHUYECKUX CBEAEHMI O 6GOJIbHbIX TSXKEJI0M 6pOoHXManbHOM acTtmor B Poccuiickon ®epepaunn. Metogbl. Metogom
6b11 BbIOpaH perncTp, npaBoobsiagatesisiMu KOTOPOro ctaim 3 npogeccroHasnbHble accoumnauymmn — MexkpernoHaabHas
obujecTBeHHas opraHn3aums «Poccurickoe pecnmpatopHoe obLjectBo», ObLjecTBeHHas opraHm3aumns «Cos negmaTpos
Poccun», Bcepoccuiickasi ob6LyecTBEHHas opraHm3aums «Accoumaumnsi aaneprosioroB M KJIAMHUYECKUX MMMYHOJ/10r0B».
Pe3ynbTatbl N110THOIO NPOEKTa, NPeACTaBAeHbl aHaIM30M AaHHbIX 3/1I€KTPOHHbIX MHAMBUAYaIbHbIX PerucTpaLmnoHHbIX
KapT 36 nayneHToB 4ETCKOro Bo3pacTta (Bcero B NpoeKT 6b1/10 BK/A04YeHOo 100 60/bHbIX, M3 HUX 64 B3pocbix u 36 geten),
npouweaLnx perucTpaLmno B nporpaMmMe ¢ MKHS rno gekabpb 2016 r. C ucnosib30BaHWEM perncTpa npoBeaeH noapo6HbIi
aHasn3 KJIMHUYECKON XapaKTePUCTUKU rPyNnbl AETEN C TSHKEA0M aToNnM4eCcKon 6pOHXMabHOM acTMOM, AaHbl pe3yabTaTbl
papMaKoanMaeMnoIorM4eCcKom oLeHKM Tepanun. llonyd4eHHas ncciefoBaTesisiMu BbiCOKasl YacTtoTa Ha3HavyeHMsl reHHO-
MH)XXEHEePHOro 6MoI0rM4eCcKoro npenapara oMaan3ymaba COOTBETCTBYET MEXAYHAaPOAHbIM PEKOMEeHAAaUMIM, 04HaKo He
oTpa)kaeT 06LepOCCUICKON AEeNCTBUTE/IbHOCTA M MOXKET 6biTb 0ObSCHEHA BKIIOYEHMEM B PErnCcTp naLnMeHToB JETCKOro
Bo3pacTa, Habawgalmxcs TobKo B GrAY «HHILU3/]» MnH3apaBa Poccun. 3akno4denue. [11s onpegeneHnss UCTUHHbIX
riokasartesies, xapakTepu3ylwmnx 6poHXnabHyl0 acTMy y geten B Poccuickon degeparmm, HECOMHEHHO, HEOOXOAUMO
paclmpeHue reorpapun y4aCTHMKOB MPOEKTa.

Knro4yeBblie cnoBa: [eTn, NaLMEHTCKMIA PErnucTp, HabawaatTenbHas rnporpaMmma, Tsxenass 6poHxuaabHasi actMa, reHHo-
MHXXEHEPHbIN 6MO0rM4eCcKUi npenapar, omaan3ymao.

(Ans uynTnpoBaHmsa: HamazoBa-bapaHoa J1.C., BuwHéBa E.A., Jo6pbiHMHa E.A., AnekceeBa A.A., beneBckuit A.C.,
MnbnHa H.U., KHsxkeckas H.IM., Kyp6ayesa O.M., Ocunosa IJ1. MnnoTHbIN NpoeKT «O6LepoCCUNCKUIA PErUCTP NaLMEeHTOB
C TAXenon 6poHxnanbHOM acTMown». [lepBble pe3ynbTaTbl B AETCKOW rpynne nauueHToB (HabnogaTtenbHas nporpamma
r. MockBbl). lMeanatpudeckas papmarkonorus. 2017; 14 (2): 80-86. doi: 10.15690/pf.v14i2.1722)

OBOCHOBAHME 6loaXKeTa 3 paBOOXpaHEHUs, TaK U Ana oblecTBa U caMmx

[lo coBpemMeHHbIM AaHHbIM, OKono 300 MAH YenoBek
B MMUpPE MMEKT AuMarHo3 OpoHxuanbHon actmbl (BA) [O],
npu aTom 3a60/ieBaeMOCTb MPOAOKAET pactu, U K 2025 1.
oXupaeTcs yBenanyeHne nonynsumm 60abHbIX acTMON elle
Ha 100 MnH naumeHToB [2].

[Mporpeccupyowm poct 3aboneBaemMoCcT1 U 3aTpaT Ha
fle4yeHune, LWNPoKas pacnpoCTPaHEHHOCTb B pPas3HbIX BOS3-
pacTHbIX rpynnax (Kak y geteun, Tak y B3pochblx), 06ycnoB-
nuBawoWme yBenmyeHme 6peMeHn 3Ton 60Ne3HU Kak angd

nauueHToB, fenaet BA 3HauYMMoN MeanKo-coLmanbHON Npo-
6nemow [1, 2].

B mapte 2016 r. Ha 3KCMNepTHOM COBETE ObII0 MPUHATO
pelleHre o0 3arnycKe NUIOTHOM HabloAaTeNlbHON NPorpaMMmbl
«O6LLEPOCCUNCKUIM PErUCTP MaLMEHTOB C THXKENOW OGPOHXM-
aNbHOW aCTMOM» C LieNblo PerncTpaLmm B3pOcaoro U AeTCKO-
ro HaceneHuss BO Bcex pervoHax Poccwuiickon depepavimu
npu nopaepxke 3 npodeccuoHanbHbIX accouuaumm —
MexpernoHanbHowM 06LLEeCTBEHHON opraHusauum



«Poccuinckoe pecnvpatopHoe o6uiectBo», O6LLIECTBEHHOM
opraHusaumn «Coto3 neguatpoB Poccum» M Bcepoccuincrom
06LLECTBEHHOW oOpraHMsauun «Accouunauumsa  anneprono-
OB M KJIMHUYECKMX MMMYHONOroB» Ha 6asde Tpex KPYyMHbIX
depepanbHbIX LLEHTPOB, TEPPUTOPUANIbHO PaCMONOXEHHbIX
B Mockse: ®IrAY «HHMU3/d» MuH3apaBa Poccun, IBY «HL,
MHcTuTyT MmmyHonornm» PMBA Poccuun, dIreY «HUW nynb-
MoHonornn» ®MBA Poccuu, B KOTOPbIX MOMy4atoT fleyeHue
naumeHTbl C TAXKeNon 6poHXManbHOM acTMoK co Bcen Poccuu.
OCHOBHOM UeNblo HabnoaateNbHON MNporpaMmbl ABAS-
eTcs co3faHne eanHon 6a3bl JaHHbIX NAUMEHTOB C TAXenown
6poHxmanbHom actmon (TBA) B Poccuiickon ®enepaumu.

METOAbI

An3aiH uccnepoBaHus

C6op AaHHbIX HabntogaTeENbHOM NPOrpamMmmbl OCYLLECTBAS-
€TCs MPY NOMOLLM INEKTPOHHON WHAMBMAYANbHON perucrpa-
LIMOHHOW KapTbl NauneHTa, cneLmanbHo aganTMpoBaHHOM ans
MO/IHOLLEHHOr0 MOHWTOPUMHIa MoKasaTenen cpeau 6G0NbHbIX
MMEHHO TSXKesIoM 6POHXMaIbHOM acTMOM (KaK 419 NauneHToB
B3POCI0ro Bo3pacra, Tak 1 ans aeten), Ha nnatdopme Quinta
(CBMAETENLCTBO O rOCYAAPCTBEHHOM perucTpauuy nporpam-
Mbl OBM N2 2016615129 «YHMBeEpCanbHbIM NPOrpamMmMHbIN
KOMMAeKe ana cbéopa, o6paboTKM U yNpaBieHUs TeppUTOpH-
anbHO pacnpegeneHHbIMK KIMHUKO-3NMAEMUONOTMYECKUMHU
JaHHBIMKW B peXume yaaneHHoro goctyna Quinta»; npaso-
o6nagatens 3A0 «ActoH KoHcantuHr») yepes online-gocTyn
¢ ucnonb3oBaHnem Microsoft Internet Explorer 10.0.

OneKTpoHHas MHAMBMAYyanbHas KapTa nauueHTa, K KoTo-
poKr Bpay nosiydaeT INEeKTPOHHbIK yaaneHHbIn online-goctyn
(MHTEPHET-HACTPOMKY, IOTMH W Maponb AN BxoAa), COCTOUT
M3 ABYX OCHOBHbIX YaCTeN — «pPEerncTpaLMoHHON», KoTopas
COAEPKMUT CTaTUYHbIE NOKa3aTen 1 3anofHAETCs TONbKO Npw
BHECEHWW AaHHbIX NauneHTa B PErUCTP, U «<MOHUTOPUHIOBOM»,
KOTOpas COAEPKUT MOHUTOPUPYEMbIE NOKa3aTENN M 3an0NHSs-
eTcsl ¢ yactoton 1 pa3 B 6 Mec, BKIOYasA PErmMCTpaLMOHHbIV
BU3UT.

B gaHHOM cTaTbe npeacTaBieH aHaNu3 [JaHHbIX UCKIO-
YUTENbHO MaLMEHTOB AETCKOro BO3pacTa, BKIOYEHHbIX
B PErmMcTp B Nepuos ¢ UoHA Nno aekabpb 2016 T.

Kputepuu coorBeTCcTBUS

Kputepun BKIOYEHUS B pernctp: GOnbHble C TAXeENown
NEPCUCTUPYIOLLEN HEKOHTPOIMPYEMOM OPOHXMANbHOM acT-
MOW B BO3pacTe cTapule 6 fneT.

9THyeckas akcnepTusa

Bcs nonydeHHasi nepcoHanbHas M MeauuUMHCKas MHbOop-
Maumsa 06 y4aCTHWKax MccneaoBaHMsl COOMPaETCs U XpPaHWUT-
ca c cobnoaeHnem 3akoHoB Poccuiickon depepauumn 06
oXpaHe MepcoHanbHbIX U MEAULMHCKMX AdaHHbIX. B peructp
BK/IlOYAIOTCA MNaLMeHTbl B3POCAOro M AETCKOro BO3pacTa
C YCTAHOB/IEHHbIM ANArHO30M TSXKeNon 6POHXMaNbHOM aCTMbl.
MNpaBoo6nagatensimMun AaHHbIX HabagaTeNlbHOM NporpaMmbl
ABNAOTCH 3 BbllenepeymcieHHble NpodeccroHalbHble acco-
umaumn. Bce nauueHTbl-KaHAMAATbl Ha BKIOYEHWE nepej
peructpauuen B cucteme MHOOPMMPYIOTCS O Liensix, 3aJadax
HabnoaaTeNbHON NporpamMmMbl, onepatopax MNepcoHas bHbIX
[laHHbIX M OTBETCTBEHHbIX KypaTopax W noanucbiBatoT nHOOP-
MWpPOBaHHbIe cornacua Ha 06paboTKy M XpaHeHWe NepcoHas b-
HbIX JaHHbIX B AENEPCOHANN3MPOBaHHOM BMAE M MEANLIMHCKON
MHbOPMaLMK B pamMKax peanuaauunu nporpammbl permcrpa.

CtaTUCTUYECKUIA aHaNu3

Pacyetr Heo6xogMmoro o6bema BbIGOPKU HE MPOU3BO-
avncs. ins meanKo-cTaTUCTUYECKOro aHannaa 6bliv MCnosb-
30BaHbl METOAbI ONUCaTENbHON CTaTUCTUKM AN1F ManbIX BblOO-
pok. CTaTncTnyecKkasa o6paboTka AaHHbIX NPOBOAMAACh NpuU
NOMOLLM 3MIEKTPOHHbIX Tabnuu Microsoft Excel 2013. Anq
KO/IMYECTBEHHbIX NapaMeTpoB 6blin onpeaeneHbl cpeaHee
3HavyeHne (M), cTaHmapTHoe OTKIoHeHue (SD), meanaHa
(Me), 95% poBepuTENbHbIA MHTEPBAN, AN KavyeCTBEHHbIX
[laHHbIX — YacToTa cnyvaeB (%). [poBeaeH KOppensiLMOHHbIM
aHanus no metogdy CnupmeHa u Kpyckana—Yonnuca.
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with Severe Bronchial Asthma.» The First Results in a Children’s
Group of Patients (Moscow’s Observation Program)

The article presents the first results of the pilot observation program «The All-Russian Severe Asthma Patient Registry» which was started in
Moscow. Objectives. The objective of this initiative is the accumulation of clinical data on patients with severe bronchial asthma in the Russian
Federation. Methods. The chosen method was a registry, the rights holders of which were 3 professional associations — Interregional Public
Organization «Russian Respiratory Society», Public Organization «Union of Pediatricians of Russia», All-Russian Public Organization «Association
of Allergologists and Clinical Inmunologists». Results. The results of the pilot project are presented by the data analysis of electronic case report
forms of 36 children (totally, the project included 100 patients, 64 adults and 36 children) enrolled in the program from June to December 2016.
Using the registry, a detailed analysis of the clinical characteristics of a group of children with severe atopic bronchial asthma was carried out,
the results of a pharmacoepidemiological evaluation of therapy were given. Obtained by the researchers, a high frequency of the assignment of
a genetically engineered biologic drug of omalizumab meets the international recommendations but does not reflect the all-Russian reality and
can be explained by inclusion in the registry of pediatric patients observed only in the Federal State Autonomous Institution «National Scientific
and Practical Center of Children’s Health» of the Ministry of Health of the Russian Federation. Conclusion. To determine true indicators that
characterize bronchial asthma in children in the Russian Federation it is necessary, undoubtedly, to expand the geography of project participants.
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PE3YJIbTATbHI

B craTbe npoaHanu3uMpoBaHbl AaHHble 3NEeKTPOHHbIX
WMHAMBUAYANbHbBIX PErMCTPALMOHHbBIX KapT NauueHToB, 3ape-
FMCTPUPOBAHHBIX B NMPOrpaMme ¢ UIoHS no gexkabpb 2016 .,
cojepxalwmne uHbOpmaLMIO NepBOro perucTpaLmMoHHOro
BU3UTA.

C nioHs No aeKkabpb 2016 r. B NUIOTHbLIA NPOEKT 6bIN0
BKAto4eHO 100 naumeHToB C TsKenow G6pOoHXManbHOW acT-
MOW, KOTOpble Habnoganuch B 3 deaepanbHbiX MEAULMHCKUX
opraHusdaumsax r. Mockebl — PrAY «HHMU3J» MuHsgpaBa
Poccuun (36 nauueHToB), PIrbY «HL, MHCTUTYTA MMMYHOMO-
runm» ®MBA Poccun (30 nauuneHToB) 1 PIreY «HUU nynbmo-
Honornn» ®MBA Poccum (34 nauneHTa).

XapaKTepucTMKa nauMeHToB

B petckyto rpynny nauveHToB (Bo3pacT oT O go 17 net
11 mMec) BKIOYeHO 36 nauuneHToB (36%), cpeaHui Bo3pacT
coctaBun 12,9 + 2.8 roga, nNpyu 3TOM CamoMy MAajlemy
pebeHKy WMCNofiHMAOCL 7 feT, caMoMy crapwemy — 16.
COOTHOLIEHNE MaNbYMKOB M AeBOYeEK B rpynne — 72 n 28%
COOTBETCTBEHHO. Bce pgetn c Taxenon 6poHXuManbHOM acT-
MOW, BK/IIOYEHHble B PEerucTp, — ydvalimecs MOCKOBCKMX
LIKO.

Y Bcex geten ¢ Tawenon 6poHXManbHOM acTMOM, BKIIO-
YeHHbIX B perucTp, Oblla ycTaHOB/IEHa annepruyeckas
npupoaa 3abonesaHus (BA atonunyeckon ¢opmebl), B 100%
cnydyaeB AumarHos no MexayHapogHon Knaccubukaumm
6onesHen 10-ro nepecmoTpa cootBeTcTBoBan «J45.0 Actma
C npeo6najaHneM annepruiyeckoro KOMNOHeHTa», KOHTPO/b
Haga 601e3Hblo OTCYTCTBOBA.

MHBanuaHocTb Gblna ycTaHoBneHa y 29 aetent (80% cny-
4yaeB LETCKOW rpynnbil).

Mo pdaHHbIM peructpa oueHuBasncs Bo3pacT gebiota
60ne3HU: cpefHee 3HavyeHune coctaBuno 5 + 3,6 roga (MUHK-
mMym 1 roa, makcumym 16 ner).

CpefHAs MOAOMKMUTENBHOCTL 3ab0/ieBaHUA cocTaBuia
8,8 £ 3,6 neT (MMHMManbHoO 1 roa, MakcumanbHo 12 ner).

B pamKax aHannda aHaMHECTUYECKUX AaHHbIX NpoBeae-
Ha oueHKa CONyTCTBYIOLWEN NAToNorMM U HacneaCcTBEHHOM
npeapacnoNoXeHHOCTU. B KAMHMYECKOM MpaKTUKe acTma
KpanHe peaKo npoTeKaeT U30/IMPOBaHHO: 0ObIYHO NaLMeH-
Thbl, CTpajalolime THKeNnon 6POoHXManbHOM acTMOMW, UMeEIoT
OAHO WM HECKONbKO KOMOPOWIHbLIX/COMNYTCTBYIOLLMX 3a60-
NeBaHWi, KOTOPbIE BAUSAIOT APYr Ha Apyra, yTaxensas obliee
COCTOSIHWE U 3aTpyaHAS LOCTUXKEHWE KOHTPONSA Hapg 6ones-
Hblo. [lauMeHTbl C aTonuen pearuvpyloT Ha MHOIMOYUCNEH-
Hble annepreHbl TMNepPnpPoayKLUeEn MMMYyHOrno6ynmnHos (Ig) E
W aKTuBauumen Th2-nyT BoOCNaneHus; B NaToNOrMyecKun
NPOLLeCC BOBJ/IEKAIOTCA BEPXHWE AblXaTeNbHble NYTU, KOHb-
IOHKTMBA, KOXHble MOKPOBbI. KIMHWYECKM 3TO NposSBASETCA
annepruyeckUM PUHUTOM, annepruyeCKUM KOHBIOHKTUBU-
TOM, MNULEBOW anfepruen, atonuyeckum gepmatutom [3,
4]. UMeHHO no3ToMy 6bin MpoBefeH TWaTenbHbii aHanu3
KIMHUYECKON XapaKTEPUCTUKMU NaLMEeHTOB, BKIOYEHHbIX
B perucTp, u ocoboe BHUMaHue yAaeNleHO COMyTCTBYIOWMUM
annepruyecknm CoCTOSHUAM.

Mony4yeHHble AaHHble O YacTOTe KOMOPOGUAHbIX annepru-
4YeCKUx 3aboneBaHUi U HacNeaCTBEHHON NPEAPacrnonoXKeH-
HOCTU K pa3BuUTHIO 3a60neBaHKA y nauneHToB ¢ BA oTpaxator
06LLEMUPOBYIO TEHAEHLUMIO [3—6]. ANNEPTUYECKUA PUHUT —
[LOCTaTO4HO pacnpocTpaHeHHOe 3aboneBaHue, nopaxaer
0 30% o6uwen nonynaumu [5]. Mpu 3TOM HEYKNOHHO pacTeT
KOMIMYECTBO NaLMEHTOB KaK cpeau AeTewn, Tak Uy B3POCHbIX.
ANNepruyecKkun puHUT 4YacTto npepwectsyeT BA, aBngaach
daKTopoMm pucKa. ATonM4yecKkui aepmMaTtut nopaxaet go 20%
fetckon n 3% B3pocnow nonynsuuu B MUpe, n 3abonesae-
MOCTb NpoAosiKaeT pactu [3, 4, 6].

Annepruyeckue 3aboneBaHusi Gblin BbISIBNEHbI Y BCEX
[eTen, BKIOYEHHbIX B pernctp. Hanbonee yacto BbiBASAACA
annepruyeckni PUHUT B TOM YUCNEe B COYETAHUMU C APYrMMU
annepruyecknumn 3abonesaHuamu. B rpynne geten 'y 5 nayu-
eHToB (14%) 6bln yCTAHOBMEH anNepruyeckurt puHUT, y 7
(19%) — annepruyecknuin pMHUT B COYETAHWUM C annepruye-
CKMM KOHBIOHKTMBUTOM, ¥ 5 (14%) — coyeTaHue annepru-
4YeCKOro pWHUTa C MULLEBOW anneprven, annepruyeckum
KOHBIOHKTUBUTOM W NIeKapCTBEHHON annepruen, y 5 (14%) —
annepruyecknit PUHUT B COYETaAHUM C MULLEBOWN annepruen,
annepruyecknm KOHbIOHKTUBUTOM M aTOMMYECKUM AepmaTu-
TOoM. Pe3ynbraTbl NPOBEAEHHOrO B AETCKOM rpynne Koppens-
LMOHHOro aHann3a BbISIBUAKW NPSMYIO 3aBUCUMOCTb MeXay
HanM4ymMeMm NULLEeBOM anneprum u pasBUTUEM anepruyecKoro
KOHblOHKTMBMUTA (r = 0,32, p = 0,01) 1 atonu4yeckoro aep-
matuta (r = 0,28, p = 0,02). Annepruiecknin KOHbIOHKTUBUT
TaKKe 6bla CBA3aH NPSIMOM 3aBUCUMOCTbIO C annepruiyecknm
PUHUTOM M aTonuyeckum gepmatutom (r = 0,21, p = 0,09
mr=0,42, p = 0,0007 cOOTBETCTBEHHO), YTO 3AaKOHOMEPHO
npyu eAnHbIX MeXaHU3Max Pa3BUTHUS JaHHbIX 3a60neBaHun 7,
8]. MpKn 3TOM Hanuyme NeKapCTBEHHOM anneprum CHUXKano
BEPOSTHOCTb NOSABAEHUS aNIepruyecKoro pUHUTa 1 atonunye-
CKOro gepmatvta: 6blia BbisiBjieHa o6paTHas KOPPensLMOH-
Has 3aBucuMocCTb (r = -0,28, p = 0,02 nu r =-0,23, p = 0,06
COOTBETCTBEHHO). TaKasa e Koppenauus npocnexuBanacb
M NpU OLEHKEe 3aBMCMMOCTM YacTOTbl BCTPEYAEMOCTM aTo-
MUYECKOro AepmaTtuta UM anneprmyeckoro KOHbIOHKTUBMUTA:
C yBenMyeHnem Bo3pacTta pebeHKa B rpynne ux 4acrtoTta
CcHWxanacb (r = -0,28, p = 0,03 ur =-0,24, p = 0,06 cooT-
BETCTBEHHO).

AHanu3 pAaHHbIX CEMEWHOro aHamHe3a MoKasan, 4To
y 86% nauveHToB AETCKOro Bo3pacta HacleACTBEHHOCTb NO
annepruyecknm 3abonesaHusaM Oblna OTAroWeHa, Npyu 3ToM
B 13% cny4yaeB POACTBEHHUKM AETEN C TAKENon OGPOHXM-
anbHOWM acTMOM TaKxKe cTpagany actTMon. KoppensiumoHHbIM
aHanu3 nokasas, YTo Haluyune OTATOLWEeHHOM HacneacTBEH-
HOCTM MO annepruyecknm 3abosieBaHUSAM MOBbLIWANO PUCK
pa3BUTUSA GPOHXMANbHOW acTMbl U COMYTCTBYIOLWEro annep-
rMYECKOro KoHbloHKTMBMUTA (r = 0,34, p = 0,007 n r = 0,26,
p = 0,04 cCOOTBETCTBEHHO).

OCHOBHbIe pe3yibTaTbl

Mo pesynbratam 06CnefoBaHWA NaLMEHTOB C TAXKENON
OPOHXMaNbHOM acTMOM C MCNOMb30BAHWEM [aHHbIX peru-
CTpa, TECT Ha onpeaeneHve ypoBHS obwero IgE B cbiBO-
POTKE KPOBW MpoBefeH y 5 geten: y 3 nauMeHToB ypoBeHb
IgE coctaBun 6onee 1500 KE/n; y 2 — o1 30 go 700 KE/n.
Y ocTanbHbIX NAUMEHTOB rpynnbl NOKasaTesb He aHanU3upo-
BasCs, TaK Kak K MOMEHTY BK/IIOYEHWS B PETUCTP AETHU yXKe
nony4yunu Tepanuio npenapatom aHTu-IgE B gononHeHue
K 6a3UCHOMY fle4eHMIo.

Kpome tMTpa o6uwero IgE y nauneHToB onpeaensnu noka-
3aTenn 303MHOPUIOB (MPOLEHTHOE COOTHOLWIEHWE M abCo-
JIIOTHOE KOMMYeCcTBO) B 06LLEM aHanM3e KpoBu. Y 67% aeten
¢ TBA nokasatesib 303MHODWIOB B O6OLLEM aHaIu3e KpoBw
O6bin B npefenax HopMasbHbIX 3HAYEeHWW, Bbllle HOPMbl —
y 33% nauneHToB.

B pyTMHHOM npaKTuKe wuccnegoBaHue MoKasaTenen
GYHKUMKW BHELIHEro AblXaHWs BK/IOYEHO B 0653aTeslbHblv
KOMMNEKC MEAULIMHCKMX MEPOMNPUATUI BEAEHNS NaLMEHTOB
¢ BA. ®yHKLMIO BHEWHErO AblIXaHWUS MOXHO OLLEeHUTb N0 06b-
eMy dopcnpoBaHHOro Bblgoxa 3a 1 cek (0PB4) 1 no 3Have-
HUWIO MMKOBOW OOBEMHOM CKOPOCTU Bblgoxa. BpoHxnanbHas
06CTPYKUMS, xapaKkTepuayowas bA, NposBAaeTcs CHUKEHU-
€M AaHHbIX NoKasaTtenew.

o gaHHbIM HabngatenbHOW nporpammbel OblIM NPO-
aHanuanpoBaHbl Nokasatenn OPB4. B netckomn rpynne y 92%



nauMeHTOB [aHHbIM NoKasaTtenb 6bin Bbilwe 80%, y 2 nauu-
eHToB — oT 65 go 80% oT goskHoro, y 1 pebeHka — MeHee
50%. BbICOKMI MPOLIEHT MALMEHTOB C COXPAHEHWEM HOp-
ManbHbIX 3HayeHun OPB1 xapakTepeH Ans AETCKOro BO3-
pacta U MOXeT O6blTb OOYCNOBMEH KaK BbICOKMM KOMMEH-
CcaTOpHbIM NOTEHUManom B AeTCKoM Bo3pacTte (o 10 neT),
TaK ¥ yXXe NPOBOANMbBIM fIEYEHMEM HA MOMEHT BKIIOYEHMS
nauuneHTa B perncrp.

dapmMaKoanMaeMMONOrMYECKMI aHanus, NpoBeAEeHHbIV
no AaHHbIM pPerncTpa NauMeHToB C TAXKEeNOoN 6pPOoHXManbHOM
acTMow, cBuaetenbCcTByeT o npumeHeHmn y 100% 60nbHbIX
KOMOGWHMPOBAHHOM Tepanuu, 4TO OTBeYaeT MUPOBbLIM MOA-
X0AaM K KOMMNIEKCHOM Tepanuun acTmMbl B LEeNsX AOCTUKEHUS
KOHTPONSA Hag 601e3Hblo.

B petckon rpynne 11 nauueHToB (31%) nony4yanu Kom-
OMHMPOBAHHYIO TEPANUIO — UHTANSALMOHHbIN FIOKOKOPTUKO-
ctepoung (UTKC) B KOMBMHaLMK ¢ B2-aroHUCTaMu ASIMTENBHO-
ro pevcreuns (AABA) + KopoTKoaelcTByowMe B2-aroHUCTbI
(KABA) + reHHO-UHXeHepHbI 6MONOrMYecKni npenapart.

UIKC B KOMGUHaUuK ¢ f2-aroHUcTaMm ANUTENBHOIO Aen-
ctBus + KABA + reHHO-UHXeHepHbI 6MONorMyecKmii npena-
paT + aHTaroHUCTbl NEMKOTPMEHOBLIX PELLENTOPOB NoayYanu
9 pnetert (25%).

Mpenapatbl rpynn UFKC B KOMGWHALMKU C ONUTENBHO
OENCTBYIOWMM 2-arOHUCTOM U TEHHO-UHXKEHEpPHble 6MOo-
Nnornyeckne npenapatbl OblM Ha3Ha4YeHbl BCEM NauueHTam
rpynnbl aeten; npenapatbl KABA AONONHWTENBHO NpuUMe-
HAAMCb y 89% 60NbHbIX AETCKOro BO3pacTa; aHTaroHWUCTbI
JIENKOTPMEHOBBLIX peLLenTopoB — y 36% GONbHbIX.

TaknM 06pa3oMm, B AETCKOM rpynne naumeHtoB 100% 60nb-
HbIX NOMyYann KOMOGMHUMPOBAHHYIO Tepanuio, Npu 3TOM Koppe-
NFLUMOHHBIN aHanM3 MoKasan O4EBUAHYIO CBSA3b YBENMYEHMS
KONIMYeCcTBa NPUMEHSEMbIX KIacCoB MPenapaToB C TAXKECTbIo
M YPOBHEM KOHTPONS BA, a TakKe ¢ KONM4eCTBOM COMyTCTBYIO-
LUMX annepruyeckmx 3aboneBaHnin 1 ceMenHblM aHaMHE30M.

YacTtoe ucnonb3oBaHMe B CXxeMax KOMOWMHWMPOBAHHOWM
Tepanuu npenapatoB KABA o6ycnoBneHo Heo6X0AMMOCTbIO
[OCTYMHOCTM npenapatoB AaHHoOW dapMakoTepaneBTuye-
CKOW rpynnbl 4ns KYNnupoBaHWs BHe3amnHbIX CUMNTOMOB acT-
Mbl. BKloYeHMe B perucTp NauMeHTOB C TSXKENOoM nepcu-
CTUPYIOLLEN HEKOHTPOIMPYEMOW /HaCTUHHO KOHTPOSIMPYEMOM
OpOoHXManbHOM acTMon 06ycnoBuno HasHaydeHne B 100%
cny4yaeB KOMOGUMHMPOBAHHON Tepanuu, a TakKe BbICOKUI Mpo-
LLeHT MCNO/b30BaHWUA MEeHHO-UHKEHEPHOro BGMONOrMYecKoro

npenapaTta, MOHOK/IOHaNbHbIX aHTUTeN K IgE omanu3ymaba.
[aHHbI? Noaxof MOMHOCTbIO COOTBETCTBYET COBPEMEHHbLIM
pekomMeHJauuMsaM No BefeHuto actmbl (KanHuyeckue peko-
MeHAaLMK N0 OKa3aHWI0 MeANLIMHCKOM NOMOLLM AETSM C acT-
mow, Coto3 neamnatpos Poccun, 2016; GINA 2016, 2017) [1].
OpHaKo, nonyvyeHHble MO AaHHbIM perncTpa CBeAeHus He
OoTpaxatoT O6LLEPOCCUNCKYIO KapTUHY, Tak KaK LOCTYNMHOCTb
MBI B exeOHEeBHOW KIMHWYECKOW NpPaKTUKe AN peruo-
HaNbHbIX MEAULMHCKUX OpraHu3dalui HEBbICOKa, a OonbIT
MCNOSIb30BaHWA NpenapaToB AaHHOM rpynnbl — HU3KUI UK
OTCYTCTBYET MONHOCTbI0. HECOMHEHHO, 4YTO MPK pacluMpeHnm
reorpadumn NpoeKTa 1 yBeIMYEHMN KOTMYeCTBa BKIIOYEHHbIX
B PErucTp nauneHToB C TAXENON NepCUCTUPYoLLEN BPOHXM-
a/lbHOM aCTMOM (KaK C KOHTPOIMPYEMOM, TaK U C HegocTaTou-
HbIM KOHTpO/MeM Haj 60Ne3Hblo) pacnpefeneHne 4acToTbl
Ha3Ha4YeHUs NeKapCTBEHHbIX NpenapaToB pasnnyHbIX rpynm,
a ocobeHHOo TNBI1, MOXeT M3MEHUTLCS.

[aHHble perucTpa No3BoIMAN NPOBECTU aHaIN3 4acToThl
Ha3Ha4YeHWn npenapatoB He TOMbKO MO MEeXAyHapOAHbIM
HenaTeHTOBaHHbIM Ha3BaHWSAM W GapmaKkoTepaneBTuye-
CKMM rpynnam, HO 1 NO 3anaTteHTOBaHHbIM TOProBbIM HauMme-
HoBaHuAM (TH). NpoBeaeHHas oueHKa 6blia NPoAUMKTOBaHa
Heob6X0AMMOCTbIO y4eTa BO3MOXKHbIX HeXenaTenbHbIX fBe-
HWUIM, pa3BMBaIOWMXCA MPU MCNONb30BAHWW KOHKPETHOIO
NIeKapCTBEHHOMO CPeacTBa.

Mo AaHHbIM perucTpa, cambiMM 4acTOo Ha3Ha4YaeMbIMM
npenapatamu okasanucb Kconap (16%), Cepetung (14%),
CumbukopT Typbyxanep (12%) (puc. 1).

B pgetckow rpynne npu aHanu3de 4acToTbl MPUMEHEHUS
pasnuyHbIX AO3MPOBOK MNpenapatoB 6bi10 OGHapYXKEHO,
yTto 36% HasHayeHui npenapata CepetTna NPUXoAUNOChH Ha
n03npoBKy 25/250 mKr, 33% Ha3HavyeHun — 25/125 MK,
22% — 50 mMKr/500 mKr, 6% — 50 mMKr/250 mkKr, 2% —
50 MKr/100 MKr (puc. 2). o 26% Ha3Ha4yeHWi npenaparta
Kconap npuxoamnocb Ha 4o3npoBKy 600 mr, 21% — 150 wmr,
15% — 450 mr, 13% — 1300 mr, 8% — 375 mr, 8% — 75 mr,
5% — 225 mr, 5% — 525 wmr (puc. 2). 1o 39% Ha3Hauve-
HWUI npenapata PAKKCOTUL MNPUXOAMNOCH Ha LO3MPOBKY
250 mKr, 33% — 125 mKr, 14% — 100 ™mKr, 7% — 50 MKr,
5% — 250 MKr no 2 uHranaumu, 2% — no 500 MKr (cm.
puc. 2). NMpenapat Cepetng MynbTManCK B 69% Ha3HaYeHUN
ncnonb3oBasncs B fo3upoBKe 50 MKr/250 MKr, B 13% —
50 MKr/100 wmkr, B 11% — 50 mkr/500 mkr, B 8% —
50 MKr/250 MKr no 2 nHransaumm (CMm. puc. 2).

Puc. 1. PacnpeaeneHve Ha3Ha4yeHUI IeKapCTBEHHOM Tepanuu Nno npenapaTam C y4eTOM TOProBbiX HA3BaHWM (Cpean BCeX Ha3Ha4YeHUn

y B3pocnbix 1 geten N = 390)

Fig. 1. Distribution of prescriptions of drug therapy by drugs with regard to trade names (among all prescriptions in adults and children N = 390)
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Puc. 2. PacnpeaeneHue 1031POBOK MO OCHOBHbIM NpenapaTam y aeTen

Fig. 2. Distribution of dosages by main drugs in children
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Takon pa3bpoc AO3MPOBOK MNpenapaToB COOTBETCTBY-
€T MEeXyHapOoAHbIM PEKOMEHAALMSAM U OTPAXKAET TAKECTb
3a60eBaHNs, CTeNeHb KOHTPONs Haf 60NIe3HbI0 M MPUCYT-
CTBME B MporpaMMe naLmMeHTOB pa3HbiX BO3PACTHbIX rpynm,
4YTO OCOBEHHO OTPa3MIOCh Ha AETCKMX JO3MPOBKaX.

Mpu npoBeaeHWM aHann3a BANSHUS HaNU4YUs /OTCYTCTBUSA
annepruyeckux 3aboneBaHu y pebeHKa M B CeEMbe Ha
CpeHeCYTO4HYI0 [03Yy JIeKapCTBEHHOW Tepanuu C pasge-
JIeHWeM npenapaToB Ha K/iaccbl MPW YPOBHE 3HA4YMMOCTHM
0,15 metoaom Kpyckana—Yonnuca oKa3anocCb, YTO Hau-
4yne NEeKapCTBEHHOM aneprun MNOBbIWAET CYTOYHYO A03Y
Ans rpynnbl B2-aroHUCTOB KOPOTKOro eincTBus. A Hanunyune
annepruyeckoro pMHUTa, PaBHO KaK W MULLEBON annepruu,
NOHWXAET CPEAHECYTOYHYIO 03y AN TPyNmMbl UHraNALMOH-
HbIX [TFOKOKOPTUKOCTEPOU0B.

Kpome 3Toro, 6bin MpoBeAeH aHanu3 BAWSHUA Halu-
4yus COMYTCTBYIOLLMX anieprmyecknx 3aboneBaHnin Ha cpea-
HEeCYTOYHYI0 [03Yy NleKapCTBeHHOM Tepanuu. [penaparthbl
6blnM nopeneHbl Ha 3 Knacca: (2-aroHUCTbl KOPOTKO-
ro JAenCTBUS, WMHransiLMOHHbIE TNIIOKOKOPTUKOCTEPOU DI
n o6beanHeHHas rpynna KOMOGUMHUPOBAHHbIX 32-aroHUCTOB
U M-XONMHONMUTUKOB + KOMOGUHUPOBAHHbIE [2-aroOHWUCTbI
anutenbHoro pgenctBua M UIKC. OKasanocb, 4TO Hanu-
4yne annepruyeckoro pPUHUTa MOHMMKAET CPeaHIo 0O6LLYyIo
CYTOYHYIO A03Y MHraNSLUMOHHbIX IOKOKOPTUKOCTEPOMAOB
(r =-0,43, p = 0,04), a Hann4yne annepruieckoro KOHbIOH-
KTMBUTa MNOBbIWAET CPEAHIO CYTOYHYIO 403y KOMOWHMPO-
BaHHbIX (2-aroHUCTOB M M-XONMHONUTUKOB + KOMOGWHMU-
poBaHHble [32-aroHWCTbl AnuTensHoro aevcteua u UIFKC
(r=0,6, p = 0,08). 0gHaKo, TaKoM Manbli pa3Mep BbIGOPKK
M YPOBEHb 3HAYUMOCTM HE MO3BONSET CYUTATb NOJSTYHEHHbIE
pe3ynbTaThl JOCTOBEPHbLIMM, a MONYyYEHHbIE KOPPENSALMU He
[al0T BO3MOXHOCTb YTBEPKAATb HalMYMe peasnbHblX CBA3EN.

OBCYXAEHME

HecmoTps Ha pa3paboTaHHble MeMXAyHapoAHble PeKo-
MEHAALMK NO AMArHoCTUKE, IEHYEHUIO U NpodunaKkTnke BA,
OCTalOTCA HepelleHHble BOMPOCHl, CBA3aHHbIE C TEPPUTO-
pUanbHbIMW U TOCYAAPCTBEHHBIMU PA3/IMYUSMU B MOAXOAAX
K neKapcTBeHHoMy obecrneyeHutio nauneHtoB. OCO6eHHO
OCTPbIM SIBNSIETCA BOMPOC, CBA3aHHbIA C Tepanuen nauu-
€eHTOB ¢ Tsxenon BA. M xoTa gaHHasa rpynna coctaBaser
oKosio 5% Bcex 60bHbIXx BA, Ha Hee npuxoauTca 6Gonee

[ 50 mkr/500 mkr

[ 50 mkr/250 MKr no 2 uHr

NnofoBMHbI BCex 3aTpaT Ha 6one3Hb [9]; Kpome Toro, no
HEKOTOPbIM AaHHbIM, Pacxofbl Ha MALMEHTOB C TAXeNown
acTMomn MmoryTt cocTtaBnaTb 80% v 6onee oT 06WMX pacxogoB
3apaBooxpaHenna Ha BA [9, 10]. 3T nauueHTbl nosy-
YyaloT MPEMMYLLECTBEHHO KOMOMHWMPOBAHHYIO Tepanuio —
BbICOKME [03bl WMHIaNALMOHHbIX [TIOKOKOPTUKOCTEPONIOB
W AnvTenbHo AencTBylowme B2-aroHnctol (AABA), a Takxke
QHTAroOHWUCTbI IEMKOTPUEHOBLIX PELLENTOPOB (MOHTENYKACT),
M-XONMHONUTUKK (TMOTpPONKUSA GPOMMA), MPONOHIMPOBaAH-
Hble KCaHTWUHbI (TEODUNNNH OIUTENbHOIO AENCTBUSA) U FeH-
HO-UHXEHEPHble 6GMonornyeckme npenapatbl (MOHOKO-
HanbHble aHTUTena: Hanpumep, K IgE uan IL5). HecmoTps
Ha XOPOLIO COrlacoBaHHble U BbIBEPEHHbIE KIMHUYECKUE
peKoMeHaaunun, psa nauMeHToB C TAXEeNnon acTMOM He
KOHTPONMPYIOT CBOK 60NIe3Hb M MPOAO/MKAT Mnoayvyatb
CUCTEMHbIE CTEPOMAbI, MCMbITbIBATb AHEBHbLIE M HOYHbIE
CUMMTOMbI, YacTble 060CTpeHus, Tpebylowmne rocnnutanmsa-
LMW M OKa3aHUsA MeanLUMHCKOW MOMOLLM B YCNOBUMSIX OTAeNe-
HUSA peaHnMauun U UHTEHCUBHOM Tepanunun, OTMeYatoT HKU3-
KOe Ka4yeCTBO XM3HWU W CYLLECTBEHHO OrpaHMWYeHbl B CBOEW
noBCceAHEBHOM aKTMBHOCTH [11, 12].

HaKonneHHbIM ONbIT CBMAETENLCTBYET O TOM, YTO OAHUM
M3 METOAO0B PELIEHNUST BOMPOCOB B 06/1aCTU 3POEKTUBHON
Kypauun BA aBnsetcs pa3paboTka U co3gaHWe PerncrpoB
nauuneHToB [13, 14]. MNopo6Hble HabnoaaTeNbHble MOHWUTO-
PUHIOBbIE MPOrpamMmMbl MO3BOASAOT MOAYYUTb AaHHbIE O Cylle-
CTBYIOLLEN KIIMHUYECKOMN MPaKTUKeE, a TaKKe npoaHanmanpo-
BaTb pe3y/bTaTbl JIeYEHUS W YCOBEPLIEHCTBOBATb METOAbI
Tepanuu nauneHTos [15-17].

3AK/TIOYEHME

MepBble pe3ynbTaTbl MMIOTHOrO NPOEKTa HabnoaateNb-
HOMN HEWHTEPBEHLMOHHOM nporpammbl «O6LLIEPOCCUMNCKNUI
pPEerncTp NauMeHToB C TAXKEN0N 6POHXMaNbHOM acTMON» elle
pa3 AoKa3anu MNperMyLIeECTBEHHO aTOMMYECKYKD Npupoay
[aHHOWM NaToNormM B AETCKOMN rpynne nauueHTos.

OueHKa ConyTCTBYIOLLEV MATONOMMK Y NALMEHTOB C TSXe-
/IO nepcucTupytouern O6poHXManbHOW acTMOM BbiiBUNA
Hanuune annepruyeckux 3aboneBanunin B 100% cnyyaes.
AHanm3 cBefeHu 06 OTArOLLEHHOW HacnefCTBEHHOCTU Mo
annepruyeckum 3aboneBaHUAM MoKasan HacleACTBEHHYHO
npeapacrnofioXeHHOCTb K MX pa3BuTuto 6onee yem y 80%
60/bHbIX AETEN, YTO OCOOEHHO XapaKTepHO AJ1S MauMeHToB



[EeTCKOM rpynnbl (OTAroweHHas HacneacTBEHHOCTb 6Gonee
yem y 80% 60nbHbIX AETEWN).

Mony4eHHble No JaHHbIM NPorpamMMbl pesynbraTbl Gapma-
KO3MMAEMMONOTMU TAXKENON BGPOHXMANBbHOM acTMbl B LLeN1oM
OTpaKaloT KaK MMeIoLMNecs YTBEPKAEHHbIE PeKOMeHAaLNH,
TaK M MexayHapoaHble Noaxoabl MO BEAEHWUIO aCTMbl.

Ons yayyweHUs KOHTPONS MepCcUCTUpPYIOLLEeR acTMbl
CPEAHETSIKENOro M TAXENOro TeYeHUs MOoKa3aHOo Ha3Ha-
yeHue [ONONHWUTENbHOrO npenapata 6a3uCHOM Tepanuu,
LUMPOKO MCNONb3yeMoro 3a pybexxom, HO MoKa Bce ele
OrpaHUyYeHHO NPUMEHAEMOro Ha TepPUTOpPUN PP, — reHHo-
WH)XXeHepHOoro npenaparta omann3ymab (Kconap, HoBapTuc).
B HacTosiLlee Bpems 3T0 eAMHCTBEHHbIM obuLManbHO 3ape-
rTMCTPUPOBAHHbLIN Ha TeppuTopun PP npenapat JaHHOM
rpynnbl 4na nevyeHus actMbl y geten. [nsa HasHayeHwus
[aHHOM Tepanuu y nauuveHTa AOMIKHa OblTb AMArHOCTUPO-
BaHa W NoATBepXAeHa «nepcucTupyowas aTtonuyecKas
OpoHXManbHas acTMa CpPeaHEeTSKEeNoro/TAXenoro teye-
HWS, CMMNTOMbI KOTOPOM HEAOCTAaTOYHO KOHTPOSIMPYHOTCS
NPUMEHEHMEM MHTaNALMOHHbIX TIIOKOKOPTUKOCTEPOUAOBY,
BO3pacT 60/1bHOro A0/XKeH 6bITb cTaple 6 net [18], ao3a
W YyacToTa BBEAEHUS ONpeaensitoTcs COrnacHo MHCTPYKLMKU
Nno NPUMEHEHUI0O HA OCHOBAHWW MCXOLHOM KOHLEHTpaLuu
ISE (ME/Mn), U3MEepeHHOW A0 Hadana JieyeHUs, a TaKxe
Macchl Tena nauuneHTa [18].

KnioyeBbiMM 3ajadyaMn NaALMEHTCKOrO perucrpa asns-
lOTCA HE TONbKO OCYLLECTBIEHWE KOHTPONS MapLpyTM3aumm
nauneHToB, NPEEMCTBEHHOCTU BefeHWs OOMbHbIX U3 AeT-
CKOW CUCTEMbI 34paBOOXPaHEHNs BO B3POCIYLO, NoayYyeHne
M aHanu3 aKTyaslbHblX 3NUAEMWUONOTMYECKUX AaHHbIX NO
TBA, HO M KOHLEHTPaLUSA U aHanu3 KIMHUYECKUX CBEAEHWNH
0 NauMeHTax — OUEeHKa KOHTPoNs Haz 60/Me3Hblo, YPOBHS
NPUBEPKEHHOCTH (COBMIOAEHMS NALMEHTOM Ha3Ha4YeHHOro
BpPa4yoM Nle4YeHUss NOCpeacTBOM pPerynspHoro HabnogeHus
B AMHaMUKe). BbinonHeHne nepeyncierHHbix 3aaay No3BOAMUT
NoBbICUTb 3GDEKTUBHOCTb BEAEHUS NALMEHTOB C TAXKENON
OPOHXMaNbHOM aCcTMOWM, YNyHLWNTb Ka4eCTBO XU3HW NaLUeH-
TOB M YNEHOB UX CEMEN.

[etn c Taxkenon BA, Habnopatowmecs B Gray «HHMLU3O»
MwuH3gpaBa Poccun, KoTopble O6blin BKIOYEHbI B MUAOT-
Hyl0 HabnogaTeNbHyl0 MporpamMmmy, UMelT BO3MOXKHOCTb
NOAYYUTb JSIe4EHWE COMMacHO COBPEMEHHBLIM KIWHUYECKUM
peKoMeHJaLMsAM B COOTBETCTBUM C TAXKECTbIO CBOEro COCTO-
AHWUA U JOCTUMHYTBIM YPOBHEM KOHTPONs Hag 60ne3Hblo, —
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OLIEHKY, OnpeaennTb CTOMMOCTb 601€3HM U CMPOrHO3MPOBaTh
rocyaapcTBEHHbIE 3aTpaThl Ha eveHue.

Ha6niogatenbHaa nporpamma  «O6LEPOCCUNCKUI
PErncTp NaLMeHTOB C TAXKEN0on 6POHXMaIbHOM aCTMOM» Haxo-
IMTCS Ha CTagMW MUIOTHOIO NPOEKTa, HO NEpPBbIN BarKHEN-
LMK War B pean1sauunmn NnpoeKTa no co3gaHunio o6Lepoccum-
CKOro peructpa yxe caenaH. [anbHenwmne LenuM perncrpa
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B ctatbe noapo6HO npeacTaBAEHbl K/OYEBbIE MOOKEHUS KJIMHUYECKUX PEKOMEHAaUMn N0 OKa3aHUI MeANLIMHCKOMN
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KPATKASAl UHOOPMALIUA

OnpepeneHue

CAM3UCTO-KOXKHbIN NTMMGOOHOAYNAPHBIA CUHAPOM (CUHA-
pom/6one3Hb KaBacaku) npefctaBnsieT cobor ocTpo npo-
TeKalollee cuctemHoe 3aboneBaHWe, xapaKTepuayloleecs
NPENMyLLECTBEHHbLIM MOPAXEHWEM CPEdHMX U MENKWUX apTe-
pUN (@pTEpUUT), pas3BUTUEM [OECTPYKTUBHO-MpoOnndepaTms-
HOro BacKy/nuTa. MlHoraa B npoLecc MoryT BOBJIEKaTbCS aop-
Ta U Opyrve KpynHble apTepuu. Hambonee 4acto CUHAPOM
KaBacaku BcTpeyaeTcs y AeTew rpyaHoro M paHHero Bo3pacra.

Cungpom Kaacaku (CK) — oMH U3 anarHo30B, KOTOPbIN
[O/MKeH 06a3aTenbHO paccMaTpuBaTbCsl B KayecTBe MNpu-
YynHbl GebpunbHOM nuxopadkun y geten. CK y neten, asngsach
OTHOCHUTENIbHO PEAKOM NaToNornen, MOXET Bbl3biBaTb Pa3BU-
TME aHEBPU3M M CTEHO30B KOPOHAPHbIX apTepPUit, OCOOGEHHO
npu No3aHew AMarHOCTMKE U HECBOEBPEMEHHOM W/WMAN He-
afeKBaTHOM neyeHun. Takmum obpasom, CK — ogHa n3 npwu-
YWH MNPUOBPETEHHbIX CEPAEYHO-COCYANCTbIX 3ab0neBaHUNM.

M3mMeHeHna KOopoHapHbIX apTepum, asaswowmecs dak-
TOPOM pPWCKa NeTanbHOro mcxoga M MHdapKTa MuoKapaa
B MON0OAOM BO3pacTe, y NoAaBnstowero 60MblimMHCTBa 60/b-
HbIX MOXHO MNpeaynpeauTb Npu yCOBUW CBOEBPEMEHHOIO
(ao 10-ro gHs 3aboneBaHus) feyeHns BGONbLMMU A03aMU
BHYTPMBEHHOIO UMMYHOM106yn1MHa Yenoseka (BBUI) B kom-
OMHaLMUK C aueTUICannLmIOBON KUCIOTON.

3Tuonorua u natoreHes

JTtnonorma cuHgpoMa KaBacaku OO HacToslwero Bpe-
MEHU OKOHYaTeNbHO He ycTaHOB/eHa. ABTOPbI GOJbLUWH-
CTBa@ MHOMOYUCNEHHbIX 3MUAEMMUOSIONMYECKMX U MMMYHOJO-
rTMYECKMUX MCCNeOBaHUM CKIOHAOTCA K TOMY, YTO Haubonee
BEPOATHbIM MPUYUHHBIM GAKTOPOM MOXKET CNYKUTb MHODEK-
LMOHHbBIA areHT (npeanonoxutenbHo Bupyc) [1]. Kpowme
TOro, HemManoBaXKHbIMK GaKTopamMu B pas3BUTUM CUHAPOMA
KaBacaku MoryT 6biTb ayTOUMMYyHHbIE MEXaHW3Mbl U reHe-
TMYecKasa npeapacrnonoXeHHocTb [2—4]. Ha cerogHsawHum
MOMEHT UMEITCA AaHHble O 6 FreHETUYECKMX JIOKycax, CBS-
3aHHbIX C 3TUM 3abosieBaHneM [5].

Anuaemuonorusa

CK onucaH BnepBbie T. Kawasaki B 1967 r. B AnoHuu:
Tam, Kak M B cTpaHax A3uu, JaHHas natonorus BCTpeda-
eTca Hambonee 4acTo, YTO yKa3biBAaeT Ha Haluyue reHe-
TMYECKOM npeapacnofioeHHocTn. B AnoHun 3abonesae-
MocCTb cocTaBnset 137,7 Ha 100000 getckoro HaceneHus
no AaHHbIM Ha 2002 1. 1 218,6 — B 2008 1. [6]; B CLLA —
9-19 [7], Ha TanBaHe — 69 [8], B BennkobputaHmm —
8 Ha 100000 petckoro Hacenenus [9].

MpumepHo 90-95% 3aboneBlMXx — OeTM B BO3pacTe
no 10 net, go 85-90% cnyyaeB npuxoauMTcs Ha MNauMeH-
ToB Mnagwe 5 net. Hanbonee 4vacto 60nel0T mMaageHLbl
9-11 mec.

MuK 3a60/1€BaEMOCTM MPUXOAUTCA HA 3UMHE-BECEHHUI
nepwuog [10].

B Poccuun CK anarHoctnpyeTtcs Bce 4Yalle, 0AHaKo Hepea-
KO B NMO3JHWE CPOKM, BCIEACTBME YErO le4eHMe HasHaua-
€TCs HECBOEBPEMEHHO W He Bcerga afeksaTHo [10, 11].
Mo AaHHbIM 3NUMAEMMONOIMYECKOr0 UCCNeaoBaHMUs, NPoBe-
neHHoro B Mpkytckomn obnactn ¢ 2005 no 2009 r., cpefHumn
ypoBeHb 3aboneBaemMocTn coctaBun 2,7 Ha 100000 pgeten
B Bo3pacte 0-17 neT 1 6,6 — cpeau aeten mnaauwe 5 ner,
npv 3TOM aBTOPbl MPWU3HaIOT, 4YTO 3TU LMdPbLI MOryT GbiTb
3aHWMKEeHHbIMU [12].

KoaupoBaHnue no MKB-10
M30.3 Can3ucTo-KOXHbIM AMMPOHOAYNSPHbBIA CUHAPOM
[KaBacaku].

Mpumepbl AUarHo3os

1. CuHapom KaBacaku, nonHas ¢popma.

2. bonesHb KaBacaku, nonHas ¢opma ot 11.2014 ropa.
CuHApOM AunaTauMoHHOM KapAuvoMuonatuu. AHEBPU3-
Mbl 1€BOW 1 NPaBOM KOPOHAPHOW apTepuit. XpoHnyecKas
cepfeyHas Hegoctato4HocTb (XCH) lla, dyHKLMOHaNbHbIN
knacc (PK) Il no Ross.

3. bonesHb KaBacaku, HenonHas ¢popma ot 05.2013 roga.
OKKNo31sa npaBon KopoHapHoW apTtepun. XCH |, ®K |
no NYHA.

Knaccudpukauyus
EBponenckum 06WECcTBOM AETCKUX pPEeBMaTo/IoroB
(Paediatric Rheumatology European Society, PReS) n EBpo-
nemckon nuron no npobnemam peBmatnuama (European
League against Rheumatism, EULAR) B 2006 r. npuHaTa cne-
Ayouas Knaccudurkaumns BacKynmToB y aetew [13].
|.  BacKynuTbl NPeMMyLLECTBEHHO KPYMHbIX COCYA0B:
e aptepuuT Takascy (HecneunduyecKnin aopToapTepUnT).
II.  BackynuTbl NpenMMyLLECTBEHHO CPeAHNX COCYA0B:
®  y3eJ/IKOBbIW NONNAPTEPUUT Y AETEN;
®  KOXHbI NONMAPTEPUNT;
° 6one3Hb KaBacaku.
IIl. BaCKynuTbl NpenmyLLeCTBEHHO MEJIKUX COCYLOB:
rpaHynemaTo3Hble:
° rpaHynemarto3 BereHepa;
° cuHapom Hapmxka-—Crpocca;
HerpaHy/ieMaTo3Hble:
®  MUKPOCKOMWYECKUIN NOSIMAHTUUT;
* nypnypa WeHnenHa—-leHoxa;
®  MNOKOMMIEMEHTEMUYECKUIN YPTUKAPHbIN BACKY/IUT.
IV. [pyrve BacKynuTbl:
° 6one3Hb bexyera;
® BTOPMYHbIE BACKyIUTbl MNPy MHOEKUMAX (B TOM YMC-
Jle y3e/KOBbIM MNoNnapTePUnT, acCoLUMPOBaHHLIN
c renatutom B), onyxonsix U neKapCTBEHHblE, BKIO-
Yyasi BaCKy/UT rMnepyyBCTBUTENbHOCTH;
® BaCKy/MTbl, aCCOLUNPOBaHHbIE C BONE3HAMU COELM-
HUTENIbHOW TKaHW;
®  W30/IMPOBAHHbIE BACKYINUTbl LEHTPaibHOW HEPBHOWM
cUcTeMmbl;
° cuHapom KoraHa;
° HeKknaccuduumpyemble BacKynuThbl.

CepAaeyHo-coCyanCTble HapylLeHwWs, BO3HWKatoLWme Benea-
ctBue CK, KnaccuduumpytoT B COOTBETCTBUM C pa3Mepamu
aHEeBPU3M U TAXKECTbIO COCTOSHUA [14].

A. KnaccupuKkaums pasmepoB aHeBPU3M KOPOHaPHbIX
apTepuii B OCTpoOK pase.
° He6onblune aHeBPU3Mbl WK JunaTtaumu (BHYTPEHHWH

avameTp cocyda < 4 Mm).

Y peten > 5 neT: BHYTPEHHWUW OnameTp U3MepseMoro

CerMeHTa OTnM4aeTcsl OT BHYTPEHHEr0 AMaMeTpa NpUMbI-

KalolLero cerMeHTa meHee 4yem B 1,5 pa3sa.

° AHeBpPU3Mbl CpeaHero pasmepa: aHeBPU3Mbl C BHYTPEH-

HWUM AMaMeTPoM OT > 4 10 < 8 MM.

Y peten > 5 neT: BHYTPEHHUW OnameTp U3MepseMoro

CerMeHTa OTM4yaeTcs OT BHYTPEHHEro AMaMeTpa NpuMbl-

Katowero cermenTta B 1,5-4 pa3sa.

e [MraHTCKMe aHEeBPM3Mbl: aHEBPU3MbI C BHYTPEHHUM Ana-

METPOM > 8 MM.

Y peten > 5 neT: BHYTPEHHUW OnameTp U3MepseMoro

CerMeHTa OTM4yaeTcs OT BHYTPEHHEro AMaMeTpa NpuMbl-

Katowero cermeHTta 6onee yem B 4 pasa.

B. B cOOTBETCTBMM CO CTEMEHbIO TSIKECTH MPOSABAEHUIN CEp-

AE€YHO-CoCyAMCTbIX HapyLieHuu npm CK BbigensoT rpynbl

orlgo V.



Onpeaenexune rpynnbl TAXKECTU — HA OCHOBAHWW JaHHbIX
aneKTpokapanorpadum (IxoKlr) n ceneKTMBHOM aHruorpa-
duv Mnu gpyrux MetTogos.
|. HeT gmnataumi KOpOHapHbIX apTepuin: nauuneHTbl 6e3

aunnartaunin KOpoHapHbIX apTeEpPU, B TOM YUCIE B OCTPYIO

da3y 601e3HM.

II. TpaH3uTOpHaa AunaTtauMs KOPOHApPHbIX apTepun B
ocTpyto dazdy 60/1e3HU: NaLUMEHTbI CO CaboBblipaXKeHHbI-
MU U TP@H3UTOPHbLIMU AnnaTaumsamMmn, UCHE3AOWNMHU, KaK
npasuno, B TedyeHne 30 gHEN OT UX NOSBAEHUS.

lll. Perpeccusi: nmauueHTbl, Yy KOTOPbIX €le onpeaensorcs
aHeBPU3Mbl KOPOHaPHbIX apTepuit, COOTBETCTBYIOLLMNE
KpUTEpUSIM AunaTtaunu, unu 6onee BblpaxKeHHble U3Me-
HeHnst Ha 30-1 AeHb nocne WX MNOosSABIEHUS, HECMOTPS
Ha MoJSIHOE UCYE3HOBEHME U3MEHEHUIN B BuUnaTepasnbHbIX
cUcTEMax KOPOHapPHbIX apTepPUit B Te4eHWe NepBoro roga
nocne Wx NosIBAEHWS, @ TaKKe MNauMeHTbl, Y KOTOPbIX
M3MEHEHUS KOPOHAPHbIX apTepui He yaoBNETBOPSIOT
KpUTEPUSIM 419 BKIOYEHMS B rpynny V.

IV. CoxpaHstolwmecs aHeBpU3Mbl KOPOHAPHbIX apTepun:
nawuneHTbl, y KOTOPbIX MO AaHHbIM KOPOHAPHOM aHruorpa-
dun onpenensioTca 0fHO- UK LBYCTOPOHHWE aHEBPW3-
Mbl KOPOHapHbIX apTepuin Ha BTOPOM oAy nocne ocTpon
da3bl CK nnmn nosxKe, U NauMeHTbl, Yy KOTOPbIX UBMEHEHNS
KOPOHAPHbIX apTepuit He YA0BNETBOPSIOT KPUTEPUSAM AN
BK/OYEHMS B rpynny V.

V. CTeHO3 KOpOHapHbIX apTepun: NauMeHTbl CO CTEHO30M
KOPOHAapHbIX apTepuin, NOATBEPHKAEHHbIM KOPOHapHOM
aHruorpaduen:

(a) nayMeHTbl 6€3 NpPM3HAKOB/CUMMTOMOB MWLWEMUU,
NOATBEPXKAEHHbIX Na6oPaTOPHbIMU TECTAMMU UK APY-
rMMW MeTOAaMu;

(b) nayMeHTbl C MNpU3HaKamMu/CUMMOTOMaMW ULWEMUU,
NOATBEPKAEHHBbIMW NabopaToOpHbIMKU TecTaMu WUAu
APYrMMK MeTodaMu.

[pyrve KAMHUYECKME CUMMNTOMbI UK MPUSHAKHK:

° eciv y MauMeHTOB MMEIOTCH CPefHETSKEeNble WM
TSXKeNble MOparKeHUs KnanaHoB cepgua, cephed-
Hasi HeJOCTaTO4YHOCTb, TAXeNnas apuTMUa UK apyrue
cepAeyHo-cocyancTble 3a6oneBaHus, 3T COCTOSHUSA
[ONKHbI OblTb YYTEHbI MPK OLUeHKe TaxecTu CK.

KnuHu4yecKas KapTtuHa
KnuHuyeckne nposiBNeHUs 3aboneBaHUs XapaKTepusy-
10TCS TPEMS nocneaoBaTelbHbIMK CTaAUAMM:
° OCTpas NnxopagoyHas ctagus NpPOTAKEHHOCTbIO 1—-2 Hef
(vHoraa oo 4-5 Hep);
° nopoctpas ctagna — 3-5 Hep;
° BbI3AOpOBIEHNE — 4yepe3d 6—10 Hea ¢ MOMEHTa Havana
60ne3Hu.

Ta6nuua 1. Ctaguu cuHapoma KaBacaku [15]
Table 1. Stages of Kawasaki syndrome [15]

Hanbonee xapaKrepHble nposiBNeHus cuHapoMa Kasa-
CaKu npeacTasB/eHbl B Tabn. 1.

Knaccuyeckne knuHunyeckue npossneHmsa CK nossonsior
NOCTaBUTb AMArHO3 B TUMUYHbIX Clyvasx yxe Ha 3—8-1 aeHb
60ne3HU. [1o3aHAS AMarHOCTUKa Y OTAENbHbIX AETEN CBSi3aHa
C TeMm, 4TO iMxopagka n cumntombl CK coyeTatoTcs ¢ apyru-
MW nposiBneHuaMn. Tak, B cepum M3 198 HabnwogeHun CK
pBOTa 6blla oTMedeHa y 44% 6onbHbIX, Kawenb — y 28%,
anapest — y 26%, pyHut — y 19%, 6onu B mBote — y 18%,
aptpanrnn — y 15%. OanH nnm 6onee »enyaqovyHo-KueyHble
CUMMNTOMbI 3aperucTpupoBaHbl y 61% 60MbHbIX, @ pecnu-
paTtopHble cumntombl — Yy 35% [16]. OnuncaHo Hayvano CK
C Xofectasa ¢ Xentyxon, y 5% 6o0nesHb maHudbectnpoBana
CMMMNTOMaMK ocTporo xueota [17, 18]; y 0,16% oTmevan-
ca TaKenbln MuoKapauT, y 0,09% — Taxuaputmusa [14].
Y HEKOTOpbIX AeTEeN HabaalTCa NPUSHAKU acenTUYECKOoro
MEHUWHIWUTa, NPU KOTOPOM B CMMHHOMO3rOBOM MWMAKOCTU
BbIABASAIOT NMMoLMTapHbIM nneountos (25-100 B 1 mKn),
HOpMasbHble YPOBHM [IOKO3bl U 6efKa, pexe MOoryT pas-
BMBaTbCA MHCYNbTbl. K peakum npoasneHnsam CK TaKkxe
MOYHO OTHECTU OTEK sin4eK, remodaroumTapHbii CUHAPOM,
nnespasbHbIi BbINOT.

Hepegko B ge6iote CK BbIBAAIOTCA TOH3WANUT, CUMII-
TOMbl MHEBMOHWUU MW UHPEKLIMM MOYEBBLIBOAALMX MyTEN.
B TaKkmx cny4anx, 0Co6eHHO nNpu HenosHoW KapTuHe CK, nuxo-
paaKy npMHUMatoT 3a CUMMNTOM GaKTepuanbHON MHOEKLNMN.
Ho coxpaHeHne TemnepaTypbl Nocne Ha3Ha4YeHns aHTUOUO-
TUKa pebeHKYy C NpU3HaKaMu MHOEKLMU MOYEBbLIBOASLLMX
nyTer MAv NHEBMOHWWM MO3BOSET YCOMHUTLCS B AMarHose.
Taknum o6pas3om, cTapToBasi aMMNMpPUYEecKass aHTMOGaKTepwu-
anbHaa Tepanua 3agepxuBaeT anarHocTuky CK He 6onee
yeM Ha 2—-3 gHS.

N3meHeHne apTepuin — He 06a3aTeNlbHO TONIbKO KOpPOHap-
HbIX — B OCTPOM MepUoae MMEET XapaKTep nepuBacKynuta
WAW BacCKynuTa KanuansipoB, apTepUoN U BEHYA, a Takke
BOCMaNEHUS MHTUMbI CPEAHUX U KPYNHbIX apTepuit. Ho MMeH-
HO MOparKeHWe KOPOHapHbIX apTepun aBasgeTcs Haubonee
XapaKTEPHbIM M Ba)XHbIM AWMArHOCTMYECKUM npusHakom CK.
O6Hapy»XeHne aHeBpPU3M, OCOGEHHO MPW HernosHon dopme
CK, nosBonser ¢ BbICOKOW A0SIEM BEPOSTHOCTM YCTAaHOBMUTb
amarHos CK, ogHaKo B 3TOM cfydae npuxoamMTcs KOHCTaTUpo-
BaTb GaKT HECBOEBPEMEHHOW AMArHOCTUKU. B CBA3K C 3TUM
HEO6X0ANMO CTPEMUTLCH K MaKCMMasibHO PaHHEMY YCTaHOB-
NIEHUIO MarHo3a C Lefblo CBOEBPEMEHHOIO Ha3Ha4YeHwus
cneundUYecKon Tepanuu Ans npeaoTBpalleHns pasBUTUS
aHeBpu3M, GOpMMPOBAHME KOTOPbIX MPOUCXOAUT B CPOKM
OT NepBOM [0 LWECTON Hefenn ¢ Havyana 3aboneBaHus.

Mpn ycnoBuu paHHen (B npegenax nepsbix 10 aHewn
6onesHun) Tepanumn BBUI puck pa3BuTUa noBpexKAeHWUn
KOpOHapHbIX apTepui Nnagaet 6osee 4yem B 5 pas [15].

Cragusa

XapakTtepucTuka

MpoaomKuTenbLHOCTb

OcTpas debpunbHas

B M0J1I0CTb NepuKapaa

Jluxopagka 1 CMMNTOMbI OCTPOro BOCNaneHus (MHbeLMPOBAHHOCTb
KOHBIOHKTUB, 3pUTEMA CIUIUCTON 060I04YKM NONOCTHU pTa, IpUTEMa U OTEKKU
KUCTEW M CTOM, CbiMNb, WenHaa numdbaaeHonaTns), MMOKapauT, BbINOT

B TeyeHune 1-2 Hep unu 6onee
[10 UICHE3HOBEHUS NINXOPAAKM

MogocTpas

PaspelieHune nnuxopaaKku, BO3MOMXHas NepcUCcTEHLUA UHbELIMPOBAHHOCTH
KOHBIOHKTUBbI, LWEyLEeHWE NabLeB PyK U HOT, TPOMGOLMTO3, apTepuuT
KOPOHapHbIX apTepwit, NOBLILLEHWE PUCKA BHE3AMNHOM CMepTH

Co 2-3-iHeg

Beisnoposnenue [o Hopmanusaumm CO3

Bce KnMHMYeckne cumnTombl 3aboneBaHus paspellatoTcs, cTaans AnuTes

B TeyeHne 6-8 Hep oT Havyana
3aboneBaHus

lNpumeyaHune. CO3 — CKOPOCTb OCEAAHNS SPUTPOLIUTOB.
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B octpbiri nepuoa nposieneHnssmmn CK co CTOpOHbI cep-
[1e4HO-COCYANCTON CUCTEMbI MOTYT GblTb MWMOKapPAMT, Nepu-
KapauT, 9HAOKapAWT, Mopa)KeHue KnamnaHHOro annapara
M KOPOHapHbIX apTepui (MOBbILEHWE 3XOrE€HHOCTU U YTON-
LLleHWe CTEHOK apTepuit, HEPOBHOCTb BHYTPEHHErNO KOHTYpPa).

B nogoctpom nepuoge ye MOXHO HabnogaTb pacluu-
peHue apTepuin — aHEBPU3MbI, TPOMOO3bI, CTEHO3 apTepum
cpeaHero pasmepa, NaHBaCKYIUT U OTEK COCYANCTON CTEHKM;
MWOKapAWUT MEHEE OYEBUIEH.

B panbHenwem BocnanuTesbHble SBNEHUS B cOCydax
yMeHblIatoTcsl, Hebonbline paclMnpeHns noasepratoTcs
o6paTHOMY pPa3BUTUIO, HO YaCTb aHEBPM3M OCTaeTcs, Yrpo-
as TPOMB030M U UHPAPKTOM MUOKapAa.

Y 2,2% nauyuneHtoB ¢ CK o6GHapyXeHHble C MOMOLbIO
aHrmorpadmm aHeBPU3Mbl HE TOSIbKO B KOPOHApPHbLIX apTepu-
X, HO M B MOAKIOYUYHON, MOAMbILLEYHbIX, BHYTPEHHEN rpya-
HOM, MOYEYHOWN, BEPXHEWN OpPbIXKEEeYHON, obLien NoaB3AOLL-
HOW, BHYTPEHHEW NoAB3AO0WHOW, GeApeHHOW apTepusx,
UMENN TUraHTCKME pa3mepbl U MHOMXKECTBEHHbIN XapaKTep
[19]. AHeBpu3MaTUYECKOE paclunpeHne nepudepruyecknx
COCY0B MHOTAa yaaeTcs nanbnmMpoBathb.

OaHa 13 Npo6aemM AMarHOCTUKKU 3aKo4aeTcs B TOM, YTO
npossneHns CK BO3HWKaIOT nocnefoBaTe/ibHO, BCNeACTBUE
4yero paHHMe U3 HUX, HanNpPUMeEp CbiMb, MOTYT 6bITb HE 3adUK-
cupoBaHbl BpayoM. A Haubonee 4acto OBGHapyXKMBaeMmbln
NPU3HaK — WenyLeHne KOXM Ha NafoHsaX M CToNax — BblsiB-
naetca B 6osee No3gHeEW, NOAOCTPON CTaduM, Korga yxe
MOTYT UMETb MECTO OC/IOXKHEHMS CO CTOPOHbI CeEpALia.

NMomnmo Knaccunyeckon dopmbl, CK MOXKeET npoTeKkaTb Kak
«HernonHasa ¢opmar, Yalle y AeTEN NepPBbIX MECALIEB XU3HU
[20]. Mo HabnogeHUaM HaunoHanbHOro HayyYHo-MpaKTU4ye-
CKOro LeHTpa 340poBbs AeTen, atunuyHbln CK oTmevaetcs
y 20% 60nbHbIXx [10]. O6bIM4HO KpoOMEe NMUXOpPadKW UMEKT
MecTo He 4, a Bcero 2—3 MNpu3HaKa: Hanpumep, CKnepuT
W TMNepeMus KOXKK C MPUNyxIocTbio Hag MexdanaHroBbiMu
cyctaBaMu KucTten. [InarHo3d CK B aTUX cnyyasx npeacraBnser
TPYAHOCTW: MHOTA@ OH CTAHOBMWTCS OYEBWAHLIM NPWU MosiBie-
HWM AOMONHUTENbHBLIX CUMMNTOMOB, B HEKOTOPbLIX CUTyaLMsaX
NoCTaHOBKE AMarHo3a nomoraeT UCKIoYEHME APYTMX NMPUYMH
CTOMKOM Nuxopadku. B oTaenbHbIX ciayvasx Npyv HEMnoaHou
KnnHnyeckomn KaptnHe CK Ha OxoKI BbISBNSAINCb UBMEHEHUS
CTEHOK W AMameTpa KOPOHAPHbIX apTeEpPUR, YTO Aenano guar-
Ho3 CK BecbMa BeposATHbIM [21]. 3TU U3MEHEHNS U Pa3BMU-
BatoLLMecs No3Ke aHEeBPU3Mbl KOPOHAPHbIX apTepun — Mnou-
TM NaTOrHOMOHMYHbIN Npu3HaK CK, NOCKONbKY aHEBPU3MbI
apTepun, He cBA3aHHble ¢ CK, BCcTpeyatoTes y AeTen He 4acTo
(B aopTe — MpuW ee KoapKTauuu, BO BHYTPUYEPENHbIX COCY-
nax — npu cuHapoMme MapdaHa, a Takke npu 6axkTepuanb-
HbIX 3MO0Nax apTepun, y3eJKOBOM MonMapTepunTe Uamn aop-
TOapTEPUNTE, UMEIOLLIMX MHYIO KITMHUYECKYIO KapTUHY).

Heobbl4HO Havyano CK ¢ KapTuHbI 3arnoTo4yHoro abelecca
(nMxopagKa, 601€3HEHHOCTb NPY NOBOPOTAaX ron0Bbl, TPU3M)
C FMMNOaxoreHHbIM (HatuBHas KT-nnoTHocTb 20—-30 en) nH-
3006pasHbiM, HE HaKanaMBaloLWMM KOHTPaCT CKOMJeHWeM
B 3arnoTo4yHon obnactu. OTCYyTCTBME THOS MPU BCKPbITUM
NPUMNYXN0CTM Ha 3afHEeN CTEHKE [MOTKM M COXPaHEeHWe TeMne-
paTypbl, HECMOTPSA Ha aHTUBAKTEPUaNbHYO Tepanuio, Nerkum
CcKNepuT 1 addeKT oT BBeaeHus 2 r/kr BBUI, a Takke weny-
WEHMEe KOXM NajoHHOM MOBEPXHOCTM MasblLieB MO3BOASIOT
noaTeBepanTb anarHos CK [22].

AUATHOCTUKA

KpuTepum noctTaHOBKM AUarHosa cuHapoma

KaBacaku [13, 23]

Nluxopagka, 4acto go 40°C v Bblle, AUTENBHOCTbIO
MWHUMYM 5 AHEN U Hannyume xXoTsa 6bl YeTbIPEX U3 MPUBEAEH-
HbIX HUXKE NATU NPU3HAKOB:

®  WU3MEHEHME CAU3UCTbIX 060JI04EK, OCOOBEHHO POTOBOWM
MONOCTH U AbIXaTeNbHbIX NyTEW; CyxMe B TPeLMHax rybbl;
«3eMNSHUYHbIN» /MaNIMHOBbIN S3blK, TMnepeMus ryé u
POTOrNOTKH;

®  U3MEHEHWEe KOXW KUCTeW, CTon (B T.4Y. MIOTHbIN OTEK,
noKpacHeHWe nafoHel 1 NoAoLWwB, YacTo — sApKas 3pu-
TemMa Ha MeNKMMU cycTaBaMu KUCTEN U CTOM) B paHHEN
dase, a TakKe reHepann3oBaHHOE WK IOKANN30BaH-
HOe LWenylweHne B NaxoBblx 061acTaX U Ha nogyllevykax
nanbLeB PyK U HOr Ha 14-21-1 aeHb OT Ha4yana 3abo-
NeBaHus;

® MW3MEHEeHWe CO CTOPOHbI a3, Npexae BCero ABYyCTo-
POHHSAS MHBEKLIMA COCYA0B CK/IEP M KOHBIOHKTUBLI, 6€3
CNe30TeYEeHUs U U3BASBIEHNS POrOBULbI; MPKU OCMOTPE
B MPOXOASLLIEM CBETe MOXeT OblTb BbIIBAEH NepeaHui
YBEUT;

° yBenu4yeHue pasmepoB numdoysnos (B 50% cnyvaes),
0COBEHHO WeNHbIX, Yalle BO3HMKaeT OAMHOYHbIN 60n1e3-
HEeHHbIV y3en guameTpom 6onee 1,5 cwm;

® Cbilb, KOTOpas NOSIBASETCA B MepBble HECKOMbKO AHEMN
60ne3HM 1 yracaet 4yepe3d 1 Hea; cbinb Yawe andoys-
Has, nonMMopdHaa — MakynonanynesHas, ypTMKapHas,
cKapnaTuHO- Unn gaxe KopenogobHas 6e3 Be3UKyn namu
KOpOYeK.

CuHapom KaBacaku BCTpevaeTcsl 3HauyuTeNbHO 4valle,
4yeM pacno3HaeTcs.
Mpn nuxopagke 6onee 5 gHewn cneayet nogymatb 06 3TOM

AnarHose.

PekomeHayeTca TakKe paccMOTPETb BEPOATHOCTb CUHA-
poma KaBacaku y pebeHKa npu Haan4mnm CUMNTOMOB U MNpPK-
3HAKOB, KPOME BbllleyKa3aHHbIX, CO CTOPOHbl CneayloLmx
opraHoB 1 cuctem [24]:
® cepaeyvyHo-cocyaucTas cucTema: aycKynbTaums (cepaed-

HbIX WYM, PUTM ranona), UBMEeHEeHUs Ha 3NeKTPOKapamo-

rpamme (9KI) (yanuHeHune wuHTepBanoB PR/QT, aHo-

ManbHasa Q-BOSHa, HU3KWMW BONbTaX Kommnnekca QRS,

M3MeEHEHUs cermeHTa ST- u T-3ybua, apuTMuK), Kap-

anomeranus no AaHHbiIM 06G30PHOM PEeHTreHorpamMmbl

OpraHoB rpyaHon Knetku, AXoKI (3MAKOCTb B MOJSIOCTH

nepuvKkapga, aHeBpM3Mbl KOPOHaPHbIX COCYAOB), aHEB-

puU3Mbl NepuPEepUYECcKUXx apTepun (Hanpumep, akcui-

NIIPHON), 3arpyanHHbIE 607K (CTEHOKAPAKS) UK MHDAPKT

MWOKapaa;
®  KeNnydO4YHO-KMULLIEYHbIM TPaKT: Auvapes, pBoTa, 60/b B

YKMBOTE, BOASHKA MKEMYHOro ny3blps, napaanutuyeckui

uneyc, nerkasa XenTylWwHOCTb KOXKU, HeGONbLIoe KpaTKo-

BPEMEHHOE MOBbIWEHME CbIBOPOTOYHbIX TPAHCAMMUHA3;
® KpOBb: NIEMKOLMTO3 CO CABMIOM B/IEBO, TPOMOOLIMTO3

(0o 1000-1200 Tbic/MKN), NOBbILIEHWE CKOPOCTU Oce-

naHus aputpountoB (COJ), noBblweHMe ypoBHS C-peak-

TMBHOro 6enka (CPB), runoanb6yMUMHEMUS, NOBbIWEHUE

YPOBHS a,-rMo6ynnHa, Hebosblwoe NOoBbILEHUE Konye-

CTBa 3PUTPOLIMTOB M YPOBHS reMornobuHa;
® MoOYa: NPOTEUHYPHUS, CTEPUIbHASA NENKOLMUTYPHUS;
® KOXKa: runepemMus u nosiBfieHWe KOPKWM Ha MecTe BBe-

OeHUs BaKuuHbl BLM, Menkvue nycTynbl, nonepeyHble

60p03Abl Ha HOMTAX NaNbLEB PYK;
® OpraHbl AblXaHWS: Kawenb, pUHOpes, 3aTEMHEHUS Ieroy-

HbIX MONEeN Ha 0630PHOM PEHTrEeHOrpamMMe OpraHoB rpya-

HOW KNETKMW;

e cycTaBbl: 60/b, OTEK;
® HEeBpOJIOTMYECKME: NIEOLMTO3 B LiepebpocnmHanibHON

WOKOCTM (C npeobnagaHUEM MOHOHYK/IeapoB C HOp-

MallbHbIM YpOBHEM 6efnKa W YyrneBOAOB), CyAOpOrw,

noTeps CO3HaHWSA, napanuy AMLEBOro HepBa, napanny

KOHEYHOCTEN.



CnegnyeT NOAYEPKHYTb BaXKHOCTb BbISIBIEHUS CKIepuTa
ana npeanonoxenua CK npu CcKyaHOCTU MM HEOBGbIYHOCTH
apyron cumntoMatuku. OGHapyKeHue npu ynbTpa3ByKOBOM
ncenefoBaHMn paclMpeHnst Unn XoTa 6bl USMEHEHWI CTEHOK
KOPOHapHbIX apTepmnin NO3BONSET NOATBEPAUTL AnarHo3 CK
npv HaTMYMK NKWb 2 NPU3HaAKOB 13 6.

Kano6bl u aHamHe3

CaMblIi cylecTBEHHbIN Npu3HaK CK — cTonKas nuxopaa-
Ka, KOTopas Ha4yMHaeTCs, Kak NpaBuio, BHE3anHo, JOoCcTUras
40°C v BbllLe, PE3UCTEHTHAs K KapOonoHMKalLWUM npenapa-
TaM. Ee «anarHoctTM4yeckmMm MMHUMYyM» — 5 HEN, HO 06bIYHO
OHa AEepXKUTCA HaMHOro Jofblle, MHOr4a B TeyeHue Mecs-
ua. Ha ¢oHe nuxopagKkun Ha NpoOTsKeHuu nepBbix 10 aHen
06bI4HO MOABAAIOTCH CUMMATOMbI, OTHOCSLLMECA K OCHOBHbIM
KPUTEPUSIM AMArHOCTMKM 3a60neBaHUs (TMMMYHbIE NMPU3Ha-
Kun CK): cbinb, cyxue, B TpeLWMHax, rmnepeMmpoBaHHble ryobl,
rMnepemMns M MHbELMPOBAHHOCTb CKAEp, MNOTHbIM OTeK
W MOKPaCHeHWe nafoHen 1 NOAOLLB.

XapaKTepHbIA KIMHUYECKWUIA NPUBHaK ANs AeTeN paHHero
BO3pacTa — MOKPACHEHWE U YNIOTHEHNE MeCTa MHBLEKLMM
BLXK (3TOT npn3HaK He 6blnl BHECEH B CMUCOK 0693aTeNbHbIX,
T.K. B CLLIA HeT maccoBow BaKumMHauum BLXK).

B nogocTtpon ctagumM — WeNyweHne KoM Ha KOHYMKax
nanbLeB PyK U HOT.

CnepyeT TuwaTenbHO MNPOBECTM paccnpoc poautenen
(3aKOHHbIX NpeacTaBUTENEN) C LeNblo BbiBAEHUS aHaMHe-
CTUYECKMX JaHHbIX O TUMWUYHbBIX U/WUIKU BEPOSTHLIX NposiBAe-
Husax CK.

dusnKkanbHoe o6cnegoBaHue

HeobxoaMmo npoBedeHWe CTaHAapTHOro ocmoTpa
pebeHKa. 0O6a3aTeNbHO 06paTUTb BHUMAHWE Ha TUMUYHbIE
npu3Haku CK.

KNUMHUYECKM MOrYT BbISBASTBCA TaxMKapaus, aputMus
(BCNeACTBME BOBNEYEHMS B MPOLLECC NMPOBOASALLEN CUCTEMDI
cepaua BnOTb A0 Pa3BUTUS YIPOMKAIOLLMX XKUSHU apUTMKUI),
BbICNYLWIMBATLCA LWYMbl B Cepaue BCNeACTBME MOpaKeHus
KnanaHHOro annapara (MUTpanbHas, aopTanbHas, TPUKYCNu-
JanbHaa HeAOoCTaTOYHOCTb, KaK npaBuno, obpaTumblie 6e3
GopMUpOBaHMA KnanaHHbIX MOPOKOB), BOBMOXHO pa3BuUTHE
cepaevyHon HeJoCTaTOYHOCTH.

JlaGopaTopHaa AMarHoCcTUKa
AMepMKaHCKOM accounauuen Kapauonoros (American

Heart Association, AHA) u AMep1KaHCKOW aKagemuen neava-

Tpumn (American Academy of Pediatrics, AAP) peKkomeHgoBaHO

NnpoBeAeHWe cnefyolWwmnx 1abopaTopHbIX TECTOB, B T.4. Y Nauu-

€HTOB C BEPOATHbIM HEMOMHLIM CMHAPOMOM KaBacaku [23, 25]:

* CPb;

e 06WnIh aHann3 KpoBu ¢ oueHkon CO3 1 nenKounTapHon
dopmynbl;

e 006WMWK aHanM3 Mo4m (CpeaHas nopLms);

® yYpOBEHb CbIBOPOTOYHOM anaHWMHaMUHOTpPaHchepasbl
(> 50 EA/N);

® ypPOBEHb CbIBOPOTOYHOro anbbymuHa (Cuna peKoMeH-
Aauuu 1; ypoBeHb AoKa3aTtenbcTB C; Tabn. 2).
KommeHTapuin. JTabopaTopHble NpU3HaKK, CBUAETENb-

cTByolmMe B nosb3y CK:

* nosblweHne CPBb > 3 mr/an unn CO3 > 40 mm/y;

° nenKkoumnTos > 15000/MKn;

®*  HOPMOXPOMHas HOpPMOLMTapHas aHeEMUS;

® ypoBeHb TPOMOGOUMTOB B O0OWEM aHanu3e KpPoBMU
> 450000/mKn nocne 7-ro gHa 3a6osieBaHus;

e cTepunbHasa nenkouutypusa (> 10 nemKouuToB B none
3peHns);

® ypPOBEHb CbIBOPOTOYHOro anbbymuHa < 3 r/an.

Ons CK TvnuyeH neikountos (> 15-20%10%/n) ¢ Helt-
TpoduneszoM. Ha 2-i Hea MoryT 6biTb BbISIBAEHbI FTMIMOXPOM-
Has aHEMUS W HapacTalLWmit TPOMGOLMTO3 (> 1000X102/n);
CO3 06bl4HO noBbiWeHa. TpomM6OLMTO3 COMpPOBOXKAAETCA
rmnepKoarynsumen, yrpoxatouwemn TpoM6030M.

Y HeKoTopbIX AeTen noBbiwaeTcs yposeHb CPB, BbigBNS-
0TCA CTEPUbHAsA NENKOLMUTYPUS U MPOTENHYPUS, HO HU O4MH
M3 3TUX TECTOB He NaTorHOMOHWYeH. JlabopaTopHble napa-
METPbl BO3BpallaloTcs K Hopme vyepe3 6—8 Hea. HecKkonbKo
OT/IMYAIOTCH AaHHble O MPOKaNbLMTOHUHE: €ro ypoBEHb
B nepBble AHW 60/1e3HM BbLICOKMW (> 3 HI/MA), HO GbICTPO,
y}e KO 2-v Hea 601e3HK, HopManuayeTcs.

PekomeHayeTc TaKe uccnegoBaHve Koarynorpammbl
[10, 23, 25] (Cuna peKkomeHaauuu 1; ypoBeHb fOKa3a-
TenbcTB C).

Mpn HEICHOCTH AMarHo3a peKoMeHA0BaHo:
® MpPOBECTU MOCEBbLI KPOBKU, MOYU, MaA3KKN U3 3eBa (M/Unn

3KCMPEeCC-TECT) Ha 3-TEMOJIMTUYECKNUIM CTPENTOKOKK rpyn-

nbl A (Streptococcus pyogenes);

onpeaenuTb aHTucTpenTonnamH O, NpPOKanbUUTOHWH,
ayToaHTUTENa K HenTpodunam [6] (Cuna peKomeHzauum 1;
ypoBeHb foKa3artenbcTtB C).

UHcTpyMeHTaNbHanA AMarHocTuKa

MNMauneHTam ¢ HesicHOM hebpunbHON NTMXopaaKon B Teve-
HMe 5 u 6onee OHen peKkoMmeHaoBaHO nposect IxoKI
C OLEHKOM COCTOAHMS KOpoHapHbIx cocyaos [10, 25] (Cuna
peKomMeHaauum 1; ypoBeHb foKa3aTtenbcTB C).

KommeHTapuii. lpu CK 06bl4HO BM3yanuaunpytoTcs
MAKOCTb B MOMOCTU NepuKapia, aHeBpuM3Mbl M aunaTta-
LLMS KOPOHapPHbIX COCYA0B, YTONLEHNE CTEHOK KOPOHAPHbIX
apTepui, HEPOBHbIE KOHTYPbl, TPOMOO3 KOPOHAapHbIX apTe-
puin ¢ pa3BUTMEM MHPAPKTa MUOKapAa B Mocneayrolem.
Mpn TpoM60O3€e KOPOHAPHbLIX apTeEpUi OTMedalTcs Hapy-
leHne rnobanbHOM M IOKaNbHON CUCTONMYECKON DYHKLMHK
KeNyao4yKoB cepfua BCNeAcTBME UWEMUU MUOKapaa, CHU-
YeHue HacocHOM GYHKUMKW cepaua v Apyrux napameTrpos
reMoAMHaMWKK, NPUBOAALLMX K Pa3BUTUIO HEAOCTaTOYHO-
CTW KpOBOOGpPaLLEHMUS.

MNaumeHtam ¢ nogo3peHneM Ha CK pekomeHOoBaHO
nposegeHne IKI [10, 23, 25] (Cuna peKkomeHaauuu 1;
ypoBeHb foKa3artenbcTtB C).

KommeHTapui. MiameHeHns Ha IKI B ocTtpon dasze
CBOAATCS K YBENMYEHUID UHTepBana PR, CHUXEHUIO BOMb-
Taxka Komnnekca QRS, ynnouweHuto 3ybua T, UBMEHEHUAM
cermeHnTa ST. MlueMnyeckne n3MeHeHnsi BO3HUKAOT No3xKe,
B nogocTtpoun dase, B pesynbrate TPoM603a aHEBPU3M KOPO-
HapHbIX apTepum.

Mo noKasaHuaM (NoAo3peHue Ha MHPaAPKT MWOKapaa
WK UWEMUIO MUOKapAa) PEKOMEHA0BAHO NPOBOAUTL UCCe-
[10BaHUS YPOBHEN:
® KpeaTUHKMHa3bl;

° MWOKapauanbHon dpaKumm KpeaTUMHKMHa3bI;

MHWOKapaunanbHoro TponoHuHa T u | [14, 15] (Cuna peKo-
MeHpauuu 1; ypoBeHb AoKa3aTenbCcTB B).

AunddepeHymanbHas gUarHocTuKa
MposiBneHuns, cxogHble ¢ CK, umeer psig 3abonesa-
HWM, COMPOBOXAAEMbIX 3JK3AHTEMOW WU WU3MEHEHWUAMM
CyCTaBOB: 3TO CMHAPOMbI TOKCMYECKOro LWOKa W «olwna-
PEHHOW KOXW», OBEHUIbHbIM PEBMATOUAHbIN apTPUT, CUH-
apom CtuBeHca—[)KOHCOHA, a TaKXe pPsf 3K3aHTEMHbIX
MHOEKUMN:
° MPW KOpK He HabntogaeTcs WenyLleHns KOXKU Ha KUCTSAX
W Ha cTonax;
®  WHPEKLMOHHbIM MOHOHYKE03, Bbi3BaHHbIK BUPYCOM
AnuwTtenHa—-bapp, B 10-15% cny4yaeB conpoBoxaaerca
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Ta6nuua 2. PeiiTuHroBas cxema Ans OLEHKMU CUbl pEKOMeHAaLnmn
Table 2. Rating diagram for assessing recommendation strength

CteneHb OCTOBEPHOCTHU

CoOTHOLIEHHE pUCKa

MeToponoruyecKkoe Ka4ecTeo

NMosicHeHUs No NPpMMEeHeHuUIo

Ha JOKa3aTenbCTBax
BbICOKOIo Ka4ectBa

npeacTaBNeHHble B KAKON-TM60 aApyrown
dopme.

[anbHenwmne nccnenoBaHuns Bpsag nn
M3MEHSAT Hally YBEPEHHOCTb B OLEHKe
COOTHOLIEHMS NONb3bl U PUCKa

peKkomMmeHaauun U NpeumyLiecTB UMeloLmuxca AoKa3aTe/ibCcTB peKkomMeHAaauun
1A MNonb3a oTyeTIMBO HapexXHble HenpoTUBOpeYnBbIe CunbHasa pekoMmeHgaums,
CunbHas npeBanupyet Haj [lOKa3aTenbCcTBa, OCHOBaHHbIE Ha KoTopasi MoXeT
peKkoMeHaaums, pUcCKaMu 1 3aTpatamu, XOPOLO BbINONHEHHbIX PKU, nnu MCnonb30BaThbCA
OCHOBaHHas nmM60o Hao6opoT HEoNpoBEPXKMUMble AOKa3aTeNbCTBA, B 6O/bLUMHCTBE ClyYaeB

y NPEUMYLLECTBEHHOIO
KonnyecTBa nauneHToB
6e3 KaKnUx-TMb0o NBMEHEHUN
W UCKIIOYEHUIN

1B

CunbHas
pekomeHaaums,
OCHOBaHHas

Ha JoKa3aTenbcTBax
YMEpPEeHHOro KayectBa

MNonb3a oT4eTAINBO
npeBanupyet Haj
puYCKamu 1 3aTpatamu,
nm6o HaobopoT

[loka3aTenbCTBa, OCHOBaHHbIE

Ha peaynbraTax PKW, BbINONHEHHbIX

C HEKOTOPbLIMKU OFPaHUYEHUSIMU (MPOTUBO-
peyvBble pe3ynbTaTbl, METOL0IOTMYECKHUE
OLWMGBKHM, KOCBEHHbIE WX CRyYaiiHble

1 T.N.), IM60 APYrMX BECKMX OCHOBAHMSX.
[anbHenwwne uccnegoBaHus (ecnu

OHV MPOBOASTCS), BEPOATHO, OKaXKyT
BJIMSTHWE Ha Hally YBEPEHHOCTb B OLLEHKE
COOTHOLLEHWS NOMb3bl U PUCKA U MOTYT
M3MEHUTb ee

CunbHas pekomeHaauus,
NPUMEHEHUE KOTOPOA
BO3MOMHO B 60/bIINHCTBE
cnyyaes

ic

CunbHas
peKomeHaauus,
OCHOBaHHas

Ha [JoKa3aTeNbCcTBax
HU3KOro KayecTBa

Monb3a, BepoaTHO, ByaeT
npeBannMpoBatb Haj
BO3MOHbIMW PUCKaMu

n 3atpatamu, nn6o
Hao6opoT

[oKka3zaTteNnbCcTBa, OCHOBaHHbIE

Ha 06cepBaLMOHHbIX UCCTIea0BaHMUSAX,
6eCcCUCTEMHOM KJIMHUYECKOM OMbITe,
pesynbratax PKU, BbINOAHEHHbIX

C CylleCTBEHHbIMW HegocTaTKkaMu. Jlio6as
oueHKa adpdeKTa pacLueHMBaeTCs Kak
HeonpeaeneHHas

OTHOCUTENBbHO CUbHad
peKomMeHaauuna, Kotopas
MOXET ObITb UBMEHEHA NpPH
nony4eHun oKa3aTeslbCTB
60onee BbICOKOro KayecTBa

2A

Cnabas
peKkoMeHaauus,
OCHOBaHHas

Ha AoKas3aTeNnbCcTBax
BbICOKOrO KayecTBa

Monb3a conocrtaBuMa
C BO3MOHbIMW PUCKaMu
1 3aTpatamu

HapexHble JoKa3aTenbCTBa,
OCHOBaHHbI€ Ha XOPOLWO BbIMOSHEHHbIX
PKW nnun noatBepKAEHHbIE APYTMMHU
HEOMPOBEPKUMbIMU AAaHHbBIMMU.
[anbHenwune nuccneaoBaHunsa Bpsag nn
M3MEHSAT Hally yBEPEHHOCTb B OLEHKE
COOTHOLIEHMUS NONb3bl U PUCKaA

Cnabasi pekomeHaaums.
Bbi6op Haunyywen
TaKTUKK ByaeT 3aBUCETb
OT KJIMHUYECKOW CUTYaLLMn
(o6cTOATENBCTB), NAUMEHTa
WUNY colmanbHbIX
npeanoyTeHnn

Ha JoKa3aTenbCTBax
HU3KOro Ka4ecTtBa

MOXeT 6bITb CONocTaBUMa
C BOBMOXHbIMW PUCKaMU
N OCJTOXXHEHUAMN

HegocTaTKamu. Jlio6asa oueHKka addeKTa
pacueHnBaeTCs Kak HeonpeaeneHHas

2B MNMonb3a conoctaBnma [lokasaTenbcTBa, OCHOBaHHbIE Cnabasi pekomeHaaLms.
Cnabas C pucKamu Ha peaynbratax PKW, BbINOMHEHHbIX AnbTepHaTMBHasa TaKTUKa
peKkoMeHaauus, N OCNIOXKHEHUSMW, OAHAKO | C CYLEeCTBEHHbIMU OrPaHUYEHUSIMHU B OnpefeneHHbIX CUTyaLmsax
OCHOBaHHas B 9TOWM OLEHKe eCTb (npoTHBOpPEYMBLIE pe3ynbTaThl, MOXKET ABUTLCS N1 HEKOTOPbIX
Ha JoKa3aTenbcTBax HeonpeaeneHHoCTb MeToAoNorMyeckne aedeKTbl, KOCBEHHbIE | MALMEHTOB NyYlWWUM BbIGOPOM
YMEpPEHHOro KayecTBa WK ClyHaRlHbIE), UU CUNTbHbIE

[loKa3aTenbCcTBa, NPeacTaB/ieHHble

B Kakon-nnm6o apyron popme.

[anbHenwune uccnegoBaHus (€CAnM OHU

NpPOBOASATCS), CKOPEE BCEr0, OKaXyT

B/IMSIHWE Ha Hally YBEPEHHOCTb B OLlEHKE

COOTHOLLIEHUS NONb3bl U PUCKA U MOTYT

M3MEHUTb ee
2C HeopgHo3Ha4yHOCTb [okasaTtenbcTBa, OCHOBaAHHbIE OyeHb cnabas peKoMeHgaums.
Cnabas B OLlEeHKE COOTHOLIEeHUS Ha 06cepBaLMOHHbIX UCCIef0BaHMUAX, AnbTepHaTUBHbIE NOAXOAbI
pekomeHaaums, noNb3bl, PUCKOB 6eCCUCTEMHOM KIMHUYECKOM OnbiTe MOryT GblTb UCMONb30BaHbI
OCHOBaHHas N OCNOXHEHUN. MNonb3a nnun PKW ¢ cyliecTBeHHbIMU B PaBHOM CTENEHM

lpumevaHune. B Tabnuue LundpoBoe 3Ha4YeHWe COOTBETCTBYET CUle peKoMeHAaunin, 6yKBeHHoe 0603HavYeHne — YPOBHIO J0Ka3aTelbHOCTH.
PKW — paHaoMun3npoBaHHOE KIMHUYECKOe UccnefoBaHue.

MaKysionanyne3Hon Cbinblo, HO IMXOopajKa Npu Hem aep- °
UTCH 06bIYHO MeHee 1 Hep, Aa u nabopaTopHble JaHHble °

nomMoratoT OTIMYUTb 3TO cocTosAHUE OT CK;

® afeHOBMpYyCHas MHOEKUMA OTIMYaeTCs BblpaxKeHHbIMU
NPoOSBAEHUAMM Ha30bapUHIUTA, NIUXOPAAKOW ANUTENb-
HOCTbIO OKOMI0 5 AHEW, NpPU 3TOM TaKOW CUMMTOM, Kak

«Ma/IMHOBbIN 13blK», HEXapaKTepeH;

npu cKapnaTMHe He BCTPEYaeTCH UHbEKLIMM KOHBIOHKTUB;
cuHapom CtuBeHca—[)KOHCOHa (BO3MOXHbIM BO306YyAu-

Tens — Mycoplasma pneumoniae) oTanyaetrca ot CK

AMU N HEKPO3OM;

HanM4yMeM MnocrefoBaTeibHO TPaHCHOPMUPYIOLLUXCH
BbIChINAHW1: MaKy/bl—Nanybl—Be3uKy/bl U GYNSbl, yPTH-
KapHble 3IeMEeHTbl MU CIMBHAs 3pUTEMA C U3bASBAEHH-




® CUCTEMHbIA IOBEHUNbHbBIM MAMOMNATUYECKUN apTPUT MO-
ET AebloTMpoBaTh AUTENbHON (2 Hel 1 6onee) rekTuye-
CKOM NIXOpafKow, reHepann3oBaHHoOM nMMdageHonaTnemn
W NSTHUCTOM PO30BOM SIETYYEN ChIMNblO B OTCYTCTBUU apTpu-
Ta. O Hewm, Kak 1 06 y3eIKOBOM MonnapTepuuTe, cneayet
aymaTb Y 60/1bHbIX ¢ Nogo3peHMeM Ha CK, KOTopbiM Mpo-
BEAEHO fieveHne agekBatHon goson BBUI 6e3 addekTa.

JIEMEHME

KoHcepBaTuBHOE nneyeHue

PekomeHaoBaHO MNpUMEHeHUe MHQY3nn BHYTPUBEHHO-
ro UMMyHOII06YIMHa YenoBeKka HopmaabHoro™ BX na done
aHTHarperaHTHou Tepanuu aueTuacainynuaIoBOi KNUC/0-
Toi BX kaKk ocHoBHOro metoaa nevyenusa CK. JleyeHwutio
nognexar Kak MaHWdecTHble, TaK M «HEMOJHble» Cry4yau,
NMOCKOJIbKY nocnegHue, no psgy HabnoaeHun, Yalle npuBo-
OST K UBMEHEHMSM KOpOHapHbIX apTepuin [25] (Cuna peko-
MeHpauuu 1; ypoBeHb AOKa3aTeNnbCTB A).

KommeHTapuin. 3odpekt BBUI nposBaseTcs CHUXKEHU-
eM TemnepaTypbl B TedeHne 48—72 4 U uMeeT npodunakx-
TUYECKOEe 3Ha4yeHWe B pas3BUTUM aHOMaMi KOPOHapPHbIX
aptepuin. Ecnun nuxopagka KynupoBaHa, 60/1bHOMY OCTaBAsA-
0T MOALEPKMBAIOLLYIO A03Y aLeTUICaNULMIOBON KMCAOThI
1 noBTopsatoT IXoKI Ha 2-i 1 Ha 6-1 Hep 601e3HM.

MpoBefeHHble NCCnefoBaHWs CBUAETENLCTBYIOT O TOM, 4TO
pa3BuTME MOPaXKEHWUN KOPOHAPHbIX apTepuin 3aBUCUT OT JO3bI
BBWI 1 He 3aBMCUT OT 403bl aLleTUACAMLMIOBOM KUCAOThI [15].

HeKkoTopble nauneHTbl MOryT 6bITb PE3UCTEHTHbLI K Tepa-
nun BBUI, 4T0, Kak npaBmno, 06yCNOBAEHO UX FEHETUYECKU-
MW 0COBEHHOCTAMM [26].

BepoaTHoCTb pe3ucteHTHOCTM K BBUI (16,6% nauu-
eHToB) [14] BO3MOXHa Yy AE€TEN MNPU HaNU4yUKU CreaytoLumx
$aKTopoB:

e BO3pacT Mnaawe 1 roga;

® paHHAS AMArHOCTMKa C Hayanom Tepanuu ¢ 4-ro AHs
6051e3HM UK paHee;

® 3HayuTenbHoe nosbileHne CPb (= 8-10 mr/an);

® MOBbIWEHHbIN YPOBEHb anaHWHaMUHOTPaHchepasbl

W acnapTaTaMnHoTpaHcdepassbl;
® ypoBeHb TPOMOGOUMTOB B O0OLWEM aHanu3e KpPOoBMU

< 300000/mMMm3,

°  ManoYKOSAEPHbIV CABMT;

® CHWXEeHWe YPOBHA HaTpUs B CbIBOPOTKE KPOBMU
< 133 MMONb/N U HU3KUKA YPOBEHb CbIBOPOTOYHOIO
anbbyMuHa.

BHYTpMBEHHbBIN UMMYHOINOBYNH B A03€e 2 I/KI Macchbl
Tena PeKoMeHA0BaHO BBOAUTb NyTEM AAUTENbHOM (8—24 Y)
MHPY3UK cpas3y nocne yCTaHOBEHUS AMarHo3a, xenatenbHo
B TeyeHue nepBbix 7—10 aHen 3aboneBaHus (Hanbonee
ONTUManbHbIM Nepuoa Ans NpefoTBPaLLEHNs cepaeyHO-Cocy-
OWUCTbIX OCNOXHeHun) [10, 14, 15, 22, 25, 27, 28] (Cuna
peKomMeHaauum 1; ypoBeHb fOoKa3aTenbCTB A).

Ecnu nauneHT ¢ CK B cuny Kakux-nMbo npuymMH He nony-
yun Tepanuio BBUI B nepBble gHM 6GONE3HU, pEKOMEHA0Ba-
HO He3aMeaNMTeNbHO NPOBECTU WMHOY3UIO BHYTPMBEHHOIO
MMMYHOI06yNnHa B o3e 2 r/Kr Macchl Tena cpasy nocne
noaTBepXKaeHua avarHosa [10, 14, 15, 22, 27, 28] (Cuna
peKomMeHaauum 2; ypoBeHb JOoKa3aTtenbcTB B).

B cnyyae ecnu nauueHT He OTBEYaeT Ha CTapToBYlO
Tepanuio BBUI nageHnem Temnepatypbl B TeyeHue 48 \y,
WX NPOU30LLI0 060CTPEHUE B TeYeHue 2 Hel, TO BBeaeHne

BBUI" pekomeHayeTcs NOBTOPUTb B TOM e Ao3se [27] (Cuna
peKkoMeHpauum 2; ypoBeHb AOKa3aTeNbCcTB B).

He pekoMeHOoOBaHO MNPOBOAWUTb Tepanuio aHTubaKTe-
puanbHbIMKM npenapartamu, T.K. NPU NE€YEHUU CUHAPOMaA
KaBacakn oHa HeaddpeKTMBHa (Cuna pekomMeHpauuum 2;
YpOBEeHb fJoKa3aTesibCcTB B).

Auetuncanuumnosyio Kucnoty (kog ATX: BO1ACO6)
peKomMeHaoBaHO ucnonb3oBaTtb nNpu CK Kak npoTnBoBOC-
nanutenbHoe (B 60MblUMX J03ax), TaK WM aHTMarperaHTHoe
(B manbix gosax) cpeacteo [10, 14, 15, 22, 25, 27, 28] (Cuna
peKkoMeHpauum 2; ypoBeHb AoKa3aTenbcTB C).

KommeHTapui. B ocTpon crtaguu 3aboneBaHus ale-
TUACANMUMNOBas KUCAOTa Ha3HavyaeTcs B [03MPOBKE
30-100 mr/Kr B cyTkM B 4 npuema (B pa3Hblx CTpaHax npu-
HATbI pa3Hble JO3UPOBKK: B ANOHMU — 30—50 Mr/Kr B CyTKMH,
B CLLUA — 6onee Bbicokne f03bl — 80—-100 Mr/Kr B CYTKM).
locne nmpeKkpalweHns nuxopagkum (B GOMbLUMHCTBE ClyYaeB
nocne BBefeHus BBUI) uyepe3 48-72 4 [fo3y CHMXKalOT
10 3—5 Mr/Kr B CyTKM B 1 np1MeM 1 Npoao/mKatoT 40 HopManu-
3aluy YpOBHA MapKepoB OCTPOro BOCMANEHUS U YUCna TPOM-
60UnTOB, ecnu B Te4eHne 6—8 Hel OT Havyana 3aboneBaHus
npu 3xoKl He BbIIBNEHO aHEBPU3M KOPOHAPHbIX apTepui.
Mpu BbIABNEHMM aHEBPU3M < 8 MM 6e3 TpoMb603a Npuem
npenapara NPoAO/KatOT, NMOKa M3MEHEHUS He KynupykTcs
npu NoBTOPHbIX IXOKT 1 KT (KOHTponb Kaxable 6 mec). MNpu
aHeBpM3MaXx KOPOHapPHbIX apTepui = 8 MM U/UK Hanuyium
Tpomb603a npuem npenapata B J03e 2-5 Mr/Kr B [€eHb
(B KOMBUMHaumu ¢ BapdapuHoM, Kog ATX: BO1LAAO3) noa KOH-
TPONEM MEXAYHAPOAHOrO0 HOPMANM30BaAHHOIO OTHOLUEHWUS
(MHO) npogomKatoT NOXn3HeHHo [14, 15].

Gnokatopbl pakTopa Hekpo3a ornyxoau (Tumor necrosis
factor, TNF) «. lNMockonbKy BO Bpemsi octpon ctagum CK
NPOUCXOAMT aKTuBaumsa T Knetok c¢ npoaykuuen TNF «,
OTBETCTBEHHOrO 3a MOSIBIEHWE KIAaCCUYECKUX CUMMNTOMOB
CUCTEMHOW BOCManNUTENbHOM peaKkuMu, B CTapTOBOW Tepa-
M1UU MOXKET BbITb PEKOMEHAOBAHO PACCMOTPETb Ha3Ha4YeHne
6nokatopoB TNF «, KOTOpble Ha3dHavyaloTCs BMECTE UK Jaxe
BMecTo BBUI kak npenapatbl nepson nvHum [29, 30] (Cuna
peKkoMeHpauum 2; ypoBeHb AoKa3aTenbcTB C).

KommeHTapuin. Mmetotcs ny6aMKaLUMM HECKONbKKUX
cnydaeB 3pPEKTUBHOMO MPUMEHEHUS MHbIMKcumasa™ BX
(MpumeHeHWe npenapata y geten off label — BHe 3aperu-
CTPUPOBAHHbIX B WMHCTPYKLUMW JNIEKapCTBEHHOro cpeacTBa
NoKa3aHWK, C pa3peLlleHuns NoKaJbHOro 3TMYECKOro KoMuTe-
Ta MEAULMHCKOM OpraHm3aumu, Npu Haamynm NoANMCaHHOro
MHOOPMMPOBAHHOIO COrNacua 3aKOHHbIM MpeAcTaBUTENEM
n/unu pebeHKOM B Bo3pacTe cTaple 14 net) npu pesu-
CTEHTHOCTU K TpaamumoHHon Tepanun BBUT [29, 30].

Mpun pedpartepHocTn K BBUTI onncaH addeKT Lmknocno-
puHa (NpMMeHeHWe npenaparta y geten off label — BHe 3ape-
TMCTPUPOBAHHbIX B MHCTPYKLMW NEKapCTBEHHOrO cpeacTBa
NoKa3aHWK, C pa3peLlleHuns NoKaJbHOro 3TMYECKOro KoMuTe-
Ta MEAULMHCKOM OpraHm3aumu, Npu Haamynm NoANMCaHHOro
MHOOPMMPOBAHHOIO COrNacua 3aKOHHbIM MpeAcTaBUTENEM
n/nnu pebeHKoM B Bo3pacTe cTapule 14 neT), MeToTpeKcara,
umMknodpocdammaa, nnasmadepesa [28, 31-33].

He peKkomMeHJOBaHO LWMPOKOE MPUMEHEHUE TTIOKOKOPTU-
KOCTEpOMAOB B AoMnonHeHne K BBUT, xoTa B oTaenbHbIX pabo-
Tax yKa3blBaeTCA Ha HEKOTOPOE CHUMEHWE YacTOTbl Pa3Bu-
TS aHEBPU3M NPU KOMOBUHUPOBaHHOW Tepanuu [10, 28, 33]
(Cvuna pekomeHpauum 1; ypoBeHb JOKa3aTenbcTB B).

X JleKapcTBeHHbIN npenapaT, Bxoaswmn B epeyeHb *)KU3HEHHO HEO6XOANMbIX U Ba*KHENLLMX IeKapCTBEHHbIX NpenapaToB AN MeauLMH-
cKoro npumeHexus Ha 2017 ropa (PacnopsikeHue MpaButenbctBa PP o1 26.12.2016 N2 2885-p).

BK JlekapCTBEHHbIN npenapart, BxoAawmni B NepeyeHb neKapCTBEHHbIX NpenapaToB AN MEAULMHCKOro NPUMEHEHUS, B T.4. IeKapCTBEH-
HblX MpenapatoB ANS MEeAULMHCKOro NMPpMMEHEHUSs, Ha3HaYyaeMblX MO peleHnto BpayebHbIX KOMUCCUI MEAULMHCKUX OpraHu3alui

(PacnopseHue MpaButenbctBa PO o1 26.12.2015 N2 2724-p).
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PekomeHaoBaHO paccMOTpeTb BOMPOC O BO3MOX-
HOM Ha3HaYeHUU [IIOKOKOPTUKOCTEPOUIOB Y MaALMEHTOB,
He oTBevalolmx Ha NnoBTopHoe BBeaeHne BBUTI [10, 28, 33]
(Cuna pekomeHpaLuu 2; ypoBeHb foKa3aTtenbcTB C).

KommeHTapuin. Hanbonee 4acto BBOAST BHYTPUBEHHO
metunnpegHusonoH™ BX g nose 30 mr/kr B TederHmne 40 MuH
1 pa3 B AeHb Ha npoTaxeHun 2—3 cyT. CyulecTByeT cxema
nynbc-Tepanum MetunnpeaHn3onoHom (kog ATX: HO2ABO04)
no 600 Mr/m?2 2 pa3a B AeHb B TeYeHWe 3 AHEN UK NpUeM
npegHusonoHa™ BX (kog ATX: HO2ABOG) B TeueHue 6 Hep
B 403e 2 Mr/Kr B cyTku [10, 28, 33].

MpenapaTbl, pPEKOMEHAOBAHHbIE K MPUMEHEHMIO MO NOKa-
3aHMUAM C Lenblo NpodunakTMkM TpoM60308B, NpeacTaB/eHbl
B Tabn. 3.

PekomeHaoBaHO npoBeaeHne TPoMOOIUTUYECKOW Tepa-
MUK NPU OKKJTIO3MN aHEBPU3M KOPOHapHbIX apTepun npu CK:
° [On§ In3nca TPOMBOB B KOPOHAPHbLIX apTepUsX y NaLmeH-

TOB C UH}aAPKTOM MUOKapaa (B Te4yeHne nepsbix 12 Y);

nM3nca TPoOMOOB KOPOHApPHbIX apTepuin, BO3HUKLIMX
Bcrneacteme CK (Cuna pekomeHpauuu 1; ypoBeHb foOKa-
3arenbcTB B).

PekomeHZOBaHO MCMoONb30BaHME TaKWx NpenapaTtos,
KaK YpOKMHa3a (NpuMeHeHue npenapara y ageteun off label —
BHE 3apernMcTpupoBaHHbIX B MHCTPYKLMKU NEKAPCTBEHHOMO
CpeAcTBa MNOKa3aHWM, C paspelleHns NIOKanbHOro atuye-
CKOro KOMWUTETa MEAMUMHCKOM OpraHu3auuu, Npu Hanmyumu
noAnMcaHHoro MHGOPMUPOBAHHOIO COMNacusi 3aKOHHbLIM
npeacraBuTenem unn pebeHKkom B Bo3pacTe ctaplie 14 ner),
antennasa™® BX sHyTpuBenHo [14, 15] (Cuna peKomeHaa-
umMu 1; ypoBeHb AoKa3aTenbcTB C).

Xupypruyeckoe neyeHue

PekoMeHAOBaHO pacCcMOTPeTb BO3MOXHOCTb NpoBeae-
HWS aOPTOKOPOHAPHOIO WYHTUPOBAHUS Y MALIMEHTOB C TAXe-
/IO OKK/IIO3MEN OCHOBHbIX BETBEW KOPOHAPHbIX apTepuu,
0COBGEHHO B LIEHTPasIbHOM YacTu, UK Npu NOCTEMEHHO NPo-
rPECCUPYIOLLMX HapyLWEeHUAX C OOKa3aHHOW ULLIEMUEN MUO-
KapAa WM CHWXXEHWW KM3HEeCnoco6HOCTM MUOKapAa B nopa-
¥eHHon obnactu [14] (Cuna pekomeHpauuu 1; ypoBeHb
AoKasaTtenbcTB C).

KommeHTapuii. n3Hecnocob6HOCTb MUOKapaa crneayet
OLLEHUTb KOMIMJIEKCHO C YY4ETOM HaNuyuns/OTCYTCTBUS CUM-
NTOMOB CTeHOKapamu, AaHHbix K[ ¢ dusnyeckomn Harpys-
KOW, CUMHTUrpaduM MUOKapaa C TalMeM, ABYXMEPHOWM
OxoKI, BeHTpuKynorpadum NeBoro xenyaodka (nokanbHas
NOABUHOCTb CTEHKM MMOKapAa) 1 ap.

PekomeHOBaHa KOHCyNbTaLuUsa KapamMoxmpypra (Ha ocHo-
BaHWW W3MEHEHWIN, BbISIBEHHbIX MPU KOPOHAPHOW aHruno-

rpadun):

° MpU TSXKENbIX OKK/IIO3USAX B IEBOW MMaBHOM KOPOHAPHOM
apTepuu;

° TAMENbIX OKKIO3UAX B HECKONbKMX cocydax (2 wunu
3 cocypa);

°  TAXENbIX OKKIO3MAX B NPOKCUManbHOM YacTu NepeaHen
HUCXOAsLEN BETBU NEpeaHEN BEHEYHON apTepuu;
yTpate Konnatepanen [14] (Cuna pekomeHpauuu 1;

ypOBEeHb floKa3aTenbcTB C).

KommeHTapuii. [pu BbiGope cTpaTerum tepanuun cneay-
€T TaKXKe y4eCTb CreaytoLiMe COCTOSHUS:

° B CUTyaUWKW ecnv y naumeHTa BTOPOM AN TPETUM MHPaPKT
MUOKapAa BCNEeACTBME HaMYUS XPOHUYECKM CYLLECTBYIO-
LUMX MHDAPKTHBIX 04aroB, XMPYPruyecKoe BMeLLaTenbCTBO
MOXET 6blTb MOKA3aHO, HaNpuUmep, A5 NeYeHns nopaxke-
HWWM, OrPaHMUYEHHbIX NPaBOM KOPOHAPHOW apTepUEN;

® MOpaXeHUsi, acCoOLMMPOBaHHbIE C pPEKaHanu3aLmen OK-
K/IO3MPOBAHHOM KOPOHapHOW apTepun unn GopmupoBa-
HMEM KonnaTepasbHbIX COCYAOB: B 3TUX Crydasx NOAXOA
K XMPYPruyecKomy BMeLIaTeNbCTBY AO/KEH ObiTb KpanHe
OCTOPOKHbIM; XMPYPruyecKoe BMellaTeNbCTBO NPOBOAMUT-
CS TONIbKO MaLMeEHTaM C TAXKENON UlleMnen MMoKapaa;

® Heob6XO0AMMOCTb a0PTOKOPOHAPHOrO WYHTMPOBaAHMS A0-
YKHa OblTb 0COOEHHO TWaTeIbHO B3BELIEeHa Y MalleHbKUX
OeTen B CBSA3KU C AONITOCPOYHOCTbIO QYHKLMOHMPOBAHUS
WyHTa. ManeHbKMUX AeTen, COCTOSHME KOTOPbIX yaaeTcs
KOHTPONMpPOBaTb C MOMOLLbIO MEANKAMEHTO3HON Tepa-
nuu, cnegyeTr BeCTU KoHcepBaTUBHO. [pn aTOM HEOobXxo-
OMMo obecrneynTb MM aeKkBaTHOe HabnaeHue ¢ nepu-
OAMYECKMM MNpoOBeJeHWEM KOpOHapoaHrnorpadpuu.
Takaa TaKTWKa NpeanpuHUMaeTcs ¢ Lebio MaKCcUMaib-
HO OTCPOYUTb @OPTOKOPOHAPHOE LWYHTUPOBAHKUE, YTOObI
pebeHOK ycnen nogpactu. TeM He MeHee nauueHTam
C TSXKENbIMU U3MEHEHUSMU MPOBOANUTCS XMPYPruyecKkoe
BMelLaTeNbCTBO Jarke B Bo3pacTe 1-2 feT;

® peaynbraTbl TECTUPOBAHUSA GYHKLIMM NEBOM0 XKenygodka:
enaTtenbHOo, YTo6bl NaLMEHTbl C COXPaHHOM (YHKLMEN
NeBOro XenyaoyKa Ne4Ynanchb XMpypruiecknum cnocobom,
XOTS NaLUMEeHTbl C JIOKaNbHOW TMNOKUHE3NEN MUoKapaa
TaKXKe MOryT noABepraTbCs XMPYPruyecKoMmy fie4eHuio.
Y naumeHToB C BblpaxKeHHON ANDDY3HOM TMMOKUHESU-
el ob6a3aTeflbHO OMnpeaensieTcs COCTOSHWUE KOopoHap-
HbIX apTepuin. B peakux crnydyasix MOXET 6biTb NOKa3aHa
TpaHcnnaHTauus cepaua.

Ta6auuya 3. lMpenapatbl 4N npodunakTkK Tpomo603a (afganTupoBaHo 13 [15])

Table 3. Drugs for thrombosis prophylaxis (adapted from [15])

Auetuncanuuunosas kucnotat BX

B octpoi ctagun — 30-100 mr/Kr B 4 npuema; 4epe3d 48-72 4
Mocne npeKkpalweHns TMxopagku — no 3—5 Mr/Kr B CyTKu

Bapdapun™ BK

Mo 0,05-0,12 mr/kr (B CLLUA — no 0,05-0,035 mr/kr) noa koHTponem MHO (1,6-2,5)

HedpaKLUMOHUPOBaHHbIV renapuH
(renapuH HaTpus™ BX) BHyTpuBEHHO

[o3a Hacbiwenusa — 50 ea/kr. NoaaepxuBatowasa gosa — 20 en/Kr (Mog KOHTpPoNem
AYTB: 60-85 cek — B 1,5-2 pa3a Bbllle NepBOHa4YanbHOro ypoBHS)

HU3KOMONEKYNAPHBIN renapuH NOAKOMKHO

(B OCTPOW CUTYaALMM C KITMHUYECKUMM
NPOoSABIEHUAMM UILEMUU MUOKAPAa BO3MOMHO
BHYTPMBEHHOE BBefieHKe)

Hanpumep, aHokcanapuh’ BX

et mnagwe 1 ropa:
neyeHune: No 3 Mr/Kr B CyTKM B 2 npuema ¢ UHTepBanom 12 4
npodunakTuka: no 1,5 Mr/Kr B CyTKu

[eTtun ctapwe 1 roga v NoAPOCTKM:
fnle4yeHune: No 2 Mr/Kr B CyTKM B 2 npuema ¢ UHTepBanom 12 4
npodunakTuKka: No 1 Mr/Kr B CyTKKU

Knonuporpen™: BK

Mo 1 Mr/Kr B cyTKM B 1 npuem

lpumeyaHne. MHO — mexayHapoLHOe HopManu3oBaHHoe oTHolweHWe, AHTB — akTMBMPOBaHHOE YacTUYHOe TPOMOONAacTUHOBOE BpeMs.




MauneHTam ¢ TAKeNon MUTpasbHON HEJOCTAaTOYHOCTbLIO,
PE3UCTEHTHON K MeOMKaMEHTO3HOW Tepanuu, peKoMeHOo-
BaHbl Ba/ibBy/oNiacTMka M 3amMeHa KinanaHoB [14] (Cuna
peKomMmeHaauum 1; ypoBeHb goKa3saTtenbcTB C).

B pegkux cnyyasx CK MOXeT OCMOXHATbCA TaMMnoHaaon
cepaua, aHeBpM3MON NEBOTO KeNyAo4Ka UK OKKNO3UOHHBIMU
HapyLweHWsIMK. B TaKnX cUTyaumsax peKOMEHA0BaHO NpUMeHe-
HWe COOTBETCTBYIOLMX TUMOB XMPYPrMYECKMX BMeLLaTeNbCTB
[14] (Cuna pekomeHaauuu 1; ypoBeHb AOKa3aTenbcTB C).

PEABUJIUTALIUA
[omxHa 6bITb Hanpas/ieHa Ha noaaep)KaHue cepaevyHon
dYHKUMM M ynydLleHWe KayecTBa KU3HM NaLMEHTOB.

MPOD®UNAKTUKA

U AUCNAHCEPHOE HABJIOAEHUE

MpodunakTuka

Cneuundunyeckon npodurnakTMK1 He CylecTByeT.

MpodunakTMKon cepaevyHo-CoOCyaAUCTbIX HapyLeHUn Yy
60MbLUMHCTBA MNaLMEHTOB SABASIOTCA paHHee YCTaHOBNEHWe
AunarHo3a 1 cBoeBpeMeEHHOe npoBeaeHue Tepanumn BBUT.

BepeHue geten

PebeHok nocne nepeHeceHHoro CK pomkeH Habnio-
JaTbCa AETCKMM KapauonoroM. B HacTosiuiee Bpems Her
YeTKOro KOHCeHcyca O [JJMTENIbHOCTU AMCNaHCEepPHOro
HabnogeHnsa, ofHaKo OGOMbLWWMHCTBO CMeuuannucToB Mnpu-
3HaloT, 4To Aetu, nepeHecwue CK, MMEIOT BbICOKWMIA PUCK
pa3BUTUS CEPAEYHO-COCYANCTbIX OCNOMHEHUW, B T.4. dop-
MWPOBaAHWE CTEHO30B WM WX MPOrpeccuMpoBaHue B TeyeHue
M3HU, a TaKKe PUCK Pa3BUTUSA ayTOMMMYHHbIX 60NEe3HEN.

OxoKI™ fomKHa NpPoBOAMTLCS PEryNspHO, Kawable 6 mec,
[10 CTOMKOIro MCYE3HOBEHUS KOPOHapPHbIX aHeBpu3M. [etam
€0 cHOpPMMPOBaAHHLIMU CTOMKMMU aHEBPU3MAMMU MOKUIHEH-
HO Kaxable 6 mec npoBoadat AxoKI n JKI. Mo nokasaHuam
NPOBOAAT KOPOHAPOrpaduto 1 TeCT ¢ GU3NYECKON Harpy3KOMN.

B cBA3u ¢ 1em, 4to CK MOXKET 6biTb OgHUM M3 GAKTOPOB
pUCKa pa3BUTUA aTepoCKNepo3a, NauueHTam cneayet pasb-
ACHWUTb HEOBGXOAMMOCTb BeAeHWs COOTBETCTBYlOLWEro obpasa
M3HU (neTa C orpaHnYeHNEM TYronaaBKMX UPOB U «BbICTPbIX»
YrNeBOA0B, KOHTPO/Ib MacChl TeNa, 0TKa3 OT KypeHus U T.4.) [14].

OueHKa PUCKOB M peKOMEHAAL MK No AnnTenbHOMY Befe-
Huto aeten ¢ CK npeactasneHbl B Tabn. 4.

Ta6nuua 4. OueHKa PUCKOB M peKoMeHaaLnn nNo AnnTenbHOMy BeaeHuto aeten ¢ cuHgpomom KaBacaku (CK)
Table 4. Risk assessment and recommendations for the long-term management of children with Kawasaki syndrome (KS)

nnu HeT CK 6e3 nameHeHui
CO CTOPOHbI KOPOHAPHbIX

B KOPOHapPHbIX
apTepusx Ha

3ab60n1eBaHum, KOHCYNbTauns
Ha NpoTsXeHun 5 ner.

[lnarHocTuyeckue
MeponpusaTUa B dusunyeckan
TaxecTb MaTtodpusunonorusa 3aBUCUMOCTH OT JleyeHune aKTUBHOCTb, 06pa3
KJINHUYECKOro Te4eHUs ¥KU3HU
6one3Hun
| B HacToslee Bpems OueHKa p1cKa pa3BuTHs He Ha3HavaeTcs nocne dusnyeckas
HeT u3meHeHWn | He AOKas3aHo, ABNSETCH cepaeyHO-coCcyanCTbIX paspelleHns oCcTpoit aKTUBHOCTb —

dasbl (4epe3 6-8 Hep) 6e3 orpaHuyYeHni.

B0O3MOXHOCTb 3aHATUI

HaNU4Y1KU aHEBPU3M Masoro
1 CpeaHero anametpa.

Hab6naeHne Kapanonorom
c npoBegeHnemM IxoKr

No6bIx aTanax apTepumn GaKToOpoM puUcKa O6cnegoBaHue B CMNOPTUBHbIX CEKLIUAX
60ne3HU pa3BUTHA aTepoCKiepo3a Ha 30-# 1 60-# feHb, paccmarpuBaeTca
- Ha 6-M mec, Yepes MHAMBUAYaNbHO.
1l B TeyeHune octpoi ¢asbl pas- p Ansuay
1 rop v yepes 5 net nocne PekomeHzaunm
TpaH3uTOpHas BUBAeTCA rucTonatonoruie- | ol e 10 BEEHMIO 310DOBOMO
3KTa3us CKMWIM BaCKYNUT B Hapy>KHOM A Aop
. (3KT, 3xoKT, npu o6pasa X1U3Hu
KOPOHapHbIX Cnoe cpeanHHON 060104KH HEOBXOAUMOCTH — (oM. paagen
apTepun — M pacnpocTpaHsaeTca 3aTeM A - Pash
peHTreHorpadus «podunakTmuka
Ao 6-8 nea Ha UHTMMY B KODOHapHbIX OpraHoB rpyAHOM KNEeTKK 1 gucnaHcepHoe
OT Hayana apTepusax. IxoKI BbisBnseT P PyA ’ A P
PeKkomeHpayeTcs npoBeaeHue HabnoaeHne)
3a60neBaHus anddy3Hyto aunataumio KT ¢ GUNIECKOI
KOPOHapHbIX apTepunt, HO ~
Harpy3Kom npv nocnegHem
3TV M3MEHEHNA UCUesaloTB | o oBaHUM)
TeyeHue 30 aHen nocne ux A
nosiBAEHUS
I} Yaue Bcero perpeccus Ha6noaeHne u KOHTpoNb Hu3kune no3bl HeT orpaHnyeruni
Perpeccusa MOXET HaCTYNuUTb B TeYeHne | Kaxkable 3 Mec Ao aueTuncanmuunoBomn yepes 8 Hep.
1 rofa — 2 netnocne MCYE3HOBEHUSA aHEBPU3M, KUCNOThI He pekomeHaytoTca
NOSIB/IEHNS, OCOBEHHO NpK nanee exerogHoe (3—=5 Mr/Kr B CyTKM) 3aHATHA

no Mepe Heo6X0ANMOCTH
(KaK MUHUMYM

TpaBMaTtnuiHbIMKU
BMAamMu cropta

B cermeHTax c perpeccuen 1 9K 1 npn HEo6X0ANMOCTHU [0 JOKYMEHTallbHO Ha dpoHe
o6HapyxuBatoTCs peHTreHorpadum opraHoBs NOATBEPKAEHHOIO aHTMarperaHTHomn
CHUXEHWe KOpoHapHOM rPYLHOM KNETKKU 10 6 neT; MCYE3HOBEHUS Tepanuu.
anacToNM4yecKom nanee — Te e metoabl + Kl | aHeBpU3MbI) OcBobGoXxaeHne
YHKLMKU, aHOManbHoe ¢ GM3NYECKON Harpy3Kon (Kak oT y4acTtus
GYHKLMOHUPOBaHNE TONIbKO MNO3BONSET BO3pacT B CNOPTUBHbIX
COCYAUCTOro 3HA0TENNUSA peb6eHKa). MauneHtam COpPEBHOBAHUAX.

1 3HaYuUTENbHaRA
runepnnasus UHTUMBI.
MmMetoTcst COObLWeHUs 0
BO3MOHOCTHU Pa3BuUTHS
0OCTPOro KOPOHAPHOTo
CUHApPOMA Y B3POCIbIX

¢ CK B aHamHe3e

C perpeccvpoBaBLUMMU
nocne octpon dasbl
601€3HN NOPaXKEHNAMU
apTepun

C aHeBpM3MaMM KOPOHaPHbIX
apTepui ¢c 6onbWwnm
BHYTPEHHWM ANaMEeTPOM B
ocTpon pase 6on1e3Hu cneayet
npoOBOAUTb COOTBETCTBYIOLME
BWU3yann3aLMOHHbIe MeToAbl
o6cnepoBaHus (KT- unm
MP-aHruorpadms, npu aTom
MPT 6onee npeanoyTUTENbHO
B CBfI3W C OTCYTCTBUEM
ny4yeBou Harpy3ku)*. Mpu
BbISIBIEHUU ULLEMUK NPU
cTpecc-TecTe NnokasaHa
KOpoHapoaHruorpadms

3anpeullaoTcs 3aHATUS
B CMOPTUBHbIX CEKLUSX.
CnepyeT NpoBOAUTb
OKT ¢ pusnyeckon
Harpy3Kon KaK TONbKO
Nno3BOWUT Bo3pacT
pebeHKa (ctapwe 5 neT)
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Ta6nuua 4. MpojgosixeHne

[narHocTuyeckue
MeponpuaTUa B dusunyeckasn
TaxecTb Matodpusunonorua 3aBUMCUMOCTHU OT JleyeHune aKTMBHOCTb, 06pa3
KJINHUYECKOro Te4eHus }KU3HU
6one3Hun
\Y AHEeBpPU3MbI, COXpa- OcmoTp Kapguonorom 2 pasa OnvutenbHas Tepanusa MCKNIOUYNTb KOHTaAKTHbIE
CoxpaHstowmecs | HaloWwmrecs B nepuos B roj ¢ nposeaeHvem IxoKr aleTuncannunioBon W TpaBMaTU4Hble
aHeBPU3MbI peKoHBanecueHUm nnmn n 9K, exxerogHo — cTpecc- KMCNOTOW, y NaLMeHToB AKTUBHbIE UIPbI.
KOPOHapHbIX nosaHee, paccmatpuBae- TeCT; N9 BU3yanu3daluu aHeB- | C TMraHTCKUMU aHeBpu3- | OcBob6OXaeHWe
apTtepun Mbl€ KaK 0CNnoxHeHus CK. PV3M KOPOHApPHbIX apTeEPU — | MaMu UK NPU HaNYnK OoT yyacTus
McTonaTtonornyeckun npo- KT- nnn MP-anrunorpadums. TpoMba B KOPOHapHOW B CMOPTUBHbIX
rpeccrMpoBaHue Bocnane- OueHka nepdy3nm mmoKkapaa. apTepun — B KOMBUHa- COpPEBHOBaAHMUAX.
HUS BeAeT K NOBPEXAEHUIO MNauuneHTam, UMeBLUUM B LMK C aHTUKOarynsHTa- 3aHATUS B CNOPTUBHbIX
BHYTPEHHEN 3nacTU4eCcKomn ocTpov dase aHeEBPU3MbI Mu: BapdapuH (LeneBoe | CeKuusax 3anpeLleHbl.
MeMO6paHbl, Bbi3blBas KOpOHapHbIX apTepuit ¢ 60Mb- 3HavyeHne MHO 2,0-2,5) | MauneHTam
naHaHrmuT. HapyxHas n UMM BHYTPEHHUM Mame- WM HU3KOMONEKYNAP- C TMraHTCKUMKU
BHYTPEHHAS MeMO6paHbl TPOM, — CUMHTUIrpadUa MUO- HbIW renapuH (Lenesoe aHeBpU3Mamu
dbparmeHTMpoBaHbl U pas- KapAa C Harpy3Kom Kaxable 3Ha4YeHMe YPOBHS aHTH- noBscefHeBHas
pyLleHbl apTepuanbHbIM 2-5 net ¢ MOMeHTa noasnenus | Xa paktopa 0,5-1,0 Ea/ | dmsnyeckasa Harpyska
naBneHnem nuwemum MMoKapaa. lNMepeas MJ1). AOpTOKOPOHapHoe 0O/MKHa 6bITb
¢ bopMMpoBaHNEM aHeB- aHrnorpadua — Ha 6-12-m WWYHTUPOBaHWE MOXET NIMMUTUPOBaAHaA
pu3Mm. MaymeHT ¢ rTMraHTCKK- | Mec OT Havyana 3abonesaHus 6bITb MOKa3aHOo Nauu-
MW aHeBPU3MaMu JOIKEH MW NO34HEE MO NoKa3aHUsaM; | eHTaMm
6bITb TUIATENBHO 06CNeno- NOBTOPHAas — €C/IM HEUHBA- C TMraHTCKUMW aHEBPU3-
BaH Ha nNpeaMeT UeMun 3UBHbIE TECTbI, KIMHUYECKHE MaMu, He ConpoBOXaa-
MUOKapAa, T.K. Y Tak1x MM nabopaTopHble AaHHbIe IOLLMMUCSA 3HAYUMbBIMU
60/1bHbIX UWEMUA MUOKapAa | NpeanonaraioT UWLeMKIo; CTEHO3aMM MPU HaNn4uu
MOXET pa3BMBaTbCA Aare [IOMOJIHUTENbHO NOBTOPUTb MweMUU MUOKapaa
B OTCYTCTBUW 3HAYUMbIX aHruorpadwmio, ecnum umetotes
CTEHOTUYECKUX UBMEHEHUI | MOKa3aHus
B apTepusx
Va OKK/1t03Usi TPOMGOM [MOXXN3HEHHOE MpogomkutenoHas tepa- | UCKNOYNTb KOHTaAKTHbIE
CTeHo3 aHEeBPU3M KOPOHapPHbIX Ha6NloAEHWE KapaMonorom nus aueTUNCanuuuIoBOi | U TpaBMaTUYHbIE BUJbI
KOpOHapHoOwM apTepun cpegHero um no MHAMBUAYaNbHOW cxeme KMCNOTOM B HUBKMUX cnopTta. OcBo6oXaAeHNe
aptepuun rMraHTCKoro pasmepa (1 pa3 B 3—-6 Mec). fosax. NpumeHeHune OT y4acTus B CNOpPTUB-
6e3 Nnpu3HaKkoB MOET pa3BuBaTbCH MpoBoaatcs 3xoKI n IKT, HUTPATOB** AN NpeaoT- | HbIX COPEBHOBAHMAX.
NLEMUN Ha OTHOCUTENIbHO PaHHKUX B T.4. OKT ¢ dn3nyeckomn BpalLleHna NpUcTynos 3aHATUS B CNOPTUBHbIX
MWOKapaa cTagusax 6onesHun. Moxert Harpy3kown. CooTBeTCTBYIOWME | UWEMUK. JledeHne CEKLUMSX 3anpeLeHbl.
NPOSIBMTbCS BHE3AMHOW MeToAbl BU3yanu3aumm cepAeyHo HeocTa- O6BbACHUTb NALMEHTY
CMepTblo NauueHTa, ogHaKo | (KopoHapoaHruorpadusa TOYHOCTU: GNoKaTopbl Ba*HOCTb U HEOBXO-
y 2/3 NnauMeHTOB OKKNO3MK | peKoMeHayeTcs Ans KanbLWeBbIX KaHanoB**, | aumMocTb cobnogeHuns
acMMNTOMaTUYHbI. BbIPabOTKN TAKTUKM B-610KaTOPbLI**, UHTU- peXKMma Ha3Ha4yeHHOM
Y naunveHToB Tepanuu; paccMoTpeTb GUTOPbI @aHTMOTEH3WH- Tepanuu, OLEeHUTb Npwm-
yMeHblaeTcs nwemus BO3MOXHOCTb MEPUOAMUYECKON | KOHBEPTUPYIOLWErO BEPKEHHOCTb Ie4YeHUI0,
MUOKapaa BcneacTeme BM3yanusauun aHeBPU3M depmeHTa**, 6nokatopbl | pacckasaTb 0 CUMMTO-
peKkaHanusauuu cocyna KOPOHapHbIX apTepuit peuenTopa aHrMoTEH3U- | Max, KOTOpble MOryT
WK KonnaTepanbHOro ¢ nomouypbto KT- Ha II** (CM. KNIMHUYECKME | Y HETO BO3HUKHYTb,
KpPOBOTOKa nocne nnn MP-aHruorpadum pekomeHzaumu no gna- a TaKXe 0 AencTBusX,
OKK03MK. Passutue/ C LEeSIbi0 MOHUTOPUPOBAHMUS) THOCTUKE W NEeYEHUIO KOTOPbIE OH [JOMIKEH
nporpeccupoBaHue aeTen ¢ XpOHU4ecKomn npeanpuHaTbL B ciyvae
perMoHanbHOro cTeHo3a cepAeyHoit HelocTaTou- pa3BUTUS ULLEMUK
B OTAANIEHHOM nepuoae HOCTbI0)
yalle NponcxoanT B
v N1eBOV KOpOHapHOWM c
apTepUH, YeM B NPaBoil. M. peKoMeHaaLumnu MNoBcenHeBHas
OﬁchyKu,mi HanGornee 4acTo — B N9 ypoBHS Va. du3nyeckas
KOpOHapHow NPOKCUMaNbHbIX CErMEHTax PaccmoTpeTb BO3MOX- HarpysKa fomkHa
apTepuu HOCTb NpOBEeAEHUS 6bITb IMMUTUPOBAHA.

B r1aBHOM CTBOJIE JIEBOW
nepegHen HuCxoasaLWwen
apTepuu. Yem Gonblue
aHeBpMU3Ma, TEM Bbllle
PUCK NporpeccupoBaHuns
[10 CTEHO3a,/OKK/IIO3UM.
CTeHOo3bl MOryT
pa3BuBaTbCS B OTAANIEHHOM
nepvoae

a0PTOKOPOHaPHOro
LWYHTUPOBaHWA Unu 6an-
NIOHHOW @aHrMoNNaCTUKK
KOpOHapHoW apTepumn
(nepKkyTaHHasa TpaHcio-
MUWHaNbHas KOpoHapHas
aHruonnactuKka), ecnu
no gaHHbiM KT ¢ dun3sn-
YECKOM Harpy3Kkomn uam
CTpPEecCc-MUOKapAMOCLIMH-
TUrpadum BoigBNSETCH
MweMUs MUOKapaa

3anpelatoTcs 3aHATUS
B CMOPTUBHbIX CEKLIUAX.
YpoBeHb pU3NYeCKon
Harpy3Ku BblGrpaeTcs
Ha OCHOBaHWK JaHHbIX
TeCToB C PU3NYECKON
Harpy3Kom v OLLEeHKH
TAXECTU ULLEMUK
MUOKapAaa. PasbsicHUTb
nauneHTy BaXHOCTb
JNIeKapCTBEHHOWM
Tepanuu

lMpumeyarne. * — IxoKr, B T.4. cTpecc-IxoKI, cTpecc-MMoKapaAnOCLUMHTUIpadus, CeENeKTUBHasA KopoHapoaHrnorpadus,

BHYTPUCOCYAUCTOE yNbTPa3BYKOBOE UCCNef0BaHWE, MarHUTHO-pe3oHaHcHaa Tomorpadusa (MPT), MP-aHrnorpadus, mynstucnupansHas
KOMMbloTepHaa Tomorpadus; ** — npumeHeHue npenapara y aeTen off label — BHe 3aperncTpupoBaHHbIX B UHCTPYKLIMK NNEKapCTBEHHOMO
cpeacTBa NoKa3aHui, C pa3peLleHns IoKalbHOro 3TUECKOro KoMUTeTa MeAULIMHCKON OpraHn3aLum, Npu Haau4ymMm NoANMCaHHOro
MHOOPMUPOBAHHOIO COrnacus 3aKoHHbIM NpeacTaBUTeNEM UK pe6eHKOM B Bo3pacTe cTaplie 14 ner.




0Cc06eHHOCTU BaKLUHaALUKU

BaKkunHauuio ybuTbiMM BaKLMHaMM PEKOMEHAOBaHO
NPOBOAUTb BCEM MaLMeHTaM TONbKO MOC/AEe KynupoBaHUSA
oCTpbIX NposiBneHnn CK; uBble BUPYCHblEe BaKLMHbI (MPOTUB
KOpW, 3NMMAEMUYECKOro NapoTuTa, KpacHyxu, nonMomuenvra
WU BETPSHOM OCMbl) MOXHO BBOAWTb HE paHee yYeMm 4epes
3-6 Mec nocne BBeAeHUA UMMYHOMNo6yn1Ha [28, 33] (Cuna
peKkoMeHpauum 2; ypoBeHb AoKa3aTenbcTB C).

MauneHToB B BO3pacTe cTapwe 6 Mec, ANMUTENbHO Nony-
YatoWmx aLeTuncanmumnnoByO KUCIOTY, PEKOMEHLOBAHO Npw-
BMBaTb TOJIbKO MHAKTMBMPOBAHHOW BaKLMHOW NPOTUB rPUn-
na B CBSI3X C ONACHOCTbIO Pa3BUTUSA CUHAPOMa Pest Ha PpoHe
3a60/1€BaHUA FPUMMNOM; KPOME TOro, peKOMeHJoBaHa BaK-
LMHaLMA NPOTUB BETPSHOM OCMbl B CBSA3U C TEM, YTO «AUKUE»
TUNbl Varicella zoster Take 4acto MOTYT CNYXKUTb NMPUYUHON
pa3BuUTUS cUHAPOMa Pesl y aTux mauumeHToB. BaKuwuHauwmto
NPOTMB rpuUnna 1 BETPSIHOM OCMbl cieayeT NPOBOAUTb CNyCTA
3-6 mec nocne 3aBeplueHns Kypca BBUT [14, 34, 35] (Cuna
peKomeHAauum 2; ypoBeHb oKa3aTenbcTB C).

MoHuTOpUHIr NnauueHToB ¢ CK
PekomeHaoBaHO npuaeprmMBaTbCs OOWMX MPUHLMNOB
HabnoaeHns naumeHTos ¢ CK [10, 14, 15, 25, 28]:
e Bcem nauueHTam ¢ CK pekomeHayeTcs npoBoanTb IXoKI
npu AMarHoCcTUKe 1 cnycta 6—8 Hep nocne nepBbix Npo-
ABNEHWU 3a60/1EBaHUS;

Puc. Anroputm BegeHus naumeHTa
Fig. Patient management algorithm

Npu OTCYTCTBMW U3MEHEHUIM Ha AMArHOCTUYECKOM (nep-
BMYHOM) IxOKI pekoMeHAoBaHO AOMOSIHMTE/IbHOE MOo-
BTOpHOE nccnegoBaHune Ha 10—-14-1 geHb;

y NaUMEHTOB C BbIBNEHHbIMKU N0 IxOKI aHeBpM3MaMu
W'y OETEN C coxpaHsaowmmmucs nabopaTopHbIMKU NMPU3Ha-
KaMu aKTMBHOCTWU 3a60/IeBaHUs peKOMeHayeTcs NpoBo-
[OWUTb KOHTPO/NbHblEe nccnegoBanusa IxoKIm exxeHenenbHo;
nauvMeHTam ¢ COXpaHSWUMUCST aHeEBPU3MaMM MO AaH-
HbIM 3XOKI peKkomeHayeTcs ANUTENbHbIM MpuemM aLe-
TUACANNLMIOBON KUCNOTbl B A03e 3—5 MI/KI B CYTKM;
aueTuacannumMnoBas KucioTa MOXKeT OblTb OTMEHeHa
Nnpu MCY4E3HOBEHWUM aHEBPU3MbI;

nayuMeHtam c xanobamu Ha 60/b WAW OUCKOMOPT
B 3arpyaMHHoOn o6nactu u/unun cepauebueHuns, a Takke
BCEM MNaLMeHTaM CO CTeHO3aMW U TMraHTCKUMMW aHeB-
p1M3MaMu apTepuit peKoMeHayeTcst NMPOBOANTb CYTOYHOE
(xonTepoBCKOE) MOHMTOPUpOBaHKe IKI™ Ana UCKIOYEHNS
apPUTMUI U ULLEMUYECKNX HaPYLLEHWN;

B 3aBMCMMOCTM OT pa3mMepa aHeBpM3Mbl MO [AaHHbIM
OxoKI' B panbHeWWweM KOHTPOJSibHble WCCNefoBaHMa
cep/illa U KOPOHapPHbIX COCYAOB PEKOMEHyeTcs MpPoBO-
ONTb Kaxkable 6-12 mec;

npuHUmMnbl BegeHuss naumeHtoB ¢ CK B 3aBucumo-
CTM OT dasbl U TAKEeCTU 3aboneBaHWUs NpeacTaBfieHbl
Ha puc. (Cuna peKomeHgauuin 1; ypoBeHb JOKas3a-
TenbctB C).

MauneHT ¢ cumnTomamu 60ne3Hu (cuHapoma) KaBacaku

[dnarHocTtuka

N

KoHcynbTauusa cneunanucra

[narHo3 noaTBepPKAEH?

l JleyeHve B cTaumoHape

Tepanus addexkTnBHA?

KoppeKuus Tepanuu

[OnHamunyecKoe HabnoaeHE U NeYeHne <

AA

MmeloTcs nokasaHus

HET

K rocnutannaauun?

©
~
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AOMNOJ/IHUTE/IbHAA1 UHOOPMALIUA, BJIUAIOLLASA

HATEYEHUEU UCXO[ 3ABOJIEBAHUAA/CUHAPOMA

OcCnoXXHeHus

[ToMMMO NoparKeHWU KOPOHAPHbIX apTeEPUM U X TPOMBO-
3a ¢ MHbAPKTOM MUOKapaa 1 HapyLIeHU puUTMa cepaua, npu
CK ¢ pasHoi 4yacTtoTor HabntogatoTcs BOASHKA XENYHOro
ny3blpsi, renatut, NaHKPeaTUT, MUO3UT, NEPUKAPANUT U MUO-
KapauT, HempoceHcopHas rnyxota. O6pa3oBaHue aHEBPU3M
MOXET BECTU K NepUbEPUYECKON raHrpeHe.

Ucxoabl M NPOrHo3s

[MporHoCcTMYEeCKM HEBGNAronpUATHBIMU SBASIOTCA COXpa-
HeHWe nuxopaaku 6onee 16 cyt, peumMans nocne 2 cyT HOp-
ManbHOW TemMnepaTtypbl, KapauomMeranus, HapyleHus cep-
[e4yHoro putMa (Kpome aTpUOBEHTPUKYNSAPHOM OGnoKanbl

1-1 cTeneHun). Xy)Ke NPOrHo3 y Majb4yMKOB U AeTern 060MX
nosoB B Bo3pacTe mnajle 1 roga. TpoMOOLUTOMNEHUS, HU3-
KWe reMaToKpWT U ypoBEHb anbbyMnHa B Aebtote 3aboseBa-
HUA — TaKXKe HebnaronpuatHble npuaHaku [10].

MporHos CK npu neyeHnn 6GnaronpusaTHbIA, netanb-
HOCTb — MeHee 1%, peunanBbl HabnawaatTcsa peako (1-3%),
yalle B Te4yeHue 1 roga nocne nepBoro anuv3oaa Uy AeTen
Cc cepaevyHon natonornen. OCHOBHasi OMaCHOCTb CBsi3aHa
C KOPOHapHbIMX aHeBpM3Mamu: TPOMOO3 aHEeBPU3M, OCO-
OEHHO TMraHTCKKX, YpeBaT MHOAPKTOM MUOKapaa; TaKxke
MHPaPKT MOXET Pa3BUTLCA BCAEACTBME NPOrpeccMpoBaHms
CTEHO3a KOPOHapPHbIX apTepui.

KPUTEPUU OLIEHKU KAYECTBA MEAULIMHCKOM
NMOMOLLMU (tabn. 5, 6)

Ta6auuya 5. OpraHM3auMOHHO-TEXHUYECKME YCI0BUS OKa3aHUs MEAULIMHCKON MOMOLLM
Table 5. Organizational and technical conditions for healthcare delivery

Bua megmumnHCcKom noMoLm

Cneumanu3npoBaHHas, B T.4. BbICOKOTEXHONOrMYHas, MeAULIMHCKAsA NOMOLLb

BospacTHas rpynna

detn

YcnoBua oka3aHUa MEAULIMHCKOW NMOMOLLK

CTaunoHapHo, B AHEBHOM CTaLMOHape

dopma oKasaHWa MeaMLUHCKOW MOMOLLM

HeoTtnoxHas, nnaHosas

Ta6auua 6. Kputepun KayecTBa OLEHKM MEAMLIMHCKON MOMOLLM
Table 6. Criteria for assessing medical care quality

YpoBeHb
Cuna

N2 Kputepum KauectBa . y6eauTeNnbHOCTH

peKomeHAaaLuun ,

peKomeHAaauun
1 | NpoBefeHa Tepanus BHYTPUBEHHBIM UMMYHOTOOYIMHOM YeNoBEKa HOpMasibHbIM 1 A
2 | BblnonHeHa axoKapauorpadus 1 C
3 | BoinonHeHa aneKkTpokapauorpadms 1 C

3AK/TIOYEHME

[0 HacToALWero BpeMeHU 3TMONIOrUS pa3BUTUSA CUHAPO-
Ma KaBacaku TOYHO He yCTaHOB/EeHa: BO3MOMXHbIMU MpPU-
YUHAMWU MOTYT BbICTYNUTb MHDEKLIMOHHbIE areHTbl Ha GOHe
MMEIoLENCs reHEeTMYECKON NpeapacrnonoXeHHOCTU Y KOH-
KPETHOro nauueHTta. [ecTpyKTMBHO-NpoanudepaTuBHbIN
BACKY/IMT, COCTaBASAOWMMA NATOreHEeTUYECKYI0D OCHOBY
naToNOrM4YeCcKOoro npoLecca npu 4aHHOW NaToNormMm, Yyalle
nopakaeT AeTen rpyaHoro U paHHero Bo3pacTa M [Oon-
¥eH 0653aTeNlbHO paccMaTpmMBaTbCsl B KayecTBe MNpUYu-
Hbl GebpunbHOM NMXopaaKku. JaHHOe OCTpO MpoTeKalollee
cUcTemMHoe 3aboneBaHue, ABNASCb OTHOCUTENbHO PEAKON
naToNornen, MOXeT Bbl3biBaTb Pa3BUTUE MPUOBPETEHHbIX
cepaeyHo-coCcyancTbix 3aboneBaHUi — aHEBPU3M U CTe-
HO30B KOPOHapPHbIX apTepui, 0COBEHHO Npu NO34HeN anar-
HOCTMKE U HECBOEBPEMEHHOM W/UNN HEALEKBATHOM fleye-
HUW. XapaKTepHble AMarHoCTMYeCKMe NPU3HaKM NO3BONSAIOT
CBOEBPEMEHHO YCTaHOBUTb AMArHo3 1 HayaTtb cneyuduye-
CKylo Tepanuto. KpalHe BaXHO Ha3HayuTb OMTUMasbHbIN

KypC Tepanuu, KOTopbIi B AafibHENLLIEM OMPEAENUT NPOrHo3
[N KOHKPETHOTO NalueHTa.

UCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOpPbI NOATBEPANSIN OTCYTCTBMUE KOHDIMKTA MHTEPECOB,
0 KOTOPOM HEOBXOAMMO COOBLLMUTD.
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CraTtbs nocBssilyeHa OCTPbIM PecrnupaTtopHbIM BUPYCHbIM MHOeKuusam (OPBU) y neten. OPBU 3aHMMaloT O4HO M3 JMAUPYIOLLNX
MECT B CTPYKType AETCKo 3abosieBaeMoCcTh. B nybankauuu npeactaBieH 0630p pa3paboTaHHbIX U yTBEPKAEHHbIX npogec-
CUOHanbHOM accouymaumen «Cow3a negnatpoB Poccumn» KIMHUYECKMX PEKOMEHAALUMI N0 OCTPbIM PECMMPATOPHbIM MHOEKLMSM
y Aetein. Hactoswme peKomeHaalmn 0606LUaloT OMnbIT BeAYLMX MUPOBbLIX U OTEYECTBEHHbIX CelynaancToB, coaepKar HayyHo-
MpaKkTUYeCcKMe aHHble, COOTBETCTBYIOLIME CaMbIM aKTyaslbHbIM TEHAEHUMSM BEAEHUS NMaLMeHTOB JETCKOro Bo3pacTa C JaHHOM
natosormein. ABTopamu rnpeacTaBieHbl COBPEMEHHbIE CBEAEHMST 06 3TUOIOMMK, NaToreHese, KaaccupuKaLlmm, KIMHUKe n ang-
dpepeHUymnanbHOM AnarHoCTUKE PasimyHbiX HO30/10MMYECKMX POPM OCTPbIX MHEKLMI AbixaTe/bHbIX MyTel B JETCKOM NOMyasumm,
noAapo6HO paccMOTPEHbI 06LLMe (CTpaTermMyecKkmne) NPUHUMNb HEMEANKaAMEHTO3HOIr0 M MeAMKaMeHTO3HOIro 1e4eHMUS.
KnioyeBble cnoBa: ocTpasi MHQEKLMS BEPXHUX AbIXaTe/ibHbIX MyTeH, ocTpasi pecnupatopHas MHOEKLHNS, OCTPbIA TapUHIHT,
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AKTYAJIbHOCTb

OcTpble pecnupaTopHble BUPYCHble WHbeKumn (OPBW),
HECOMHEHHO, — O/]Ha U3 CaMbIX aKTyaslbHbIX MPOGIeEM Meaun-
LIMHbI, 0COBEHHO B neanatpmn. Ha dapmaleBTUYECKOM PbIH-
Ke NpefcTaBNeHo WMPOKOoe pa3Hoo6pa3ne NeKapCTBEHHbIX
cpeacTB, npeaHasHayYeHHbIX AN Tepanuu 3Ton MaTonorunu.
Ona rpamoTtHOro 3dGEeKTMBHONO M 6e30MacHOro nevyeHus
OPBW Bpay aomKeH 3HaTb airOpMTMbl AMArHOCTUKK U COBpe-
MEHHble NOAXOAbl K Tepanuu, OCHOBAaHHbIE Ha MPWMHLMNAX
[I0Ka3aTeNbHON MeULIMHbI.

KPATKASI UHOOPMALIUA

OnpeaeneHue

OcTpasl pecnupatopHas BMpycHas MHGEeKuus — ocTpas,
B GOMbLIMHCTBE C/ly4aeB, CaMOOrpaHuYMBaloLasnca UHOEK-
LUMS pecrnMpaTopHOro TpakTa, MposiBAsOLlIascs KaTapasib-
HbIM BOCMafEHUEM BEPXHUX AblXaTeNbHbIX MyTEW W MNpO-
TeKawllas ¢ IMXOPaaKoN, HACMOPKOM, YMXaHWEM, KallneM,
60Nbl0 B ropse, HapyweHueM O6Wero COCTOSIHUA pa3HOM
BblPaXEHHOCTH.

OTtnonorua u natoreHes

Bosbyautensmun 3aboneBaHui pecnmpaTopHOro TpakTa
ABNAIOTCS BUPYChI.

PacnpocTpaHeHue BMPYCOB MNPOWMCXOAMT 4Yalle BCero
nyTEM CaMOMWHOKYNSLUMKU Ha CAM3UCTYIO 06GOSIOYKY HOca WK
KOHBIOHKTUBY C PYK, 3arpsi3HEHHbIX NPU KOHTaKTe ¢ 60Jb-
HbIM (HanNpUMep, Yepes PYKOMNoXKaTHe) UK C 3aparKeHHbIMKU
BMPYCOM MOBEPXHOCTAMMU (PUHOBMPYC COXPaHSIETCS Ha HKX
no 1 cyr). [Apyrov nyTb — BO3AyLWHO-KanenbHbli: BAbIXaHWe
YacTUYEK alspo30/s, COAEepIKallero BMpyc, WM nonagaHue
60nee KpynHbIX Kanesb Ha CIM3UCTble 060/104KM NPK TECHOM
KOHTaKTe C 60/IbHbIM.

MHKy6aLMOHHbIN neprog 60NbWNHCTBA BUPYCHbIX 60/1€e3-
Hen — oT 2 po 7 gHen. BblgeneHwe BMpYycoB 60/bHbBIM
MaKCUMasbHO Ha 3-M CYT Mocfie 3apayKeHus, PE3KO CHUXKa-
eTcs K 5-My AHI0; HEMHTEHCHUBHOE BhlIENIEHUE BUPYCA MOMXKET
COXpaHATbCS A0 2 Hen.

BupycHble WHOEKUMM XapaKTepusytoTcs pasBUTUEM
KaTapaibHOro BOCMaNeHUs.

Cumntombl OPBU sBnsioTCs pe3ynbTaTtOM He CTOSIbKO
NoBpPEXAAIOLLEr0 BIUSAHUS BMPYCa, CKONbKO peaKLnn cucte-
Mbl BPOXAEHHOTO UMMyHUTETA. [loparKeHHbIE KNETKU 3nuTe-
NS BbIAENSIOT UMTOKMHBI, B T.4. MHTepnenkuH (Interleukin,
IL) 8, KONMYeCTBO KOTOPOrO KOPPENUpyeT KaKk Co CTeneHbio
npuBneyYyeHns GaroymMToB B NOACANINUCTbIN C/TION U AMUTENNUN,
TaK M C BblPaXEHHOCTbIO CMMMNTOMOB. YBE/IMYEHNE Ha3alb-
HOWM CEeKpeLuu CBSI3aHO C MOBbILIEHWMEM MPOHULAEMOCTH
COCY[10B, KOJIMYECTBO IEMKOLMTOB B HEW MOXET NOBbILLATLCS
MHOrOKpaTHO, MEHfis ee LBET C Mpo3payHoro Ha 6eno-
KENTbll AU 3eNeHoBaThbli, T.e. cHMTaTb M3MEHEHME LIBETA
Ha3aNbHOM CNM3K MNPU3HAKOM 6GaKTepuanbHOW WMHOEKLUK
6e30cHoOBaTesNbHO [1].

YcTaHOBKa Ha TO, YTO MPW BCSKOW BUPYCHOWU WMHbEK-
LMK akTMBHUpYeTCs GaKTepuanbHas ¢pnopa (Tak Ha3biBaemas
BUpYyCHO-6aKTepuanbHaa atuonorusa OPU) Ha OCHOBaHWUM,
HanpuMMep, Hanuuins y 601bHOMO EMKOLIMTO3a, HE NMOATBEPK-
naetcs npakTMKon. baktepuanbHble ocnoxHeHns OPBU Bo3-
HUKAIOT OTHOCUTENIbHO PEAKO.

Anupemuonorua

OPBW — camas 4yacTtas MHQEeKLUMs YenoBeKa: 4eTU B BO3-
pacTte 0o 5 neT nepeHocaT B cpeaHem Ao 6-8 ann3onos OPBU
B rog [2, 3], B AETCKMX AOWKONbHbIX y4pexaeHUaX 0CO6EeHHO
BbICOKa 3ab601eBaeMoCcTb Ha 1—2-M rogy nocelweHns — Ha
10-15% Bbllwe, 4eM y HeopraHM30BaHHbIX AETEN, OAHAKO
B LIKONMe nocnegHuve 6onetoT vaule [4]. 3aboneBaemMocTb

OCTPbIMU UHPEKLMAMMU BEPXHUX AblXaTeNbHbIX MyTEN MOXKET
3Ha4YUTENbHO pas3nnyaTbCs B pasHble rofbl. 3a601eBaeMoCTb
Hanbonee BbICOKA B MEPUOA C CEHTAOPS MO anpefb, MWK
3a601eBaeMOCTH NPUXOANTCS Ha dpeBpanb-mapT. Cnag 3a6o-
NIEBAEMOCTU OCTPbIMU MHOEKUMSAMU BEPXHUX AbIXaTeNbHbIX
nyTe HEM3MEHHO PErucTpupyeTcst B fleTHME MeCsLbl, Kor-
[la OHa cHWaeTtca B 3-5 pas [5, 6]. CornacHO AaHHbLIM
MuHsgpaBa Poccuun 1 Pocnotpe6Haasopa, B 2015 r. 3a60-
neBaemMocTb cocTtaBuna 20,6 Tbic. cnydaes Ha 100 000 yeno-
BeK npotuB 19,5 Tbic. B 2014 r. A6contoTHOE Yncno 3abone-
BaHWM OCTPbIMU MHOEKUMAMU BEPXHUX AbIXaTeNbHbIX NyTen
B PP coctaBuno B 2015 r. — 30,1 miH cnydaeB [5, 6]. Cpeau
neter B Bo3pacTe oT O go 14 net 3a601eBaeMoCTb OCTPbIMK
MHOEKLUMAMN BEPXHUX AblXxaTeNbHbIX nyTen B 2014 r. cocTa-
Buna 81,3 Tbic. Ha 100 000, unn 19 559,8 Thbic. 3aperncTpum-
pOBaHHbIX ciy4aes [5].

Koauposanue no MKb6-10

JOO OcTpbiit Ha30papPUHIUT (HACMOPK)

J02 OcTpebiit papuHruT

J02.9 OcTpbiit GapUHIUT HEYTOYHEHHbIN

J04 OcTpbiit NapPUHIUT U TPaxeuT

J04.0 OcTpbIt napuHruT

JO4.1 OcTpbiit Tpaxeut

J0O4.2 OcTpbIit NapuHroTpaxeut

JO6 OcTpble MHPEKLIMM BEPXHUX AbIXaTesbHbIX MyTel MHO-
JKECTBEHHOM M HEYTOYHEHHOWM JIOKaIn3aLmm

J06.0 OcTpbIt NapuHrodapuHruT

J06.9 Octpas MHbEKUMA BEPXHWUX AblXxaTebHbIX MNyTewn
HeyToYHeHHas

Knaccudpukauyusa

[enenne OPBW (HazodapwuHruta, dapuHruta, NapuHro-
TpaxeuTa 6€3 CTeHo3a ropTaHu) No CTEeMNEHU TAXKECTU Hele-
necoobpasHo.

Mpumepsbl AuarHo3os
1. OcTpbit Ha30hAPUHIUT, OCTPbIA KOHbIOHKTUBKT.

2. OCTpbI NAPUHTKT.

Mpu NOATBEPXKAEHWUU ITUONOTMYECKOW POSKN BMPYCHOIO
areHTa yTo4HeHWe BbIHOCUTCS B AMarHos.

B KayecTBe pamarHoza cnegyet usberatb TepMUHa
«OPBW», ucnonb3ys TEPMUHbI «OCTPbIA HA30DAPUHTUT», UK
«OCTPbIN NAPUHIUT», WAU «OCTPbIN GapPUHIUT», MOCKONbKY
B036yanuTenn OPBW BbI3biBAlOT TaKKe NapuUHIUMT (Kpyn),
TOH3WUANNUT, BPOHXUT, BPOHXMONUT, YTO CleayeT yKasbiBaTb
B AuarHose. loapo6HO AaHHble CUHAPOMBbI paccmaTpu-
BalOTCH OTAENbHO — CM. KJAMHUYECKne peKomMeHAaunu no
BeAEHWIO AeTeN C OCTPbIM TOH3W/IZIMTOM, OCTPbIM GPOHXM-
TOM, OCTPbIM OBCTPYKTUBHbLIM N@pPUHIUTOM [KPYrnoM] m anu-
[7I0TTUTOM.

AUATHOCTUKA

Hano6bl, aHamMmHe3

MaumMeHT unu poauTenu (3aKoHHble NpeacTaBuUTENN)
MOFYT MOXanoBaTbCA Ha OCTPO BOSHWKLILUMWA PUHWUT W/MAK
Kawenb W/WAN TUNEPEMUI0 KOHBIOHKTUBLI (KaTapasibHbli
KOHBIOHK-TUBUT) B COYETAHWUM C ABNEHUAMU pUHKUTA, DapuH-
ruTa.

3aboneBaHne 06bIYHO HAYMHAETCSH OCTPO, YacTO COMpPo-
BOX/JaeTcs NoBblWEHWEM TemnepaTtypbl Tena Ao cyode-
6punbHbIX UMdp (37,5-38,0°C). PebpunbHaa nuxopanka
6os5lee CBOMCTBEHHa rpunmny, ageHOBUPYCHOW MHbEKLMH,
3HTEPOBUPYCHbIM MHOEKLMAM. oBbIWeHHas TemnepaTtypa
y 82% 60bHbIX CHUXKaeTca Ha 2—3-W AeHb 60/1e3HU; 6onee
ONUTENBbHO (A0 5—7 aHen) GebpunuTeT AepXKUTCa Npu rpun-
ne v ageHoBUpycHon MHdeKuun [7]. HapacTtaHue ypoBHS
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NMXOpPagKK B TevyeHue 60e3HU, CUMNTOMbI GaKTepuanbHoOM
MHTOKCHKaLnn y pebeHKa AOMKHbl HAaCTOpaXKMBaTb B OTHOLLE-
HWUU NpUcoeanHeHus 6aKkTepnanbHOn MHOEKLUKU. [TOBTOPHbLIN
nogbem TemnepaTtypbl NOC/Ae KPaTKOBPEMEHHOIO YAyYLLEHMS
HepeaKo 6biBaeT Npu pa3BUTUM OCTPOro CPeAHEro oTuTa Ha
doHe NPoAOAKUTENBHOIO HACMOPKa.

[na HasodapuHrnTa xapakTepHbl Xanobbl Ha 3an0XKeH-
HOCTb HOCa, BblAENIEHUS M3 HOCOBbIX XOAOB, HEMPUATHblE
OLLYLLEHWS B HOCOIOTKE: XXKEeHWe, NoKasblBaHUe, CyXxoCTb,
HepeaKo CKOMneHWe CAU3UCTOro OTAENSemMoro, Kotopoe
y AETEN, CTeKas No 3afHen CTEHKE MMOTKKU, MOXKET BbI3blBaTb
NPOAYKTUBHbIV Kalenb.

Mpn pacnpocTpaHeHnn BocnaneHus Ha CAM3UCTyo 060-
NOYKY CNYyXOBbIX TPYO (€BCTaxMMT) NOSBASIOTCA NOLENKUBa-
HWe, WYyM 1 60/b B yLax, MOXKET CHU3UTLCS CAYX.

Bo3pacTHble 0CO6EHHOCTH TeYeHN Ha3opapHuHruTa:

° Yy IPyAHbIX AeTeNn — nMxopagKa, oTaenssemMoe U3 HOCOBbIX
XOA0B, UHOrga — 6eCnoKOMCTBO, TPYAHOCTM NpU KOpMie-
HWW W 3acbiNaHny;

° [ON§ CTaplux Aetert TUNUYHbI CUMMOTOMbl PUHUTA (MUK Ha
3-% AeHb, ANUTENbHOCTb 10 67 AHewn), y 1/3-1/2 60nb-
HbIX — YMXaHWe 1u/unn Kawenb (MUK B 1-M AeHb, cpeaHas
[NNTENbHOCTL — 6-8 AHen), pexe — ronoBHas 60/b
(y 20% — B 1-# aeHb, y 15% — no 4 gHen) [8].
CuUMNTOMOM, NO3BONAIOWMM ANArHOCTUPOBATb NAPUHIHUT,

ABNSETCH OCUMNNOCTb rosnoca. pu 3TOM HeT 3aTpyaHeHUs

AbIXaHWs, APYrMX NPU3HAKOB CTEHO3a ropTaHM.

Mpu dapuHruTe oTMevalTcs runepemMus u oTed-
HOCTb 3agHEeN CTEeHKW [N0TKK, €e 3ePHUCTOCTb, BbI3BaH-
Has runepnnasuen nuMoounaHbix GoNNnMKynoB. Ha 3agHen
CTEHKe MMOTKU MOXKeT OblTb 3aMeTHO Hebosbluoe Konnye-
CTBO CN13u (KaTtapanbHbli GdapuHrnT) [8]; dapuHIUT TaKkKe
XapaKTepu3yeTcs HENpPOAYKTUBHbLIM, 4acTO HaBA34YMBbLIM
Kawnem. ITOT CUMNTOM BbI3blBA€ET KpanHee 6€CNOKONCTBO

Ta6auuya 1. PeiTrHroBas cxema A1 OLEHKM YPOBHSA peKoMeHaaumnmn
Table 1. Rating diagram for assessing the level of guidelines

poauTenen, LOCTaBNSET HENPUATHbIE OLWYLLIEHUS PEBEHKY,
MOCKOMIbKY Kallenb MOXET OblTb O4eHb YacTbiM. Takon
Kalwenb He nogjaerca nevyeHuto GpoHxoaunaTatopamu,
MYKOJIUTUKAMW, WMHIFansuMOHHBIMKU [NIOKOKOPTUKOCTEPOU-
aamu.

JlapuUHrnUTYy, NapuHroTpaxeuty CBOWCTBEHHbI TPy6bIn
Kallenlb, OCMNAOCTb ronoca. Mpu TpaxeuTe Kawenb MOXKET
ObITb HaBA34YMBbLIM, YaCTbIM, U3HYPSAIOLWMM 60NbHOr0. B 0Tn-
4yue OT cMHAPOMa Kpyna (06CTPYKTMBHOMO apuHroTpaxenTa),
SIBIEHWN CTEHO3a ropTaHW He oTMevaeTcs, AblxaTelbHOM
HEeJOCTaTO4YHOCTHU HET.

B cpegHem cumntombl OPBW moryT npogonkaTtbes A0
10-14 pHen [9].

®dusunkanbHoe o6cnegoBaHue

O6uWmM ocMoTp noapasymeBaeT OLeHKY 06Lero cocTto-
AHUSA, GU3MYECKOro pas3BuUTUSA pebeHKa; MoACHEeT 4acToThbl
[bIXaHWS, CepAeYHbIX COKPALLEHWUI; OCMOTP BEPXHUX Ablxa-
TeNbHbIX NyTEW W 3eBa; OCMOTP, Nanbnauuto U NepKyccuto
rPYAHOM KNETKW; ayCKyNbTaLMIO NEerkux, naabnavuuio XXneoTa.

JlaGopaTopHas AUarHocTuKa

O6cnepoBaHune 6onbHoro OPBU vmeeT Lenblo BbisgBe-
HWe GaKTepuanbHbIX 04aroB, He onpeaensieMblX KITMHUYECKH-
MW METOaMM.

He peKomeHayeTcsi pyTMHHOE BMPYCONOrMyeckoe M/
unn GaKTepuonornyeckoe obcnegoBaHue Bcex NalueH-
TOB, T.K. 3TO He BAWSET Ha BbIGOP NEYEHUS, UCKIIIOYEHUE
COCTaBNSAOT 3KCMPECC-TECT HA FPUMM Y BbICOKOIMXOPAASALLINX
[IeTer U 9KCMNPECC-TECT Ha CTPENTOKOKK NPW NOAO3PEHMHU Ha
OCTPbI CTPENTOKOKKOBLIN TOH3MANIUT (Cuia pekomMmeHpa-
uumn 1; ypoBeHb JOCTOBEPHOCTU JOoKa3aTenbeTB C; 31ech
W Janee BCe yKa3aHWs Ha CUY M YPOBEHb AOCTOBEPHOCTH
peKkoMeHgaumm cMm. B Tabn. 1).

CteneHb MosicHeHus
CooTHOLIEHHEe pUCKa MeTtoaonorunyecKoe
AOCTOBEPHOCTH Mo NPUMEHEHUIO
v U NpeUMyLLECTB Ka4yecTBO UMEIOLWUXCA AoKa3aTe/NbCTB _
peKkomMeHAauun peKkomMeHAauun

1A

CunibHas peKomeHaauus,
OCHOBaHHas Ha
[l0KasaTenbCcTBax
BbICOKOIO KayecTsa

MNonb3a oTyeTnInBoO
npeBanupyet Haj
pUcCKaMu 1 3aTpatamu,
nn6o HaobopoT

HapexHble HeNnpoTUBOpEYMBbIE JOKa3aTeNbCTBa,
OCHOBAaHHbIE Ha XOPOLLO BbIMNOHEHHbIX PKU,

WY HEOMPOBEPKMUMbIE JOKa3aTeNbCTBa,
npefcTaBNeHHble B KaKon-nnM60 apyron dopme.
[anbHenwue uccnefoBaHnsa Bpsa M U3MEHAT Hally
YBEPEHHOCTb B OLLEHKE COOTHOLIEHMWS NOSMb3bl 1
pucKa

CunbHaa pekoMeHaauus,
KoTOpas MoXeT
Mcnonb3oBaTbCs B
60NbWKHCTBE CllyYaeB

y NPeUMyLLeCTBEHHOIO
KonuyecTBa nauneHToB 6e3
KaKWUX-TMB0 U3MEHEHWUN U
NCKIOYEHNUH

1B

CunbHasa pekoMmeHaauums,
OCHOBaHHas Ha
[OoKasaTeNbcTBax
yMepeHHOro KayecTBa

Monb3a oT4eTIMBO
npeBanupyeT Haj
pUcCKamu 1 3atpatamu,
nn6o Hao6opoT

[loka3aTenbCcTBa, OCHOBaHHbIE Ha pe3ynbTatax
PKW, BbINOMIHEHHBIX C HEKOTOPLIMU OrPaHUYEHNIMHU
(NpoTMBOpEYMBbIE pe3yNbTaThl, METOAONIOTMYECKHE
OLIMBKHM, KOCBEHHbIE UK CyYanHble U T.M.),

60 ApYrMx BECKMX OCHOBaHUSX. anbHenwne
nccnegoBaHus (ECIM OHU NPOBOAATCS), BEPOATHO,
OKayT BIMFHUE Ha Hally YBEPEHHOCTb B OLEHKe
COOTHOLWEHUS NONb3bl U PUCKA U MOTYT UBMEHUTb ee

CunbHasa pekomMeHaaLms,
npUMeHeHne KOTopon
BO3MOHO B 60/bLUIMHCTBE
cny4yaeB

ic

CunbHasa pekoMeHaauums,
OCHOBaHHas Ha
[loKa3aTeNibcTBax
HW3KOro KayecTBa

Monb3a, BeposTHO, ByaeT
npeBannMpoBaTh Haj
BO3MOHbIMW PUCKaMu

n 3aTpatamu, nn6o
Hao6opoT

[lokazaTenbCcTBa, OCHOBaHHblEe Ha 06CEPBaLMOHHbIX
ncenenoBaHnsax, 6ecCUCTEMHOM KIMHUYECKOM
onbiTe, pedynbtatax PKW, BbINONHEHHbIX C
CyLLeCTBEHHbIMK HegocTaTKkaMu. Jlio6as oueHKa
abdeKTa pacLueHnBaeTCs Kak HeonpeaeneHHas

OTHOCHUTENBbHO CUbHad
pekomMmeHagauma, Kotopasa
MOXET O6bITb UBMEHEHa Npwu
nony4eHnn AoKasaTebCTB
60/ee BbICOKOro Ka4yecTsa

2A

Cnabasi pekomeHaaums,
OCHOBaHHas Ha
[loOKa3aTeNbCcTBax
BbICOKOro KayecTBa

Monb3a conoctaBmma ¢
BO3MOHbIMU PUCKaMK U
3aTpaTamu

HapexHble fOKa3aTenbCcTBa, OCHOBAHHbIE Ha
XOPOLWO BbINOMHEHHbIX PKU Mnn noagTBEpKAEHHbIE
LPYrMMW HEOMPOBEPHKUMbIMU A@HHbBIMM.
[anbHenwue uccnefoBaHnsa Bpsa MM U3MEHAT Hally
YBEPEHHOCTb B OLLEHKE COOTHOLIEHMWS NOSb3bl 1
pucKa

Cnabasl peKomeHaaums.
Bbi6op Haunyywemn
TaKTUKK ByaeT 3aBUCETb
OT KJIMHUYECKOW CUTyaLnmn
(o6cTOATENLCTB),

nauueHTa uam coumanbHbIX
npeanoYTeHum




Ta6nuua 1. PeiTnHroBas cxema 719 OLEHKM YPOBHA pekomeHaauunin (OKoH4YaHue)

Cna6asi pekomeHaaums,
OCHOBaHHas Ha
[loKa3aTenbCcTBax

C pUCKamu 1
OC/IOXXHEHNAMU, OAHAKO
B 3TOM OLIEHKE eCTb

CteneHb MosicHeHus
CoOTHOLWIEHHUE PUCKa MeToponoruyeckoe
AOCTOBEPHOCTHU Mo NPUMEHEHUIO
o U NpeumyLLecTB KayecTBO MMEIOLLUXCA AOKA3aTeNbCTB o
peKoMeHpauunm peKoMeHpaauum
2B MNonb3a conoctaBuma [oKasaTtenbcTBa, OCHOBaHHble Ha pe3ynbratax PKW, | Cnabasa pekomeHaaums.

BbIMOJIHEHHbIX C CYyLLECTBEHHBIMU OrPaHNYEHNAMMU
(npoTuBOpEUMBbIE pe3ybTaTbl, METOA0NOTMYECKNE
nedeKTbl, KOCBEHHbIE WK Clly4yariHble), UK CUbHbIE | MOXET IBUTbCS ANS

AnbTepHaTMBHasA TaKTUKa B
onpegeneHHbIX CUTyaumnax

Cna6asi pekomeHaaums,
OCHOBaHHas Ha
[loKasaTeNbCcTBax
HW3KOro KayecTBa

OLleHKe COOTHOLWEHNA
NnoNb3bl, PUCKOB U
OCNOXHEHWI; NONb3a

C BO3MOXHbIMU pUCKaMKn
N OCNOXXHEHUAMU

yMepeHHOro Kayectea HeonpeaeneHHoCTb [loKa3aTeNbCTBa, NPeACTaBNEHHbIe B KAKOW-TM60 HEKOTOPbIX NaLWEHTOB
apyron dopme. JanbHenwme uccnenoBaHums (ecnm Jy4LW 1M BbIGOPOM
OHW MPOBOASTCS), CKOPEE BCErO, OKAXyT BAUAHME
Ha Hally yBEPEHHOCTb B OLLEHKE COOTHOLLEHUS
no/b3bl U PUCKA U MOTYT UBMEHUTH €€
2C HeoaHo3Ha4yHOCTb B [loka3aTtenbCcTBa, OCHOBaHHble Ha 06cepBaLMOHHbIX | O4eHb cnabas

ncenefoBaHmax, 6€CCUCTEMHOM KIMHUYECKOM
onbiTe nnu PKU ¢ cylecTBEHHbIMU HeJOCTaTKaMu.
Jlio6as oueHKka apdeKTa pacLieHMBaeTcs Kak
MOXeT ObITb CONOCTaBMMa | HeonpegeneHHas

peKoMeHaaLms;
anbTepHaTUBHbIE NMOAXOAbI
MOTYT 6bITb UCMONb30BaHbI
B paBHOW CTEeMNeHU

lMpnumeyvaHme. B Ttabnuue undpoBOe 3HaYeHWe COOTBETCTBYET Cule peKoMeHaauui, 6yKBEHHOe — YPOBHIO AoKasaTtenbHocTu. PKU —

paHaooOMU3npoBaHHOE KIIMHUYECKOe UccegoBaHune.

KnnHuyeckm aHanmMa mMouu (B T.4. C UCMOSIb30BaHUEM
TECT-MOMOCOK B amMOGynaTOpHbIX YCNOBUSIX) peKoMeHAayeTcs
NPOBOAMUTL Y BCEX NMXOPaAaLmMX aeTer 6e3 KaTapafbHblX
aBneHvn (Cuna peKkomeHgauuu 1; ypoBeHb JOCTOBEPHO-
CTU AOoKasartenbceTB C).

KommeHTapuin. Jo 5-10% pgeten rpyaHoOro n paHHero
BO3pacTa ¢ MHPEKLMEN MOYEBDLIX MYTEN TAKKEe UMEIOT BUPYC-
HYI0O KOMHOEKLUMIO C KIMHWYECKMMM Npu3Hakamu OPBW.
BmecTe ¢ TeM nccnegoBaHue MoYM y AeTen ¢ Ha30hapUHIn-
TOM WK NNTAaPUHTUTOM 6€3 NMXOPaKMN NPOBOANTCS TOSIbKO NpU
HanM4unK }anob nnm ocobbix peKoOMeHJaL WM B CBA3K C COMyT-
CTBYIOLLEN NATONOrMen MOYEBbIAENNTENBHON CUCTEMDI.

KnnHnyeckmin aHanM3 KpOBU PEKOMEH0BAH K NpoBeje-
HUIO NPW BblpaXeHHbIX OBLLMX CUMMITOMAX y ileTeN ¢ nuxopaa-
Kol (Cuna pekomeHpauuu 2; ypoBeHb JOCTOBEPHOCTU
AOoKasartenbcTB C).

KommeHTapui. loBbilleHME YPOBHSA MapKepoB 6GaKTe-
puvanbHOro BocnaneHusa BnseTcs NoBOAOM A5 MOUCKa 6akK-
TepuanbHOro oyara, B NepByto o4yepeab «<HEMON» MHEBMOHWM,
OCTPOro CpefHero otuta, MHPEKUMU MOYEBbLIBOASLLMX MyTEWN.
MoBTOPHbIE KIMHMUYECKME aHaNn3bl KPOBM U MOYM HEOBXOAM-
Mbl TOIbKO B C/ly4Yae BbISIBEHUS OTKIOHEHMI OT HOPMbI MpKU
nepBMYHOM 06CNEfOBaHUN WKW MOSIBNEHUS HOBbIX CUMMMTO-
MOB, TPEOBYIOLLMX AMarHOCTUYECKOro noncka. Ecnn cumntomsl
BUPYCHOM MHOEKLIMN KYyNUpPOBanuchb, pebeHoK nepectan anxo-
paguTb M UMEET XOpollee cCaMo4yBCTBME, MOBTOPHOE UCCe-
[I0BaHWe KIIMHNYECKOro aHann3a KpoBW Helenecoo6pasHo.

0Oco6eHHOCTH 1abopaToOPHbIX NOKa3aTenen

npr HEKOTOPbIX BUPYCHBIX MHPEKLMUAX

JlenKkoneHus, xapaKTtepHas Ona rpynna v SHTepoBUpYyC-
HbIX UHEKLMI, 06bIYHO OTCYTCTBYET npu Apyrnux OPBN.

[Onsa pecnMpatopHO-CUHLMTUANBHOW BUPYCHON MHDEKLIMK
XapaKTepeH TMMPOLNTAPHbIN NTENKOLUMTO3, KOTOPbLIM MOXKET
npeBbiwath 15x109/n.

Mpn ageHoBUPYCHOM WMHOEKUUU NENKOLMUTO3 MOMKET
[OCTWraTh ypoBHA 15-20x102/1 1 faxe Bblle, NpyU 3TOM
BO3MOXHbI HelTpodunes Gonee 10x10°/n, moBblleHWe
ypoBHSA C-peakTnBHOro 6enkKa Bbiwe 30 mr/n.

OnpeaeneHune ypoBHS C-peaKTUBHOIo 6eKa peKoMeHa0-
BaHO MNPOBOAMTb A1 UCKITIOYEHUS TSXKENon 6aKTepranbHON
MHPEKUMN Yy aeTen ¢ GebpunibHON NMXOpaaKomn (MoBbIWEHKE
Temnepatypbl Bbiwe 38°C), 0C0O6EHHO B OTCYTCTBMU BUAMU-
MOro o4ara MHbeKumn (Cuna peKomeHaauum 2; ypoBeHb
AOCTOBEPHOCTU fJOKa3aTenbcTB C).

KommeHTapuii. loBbieHne ypoBHSA C-peaKkTUBHOIO
6enKa Bbllwe 30-40 mr/n 6onee xapaKTepHO AN1a 6aKTepu-
anbHbIX UHPEKLMIN (BEPOATHOCTL Bbilwe 85%).

UHCcTpymMeHTanbHas AuarHocTuka

PekomeHaoBaHoO BceM naumeHtam ¢ cumntomamu OPBU
NPOBOANUTb OTOCKOMMIO (Cuna peKomeHzauuu 2; ypoBeHb
AOCTOBEPHOCTHU JOKa3aTenbCcTB C).

KommeHTapui. OTOCKONUS [JO/MKHA SABAATbLCA 4acCTbto
PYTMHHOIrO MNeaMaTpPUYEeCcKOro OCMOTPa KaXKAoro nauueHTa
Hapsay ¢ ayCKynbTaluMen, NepKyccuen v T.4.

PeHTreHorpadus opraHoB rpyaHON KIETKU HE PEKOMEH-
[I0BaHa ANns NpOBEAEHUs KaxaoMy pebeHKy ¢ cumnTomamu
OPBU (Cuna pekomeHaauuu 1; ypoBeHb JOCTOBEPHOCTHU
AoKasaTenbCcTB C).

KommeHTapui. [MokazaHnsamu Ona peHTreHorpadum
OpraHoB rPyAHON KIETKK ABNAIOTCSA:

° nosBieHne GU3nKaabHbIX CUMMNTOMOB MHEBMOHUU (CM.
denepasibHbie KITMHUYECKME PEKOMEHAALMM N0 BEAEHUIO
MHEBMOHWN y AeTEN);

® cHmKeHne SpOos MmeHee 95% Mpu AbIXaHUM KOMHATHbIM
BO3/yXOM;

® HalnyMe BbIPaXKEHHbIX CUMMNTOMOB 6GaKTepuanbHOM
WHTOKCUKaLMK: pebeHOK BAMbIA U COHAUBLIN, HEAOCTYMNeEH
rNa3HOMY KOHTaKTy, PE3KO BblpaxeHHoe 6eCrnOKOMCTBO,
OTKa3 OT NUTbS, rMnepecTesus;

° BbICOKMM YpOBEHb MapKepoB O6aKTepuanbHOro BoOcMa-
NIeHUs: NoBblleHWe B 06WEeM aHanu3e KpoBU NEeNKoLU-
TOB 6onee 15><109/n B COYETAHWW C HEUTPOPUIE30M
6onee 10><109/n, ypoBeHb C-peaKkTMBHOro 6esKa Bbille
30 Mr/n B OTCYTCTBMM OYara 6aKkTepranbHOM MHOEKLIMN.
Cnenyer MOMHWTb, 4YTO ycuNieHwe OGPOHXOCOCYAUCTOro

PUCYHKa, paclWWpeHne TEeHW KOPHEW Nerkux, MnoBbllleHne

BO3/1YLLUHOCTU NErKMX Ha peHTreHorpaMme HefoCTaTo4yHO As

YyCTaHOB/IEHWUS AMArHo3a NMHEBMOHMUU, U 3TU HAXO[AKWU TaKKe

He ABNSAI0TCS NOKa3aHWeM K aHTMOaKTep1anbHOM Tepanuu.
PeHTreHorpadums OKOMOHOCOBbLIX Ma3yX He PEKOMEHAO-

BaHa nauMeHTam C OCTPbIM Ha30dapPWMHIMTOM B MepBble

10-12 gHen 60ne3Hn (Cuna peKomeHaauuu 2; ypoBeHb

AOCTOBEPHOCTHU OKa3aTenbCcTB C).

KommeHTapui. [lpoBeaeHne peHTreHorpadumn oKo-
JIOHOCOBbIX Ma3yX Ha paHHMX CpOKax 3aboneBaHWsi 4acTo
BbIIB/IIET 06YCNOB/IEHHOE BMPYCOM BOCMNasieHMe npuaatoy-
HbIX Madyx Hoca, KOTOPOe CamMOMNpOoOM3BOJIbHO pa3pellaeTcs
B TedeHue 2 Hep [10, 11].
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JIEMEHME

KoHcepBaTuBHOE ne4yeHue

OPBWN — Haubonee yactas npuvyinHa NpMMEHEHUS pas-
JINYHBIX NIEKAPCTBEHHbIX CPEACTB WM Npoueayp, Yalle BCero
HEHY)XHbIX, C HeJOoKa3aHHbIM [EMCTBMEM, HEPEOKO BbI3bl-
BalolWmMx No6oYHble addeKTbl. [T03TOMY O4YEHb BaXHO pa3b-
SICHUTb POAMTENSM AOOPOKAYEeCTBEHHbIM XapaKTtep 601e3Hu
M CcOoO6LMTb, KaKoBa npeanonaraeMas [AMTENbHOCTb UMe-
OLMXCS CMMMNTOMOB, @ TakXe y6eanTb MX B AOCTATOYHOCTM
MUHUMaSbHbIX BMELIATENbLCTB.

JTMOTPONHasa Tepanua pPeKoMeHAoBaHa Mpu rpun-
ne A (B8 T4. HIN1) n B B nepsBble 24-48 4 60ne3Hu [12].
OPDEKTUBHbBI MHTMOUTOPLI HEMPAMUHUAASbI:

° ocenstammBup (kog ATX: JO5AHO2) ¢ Bo3pacTa 1 roga no
4 mMr/Kr B CyTKM, 5 aHeR;

° unan 3aHammeup (kog ATX: JOSAHO1) petam ¢ 5 net no
2 nHranaumm (Bcero 10 mr) 2 pa3a B AeHb, 5 aHen [12]
(Cuna peKomeHpauuu 1; ypoBeHb [OCTOBEPHOCTHU
AOKa3aTenbCTB A).

KommeHTapui. [1ns JOCTUKEHUSA ONTUMaNbHOro adpodek-
Ta Nle4yeHre AOMKHO OblTb Ha4YaTo MPU MOSIBNEHUW MEPBbIX
cMMNTOMOB 3aboneBaHus. MauneHTbl ¢ 6pOHXMaNbHOM acT-
MOV NPV Ne4eHnM 3aHaMMBUPOM AOHKHbI UMETH B KayecTBe
CpeAcTBa CKOPOW MOMOLLM KOPOTKOAENCTBYIOLWME BPOHXOAM-
natatopbl. Ha apyrve Bupychl, He coaepKallime HelpamuHuaa-
3bl, laHHble NpenapaTtbl He AencTByioT. [loka3aTenbHasa 6a3a
NPOTUBOBMPYCHON 3GOEKTUBHOCTM APYrUX NIEKAPCTBEHHbIX
npenapaToB y AeTeN OCTaeTcs KpanHe orpaHnyeHHom [13].

MpoTMBOBMpPYCHbIE MpenapaTtbl ¢ UMMYHOTPOMHbLIM Aen-
CTBMEM HE OKa3bIBalOT 3HAYMMOr0 KJIMHUMYECKOro addeKTa,
MX Ha3dHayeHue HelenecoobpasHo [14, 15] (Cuna peKoMeH-
Aauuu 2; ypoBeHb JOCTOBEPHOCTU AOKa3aTenbCTB A).

KommeHTapui. [JaHHble npenapaTbl pa3BMBalOT Mano-
[OCTOBEpPHbIN 3PdEKT. BO3MOXKHO Ha3HayeHWe He Mno3a-
Hee 1-2-ro AHA 6GonesHn uHTepdepoHa anbda™ BK (kog
ATX: LO3AB0O5), ogHaKo HajaeXHbIX JOKa3aTe/libCTB ero
adpdeKTuBHOCTU HeT. [lpn OPBU uHOraa pekoMeHayloTcs
MHTEPdEPOHOrEHBI, HO CNEYET MOMHUTb, YTO Y AETEW CTaplle
7 net Npu MX NPUMEHEHUU NIMXOPAAOYHbIA NMEPUOA COKpa-
LWAEeTCHd MEHEE YEM Ha OfHM CYTKM, T.€. UX NPUMEHEHME MPU
60nblinHcTBE OPBU ¢ KOPOTKMM heBPUNbHBIM MEPUOAOM HE
onpaBAaHo [14]. Pe3ynbratbl UccneaoBaHnin apOEKTUBHOCTHU
MCMNONb30BaHUS MMMYHOMOZYATOPOB MPWU PECMMPATOPHbIX
MHPEKLIMSAX, KaK MpaBuIO, NOKa3bliBalOT ManoJOCTOBEPHbIN
addekT. [penapaTbl, pPEKOMEHAOBaHHbIE N5 Ne4YeHus 6osnee
TSXKENbIX MHOEKLUMI, HANPUMeEpP BUPYCHbIX renaTtutos, Npwu
OPBM He wncnonbaytotcesd. Ansa nedenHns OPBU y peten He
PEKOMEH0BaHbl rOMEONaTUYECKME CPEACTBA, TaK KaK MX
3dDEKTUBHOCTb HE AOKa3aHa [16].

He peKomeHayeTcs Mcnonb3oBaHWe aHTUGUMOTMKOB /1A
le4eHns HeocnoxHeHHbix OPBU u rpunna, B T.4. ecnv 3a60-
neBaHue B nepsBble 10—14 gHen conpoBOXKAAETCSH PUHOCUHY-
CUTOM, KOHBIOHKTUBUTOM, NT@PUHIMTOM, KPYNnom, GPOHXMTOM,
6POHXO006CTPYKTUBHBLIM cuHApomoM [3, 17-19] (Cuna peKo-
MeHpauuu 1; ypoBeHb OCTOBEPHOCTU AJOKa3aTeNbCTB A).

KommeHTapui. AHTMGaKTep1anbHasa Tepanus B ciyyae
HEOCNIO}KHEHHOM BUPYCHOW MHDEKL MU HE TONbKO He NpeaoT-
BpallaeT 6aKTepunasbHyto cynepnuHbEKLMIo, HO CNoCco6CTBYET
ee pasBWTUIO M3-3a NOJaB/IEHUS HOPMasbHOM MHEBMOTPOM-
HOM &opbl, «CAEPXKMBAKOLWEN arpeccuto» CTaPUIOKOKKOB
N KULWEYHOW Gnopbl. AHTUOUOTUKM MOTYT OblTb MOKa3aHbl

OEeTAM C XPOHMYECKOM MaToNornen, s3atparnBatouler 6poH-
XONEroYyHyl0 cucTtemy (Hanpumep, MYKOBMUCLMAO3); UMMY-
HO4EeDULMTOM; Y NaLMEHTOB C PUCKOM 060CTpeHus GaKTe-
puanbHOro npouecca: BbI6Op aHTMOMOTMKA Yy HWUX OObIYHO
npegonpeaeneH 3apaHee xapakrepom dnopbl.

PeKkomeHayeTcs NpoBOAMTb CUMMMATOMAaTUYECKyl (noa-
LepXuBaloLLyto) Tepanuto. AgeKkBaTHasa ruapartauns cnocob-
CTBYET Pa3XMKEHUIO CEKPETOB M 0bnervyaet nux OTXoxaeHue
(Cuna peKomeHAaLUmn 2; ypoBEHb JOCTOBEPHOCTHU AOKA-
3aTenbcTB C).

PekomeHayeTcs NpoBOAWTL 3NMMUHALMOHHYIO Tepanuio,
T.K. JaHHaga Tepanusa addeKkTuBHa M 6e3onacHa. BeeaeHne
B HOC GMU3MONOrMYecKoro pacteopa 2—3 pasa B AeHb 06e-
crneyvBaeT yaaneHune cin3un u BocCTaHoBNEHME paboTbl Mep-
uatenbHoro anutenua [3, 20] (Cuna peKomeHpauuu 2;
YPOBEHb JOCTOBEPHOCTHU JOKa3aTtenbceTB C).

KommeHTapui. BBoantb $GU3MONOrMYECKUn pacTBop
Nlydlle B NONMOXEHMM NeXa Ha CruMHe ¢ 3anpOKUHYTON Ha3aj
rofioBOM ANS1 OPOLEHWS CBOAA HOCOIIOTKM U afeHOMAOoB.
Y ManeHbKux geten ¢ 06ubHbIM OTAensgemMbiM 3pdeEKTUBHA
acnupaums CnuMsu M3 Hoca crnelmanbHbIM PyYHbIM OTCOCOM
¢ nocnegyowmnm BeegeHnem GU3M0N0rMYecKoro pacteopa.
[MonoxeHne B KpoBaTKe C MOAHATBIM TFOMOBHLIM KOHLOM
CMOCOBCTBYET OTXOXKAEHMIO CN3M M3 HOCA. Y CTapLUnx AeTemn
onpasfaHbl Cripen ¢ CoNeBbIM U30TOHUYECKUM PacTBOPOM.

PekomeHayeTcs  Ha3HavyeHWe COCYLOCYKMBatOLWMX
Kanefb B HOC (4EKOHrecTaHTbl) KOPOTKUM Kypcom He 6onee
5 pgHen. [aHHble npenapatbl He YKOpayuBaloT AWUTENb-
HOCTb HacMOpKa, HO MOryT 06/erYynTb CUMMNTOMbl 3a0XKEeH-
HOCTM HOCa, @ TaKXe BOCCTaHOBUTb GYHKLUMIO CIyXOBOK
Tpy6bl. Y aeten B Bo3pacte O—6 NeT NpUMeHSoT GeHun-
abpuH (kog ATX: RO1ABO1) 0,125%, oKCMMETa30MMH (KoA
ATX: RO1AB07) 0,01-0,025%, KcunomeTtaszonunu (kog ATX:
RO1ABO6) 0,05% (c 2 nerT), y cTaplumx — 601ee KOHUEHTPK-
poBaHHble pacTBopbl [4, 7, 14] (Cuna pekomeHaauumn 2;
YPOBEHb JOCTOBEPHOCTHU JOKa3aTtenbceTB C).

KommeHTapui. Vcnonb3oBaHMe CUCTEMHbIX Npenapa-
TOB, COAEeprKalMX [EeKOHrecTaHTbl (Hanpumep, nceshoade-
LPUWH), KpaWHe HexenaTeNbHO: NeKapCcTBeHHble cpefcTBa
[aHHOW rpynnbl pa3pelleHbl TONbKO ¢ Bo3pacTa 12 nert.

[n§a cHUXeHWa TeMnepaTypbl Tena NMxopaaaLLero pebex-
Ka peKOMeHyeTca pacKpbITb, 06TepeTb Bogon 25—-30°C [14]
(Cuna peKomeHAaLUmn 2; ypoBeHb JOCTOBEPHOCTHU AOKA-
3aTenbcTB C).

C Lenblo CHUXKEHUS TeMnepaTypbl Tena y AeTer peKomMeH-
[0BaHbl K MPUMEHEHUIO TONbKO ABa npenaparta — napaveTa-
Mot BK (ko ATX: NO2BEO1) 1o 60 mr/cyT u nbynpoden BK
(kog ATX: MO1AEO1) no 30 mr/cyt [4, 7, 14] (Cuna peKomeH-
Aauuu 1; ypoBeHb JOCTOBEPHOCTU JOKa3aTeNnbCTB A).

KommeHTapuii. XaponoHwxKalouwue npenapatbl y 340-
POBbIX AEeTeN cTaplwe 3 mMec onpasfaHbl Npu Temnepatype
Bbille 39-39,5°C. lpu MeHee BblpaKEHHOW nuxopagke
(38-38,5°C) cpeacTtBa, CHWXKatowue Temneparypy, nokasa-
Hbl AeTAM A0 3 MeC, NaLMeHTam ¢ XPOHUYECKOM naTonornen,
a TaKXXe Npu CBA3aHHOM C TemnepaTypow AucKomdopTe.
PerynsipHbiv (KypcoOBOK) NPUEM XKapOoMOHWKaKOLWKUX HeXena-
TeNeH, NOBTOPHYIO 403y BBOAAT TO/IbKO MOC/€e HOBOrO NoBbI-
lweHus Temnepatypsl [4, 7, 14].

Mapauetamon n mnbynpodeH MOryT NMpPUMEHSTbCS BHYTPb
unn B Gopme peKTanbHbIX CYNMNO3UTOPUEB; CYLLECTBYET TaKKe
napawuetamon Ans BHYTPUBEHHOIO BBeAeHus. YepenoBaHue

X JlekapCTBeHHbIN npenapar, BXoAswWwmMi B NepeyeHb XU3HEHHO HEOOXOAUMBIX U BaXKHENLUUX IEKapCTBEHHbIX NpenapaTtos A9 MeAULMH-
CKOro npumeHeHusa Ha 2016 roa (Pacnopsixenue MpasuTensctsa PP o1 26.12.2015 N2 2724-p).

BK JleKkapCTBeHHbIV Npenapar, BXxoAslWwmni B NepeyeHb NeKapCTBEHHbIX NpenapaToB AN MeAULIMHCKOrO NPUMEHEHUS, B T.4. IeKapCTBEH-
HbIX MpenapatoB ANA MEAULMHCKOro NPUMEHEHUS, Ha3HaYyaeMblX MO pelleHnto BpayebHbIX KOMUCCUN MeLULIMHCKUX OpraHu3aLui

(PacnopsieHnue MNMpasutenoctea PP o1 26.12.2015 N2 2724-p).



3TUX ABYX @aHTUMUPETMKOB UK NPUMEHEHNE KOMOUHUPOBAHHbIX
npenapatoB He MMEET CyLEeCTBEHHbIX MPEeUMYLLECTB nepes
MOHOTepanuen OaHWM 13 3TUX NEKAPCTBEHHbLIX cpeacTs [21].

HeobxoanMO MOMHWTL, YTO camas rnaBHasg npobnemMa
npu nuMxopagke — BOBpeMs pacno3HaTb GaKTepuanbHylo
MHpeKumto. Takum o6pa3oM, AMarHOCTUKa TsXKenon GakTe-
puanbHoM MHPEKUMN ropasno BaxHee 60pbObl C inxopan-
KOW. NMpUMEHEHNE KaponoHUKaloLWMX BMECTE C aHTUOUOTH-
KaMu 4YpeBaTO MAaCKUPOBKOWM HEIDPEKTUBHOCTM NOCNEAHMX.

Y feten ¢ xaponoHuKalowwen Lienbio He peKoMeHayeTcs
NPUMEHATb aLeTUNCaNTULMNOBYIO KUCIOTY U HUMecynug [14]
(Cuna peKomeHaauum 1; ypoBeHb JOCTOBEPHOCTHU fAOKA-
3aTenbcTB C).

He pekomeHayeTcs MCNONb30BaHWE MeTaMu3ona HaTpus
y A€TEN B CBA3M C BbICOKMM PUCKOM Pa3BMUTUS arpaHynoumnTosa.

KommeHTapuit. Bo MHOrmx ctpaHax Mupa yxe 6onee 50 net
METaMU30/1 HaTpus 3anpelleH K npumeHeHuio (Cuna peko-
MeHaauum 1; ypoBeHb AOCTOBEPHOCTH JOKa3aTeNbCeTB C).

PekomeHaoBaH TyaneT Hoca KaK Haubonee adpdeKTUB-
HbI METOA KynMpOoBaHMA Kalns, NOCKONbKY Npu Hadoda-
PUHTMTE Kalenb Yalie BCero o6yCcroBfAEH pasaparkeHnem
roptaHu cTeKkawuwmm cekpetom [20] (Cuna peKomeHpaa-
uum 1; ypoBeHb JOCTOBEPHOCTHU A0OKa3aTenbCTB B).

PekomeHayeTcs Tennoe nutbe [22] unu (nocne 6 ner)
MCNONb30BaHWeE NeAEHLIOB WX NaCTUIOK, COAEPKALLMX aHTH-
CENTUKK, ANS YCTPaHEeHWa Kawnsa npu GapuHrnte, KOTopbIn
CBSA3aH C «MepLIEeHNEeM B ropse» U3-3a BoCNaseHus Can3u-
CTOM 06O00YKM MOTKU UK ee NepecbiXxaHNeM Npu AblXxaHuu
pTom (Cuna pekomeHaauum 2; ypoBeHb JOCTOBEPHOCTHU
AoKasaTenbcTB C).

MpoTHBOKaLLNEBbIE, OTXapKMBAIOLLME, MYKOSIUTUKHM, B T.4.
MHOIOYMCNEHHbIE MAaTEHTOBAHHbIE Npenapatbl ¢ PasnnyHbl-
MU pacTUTENbHbIMW CPEACTBaMW, He pPeKoMeHayloTca Ans
ncrnonb3oBaHua npu OPBU BBUAY HEIhDEKTMBHOCTU, YTO
OblN10 AOKA3aHO B paHAOMW3MPOBaAHHbIX UCCNEA0BaHUAX [22,
23] (Cuna peKomeHaauuum 2; ypoBeHb JOCTOBEPHOCTHU
AoKasaTenbcTB C).

KommeHTapuit. MNpu cyxom HaBA34YMBOM Kallsie y pebeH-
Ka ¢ GapuvHIMTOM WAM NapUHIOTPaxeuToM WMHOrga yaaetcs
OOCTUTHYTb XOPOLWWM KIMHUYECKUI 3PdEKT Npu UCNONb30-
BaHWWM GyTamupaTta, OfHaKO AoKalaTenbHas 6as3a no npwu-
MEHEHMIO NPOTUBOKALLIEBbIX NPenapaToB OTCYyTCTBYET [22].

MHransumMm napoBble M asapo30/ibHble HE PEKOMEHLoBa-
Hbl K MICNOJMIb30BaHMIO, T.K. He NoKka3anu addeKTa B paHAOMMU-
3UPOBaHHbIX UCCNELOBAHMAX, @ TaKKe HEe PEeKOMEeHLOBaHbl
BcemupHoOM opraHu3daumen 3apaBooOXpaHeHUs Ans nevyeHuns
OPBM [24, 25] (Cuna pekoMeHpauum 2; ypoBeHb JOCTO-
BEPHOCTU AA0Ka3aTenbCTB B).

AHTUIMCTaMUHHblE NpenapaTthl, 06aajatoLne aTponnHOmNo-
[OGHbIM LENCTBMEM, HE PEKOMEHAOBAHbI 419 UCNONb30BaHMS
y AeTen: OHM 06nagatoT HebNaronpUATHbIM TepaneBTUYECKUM
npodunem, UMetoT BblparKeHHbIE CeaTUBHbIN U @aHTUXONNHEP-
TMYECKUM NOB60YHbIE 3PDEKTbI, HAPYLLAKOT KOTHUTUBHbIE QYHK-
LMK (KOHLEHTPaLUMIO BHUMaHUS, NamMsATb M CNOCOBHOCTb K 06Y-
YeHuto). B paHOLOMM3MPOBaHHbLIX MCCNEA0BaHUAX Npenaparbl
[JaHHOM rpynnbl He NoKasanun 3bGEKTUBHOCTU B YMEHbLUEHWN
CMMMNTOMOB pUHUTa [26] (Cuna peKomeHpauuu 2; ypoBeHb
AOCTOBEPHOCTU fOKa3aTenbcTB C).

He pekomeHayeTcsi BceM aetam ¢ OPBW HasHauvaTb
acKopOMHOBYIO KMCNOTY (BUTaMUH C), T.K. 3TO He BAMSET Ha
TeyeHue 6ones3Hun [27] (Cuna pekomeHpauum 2; ypoBeHb
AOCTOBEPHOCTHU fl0Ka3aTenbCTB B).

A o/mKHbI GbITb rOCNUTaIN3UPOBaHbI B CTaLlMOHap:

e netm go 3 Mec ¢ GebpubHON NUXOPadKOM B CBSA3M
C BbICOKMM PUCKOM Pa3BUTUSA Y HUX TXKenon 6akTepu-
anbHoW MHdeKLnn [28];

° ety ntoboro Bo3pacrta Npu Hanmymm ntoboro U3 cneayio-
LLMX CUMNTOMOB (OCHOBHbl€ OMacHble MPU3HAKM): HeCno-
COBGHOCTb NWUTb/CcocaTh rPyab; COHANMBOCTb UK OTCYTCTBUE
CO3HaHu$; YacToTa AbixaHusa MeHee 30/MUH UK anHo?3;
CUMMNTOMbI PECNMPATOPHOrO0 AWCTPECCa; LIEHTPasbHbIN
LIMaHO3; SBNEHUS CEPAEYHHOM HELOCTAaTOYHOCTH; TAKeNoe
o6e3B0oXMUBaHKe [28];

® [1€TV CO CNOXHbIMU HebpUnbHbIMKU CyaoporaMmu (Mpoaon-
XUTENbHOCTbIO 60nee 15 MWH n/unn noBTOpStoLLIMECS
6onee 1 pasa B TevyeHue 24 4) rocnuTann3npyroTcs Ha
BECb NepMoa NMXOPaaKHK;

e netm ¢ GebpuibHOM NUXOpPadKOM M MNOAO3PEHMEM Ha
TAXENylo 6aKTepuanbHylo MHPEKUMI0 (HO MOXKET OblTb
W runotepmusl), MMelowme cnegylowmne conyTcTBytoLwmne
CUMMTOMbI: BSIOCTb, COH/IMBOCTb; OTKa3 OT efbl U NUTbS;
remMopparuyecKkas cbifb Ha KOXe; PBOTa;

° [€TV C ABNEHUAMM AblxaTefIbHOM HEAOCTAaTOYHOCTH, UMe-
IolWMe Kakne-nmbo U3 cnemytowmnx CUMNTOMOB: KPSAXTS-
uee gblxaHWe, pasgyBaHue KpbinbeB HOCA NPW AblXaHWK,
KuBaTe/bHble ABUKEHMS (ABUXKEHUSA FON0BbI, CUHXPOHU-
3UPOBaHHbIE CO BAOXOM); YacToTa AblxaTeNbHbIX ABUKE-
HUI y pebGeHKa ao 2 mec > 60/MUH, y peGeHKa B BO3-
pacte 2-11 mec > 50/mMuH, y pebeHKa cTapwe 1 roaa
> 40/MWH; BTSXKEHWE HUMKHEN YacTU FPYAHON KNETKK Npu
ObIXaHWK; HacblWeHWe KPoBKM Kucnopogom < 92% npu
[bIXaHUN KOMHATHbIM BO34YXOM.

CpeaHas ONUTENbHOCTb HaxOXAeHWs B CTauuoHape
MOXeT cocTaBuTb 5—10 AHEN B 3aBMCUMOCTM OT HO30/10MM-
4eCKOM GOPMbl OCNTOKHEHUS U TIKECTU COCTOAHUS.

locnntanusauns geten ¢ HazopapuHruToOM, 1apPUHIUTOM,

TPaxeobpOHXUTOM 6e3 COmMyTCTBYIOLMX ONacHbIX MPU3HAKOB

HeLenecoobpasHa.
®debpunbHas nuxopagka nNpu OTCYTCTBUWM APYrMx naTo-

NIOrMYECKUX CUMMNTOMOB y JeTel cTaple 3 Mec He sBaseTcs

nokasaHuem ans rocnuTannsauuu B ctaunoHap.

et ¢ npocTbimn GebpunibHbIMU cygoporamu (Mpoaos-
KUTENbHOCTbIO A0 15 MMWH, OAHOKPATHO B TeYEHWEe CyTOK),
3aBEPLUMBLIMMUCA K MOMEHTY 06paLLeHUs B cTalMoHap, He
Hy)KAaloTCs B rocnuTann3dauuun, HO pebGeHOK AOMKeH O6blTb
OCMOTPEH BPayoM ANSl UCKNIOYEHUS HEMPOUHDEKLIMM U ApY-
rMX MPUYKUH CYAOPOT.

Xupypruyeckoe neyeHue
He TpebyeTcs.

PEABUJIUTALIUA
He TpebyeTcs.

NMPO®UNIAKTUKA U AUCNAHCEPHOE
HABJIIOAEHUE
MepBoCTENEHHOE 3HayYeHue UmeloT NpodunakTUyecKue

MEpPOoNpUATUSA, NPENSTCTBYIOWMUE PacnpoOCTPaHEHUIO BUPY-

COB: TLATeNbHOE MbITbE PYK MOCNE KOHTaKTa ¢ 60/bHbIM.
PekomeHayeTcs TakxKe:

® HOLWeEHWEe MacoK;

®  MbITb€ NMOBEPXHOCTEN B OKPYKEHUN BONLHOTO;

° B fle4ebHbIX y4pexaeHnax — cobnojeHne caHuTapHo-
3NMAEMUYECKOro pexxmma, COOTBETCTBYOLWas o6paboTka
$OHEHAO0CKOMNOB, OTOCKOMOB;

° B [OETCKMX yypexfieHusx — ObicTpas u3onsauma 3abo-
NeBWHX AeTeNn, cobalofeHne pexunma npoBeTpuBaHMS,
MCNo/Ib30BaHWe 04HOPA30BbIX MONOTEHELL.
MpodurnakTnka 60/bLIMHCTBA BUPYCHbIX MHPEKLMIA OCTa-

€TCS CerofHs Hecneundu4eckom, NOCKObKY BaKLMH NPOTUB

BCEX pecrnupaTopHbIX BUPYCOB NOKa He cylecTByeT. BmecTe

C TeM C Bo3pacTa 6 Mec peKOMeHAYETCA exerogHas BaKum-

HauMs NPOTUB rpunna, CHUXatowaa 3aboneBaemoctb [29]
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(Cuna peKomeHaauuu 2; ypoBeHb JOCTOBEPHOCTHU OKa-
3arenbcTB B).

KommeHTapui. [Joka3aHo, 4TO BaKuUMHaLUWs OeTen oT
rpynna u NHEBMOKOKKOBOM MHMEKLMWU CHUXKAET PUCK pas-
BUTUS OCTPOro CpefgHero otuta y AeTel, T.e. YMEHbluaeT
BEPOSATHOCTb OCNOXHEeHHoro TeveHns OPBU [30, 31]. B cny-
Yyae KOHTaKTa pebeHKa ¢ 60/IbHbIM FPMMMNOM B Ka4ecTBe Npo-
OUNAKTUKM BO3MOXKHO MPUMEHEHWE MHIMOUTOPOB Henpa-
MUHMAA3bl (OcenbTaMuMBUpP, 3aHaMUBUP) B PEKOMEHAYEMOW
BO3PaCTHOM JO3MPOBKE.

[eTam nepBOro roga X1W3Hu U3 rpynn pucKa (HeaoHOLWEeH-
HOCTb, 6POHX0NEro4yHas Aucnnasns) ¢ Lesblo NPodUIaKTUKK
pecnuMpaTopHO-CUHLUTUAIbHON BUPYCHON MHPEKLIMKN B OCEH-
He-3MMHUI Ce30H PEKOMEHJOBaHa MaccuMBHas MMMYyHW3a-
umns naamBm3dymabom: npenapart BBOAMUTCS BHYTPUMbILLIEYHO
B A03e 15 Mr/Kr exxemecs4Ho 1 pa3/Mec ¢ Hosi6psa no mapT
[32-34] (Cuna peKkomeHaauuu 1; ypoBeHb JOCTOBEPHO-
CTU fOKa3aTtenbCTB A).

[eTam ¢ remMoaMHaMMYECKU 3HAYMMbIMU BPOXKAEHHbLIMM
nopokamu cepaua ans npobUNaKTMKM PecrnmpaTtopHO-CUH-
LUMTUANbHOW BUPYCHOW WHOEKLUUW B OCEHHE-3UMHMW Ce30H
pPEKOMeH0BaHa NaccuBHas UMMyHU3aUUS NaImBn3yMabom:
npenapat BBOAWUTCSH BHYTPUMbILWEYHO B [03e 15 Mr/Kr exe-
MecsiyHO 1 pa3/mec ¢ Hos6ps no mapT [32—-34] (Cuna peKo-
MeHAauuu 2; ypoBeHb AOCTOBEPHOCTU AOKa3aTeNibCTBA).

KommeHTapun. Cm. KamHudyeckme pexkomeHgauuu o
OKal3aHWI0 MEAMULIMHCKOM MNOoMOoLM AEeTIM C GPOHXO0JIEroY-
How aucrniasven, KanHnyeckme pekomeHgauuu no vUMmy-
HOMPOGUIAKTUKE PECMPaToPHO-CUHLMTNATIbHON BUPYCHOMN
MHOEKUMN y fJETEN.

[JeTam cTaplie 6 Mec ¢ peunanBmupyownumMmn MHGEKUUSIMU
JIOP-opraHoB W AbIxaTe/lbHbIX NyTEN PEKOMEHAYETCS NMPUMEHe-
HWE CUCTEMHbIX BaKTepmanbHbIX M3aToB (Kog ATX: JO7AX; Kog
ATX: LO3A; kog ATX: JOTAX; kog ATX: AO1AB11; kog ATX: RO7AX;
Kog ATX: LO3AX). 3T1 npenapartbl, BEPOATHO, MOMYT COKpPaTUTb
3a60/1€BAEMOCTb PECMMPATOPHLIMU MHOEKLMAMM, XOTS AOKa-
3aTesibHas 6a3a y H1x HeBenuka [15, 35] (Cuna peKomeHpaa-
LMK 2; ypOBEHb JOCTOBEPHOCTHU fOKa3aTenbeTB C).

He pexkomeHayeTcsi MCMOAb30BaHWE WMMMYHOMOAYASTO-
POB C Lenblo NpodunakTMKM OCTPbIX PECMMPATOPHO-BMPYC-

Puc. Anroputm BeaeHus naymeHTa
Fig. Patient management algorithm

HbIX MHQEKLMN, T.K. HET HaLeXHblX CBMAETENbCTB O CHMU-
EHWUU pecnupaTtopHon 3aboneBaeMoCTU MO BIAUAHWEM
pas3nnyHbIX UMMYHOMOAYNSTOPOB. He aoKa3aHa Takxe npo-
dunaktTnyeckas apPeKTMBHOCTL pacTUTENbHbIX NpenapaToB
[36-38], BuTammnHa C [27] 1 romeonaTruyeckmx cpeacts [39]
(Cuna peKomeHaauum 1; ypoBeHb JOCTOBEPHOCTHU A0OKa-
3arenbcTB B).

AOMNOJ/IHUTE/IbHAAA UHOOPMALIUA,

BJ/IUAIOLLAA HA TEHEHUE U UCXO[l BABOJIEBAHUA

OcnoxHeHus

OcnoxHeHnss OPBU HabnogatoTcss HeYacTo M CBs3aHbl
C npucoeanHeHnem 6akTepuanbHON MHPEKLMH.

CyLLecTByeT pUCK Pa3BUTUS OCTPOrO CPeAHero oTuTa Ha
doHe TeyeHus HazodapuHrmuTa, 0CO6EHHO y AeTen paHHe-
ro Bospacrta, 06bl4HO Ha 2-5-e cyT 60ne3HU. Ero yactoTa
MoxeT gocturatb 20—-40%, ogHAKO [JaneKko He y BCeX BO3-
HWKaET THOWHbIN OTUT, TPEOYIOWMIN Ha3HaAYEHUA aHTUOaKTe-
puanbHon Tepanuu [10].

CoxpaHeHWe 3anoXeHHOCTU Hoca aonblie 10-14 gHen,
yXyALWeHne COCTOSAHUS Mocne nepBomn Heaenn 601e3HKU, NosiB-
neHue 60new B 061acTu nLa MOXKET yKa3blBaTb Ha pa3BuTUe
GaKTepuanbHOro cuHycura [13, 14].

Ha ¢oHe rpunna yactota BUMPYCHOM W GaKTepuaibHOMU
(vawe Bcero obycnoBneHHon Streptococcus pneumoniae)
NMHEBMOHMU MOXET pocturate 12% cpean 3aboneslumnx
BUPYCHOM MHpeKUMen aeten [11].

BbaKktepnemus ocnoxHsetr TeyeHne OPBU B cpeaHem
B 1% cny4yaeB nNpu pecnupaTtopHO-CUHLUTUANBHON BUPYCHON
MHPEKLMM 1 B 6,5% cnyyaeB NpU SHTEPOBUPYCHbIX UHOEK-
umax [10, 12].

Kpome Toro, pecnupatopHas MHPEKLMS MOMKET CyKUTb
TPUIrrepomM 060CTPEHMS XPOHUYECKMX 3ab0oneBaHui, Yalle Bee-
ro 6POHXMaNbHON aCTMbl U MHOEKLIMM MOYEBBLIBOASLLMX MYTEN.

BepeHue geten

Pe6eHok npu OPBW 06bl4HO HabntoaaeTcs B ambynartop-
HO-MONUKINMHUYECKMX YCIIOBUAX BPaYOM-NeauaTpoMm.

Pexxnm o6Lwmn nnmn nonynocTeNbHbI C BbICTPLIM Nepexo-
[OM Ha O6GLIMK Nnocne CHUXKXeHUa TemnepaTypbl. MOBTOPHbLIN

MauueHT ¢ cumnTtomamu OPBU

:

[narHoctuka

:

[wnarHo3
noaTBEPXKAEH?

KoHcynbrauus
cneuuanucta

MmetoTcsi nokasaHus
K rocnutannaaummn?

Jleyenune
B amMbynaTopHbIX
YCNOBUAX

'

JleyeHuve B cTaumoHape

Tepanua

KoppeKuust
addeKTMBHA?

Tepanuu

MpodunaKTMKa NOBTOPHOM UHPEKLMK




Ta6nuua 2. OpraHn3aLMOHHO-TEXHUYECKME YCNOBUS OKa3aHWUa MeAULMHCKOM MOMOLLM
Table 2. Organizational and technical conditions for medical care provision

Bua MeanMumnHCKOM noMoLm

CneuvanuanpoBaHHas MeauLMHCKas NMoMOLLb

YcnoBua okasaHUa MeULMHCKOM MOMOLLU

CTauuoHapHo, B IHEBHOM CTaloHape

dopMa oKasaHusa MEAULIMHCKOM MOMOLLM

HeotnoxHas

Ta6nuua 3. Kputepun KayecTBa oka3aHUsa MeAULMHCKON MOMOLLK
Table 3. Criteria for medical care quality

YpoBeHb
o Cuna
N2 Kputepumu KavyectBa AOCTOBEPHOCTH
peKomMeHaaLuum
AOKa3aTeNbCTB

1 BbinonHeH o6Wuit pa3BepHyTbIN (KIMHUYECKMI) aHaNnM3 KPoBKM He nosfHee 24 4 OT MOMeHTa 2 c
NoCTYyNAEHUs B CTalnoHap

2 | BbinonHeH 06LMi aHannM3 MOYM (NpY NOBbILIEHMM TeMNepaTypbl Tena Bbiwe 38°C) 1 C

3 BbinonHeHo nccnenoBaHue ypoBHS C-peakTUBHOMO 6e/Ka B KPOBU (MPU NOBLIWEHUM TEMMNe- 2 c
paTtypbl Tena Bblwe 38,0°C)
MpoBefeHa aNUMUHALMOHHAnA Tepanus (MPOMbIBaHWe NOAOCTU Hoca GU3UONOTMHECKUM

4 | paCTBOPOM UMM CTEPUSIbHLIM PACTBOPOM MOPCKOM BOAbI) NPY OTCYTCTBUMU MEAULMHCKMUX 2 C
npoTUBOMNOKa3aHum

5 BbINONHEHO le4eHME MECTHbIMU IEKOHTeCTaHTaMM (COCYAOCYKMBalOLLME Kanau B HOC) 2 C
KOPOTKMUM KypCOM OT 48 10 72 4 Npu OTCYTCTBUM MELULIUHCKUX NPOTUBOMOKAa3aHUH

OCMOTP HeobxoauMm Mpu CoXpaHEeHWW TemnepaTypbl 6onee
3 OHEN UK yXyALIEHUN COCTOSHUS.

CraumoHapHoe nevyeHue (rocnutanu3daums) Tpebyercs
npu pPas3BUTUU OCNOXKHEHUN W ANUTENbHOW GebpUNbHON
nMxopajake.

Anroput™ BeaeHus naumeHTta c cumntomamu OPBU npea-
CTaBNeH Ha pwc.

Ucxoabl M NPOrHos

Kak ykazaHo Bbiwe, OPBWN B oTcytcTBMM GaKTepuasb-
HbIX OC/IOXXHEHWUI CKOPOTEYHbI, XOTA M MOFyT OCTaBNSATb Ha
1-2 Hej Takue CUMMTOMbI, KaK OTAeNnsieMoe M3 HOCOBbIX
X0[0B, Kawenb. MHeHWe 0 ToM, 4TO noBTopHble OPBWU, oco-
6EeHHO YacTble, SBNAOTCA YaCTbio UKW NPUBOAAT K PA3BUTUIO
BTOPMYHOIro MMyHoaedUuLmTa, 6€30CHOBAaTENbHO.

KPUTEPUM OLLEHKHU KAYECTBA
MEAULIMHCKOM NOMOLLM (TABJ1. 2, 3)

3AK/IIOYEHHME

HecmoTpa Ha TO, 4TO OCTpble pecnupatopHble MHOEK-
UMK a9BASOTCA Haubonee pacnpocTpaHEeHHOW naTonornen
B AETCKOM BO3pacTe, a TaKXKe Ha HanuMyme [JOCTaTO4HO
60/1bLLIOr0 KONMYeCcTBa pa3HO06pPa3HbIX 1eKapCTBEHHbIX Npe-
napaToB, MCMOAb3yeMbIX MPU OCTPbIX MHOEKLMAX BEPXHMX
ObIXaTeNbHbIX NyTel, BO3MOXKHOCTU 3TMOTPOMHOM Tepanuu
CYLLECTBEHHO OrpaHuyeHbl. Y4uTbiBas Hanauyuve nposisne-
HUW, CYLLLECTBEHHO HapyLLALUMX Ka4eCTBO XN3HU 60IbHOIO
M YIEHOB €ro ceMbM (HapylleHne CHa, 3aM0KEHHOCTb Hoca,
3aTpyaHeEHWE NpU KopmaeHun 1 T.n.), npn OPBW Hepenko
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HeobxoanmocTb pa3paboTKM KOMMAJIEKCHOIr0 NoAXoAa K Ie4eHUto geTern ¢ 6pOHXMNaslbHOM acTMOoM 06ycoB/eHa 3HaYUTEbHbIM
pocTom 3a60/1€BaeMOCTH, MOSIBJIEHUEM 60JIe€e TSKEbIX GOPM 60E€3HU M OTCYTCTBMEM METOAO0B paAuKaibHOro aeyeHus. Hapsay
C pa3paboTKOH U BHEAPEHNEM COBPEMEHHbIX MEANKAMEHTO3HbIX METOLOB JIeHEHNS BECbMa aKTyaslbHbIMU BOMPOCaMU SABISIOTCA
yyeT coynanbHO-NCUXO0T0rMYECKUX 0COBEHHOCTEN NaLMeHTOB M NMCUMX0JI0ro-rnejarormyeckKoe cornpoBOXAeHMe AeTel B npoLecce
neyeHus. Llenb nccnegoBaHus: n3y4ynTb 0CO6EHHOCTM 06pa3a KN3HU MAaALWNX LWKOJIbHUKOB (7—10 neT) ¢ 6poHXUaibHOM aCTMOM
M UX NICUX0JI0rM4ecKoe cocTossHne. Metoabl. B ucciefoBaHue BKIOYa U AeTel ¢ 6pOHXMaibHON acTMOoM (aTtonnyeckas popma,
4aCTUYHO KOHTPOJIMPYEMOE TeYEeHHME), a TaKKe YCA0BHO 340p0BbIX cBepCTHMKOB (I 1 Il rpynnbl 340p0Bbs) B Ka4ecTBe rpymnbl
cpaBHeHwusl. [lcuxonorndecKkuii ctatyc HabrogaeMbiX OLeHUBAIM C MOMOLbIO METOAMKU UCCAEA0BaHUsI caMOOLeHKM [Jem60o—
Py6UHLUTENH, MOANDULIMPOBAHHON METOANKM «PUCYHOK Ye0BEKa», TeCcTa POAMTENbLCKOro oTHoweHus A.5. Bapra— B.B. CTouH,
MeToaAnKU «Tpu enaHus» (agantauyus A.M. lpuxoxxaH). Pe3ynbratbl. B uccieqoBaHuu NpuHsIM y4actue 75 geten (cpeaHui BO3-
pact 8,2 £ 0,6 roga, B T.4. geBoyYeK 59%, npofo/mKnTeNbHOCTL 60/1€3HK 3,2 + 0,5 roga) u ux poantenu (M3 Hux matepen 79%).
Ipynny cpaBHeHus cocTaBuin 54 ycioBHO 340p0BbIX pebeHKa (cpeaHui Bo3pacT 8,4 = 0,3, geBoyeK 54%) n nx pogutenu (85%
maTtepei, 15% otyoB). [loka3aHO, YTO M3MEHEHHbIN B CHYy 601€3HM 06Pa3 MU3HM MAAALNX LIKOJIbHUKOB UCKaXaeT MpoLjecc pas-
BUTUS INYHOCTU M MPUBOAUT K BOSHUKHOBEHMIO TRYAHOCTEN 3MOLIMOHA/IbHO-TMYHOCTHON CHEepbl: CHUKEHHOMY OHY HACTPOEHMS
(35; 46,6% npotus 11; 20%), 6710KMPOBKE MepexxnBaHui U TPYAHOCTH nx Bepbannsaumnu (56; 75% npotuB 25; 46%), 3aLyMTHO-
arpeccuBHOMY TUIy MoBeAeHUs1 B cUTyalnun cTtpecca (68; 91% npotus 25; 46%), BbipaxKeHHOH BHY TPUIIMYHOCTHOM KOHOIIMKTHO-
cTn (47, 62% npotnB 32; 59%) 1 KOMMYHUKaTUBHbLIM Po6iemMamM (3aMKHYTOCTb, OFrPaHUYeHne B 0BLLEHUU, COLMalbHbIE CTPaxM).
3aknyeHne. bpoHxmanbHas acTMa MEHSIeT 06pa3 KU3HM pebeHKa, OKa3biBaeT HEraTMBHOE BJIMSIHUE Ha MCHUXOJ0MMYECKOe
COCTOSIHME U MIPOoLEecC CTaHOB/EHMS IMYHOCTHU. [TpeaynpeanTs BO3HUKHOBEHUE HEraTUBHbIX COLYMasibHbIX NOCAEACTBUI 60IE3HHU,
CrnagmuTb UX BbIPaXEHHOCTb MOXKHO MyTeM OKa3aHMWs MCUX0J10ro-rneAarornyeckor nomolyn pebeHky M ero ceMbe ¢ MOMEHTa
BbISIBAIEHMS 60/1€3HU U Ha MPOTSXKEHMM BCEX 3TarnoB nedyeHns. Co3gaHue u peannsaluns nporpamMmm rncuxoa0rmyecKomn noaaepku
ceMel, BOCMUTbIBaIOWMX Ae€Tel ¢ 6BPOHXMabHON acTMOM, Ha pa3/InyHbIX dTanax Je4eHuns SBASIOTCS Ype3BblyalkHO BaXKHbIMU U
rnpeAcTaB/slOT CO60M NepCrnexKTUBY NCCAe40BaHMS.

KnioyeBble cnoBa: getn, 6poHX1abHasi acTma, rCUxX0I0rM4eCcKoe COCTOSTIHUE, MCUXMYECKOE pa3BUTHE, MAAALWMIA LIKOIbHbIN
BO3pacT, poAUTENN.

(Ana ynTupoBaHusa: Tumodeesa A.M. Oco6eHHOCTH 06pas3a KU3HU U NMCUXONOTMYECKOrO COCTOSTHUA MNAALIMX LWKOMbHUKOB C
6poHxHanbHom act™Mon. lNegnatpuyeckas papmakonorus. 2017; 14 (2): 109-114. doi: 10.15690/pf.v14i2.1725)

Alexandra M. Timofeeva

National Scientific and Practical Center of Children’s Health, Moscow, Russian Federation

Peculiarities of the Lifestyle and Psychological State
of Primary Schoolchildren with Bronchial Asthma

The need to develop an integrated approach to the treatment of children with bronchial asthma is conditioned by a significant increase in morbid-
ity, emergence of more severe forms of the disease and a lack of radical treatment methods. Along with the development and implementation
of modern drug treatment methods, the most topical issues are a consideration of the socio-psychological characteristics of patients and psy-
chological and pedagogical support of children during treatment. Study Objective: To study the lifestyle peculiarities of primary schoolchildren
(7-10 years) with bronchial asthma and their psychological state. Patients and Methods. The study included children with bronchial asthma
(atopic form, partially controlled course) as well as conditionally healthy peers (health groups | and Il) as a comparison group. The psychologi-
cal status of the observed was assessed using Dembo-Rubinstein self-evaluation method, modified «<Human Figure» method, and Varga-Stolin
parental relationship test. Results. The study involved 75 children (mean age 8.2 + 0.6 years, including girls 59%, illness duration 3.2 £ 0.5
years) and their parents (mothers made 79% of them). The comparison group consisted of 54 conditionally healthy children (mean age 8.4 +
0.3, girls 54%) and their parents (mothers — 85%, fathers — 15%). It is shown that the lifestyle of primary schoolchildren changed due to illness
distorts the process of personality development and leads to the emergence of difficulties in the emotional and personality sphere: a reduced
background of mood (35; 46.6% versus 11; 20%), blockage of experiences and difficulties in their verbalization (56; 75% versus 25; 46%),
defensive-aggressive type of behavior in a stress situation (68; 91% versus 25; 46%), pronounced intrapersonal conflict (47; 62% versus 32;
59%), and communication problems (unsociability, restriction in communication, social fears). Conclusion. Bronchial asthma changes the child's
lifestyle, has a negative impact on the psychological state and personality becoming. It is possible to prevent the emergence of negative social
consequences of the disease, to smooth out their severity by providing psychological and pedagogical assistance to a child and his family from
the time the disease is detected and throughout all treatment stages. The creation and implementation of psychological support programs for
families raising children with bronchial asthma at various treatment stages are extremely important and represent a further research direction.
Key words: children, bronchial asthma, psychological state, mental development, primary school age, parents.
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OBOCHOBAHME

Heob6xoanMmMocTb pa3paboTKM KOMMIEKCHOrO Mnoaxoaa
K le4eHuto aeTen ¢ 6poHxXManbHOM acTMon obycnoBneHa 3Ha-
4yuUTeNbHbIM POCTOM 3a60seBaeMoCTH, NosiBieHeM 6Gonee
Taxenblx Gopm 601€3HM WM OTCYTCTBMEM METOAOB paju-
KanbHOro ne4veHus. Hapsgy ¢ pa3paboTKOW U BHeApPEHUEM
COBpPEMEHHbIX MEIMKaMEHTO3HbIX METOJ0B IEYEHUS BECbMA
aKTyallbHbIMW BOMPOCaMK BNSIOTCS YHET COLMaNbHO-MCUXO-
NIOTMYECKUX 0COBEHHOCTEN NaLMEHTOB M NMCUXONOro-neaaro-
rMyecKoe CONnpoBOXAEHME AeTeN B npoLecce nevenunsd [1, 2].

B HacToslee Bpemsi 6poHXxManbHas actMa SBASETCs Hau-
60ee pacnpocTpaHeHHbIM 3a60/IeBAHNEM HWMKHUX [blXa-
TenbHbIX NyTen y aetew [1]. KnaccnbumunpytoTt aniepruyeckyto
WM Heannepruyeckyto dopmybonesnum [1]. MaHudectauus
B paHHEM BO3pacTe, HalnM4ymMe CEHCMOBUNM3aunn (MPUYUHHO-
3HaYMMbIX anlepreHoB — TPUIrepoB 060CTPeHUS 6ONE3HH),
OTAroLEHHAs No aToONMYECKMM 3a60/1€BaHNAM HACNeACTBEH-
HOCTb — XapaKTepHbl ANs annepruyeckon dopmbl GPOH-
XnanbHon actmbl [2, 3]. Oco6eHHOCTM MaToreHesa acTmbl
06ycnaBNBalOT XPOHUYECKOE TeYEHME 3a60/IEBaHNUS, KOTO-
pPOe MOXET COMPOBOXAATLCS 060CTPEHUAMM U NEepuogamu
CTabunbHOr0 COCTOSIHMUSA (KOHTpONS Hag 6one3Hblo) [2, 3].

M3BecTHO, 4TO GpoHXManbHas acTMa B CBOEM natore-
He3e WMMEET BblpaXEHHbIN MCUXONOTMYECKUA KOMMOHEHT
[4]. HekoTopble aBTOPbI YKa3blBaloT Ha BbICOKYIO POJib 3MO-
LUMOHaNbHOrO cTpecca, MHAWBMAYalbHbIX MCUXONOrMYECKMX
napameTpoB, OCOGEHHOCTEM coUMaNbHOW MUKpOCPeabl
B pa3BUTMM 060CTPEHUI 60/1€3HM [D].

MaKcuMManbHO paHHee yCTaHOBMEHWE  AMarHosa
6POHXMANIbHON acTMbl, CBOEBPEMEHHOE Ha3HAYeHWe afdek-
BaTHOW 6Ga3WCHOM Tepanuu, AOCTUMEHUE BbICOKOrO YpPOBHS
NPUBEPKEHHOCTU (TOYHOTO COOGMAEHMS BCEX MPEAnMCaHun
Bpaya), MPOSIOHIMPOBAHHOE MCUXONIOMMYECKOE COMPOBO-
AEHWE NnaumeHTa, NpefocTaBASOT BO3MOXHOCTb B MaKCw-
MasibHO KOPOTKWE CPOKM [OCTUYb KOHTPOJS Hag CMMMTOMa-
MK GONE3HU U MOAAEPKMBATb €ro B AalbHEWLLIEM, a TaKXKe
npenoTBpaTUTb pPa3BUTUE BO3MOXKHbLIX OGOCTPEHMI acTMbl.
KomnneKcHbIM neaMaTpuyecKkmim Noaxoa ¢ NpMMEHEHWEM cre-
LUManbHOM NCUXONOro-neaarorMyeckomn NoaaepKKu no3BonseT
KynMpoBaTb 060CTPEHNE GONE3HN B MaKCUMabHO KOPOTKUE
CPOKM ¥ NoaaepKmBaTb CTabUIbHOE COCTOSIHWE Y aeTewn [2, B].

KaK nokasana npakTWKa, HeJOCTaToO4YHbIA y4YeT MCUxo-
NIOTMYECKOr0 KOMMOHEHTa B Tepanun 6poHXManbHOM acTMbI
Yy MaNeHbKWX MNauMeHTOB SBASETCH OAHOW M3 Hawubonee
3HAYUMBbIX MPUYUH YCYry6neHus TedyeHus 6GONe3HW, Nnpu-
BOASALLMX HE TONbKO K YXYALWEHWIO COMATUYECKOro cratyca
neten, nepexoga 60/€3HU B HEKOHTPONMUpyemylo Gopmy,
HO M K M3MEHEHMUIO WX MCUXONOrMYECKOro cocTtosiHusa [1].
B cuny manon goCTynHOCTHU crneumanbHOM NCUXONoro-neaa-
rOrM4ecKonm MOMOLIM CeMbe, BOCMUThIBalOLEN pebeHKa
C 6pOHXManbHOW acTmou [7], 60onbHble AETU, KaK NMpaBwuo,
yalle, YeM 3[10pOBble CBEPCTHUKM, UCMbITbIBAIOT AedULMT
B MCUXONIOTMYECKOM NOAAEPHKKE 3HAYMMBbIX B3POCbIX, AN-
TeNbHbIA 3MOLIMOHA/bHbIN AMCKOM®OPT B CEMbE M LWIKONE
[8]. cKaxeHHble coumalnbHble yCNOBUSA BCNEACTBME XPOHU-
4yecKon 60/1e3HM pebeHKa OKa3blBaloT HeraTMBHOE BAUAHKE
Ha GopMUpOBaHMNE AETCKOMN NMYHOCTU [9]. TaK, K MOAPOCTKO-
BOMY BO3pacTy Y NauMeHTOB NPOUCXOANT HapacTaHWe 3Mo-
LUMOHaNbHbIX, IMYHOCTHbIX MU KOMMYHMKaTUBHbIX Mpo6nem,
CYLLECTBEHHO 3aTPyAHSAIOWMX MX COLMaNbHYl0 agantauuio
[10]. B yacTHOCTH, y NOAPOCTKOB BbIIB/IEHbI TAKNME UHANBU-
[lyaNnbHble€ NCUXOOTMYECKMNE XapPaKTEPUCTUKH, KaK BbICOKUM
YPOBEHb TPEBOMU, 3MOLIMOHaNbHAA NabWUNbHOCTb, aNeKCu-
TMMKWS, NOBbIWEHHAA arpeccMBHOCTb, Ype3mepHasa duKca-
UMs Ha cumnToMax 601e3HK, NaToNorMyeckas IMOLMOHaNb-
Hasi NPUBSA3AHHOCTb K G/IM3KMUM, CK/IOHHOCTb K HapyLLUEeHUIo
rpaHuuy KoHTakTa [11].

HecmoTps Ha HanuumMe uccnegoBaHWi, MOCBSALLEHHbIX
NMCUXONIOMMYECKMM acrnekTam B BO3HUKHOBEHWMW W NleYEHUU
OPOHXMaNbHOM acTMbl, He yaensietcs LOMKHOro BHUMaHWUS
06pasy XM3HU NauMeHTOB MAaALWero LWKONbHOro Bo3pacTa
N UX Ncuxonornyecknum ocobeHHoctam [12, 13]. B 60nblumnH-
CTBE CNy4aeB aBTOPbl M30/MPOBAHHO WM GparMeHTapHo
paccMmaTpuMBaloT GUONOrMYECKUI U coLMalbHbIM daKTopbl,
a TaKXe WX BAUSHME Ha TeyeHue AaHHOro 3aboneBaHus
M Npouecc CTaHOBMEHWS AETCKOW NMYHOCTM [14-16], 4TO
npenaTcTByeT pa3paboTke aGPEKTUBHOrO anroputMa KoMm-
NAEKCHOM MCUXONOro-neaarornyeckor MnomMoLWM AeTam
¢ 6pPOHXManbHOM acTMOWM B NpoLiecce fieyeHus [2, 6].

Lenb HacTtosiwero uccneaoBaHuss — W3Yy4UTb OCOGEH-
HOCTM 06pasa XW3HW MNadWuX LWKOAbHUKOB (7—-10 neT)
C 6POHXMaNbHOM aCTMOM M UX MCUXONOrMYECKOE COCTOSIHUE.

METOAbI

Aun3aiH uccnepoBaHua

lMpoBeneHo cnolwHoe rnonepeyHoe (cross-sectional)
ucecnegoBsaHue.

Kputepuu cooTBeTCTBUSA
Kputepummn BKAOYEHUS:

e Bo3pacT pebeHka 7-10 ner;

®  Hanuyue y pebeHKa aTonuMyeckon GpOoHXManIbHON acTMbl
C YaCTUYHO KOHTPONUPYEMbIM TEHEHUEM.
Kputepnm HeBKItOYEHUS:

® Hanuyne y pebeHKa Hapsgy C¢ OpOHXManbHOM acTMoun
LPYrMx 6POHXONENOYHbIX U XPOHUYECKMX 3a601eBaHNUM.

e [pynna cpaBHeHus — aetu |1l rpynn 340poBbS.

YcnoBus npoBejeHUs uccnefoBaHus

McecnepoBaHne npoBeaeHo B HayyHOM UEHTpe 3740po-
Bbs aeten (HU3/M; B HacTosiwee Bpems HauMoHanbHbIN
Hay4YHO-MPaKTUYECKMI LEeHTP 3a0poBba AeTen, HHMLU3MO)
B nepuoa ¢ 2016 no 2017 r. OCHOBHYtO rpynmny cocTaBuan
€T ¢ GPOHXMaNbHOMN acTMOM, KOTOpPble HaxoAWIMCb noj
MeAMNKO-NCUX0N0ro-negarornyeckum HabnogeHuem; rpynny
CcpaBHeHUss — [1eTu, o6cneaoBaHHble B PaMKaXx eXeroiHom
npodunakTMYecKom gucnaHcepmsaalrmm.

Ucxoabl uccnepoBaHusa

OCHOBHbIM HanpaBaeHveM 06cnefoBaHNsa CTano mUly4ye-
HWe coumanbHbIX YCNOBUIM M MCUXOIOrMYECKMX OCOBEHHOCTEN
pebeHKa — 3MOLMOHaNbHO-IMYHOCTHOM U KOMMYHUKaTUB-
HoW codep.

MeToAbl OLleHKU UCXOA0B Uccief0BaHUsA

McenegoBaHue o6pasa KU3HU U NMCUXONOrMYECKOro CocTo-
AHUS OeTer BKIOYano metoabl HabnoaeHus [17], KinMHUYe-
CcKoM 6eceppl [17], onpoc poauTenen, aHanau3 MeauLUHCKOM
[IOKYMEHTaLMK (Ho3010rM4yeckas rpynna, TIHeCTb U AInTeNb-
HOCTb Te4yeHus 3abosieBaHusl, KOMYECTBO rOCMuTanM3aLmin,
0CBO6GOMAEHME OT 0BY4EeHWS B MacCOBbIX 06pa30BaTesbHbIX
YUPEKAEHNAX) U KOMIMIEKT MCUXONOTMYECKUX MeToauK. [ns
N3y4eHUs NCUXONOMMHYECKUX OCOBEHHOCTEN AETEN, B HACTHOCTH
TaKMX MapamMeTpoB, KakK 3MOLIMOHaNbHOE COCTOsIHME, CaMo-
OLIEHKA, BHYTPWIMYHOCTHASA KOHMIMKTHOCTb, WMCMOb30BaHbI
METOAUKM UCCNefoBaHMsA caMoOoLEeHKM [1eM60—Py6GUHLITENH
n «PrcyHoK YyenoBeka» (MoanduKauma aBTopa). C Lenblo BbiB-
JIEHWS TUNa AETCKO-POANTENBCKMX OTHOLLEHMI U OCOBEHHOCTEWN
MEMIMYHOCTHON CUTyaLIMM pPasBUTUA [eTert Gbin NpoaHanu-
3UPOBaHbl CleayloliMe napamMeTpbl: «TPEBOXHOCTL» (MO METOo-
oy «Bsammogencreume poautenb-pebeHok» U.M. MapKoBcKow),
«MPUHSTUE, PaA3BUTUE MCUXMYECKOro MoTeHLUuana», <uHbaHTU-
JIN3aLMSA IMYHOCTU», «runep-oneka» (ONPOCHUK POAUTENbCKOIO
oTHoweHust A.4. Bapra, B.B. CtonuH) [16, 18, 19].



B cTraHaapTHYlO npoueaypy MNCUXOonornyeckoro o6cene-
[OBaHWS 3[10POBLIX [EeTer U UX poauTenen BXoAWAM aua-
rHOCTMYECKME KOHCYyNbTaumMn pebeHKa, 6ecega C BpavyoMm
n poautensmu. O6cnegoBaHue NPOBOAMNIOCH B KabuHeTe
ncuxonora B MHAMBUAYanbHow dopme. AnnMTenbHOCTb OAHOMO
obcnenoBaHus coctaBngna ~1 y.

JTHUyecKasn aKcnepTusa
MNpoBeaeHne nccneaoBaHWs 0406pPeHO JToKaNbHbIM 3TH-
yecknm Komutetom HU3/ (npoTtokon ot 21.01.2016).

CTtaTUCTUYECKUA aHaNu3

AHanun3 pesynbTaToB UCCNeAoBaHUS BbIMOMHEH C MOMO-
Wbl MakeTa CTaTUCTMYECKUX nporpamm Statistica 12.6
(DELL, CLLA). OnucaHme KonnyecTBEHHbIX MPU3HAKOB BbINos-
HEHO C MOMOLWbIO cpeaHero apMdMeTUYECKOro 3Ha4YeHus ¢
TOYHOCTbIO 4O BTOPOro 3HaKa nocne 3ansaTom (4To npeacTas-
NIEHO nocne 3HaKa «t»). Paznuyinsa He3aBUCHMbIX BbIGOPOK
Nno YaCTOTHbIM MOKa3aTeNsiM aHanuM3upoBanM C MOMOLLbIO
KpuTepus xu-kBagpat lMupcoHa (x2). Paznuyng cuutanu cta-
TUCTUYECKM 3HaYUMbIMK Npu p < 0,05.

PE3YJIbTATbI

XapaKTepucTMKa y4acTHMKOB UCC/iejoBaHUA

B uccnepgoBaHun NpuHSAW ydactme 75 geten (cpegHumn
Bo3pacTt 8,2 + 0,6 roga, B T.4. AeBoYeK 59%) ¢ AnarHo3om
«bpoHxnanbHaa actMma, atonMyeckas popma, HaCTUYHO KOH-
Tponupyemas» (lll rpynna 3gopoBbsl) U 75 uX poautenew
(59 maTtepert; 79% n 16 oTuoB; 21%). CpeaHas NPOAOIKK-
TenbHOCTb 60n1e3HKn coctaBuna 3,2 = 0,5 roga. lpynny cpaB-
HeHus cocTaBunn 54 ycnoBHO 340POBbIX pebeHKa (CpeaHui
Bo3pacTt 8,4 = 0,3 roaa, B T.4. AeBoYeK 54%) 1 Ux poanTenu
(85% matepen).

O6pas }KU3HU AeTel ¢ GPOHXUANbHOW acCTMOMN

CpaBHeHWe obpa3a KW3HW 340POBbIX AETEN U LUKOMb-
HUMKOB C OPOHXMaNbHOW acTMOWM MOKazano, 4To Bce [AeTu
HaxoaaTCa B CUTyaLMK ANUTENbHbIX NCUXOPUINYECKUX nepe-
rPy30K, 06YCNOBAEHHbIX TPYAHOCTAMM afjantauun K HOBbIM
coumanbHbIM yCnoBusM (06y4YeHue B LWKOME) U NOBbILLEHHbI-
MW TPeBOBAHUAMM CO CTOPOHbI B3POC/bIX (Tabn. 1). [Tommumo
0o6y4yeHuns B WKone, 601blNMHCTBO aeTen (42; 56% n 47; 87%
B OCHOBHOW W rpynne cpaBHEHWS COOTBETCTBEHHO) Nocella-
0T JONOSIHUTENbHbIE 3aHATUA Pa3IMYHON HanpaBiEHHOCTU
(My3blKanbHas WKona, PeneTuTopbl, CMOPTUBHbLIE CEKLMM,
KPYXXKWU 1 ap.).

BmecTe ¢ Tem, N0 CpaBHEHUIO CO 340POBbLIMU CBEPCTHM-
KamMu y geten C¢ OGPOHXManbHOW acTMOW BbisiBeHa Heno-
CTaToyHas BK/IOYEHHOCTb MaUMEHTOB B pasfiuyHble BWAbI
aesdTenbHOCTU  (yd4ebHas, urpoBasi, KOMMYHUKaTWBHas).
AHann3 MeauMUMHCKON JOKYMeHTauun u 6eceabl ¢ poauTe-
NFAMU NOKa3an, 4YTO LWKONbHUKK C OGPOHXMaNbHOW acTMOM
OblIN BbIHYXXAEHbI PEryIsipHO MPOXOAWUTL KypCbl ANUTENb-
HOrO Nle4YEeHUs B KPYrOCYTOYHOM CTauuoHape (B cpefHem
2,4 + 0,13 pasa B rof1), COCTOATb Ha MOCTOSAHHOM JAMCNaHcep-
HOM y4yeTe MO MECTY XMUTeNbCTBA, a TakKe cobntoaaTb CTPo-
MR NeYeBHbIN PEXUM, KOTOPbIA CYLLEeCTBEHHO OrpaHMynBan
X GU3MYECKYIO M COLUMaNbHYO aKTMBHOCTb. B 4yacTHOCTH,
4eTn cobntofjanu CTporyto AUeTy, CUCTEMATUYECKU NMPUHUMA-
N1 Npenaparbl, NpepbiBain 3aHATUSA B WKOME Ha AnUTeNbHOe
BPEMS, OrpaHu4MBanu KOHTaKTbl C APYrMMKU A€TbMU B CBA3KU
C HEeo6XOAMMOCTbIO MPOPUNAKTUKU CE3OHHbIX 060CTPEHUM
W/WAN rocnuTann3aumm B KPYrnoCyTOYHbIA cTauuoHap (oT
2 Hepj [0 HECKONbKMUX MecsueB). M3-3a AIMTENbHOMO OTCYyT-
CTBMSA B Y4EOHOM Y4YPEXAEHMMN B CBA3K C rocnuTanmsaumnamm
ManeHbKMe MNauueHTbl MO HEeCKO/bKY pa3 B TevyeHue roga
CTaNKMBaNMUCb C TPYAHOCTAMM ajantauun K meHee KoMpopT-
HbIM, MO CPaBHEHWIO C AOMaWHWMHK, ObITOBbLIM YCIOBUAM
W pasnyyvanuchb ¢ 6IM3KUMU U APY3bAMM, YTO MEHSAIO UX NPU-
BbIYHbIN YXU3HEHHbIN PUTM.

AHanU3 OTHOLWIEHUA poauTenen K AeTAM

CornacHo MonyYeHHbIM faHHbIM (BonpocHWMK poau-
TenbCcKoro otHoweHus A.9. Bapra-B.B. CronuH, Tect
«B3anmopencteme poautenb-pedbeHok» U.M. MapKoBCKOW),
HabloAaNUCh 3HAYMMbIe Pa3NMyna He TONbKO B couManb-
HbIX YCNIOBUSX, HO U B POAWUTENBCKOM OTHOLEHUW K pebeHKy
(Tabn. 2). AHanNM3 WKan BOMPOCHWKOB MoKasasn, YTo poau-
TENN aeten ¢ 6POHXMAIbHON aCTMOM CKIOHHbI K MOBbIWEH-
HOW TpeBore B BocnutaHuu (88 npotms 72,2%; p < 0,001),
runeponeke (90,6 npotuB 62,9%; p < 0,001), MHPaHTUNN3a-
LMK NIUYHOCTH, PUKCaLMKM Ha 6one3Hu B ywepb nHTepecam
W MCUXONOrnyeckuM notpebHocTaMm pebeHka (69,3 npotus
38,8%; p < 0,001). Ana poautenen 340poBbIX AETEN, HANpPo-
TMB, 60fee XxapaKTepHa YCTaHOBKa Ha MpUHATME CBOEro
pebeHKa, BCECTOPOHHEE Pa3BUTUE Mo MCUXMYECKOro NOTEH-
umana (54,6 npotuB 77,7%). CtaTucTMyecKas 3HaA4MMOCTb
pas3nnyuni ycTaHoBNEHa C NOMOLWbo KpuTepus MupcoHa —
p < 0,001. 370 cBMAETENLCTBYET 06 YCYyryGaeHUn TpyaHOCTEN
BOCMNUTaHUS Ha GOHe yBENUYeHUs y poauTenen couunanb-
HbIX M MCUXONOrMYECKUX NPoBaeM, CBA3aHHbIX C 60MEe3HbIO
pebeHKa.

Ta6nuua 1. CpaBHUTENbHbIV aHanM3 06pa3a XU3HW MAaJLLIKX LWKObHUKOB ¢ GPOHXMaIbHOM aCTMOM U UX 30POBbIX CBEPCTHUKOB
Table 1. Comparative analysis between the lyfestyles of primary school children with bronchial asthma and healthy peers

BpoHxuManbHaa actma | 340pOBble CBEPCTHUKH
Kputepuu n=175, n =54, (;’2)
a6e. (%) a6e. (%)
O6yueHune B Knacce 65 (87) 54 (100) (;207"%%%)
B 2069 @ e
(?;a::laT2§;bwpﬂe06Me:)K§o3J/;eeﬁgcl:ﬁ NEeATENbHOCTbIO B TEYEHME AHSA 69 (92) 54 (100) 0,05(32<4py75<s%o25
%%i%Zog(sae:V;ergL)saHﬂmﬁ B LIKOJE M0 60/1e3HM 61 (81) 8 (15) (X; 350328)
gz;;;;qsgwpzzlelau;%mxoﬁ NnoMolLLM B cTaluMoHape 75 (100) 14 (26) (Xz 2002254)
Sgﬁg;:ﬁf;ﬂ%ig:;‘mnbHOCTM (urpoBasi, TBOpYeCKas, 46 (61) 9(17) (Xg 2502;?0)
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Ta6auua 2. OTHOLWEHME poauTenen K eTsam ¢ 6POHXManbHOM aCTMON U 3A0POBbLIM AETAM

Table 2. The attitude of parents towards children with bronchial asthma and healthy children

Poautenu peten Poautenu
NMokasartenb c GpOoHXHaNbHOM 30pPOBbIX AETEMN, (pz)
acTtmon, aée (%) a6c¢ (%) X
TPeBOXHOCTb 66 (88) 39(72) O'oijg 5601'?01
Mneponeka 68 (91) 34(63) O,O?X;gg:gg)Oi
MHpaHTUNIM3auma nMyHocTn pebeHKka poanTensimm 52 (69) 21 (39) $0005
m p poa (x? 11,845)
< 0,001
MpuHATUE, pa3BUTUE NCUXMYECKOrO NOTEHLUKana 41 (55) 42 (78) 2 73)
Ta6nuuya 3. lcuxonornyeckme 0CO6EHHOCTHN AeTen ¢ GPOHXMANbHON aCTMOM U UX 340POBbIX CBEPCTHUKOB
Table 3. Psychological features of children with bronchial asthma and their healthy peers
BpoHxuanbHas actma 3a0poBble AeTH
Mokasarenb n=175, n =54, (pz)
a6c¢. (%) a6ce. (%) X
JINYHOCTHAsA TPEBOXHOCTb 44 (59) 32(59) (X;(())Y(())(?S)
<0,05
OMouMoHanbHaa NnabunbHOCTb 54 (72) 37 (69) (42 0,183)
<0,05
MoBbllWeHHas BHYTPUANYHOCTHAA KOHPIMKTHOCTb 47 (62) 32 (59) (42 0,154)
CHMM»EHHbIN GOH HacTpoeHus 35 (47) 11 (20) ():2%(21%52)
o < 0,005
BnoKMpoBKa NepexunBaHuin n TpYAHOCTU nx Bepbanusaumm 56 (75) 25 (46) (2 10,816)
o < 0,005
3allMTHO-arpeccmBHbIN TUMN NOBELEHUS B CUTYaLIMK cTpecca 68 (91) 25 (46) (2 30,82)
AHaNU3 NCUX0JIOTMYECKUX 0COGEHHOCTEN AeTel KaK CHMWXEHHbIn OH
Kak nokasan conocTaBWTENbHbIM aHaNM3 AaHHbIX, Nosy- HacTpoeHus; 6eaHble,
YEHHbIX B X0Ae HabnaeHus, KIMHUYecKon 6ecedbl U NCH- Crna)eHHble NposBeHnd
XOMIOMMYECKUX METOAMK (Tabn. 3), y 60MblIMHCTBA MAaALLINX aMouun;  BGNOKMPOBKa
LUKONbHMKOB HabniogaeTcss IMYHOCTHas TPEBOXHOCTb (44; nepemBaHWum u Tpya-

59% 1 32; 59% B OCHOBHOWM W rpynne CpaBHEHUS, COOTBET-
CTBEHHO) M 3MOLIMOHabHas NabunbHOCTb (54; 72% 1 37; 69%,
COOTBETCTBEHHO). ATOMY CNOCOBGCTBYET CUTyaLMUS ANIUTENBHOIO
HECOOTBETCTBUA TPebOBaHMI B3POC/bIX (NeJaroros, poauTe-
nen) NCxodmn3an4ecknm Bo3MOXKHOCTAM pebeHKa.

B xopge HabnoaeHns 3a AeTbMW MAAALIEro WKOAbHOIO
BO3pacTa, a TaKXXe BO BpeMs NCUXOSI0rM4yeckoro obceneno-
BaHMA 0OGHapPYXeHO, YTO AeTU OPUEHTMPOBAHbLI Ha peaKuun
B3POCNOro, Hy)KaaloTcs B NOAAEPKKE U 040OPEHUN, UCMbI-
TbiBAlOT CTpax Heygayn uanm coO6CTBEHHOM HECOCTOSATENb-
HOCTM, YYTKO pearupyroT Ha KpUTKKY. C NOMOLL b0 METOANKHM
nccnenoBaHnsa camooleHkr Jem60—PyOUHILTENH yCTaHOB-
NieHo, 4to y 47 (62%) aeter Mnajlero WKOAbHOro BO3-
pacTta OCHOBHOW rpynnbl U 32 (59%) rpynnbl cpaBHeEHUA
HabnogaeTcsd ONUTENbHOE 3MOLMOHANIbHOE HanpsXKeHue,
06yCcnoBNEHHOE BblIPparKEHHbIM PACXOXAEHMEM MEXY YPOB-
HEeM NPUTA3aHW U CaMOOLLEHKOM (NOBbILLEHHAsA BHYTPUINY-
HOCTHas KOHGMKTHOCTL). O HECTabUNbHOCTM 3MOLIMOHaNb-
HOWM cdepbl MNaaWKUX LWKOMbHUKOB CBUMAETENLCTBYIOT Takne
noKasaTeNn pUCYHKa, KaK CU/bHble KonebaHua Haxuma,
BapbWMpOBaHWEe pa3MepoB PUCYHKOB, TwWaTelbHOE CTUpa-
HMEe WUCMNpaBlEeHUW U KenaHue caenaTb 60nee YeTKUMMU
JIMHUK, LUTPUXOBKA pUCyHKa [19].

BmecTte ¢ Tem y geten ¢ 6GpOHXManbHOM acTMOW Yalle
oTMeYatoTcs 0COBEHHOCTU 3MOLMOHANbHOM cdepbl, Takue

HOCTM WX Bepbanusaumu
(cM. Tabn. 1). TuNnU4HbIMK
0COBGEHHOCTSAMU  PUCYH-
Ka pebeHKa C O6pPOHXU-
anbHoOM acTtmon (pwuc. 1)
ABNSOTCA: MeHblLas
Bblpa3uTenbHoCcTb (35;
47% n 42; 78% peten
OCHOBHOW W KOHTPO/IbHOM
rpynn COOTBETCTBEHHO;
x2 12,629; p < 0,005),
Bbi6Op 6Gonee xonog-
HbIX LBETOBbIX PeLIEeHUN
(57; 76% wn 24; 44%; M
x213,38; p < 0,005), -
Masioe KOnM4yecTBO aeTta-
nen (59; 79% un 21; 39%;
x2 21,08; p < 0,005),
CXeMaTU4YHOCTb n30-
6paxeHun (34; 45%
u 23; 43%; x2 0,096;
p > 0,05).

[Onsa 300poBbIX AeTen 6GblI0 CBOMCTBEHHO 6Gonee 6naro-
NPUATHOE 3MOLMOHANbHOE COCTOSIHUE: MOOKUTENbHbIN GOH
HacTpoeHuns (39; 72%), CKNOHHOCTb K AU dEPEHLIMPOBAHMIO

Puc. 1. /lnga, 9 neT, gnarHos
6pOHXMaNbHOM acTMbl: PUCYHOK «5»
Fig. 1. Lida, 9 years old,
diagnosed with bronchial asthma:
drawing «me»



Puc. 2. AHg, 9 neT, rpynna KOHTPOSIA: PUCYHOK «A»
Fig. 2. Anya, 9 years old, control group: drawing «<me»

3MOLIMOHaNbHbIX MPOABAEHUN U NX Bepbanuzaumu (29; 54%).
PUCYHKM 340pOBbIX AeTern umenu 6osnee Tensble OTTEHKM
1 pa3Hoo6pa3sHble agetanu (puc. 2).

Mpu aHanu3e pe3ynbratoB HabnwgeHUs n 6ecelbl ycTa-
HOBMIEHO, YTO AETH C BPOHXMANbHOM aCTMOMN 60/1ee CKIOHHbI
K 4pe3MepHOMN BHYTPUIANYHOCTHOM KOHPIUKTHOCTU U 3aLUMUT-
HO-arpeccuBHOMY TWMy MOBEAEHWS B cCuTyauuu cTpecca,
YTO 4acTo NPOSABASETCA MOBbIWEHHON BpaxAebHOCTbIO,
aKTMBHbIM BepbanbHbIM MIn GU3MYECKMM pearmpoBaHuem
B OTBET Ha CYObEKTUBHO 3HAYMMbIMA MCUXOTPABMUPYIOLLMI
CTUMyn. 3TO MNOATBEPAMIOCHL WM MpPWU COMOCTaBUTENbHOM
aHanu3e pPUCYHKOB OO0J/IbHbIX W 340pOBbIX AeTen. B vacTt-
HOCTW, O 6O/bLIEM 3MOLMOHANBHOM AWCKOMbOpPTE AeTen
¢ GPOHXManbHOM acTMOW CBUAETENbCTBOBANN CBEPXCUSIb-
HbIM HAXXMM Ha KapaHaauw (62; 83% neten ¢ 6poHXManbLHON
acTMoin u 25; 46% 310poBbix Aeten; x2 18,913; p < 0,005),
HaNnnyne BblpaXKEHHOW arpecCMBHOMN CUMBOJIMKM — BPaX-
nebHoe BblpaxeHune nuua, 060poHUTENbHbIE cpeacTBa (45;
60% n 14; 26%; x2 14,687; p < 0,005), OTCYTCTBUE PYK UK
UX CKpeLliMBaHue Ha rpyau, 3a cnuHom (46; 61% n 20; 37%;
x2 7,417; p < 0,005), yBennyeHHble CTYMHW NepcoHaMen
(34; 45% un 13; 24%; x2 6,127; p < 0,05 B cpaBHUBAEMbIX
rpynnax COoTBETCTBEHHO).

B oTan4me oT 340p0BbLIX AETEN B MOTUBALMOHHO-NOTPE6-
HOCTHOM cdepe 60/bHOr0 pebeHKa HabngaeTcs CcyXe-
HME MOTMBOB A0 KeNaHWS BbI3AOPOBETb. TaK, B PUCYHKax
60/IbHbIX AeTEN 0OHAPYKEHO BOJblUEE YUCIIO U30BPaKEHUM
nNpPeaMeToB, XapaKTepuayloWwmx cutyaumo 60n1e3Hn — Kpo-
BaTb, 04€SN0, NOoAYLKa, AOMaLIHME Taro4YKM OKOMO KPOBaTH,
neKapctBa, KOHOMETbl, KHUIMM Ha MPUKPOBATHOM CTOJIMKE.
300poBbIe e A4eTU BOCCO34aloT 06beKThI, MO KOTOPbIM MOX-
HO CyauTb 06 onpeaeneHHoOM MecTe, 3aHMMaeMoM pebeHKOM
B CUCTEME OTHOWEHWUN — WU CEMENHbIX, N OBLECTBEHHbIX
(noptdensb, WKona, urpa ¢ poOBECHUKaMM).

OBCYXAEHMUE

Taknum 06pa3oM, u3yyeHue obpasa MKWU3HU MAaAdLKUX
WKOMbHWKOB MOKa3ano, YTo GOJbIIMHCTBO AeTei B BO3-
pacte 7—10 feT HaxoAATCsH B CUTyalLlMM 3aBbIWEHHbIX (MO
OTHOLLIEHUIO K UX NMCUXODUBUYECKMM BO3MOMHOCTAM) Tpe-
60BaHWi, YTO BbI3bIBAET PUCK HEBPOTM3ALIMM JIMYHOCTH
u TpebyeT CBOEBPEMEHHOM MCUXOMOro-neaaroruiyecKom
nomotin. OgHaKo, BaHO OTMETUTb, YTO MasieHbKKe naLu-
EHTbl HaXoAATCA B MeHee 6NaronpUATHbIX COLManbHbIX
YCNOBUSX, YEM WX 3[10POBblE CBEPCTHUKM, YTO ycyryénset
TeyeHune 60M1e3HM U Bbi3biBaET PAA AOMONHUTENbHbIX MCH-
XONOrMYECKUX TPYAHOCTEN B PA3BUTUM IMYHOCTU pebeHKa,

3aTpyaHSeT NONMHOLEHHYID peanu3aunto MX NCUxonoruye-
CKOro noteHuyuMana.

MccnegoBaHne nokasano, YTO BblBNEHHbIE OCOGEHHO-
CT1 06pasa XKU3HU MAALLWNX WKONbHUKOB C GPOHXMaNbHOM
acTMOW HeraTMBHO BAMSIOT Ha pa3BUTUE JIMYHOCTH, B YacT-
HOCTU Takux cdep, KaK IMOLMOHANBbHO-TMYHOCTHASA, KOMMY-
HUKaTuBHasa [20].

Mony4yeHHble B HacToAWEM MCCnefoBaHWW pesynbraThl
Haxo4sAT CBOe NOATBEPKAEHUE U B IUTEPATYPHbIX UCTOYHM-
Kax. B 4acTHoCTH, ccnegoBaTtenu yKasblBatoT, 4TO Hannyume
TSenoro 3aboneBaHns y pebeHKka NPUBOAMUT U K HapyLle-
HWIO MCUXONOrMYeCcKoro KnnmaTta B cembe [20]. O HapyweHun
LETCKO-POAMTENbCKMX OTHOLIEHUI B CEMbSIX AeTen, cTpaja-
IOLLMX BPOHXMANIbHOM aCTMOM, CKJIOHHOCTU K MHpaHTUIN3a-
LMK, CUMOMOTUYECKMM OTHOLUEHUSAM, HapPYLWeEHUAM FpaHuL,
KOHTaKTa roBopuTcs B paboTtax, NoCBSALWEHHbIX NCUXOCOMa-
TUYECKOM MeauLMHE U CeEMeNHOW ncuxotepanuun [22, 23].
OpHaKo, aBTOpPbl aKLLEHTUPYIOT BHUMaHWE Ha NMYHOCTHbIX
0COBEHHOCTSX MasleHbKUX NaLMEHTOB, HE yaenas AO/IKHOIo
BHMMaHWA CoOLManbHbIM YCNOBUAM, B KOTOPbIX MPOUCXOANT
pa3BuTUE pebeHKa. B yacTHoCTH, y AeTen ¢ 6POHXManbHON
acTMOM OTMeYaloTCs Takne NMYHOCTHbIE 0COBEHHOCTH, KaK
NoBblWEHHas 3MOLMOHaNbHas NabunbHOCTb, TPEBOXKHOCTD,
BparkaebHocTb [7, 24, 25]. OTcyTcTBME yyeTa coumnanbHOro
daKTopa orpaHn4MBaeT BO3MOXKHOCTb pa3paboTKku apdek-
TUBHOM NCUXONOro-neAaarorMyeckom NoMoLLmM pebeHKy.

CornacHo nosnyyYeHHbIM pesynbTatam, coluanbHas nog-
OepKa pebeHKa M ero poautenen aBnsercs Heobxonu-
MbIM YCIIOBUEM ANS NPEOAOSIEHUSA HEFATUBHbIX COLMaNbHbIX
nocneacTeuin 6one3Hn. HanpasneHmsa Ncuxonoro-negaroru-
4eCKOro conpoBoXxaeHnsa pebeHKka ¢ 6poHXManbHOM acTMOM
onpeaensoTcs Ha OCHOBE COMNOCTaBNEHUS JaHHbIX O COCTO-
AHWUM 300POBbS pebeHKa, ero MNCUXONOrMYeCcKUX Xxapak-
TEPUCTUKAX U WHAMBUAYANbHO-TMYHOCTHbLIX NOTPEBGHOCTSX,
o6pasa *K13HW. OgHOM M3 BaXKHbIX 3afay MNCUXonoro-neja-
rorMyecKom MOMOLWM cembe, BOCMMTbIBAOWEN MAagwero
WKONbHUKA C OGPOHXMANbHOM acTMOM, SIBASETCH KOHCYb-
TUpPOBaHWe poauTener no Bonpocam co3faHusa u obecne-
YeHWs ONTUManbHbIX COLMaNbHbIX YCI0BUM, HEOOXOANMbIX
ANs AMOUMOHanbHOro KomdopTta U 61aronpuUATHOrO xoaa
NCUXMYECKOro pa3BUTUS GONbHOIO pebeHKa, MoBblleHne
WX Nejarorn4eckon KOMMNEeTEHTHOCTU B BOMpocax 06yyYeHus
W BOCNUTaHMS.

3AK/TIOYEHUE

UTaK, OpoHxManbHas acTMa MeHseT 06pa3 KW3HKU
pebGeHKa, OKa3blBaeT HeratTMuBHOE BJIMSHME Ha MCUXOJIO-
rMYyeckoe COCTOSiHME W MPOLECC CTaHOBMIEHWUS NIMYHOCTM.
Mpeaynpeantb BO3HUKHOBEHWE HEraTUBHbIX COLMaNbHbIX
nocneacTtBuMm 60Ne3HW, CrIaauTb UX BbIPAXKEHHOCTb MOMX-
HO MyTEM OKa3aHWs MCUXO0JSI0ro-negarorMyeckor MnomMoLLm
pebeHKy U ero ceMbe ¢ MOMEHTa BbiiBIEHWUA 60/IE3HN U Ha
NPOTAXEHUN Bcex 3TanoB sieyeHns. Co3aaHne n peannsa-
uMa nporpamm McUxonorMyeckom MNoAAEepPIKKU cemen, BOC-
NUTbIBalOLWMX AeTeN C BPOHXMANbHOW aCTMOW, Ha pa3fnYHbIX
aTanax nevyeHusa aBAATCA YPe3BblYaMHO BaXKHbIMU U Mpea-
CTaBNSOT COGOM NEePCNeKTUBY UCCel0BaHuS.

UCTOYHUK ®UHAHCHUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOP @HHOW CTaTbW NOATBEPAN OTCYTCTBUE KOHBIMKTA
MHTEPECOB, 0 KOTOPOM HE06X0AMMO COOBLIUTD.
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MyKoBucUnA03 — 0AMOPraHHOE reHeTu4ecKoe 3abo/IeBaHUE, COKpallatLllee npoAOIKNTENbHOCTb XN3HU M TPebyIo-
ljee 3aTpaTHON KOMITIEKCHOM Tepanun. SKOHOMUYeCcKoe 6pemMsi MyKOBHUCLMA03a OrpeaessieTcss CTOMMOCTbIO JIeHeHUs,
YC0BUSIMW ONTUMM3ALIMU MEAMLIMHCKUX TEXHOJIOMMI Ha OCHOBAaHUU 3MUAEMNOIOMMYECKUX 3HAHUI O XapaKTepe TeYeHUs
3a60/1eBaHMsI U Pe3YILTaTUBHOCTH MPOBOAMMON Tepannn. Bo MHOrmx ctpaHax co3gaHbl PerucTpbl 60/1bHbIX MyKOBUCLIMAO-
30M, M03BOJISAIOLNE OL|EHMBATL KA4Y€CTBO, 3Q(PEKTUBHOCTb M ONTUMAasIbHOCTb MEAULIMHCKOM NOMOLLN. Pernctpel coopmu-
pOBaHbl Ha PErMoHaIbHOM, HaLMOHa bHOM U MEXAYHapOoAHOM YPOBHSIX, YTO CrIOCO6CTBYET CO0PY MOJIHbIX U JOCTOBEPHbIX
cBefleHnI 0 60/1bHbIX A/11 NOCAEAYIOLIEro aHaan3a, CPaBHEHNS M 0606LLEHUS KIMHUKO-3MMAEMMOIOMMYECKMX OKa3aTe-
nen. O630p roCBSLEH aKTyabHbIM Ha CErOAHSALWHUIA J€Hb MPUHLMNaM OpraHmn3aLmnmn 0TEYECTBEHHbIX U HEKOTOPbIX 3apy-
6eXKHbIX PErucTpoB 60/1bHbIX MyKOBUCUMAO30M. B cTaTbe BbIGOPOYHO NPUBOAATCS NMPUMEPbI CBEAEHMHN, COAEPIKALUMXCS
B pernctpax. [IpumMeHeHHUe MosioKMTEIbHOr0 OnbiTa PaboThbl 3apy6eKHbIX PErMCTPOB B POCCHM MOXKET yy4LMTb KA4€CTBO
MeANLMHCKOM MomMolLm 60J1bHbIM MyKOBUCLIMAO30M.

KnroyeBblie cnoBa: MyKoBUCUMA03, KUCTO3HbIN GUOPO3, PErucTpbl, ONTUMUIaLIMSI MEAMLMHCKON NOMOLYH, peaKne 3aborie-
BaHMs1, BbICOKO3aTpaTHbIe HO30/10r 1.

(Ana untupoBaHuns: Angpees [.A., bawnakoBa E.E., XayaHoBa H.B., Jasbigosckas M.B. Peructpbl 60/1bHbIX MyKOBUCLM-
[I030M: OTEYECTBEHHbIN U 3apybexHblit onbIT. [Teguatpudeckas papmaxonorus. 2017; 14 (2): 115-126. doi: 10.15690/
pf.v14i2.1726)

BBEAEHMUE

MyKoBuCLUMAO3 — Haubonee pacnpocTpaHeHHoe cpe-
OW npeactaBUTENEen eBPONMeoMAHOM pacbl HacneaCTBEH-
Hoe 3aboneBaHuWe, COKpalaloliee MNPOAOSIKUTENBHOCTb
KU3HU M Tpebylollee 3aTpaTHOM KOMMNEKCHOM Tepanuu
[1-3]. Mo pa3HbiM MCTOYHWMKAM, B MWPE HaCYUTbIBAET-
ca oT 70 go 100 Tbic. 60MbHBIX MYKOBMUCLMAO30M [4—06].
Y npeactaBuTener eBpONeouaHOW pacbl MYKOBUCLMAO3
BCTpeyaeTcs ¢ Yyactoton oT 1 Ha 600 go 1 Ha 17 000 HoBoO-
poxaeHHbIX. B Poccuickon Pefepauun 3T0T nokasartenb
coctaBnseT 1 Ha 10000 HoBopoxaeHHbIX [7]. B CLUA ¢ BHe-
APEHNEM HOBbIX MEAMLMHCKUX TEXHOMOMMM, NMO3BOSIOWMX
flydlle AMarHoCTMpOBaTb M N€YUTb MYKOBMCLIMAO3, Hame-
TMNacb TEHAEHUMS K YBENMYEHMIO BbIXKMBAEMOCTW, 3Ha-

YUTENbHOMY YBENMYEHUIO OONM B3POC/bIX nauueHToB [8].
BbixknBaeMocTb 60/bHbIX B PP TakKe Bbipocna M AOCTUT-
Nna K KoHuy 2013 r. B MocKoBCcKOM pervoHe 39,7 roaa,
a B uenom no ctpaHe — 16 net [9]. HecmoTpss Ha 3To
Mo-NpeXHeEMY MHOTMEe MauueHTbl yMUPatoT B paHHEM BO3-
pacTe [10]. CKnagpiBatowasncsa cuTyauns TpebyeTt NpuHaTUsS
[OMONHUTENbHBIX Mep Mo cucTemMatTusauum MHbopmalmu,
nomoraiwen BbIIBUTb U OLEHWUTb MOTPEOHOCTU NauMeH-
TOB C LieNblo YNy4YLeHUs JOCTYNHOCTU COBPEMEHHbIX Meau-
LIMHCKUX TEXHOMOrnm ans GONbHbIX Kak B AETCKOM, TaK
M BO B3POC/IOM CErMeHTE CWUCTEMbl 3APaBOOXPaHEHMUS.
BonbHble MYKOBUCLIMAO30M HYXJAOTCA B 3aTpaTHOW Meau-
LIMHCKOM MOMOLLM, BK/OYAIOWEN OKa3aHWe KOMMNEKCHbIX
BbICOKOCMELMANU3NPOBaAHHbBIX MEAULMHCKUX YCAyr, npo-
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BeJeHWe afjleKBaTHOM JIeKapCTBEHHOW Tepanuu LOoporocro-
AWMMKU Npenapatamu. B 4acTHOCTW, MoKasaHo, 4YTo 3aTpa-
Tbl B MOCKBE Ha MeAMKaMEeHTO3Hyl Tepanuio Ais OAHOro
60/1bHOroO Bbipocnu B nepmoa ¢ 1993 no 2013 r. 6onee 4em
B 10 pa3s (c 1,8 go 21,9 Tbic. gonnapos CLLUA cooTBETCTBEH-
HO, Mo Kypcy LleHTpanbHoro 6aHka Poccuu), 4To conpoBo-
Aanocb yBenmMyeHneM BbIXXMBaAEMOCTU 60JIbHbIX B PErMOHE
[11]. Ana onTUMMU3auUMKM KadecTBa MeAMLMHCKOW MOMOLLM
60/1bHbIM, MPOrHO3MPOBaHMA NoKasaTenen 3aTpaTbl—adPeK-
TUBHOCTb, 0606WEHUS 3NUAEMUOSIOTMYECKON CUTyaLnu,
OLIEHKM BbI)KMBAEMOCTW, aHaM3a eCTECTBEHHOr0 TeYeHUs
N TSXKecTn 3abonieBaHus, pa3paboTkn 3GPEKTUBHbBIX MHHO-
BaLMOHHbIX TEXHONIOMMI B Poccuu 1 psiie 3apybexHblx cTpaH
OblM cO3aaHbl PerncTpbl 60bHbIX [12-14].

[MoHsTUE «perncTp naumMeHToB» CHOPMYIMPOBAHO B SiUTe-
patype cneayiouwum obpasom: «Peructp nauyuMeHtoB — 370
OopraHvM30oBaHHasi cuUcTema, KoTopas Mcronb3yeT obcepBaLiy-
OHHble MeToAbl UCCeaoBaHus Ana c6opa OAHOPOAHBIX AaHHbIX,
MCMONb3YEMbIX 4151 OLEHKW pPe3ynsTaToB NPUMEHSAEMbIX Meau-
LIMHCKKUX TEXHOMOI WK, U CITYXXUT ONpeaeneHHON Hay4HOM, KITUHHU-
4YEeCKOW UM opraHn3aLoHHOM Lenw» [15]. Pernctpbl nauneHToB
OKa3alucb He3aMeHUMbIMM B OOecneyeHun wccnefoBaHum
XPOHMYECKMX 3aboneBaHnin 6narogaps anuaemMuonornyeckomy
onucaHuio TeyeHus 3abonesaHus [15]. OCO6EHHO MoNe3HbI
perncTpbl peiknx 3aboneBaHni, TakMX Kak MyKOBUCLMA03 [5],
Korga nosyvyeHve OTBETOB Ha BOMPOChbl O eCTECTBEHHOM Teye-
HWK 3a60N1eBaHNA BO3MOXHO TOJIbKO MyTEM BbIMOIHEHUS 60/1b-
LUMX MHOTOLEHTPOBbIX UCCNeA0BaHWUM, NOCKONbKY B OTAENbHbIX
pervoHanbHbIX LIEHTPax MyKOBMCLMAO3a Habnopaetcs orpa-
HWYEeHHOoe 4Yncno 60nbHbIX [15]. Pernctpbl peakux 3abonesa-
HUMN OGBEAMHSAIOT U CUCTEMATU3UPYIOT CBEAEHUS MO HebOoJb-
WKMM rpynnam O0NbHbIX B €4MHWUYHBIX LIEHTpax, 4To Aenaet
BO3MOXHbIM MpoBefeHne Habntogate/bHblX WCCefoBaHUM
W NNaHWpoBaHWe 3aTpaTt Ha MEAMLIMHCKYIO NOMOLLb [16].

B 2013 r. B Poccun OyHKUMOHMPOBANo 57 AETCKMUX
1 10 B3pOCnbIX pernoHanbHbIX LEHTPOB AN1S le4eHns 60/b-
HbIX MyKOBMCLMA030M. B 60NbWNHCTBE N3 HUX CO34aHbl UK
CO3/aloTCs pervoHasibHble PErncTpbl, C MOMOLbIO KOTOPbIX
yaaeTcs nosiyYnTb NonHoe npefctaBieHne 06 anuaeMmono-
TMYECKMX, AMArHOCTUYECKMX, KITMHUYECKUX XapaKTePUCTUKaX
TeyeHua 3abonesaHus [9]. Kpome TOro, B Poccun cunammu
MuHucTepCcTBa 3ApaBooOXpaHeHns co3aaHbl PeaepanbHbin
M PoCCUMCKMIM HauMOHaNbHbIM pernctpbl. B HacToswem
0630pe paccmaTpualoTCcs BONpochbl GOPMUPOBaHUS, CTPYK-
Typbl U GYHKUMKU Hanbosee 3Ha4YUMbIX POCCUMUCKMUX U HEKO-
TOPbIX 3apyberKHbIX PerncTpoB 60MbHbIX MYKOBMUCLMAO3OM.
BmecTe ¢ onvMcaHuem pervcTtpoB NpUBOASTCH MPUMEpPbl MX
KNOYEBbIX AAHHbIX.

®ENEPAJIbHbIA PEFTUCTP BOJIbHBIX

7 BbICOKO3ATPATHbIMU HO30JIOTUAMHU

B Poccun chopmupoBaH deaepanbHblit perucTp 60osbHbIX
reModuaMen, MyKoB1MCLMA030M, TMNOPU3apHbIM HAHU3MOM,
6onesHbio olwe, 310Ka4YeCTBEHHbIMM HOBOOOGPA30BaHUAMMU
NMMPOULHON, KPOBETBOPHOM WM POACTBEHHLIX MM TKaHEW,
paccesiHHbIM CKNepo30M, nL, Nocne TpaHcnaaHTauun opra-
HOB U/UNKN TKaHen. CeMb NEPEYUCIEHHbIX HO30/10MMI CUYUTa-
t0oTCS BbICOKO3aTpaTHbIMKU. Co3aaHne perncrpa o6ycnoBieHo
HEOOX0AMMOCTbIO 3DPEKTUBHOIO pPacxogoBaHUA dUHAHCO-
BbIX CPeACTB Ha ob6ecrneyeHne 60JbHbIX bFOTHbIMU Meau-
LUMHCKUMK YyClyraMu U fiekapcTBamu, CTOMMOCTb KOTOPbIX
KOMMEHCUpPYeTCs 3a cyeT cpeacTB deaepanbHOro GloaKeTa.
Pernctpauus ceefeHuin o 60/bHbIX 3aKpenieHa 3aKkoHoaa-
TenbHOM 6a30M, peryampyetcs HOpMaTUBHLIMKU MPaBOBbIMU
aKTamu, npeactaBfieHHbIMK B Tabn. 1 [17].

CornacHo HOpMaTUBHbIM JOKYMEHTaM, PErMcTp 60/bHbIX
7 BbICOKO3a@TpaTHbIMKU HO30/M0rMsAMKU BeaeT MUHUCTEPCTBO
3apaBooxpaHeHns Poccuinckon Peagepaumun. OCHOBHbIE CBeE-

[EeHUs 0 NaumeHTax ¢ MyKoBMucLMao3oMm B PepepalibHOM
pernctpe BKAOYAIOT KOA 3a60neBaHus, AaHHble CBUAETENb-
CTBa O pPOXAEHUMM Nnb6O MNacrnopTHble AaHHble NauUMeHTa,
afpec MecTa MMUTeNbCTBa, CTPaxoBble CBeAEHMs, MHOPp-
MauMio O BbIMUCKE M OTNYCKE JIEKApCTBEHHbIX MNpenapa-
TOB M HECKONIbKO APYruMx XapakTepucTuK. Pernctp Bepetcs
B 9/IEKTPOHHOM BMWAE C MOMOLbID aBTOMaTU3MPOBAHHOM
CUCTEMbI perucTpaumm aaHHbix [18]. HecmoTpsa Ha obulero-
cyaapcTBeHHbIM MacwTtab denepanbHOro peructpa, Ymcno
cobrpaemblx NapaMeTPoOB B HEM OrPaHUYEHO, U B €ro CTPYK-
Type OTCYTCTBYIOT JaHHbl€ O Te4EeHUM 3a60NEeBaHUSA, KIMHUYE-
CKMX XapaKTepUCTUKax NaunMeHToB, UCX04axX U MHOTWE apyrue
HyXKHble cBeaeHus. Mo dopme 1 coaepaHuio — 310 peectp
60/1bHbIX. TaKUM 06pPa30M, AaHHbIN UHCTPYMEHT HE MOXET
NPUMEHATLCS ANS PELIEeHNs BCEro Kpyra 3ajay, CBA3aHHbIX
C ynpaBieHWEM Ka4eCTBOM MEANLIMHCKOM NOMOLLM GOJTbHbIM
MYKOBMCLIMAO30OM.

PEFUCTP PEAKUX XPOHUYECKUX 3AEO0JIEBAHUI

JNIETKMX Y RETEW

MyKoBMCLIMAO3 BK/IKOYEH B CMUCOK pPeaKkux (OpdaHHbIX)
XPOHMYECKMX 3aboneBaHnn nerkux. B Poccuickon depepa-
UMK 3TUMU PEdKMMM NaTonorMsamMm ctpagaeTr He meHee 1%
[eTcKoro Hacenenus [19]. ns pelleHns BOMPOCOB OKa3a-
HUA KBanUOULMPOBAHHON MEAULMHCKON NOMOLLM 6OSIbHbIM
opdaHHbIMU XPOHUYECKUMKU 3ab0neBaHUsAMU NEerkux nopg
PYKOBOACTBOM creumanuctoB Hay4Ho-uccnefoBaTenbCKoro
KMHMYECKOro MHcTUTyTa negunatpum N6OY BIMO «Poccuinckunim
HaLMOHaNbHbIKN McCcneaoBaTeNbCKUA MEAULMHCKUA  YHU-
BepcuTeT uMm. H.W. Nuporosa» Munsgpasa Poccun cospaH
peructp. B cnvcok napameTpoB peructpa BOWIW AeMO-
rpaduyeckme xapakKTepucTuKK, aHaMHe3, CoLMalibHbIM CcTa-
TYC, pes3ynbTaTbl JIe4eHUs U MNPOBEAEHHbIX MaHUMYNSaLUNM.
B HacTosllLee BpeMs permcTp HaxoamMTcsa Ha atane GopmMuUpo-
BaHMWS B COOTBETCTBMM C PEKOMEHAAUMAMMU U NPU MOAAEPHK-
Ke crneunanuctoB PocCUMMCKOro neaMaTtpuyeckoro pecnupa-
TopHoro o6uiectBa [20].

HALMOHAJIbHBIA PEFTMCTP BOJIbHbIX

MYKOBUCLIMA030M POCCUICKON ®EAEPALIUU

B cBSI3n ¢ HEOGXOAMMOCTbIO HaKOMIeHUs, 06pabOoTKK
N cuctematusaumm 6onee nNogpo6HOW FeHETUHECKOW, Kiu-
HWYECKOM, TepaneBTUYECKOMW, AMarHOCTMYEeCKOM WHbopMa-
LMK pa3paboTaH NPOEKT HaLMOHANbHOrO perncrpa 60/bHbIX
MyKoBMcLIMAO030M Poccuiickon depepaunn. OT4eT 0 pea-
nM3aumm npoeKkta nybauMKyeTca exerogHo. Mctopus cos-
JaHua perncrtpa Hadanacb B 1998 r. npu yvactum HUU
NyN1bMOHONOMMKU, Koraa Oblin cobpaHbl AaHHbIe MO BbIXKK-
BAemMoCTM W [0NM B3POCNbIX U3 6 perMoHoB. OaHako, aTa
paboTa 6blna npepBaHa Mo psagy NpuUynH, B pesynbrate Yyero
pasBMBaNiUCb NWWb OTAENbHblE PErvoHabHble PErncTpbl,
He UMeloLLMEe eIMHOW CTPYKTypbl U BKIOYatolme nHbopma-
LMIO TONMbKO MO 60/bHbIM AeTCKOro Bo3dpacTa [12]. B HacTo-
dlee BpPemsl NMPOEKT MO BefeHWio PoccuicKoro perucrpa
60/IbHbIX MYKOBWUCLMAO30M peannusyeTcs 0o6LepoCCUMCKon
06LecTBEHHOM OpraHun3aumen «Poccuinckas accouunaumsa ans
60/bHbIX MYKOBUCLIMAO30M» U POCCMMCKUM pecnupaTtopHbIM
obuiectBom. CBeaeHns 0 6OJIbHBIX COOUPAIOTCH B €AUHYIO
HauunoHanbHylo 6a3y AaHHbIX. Pernctp Begetcs cneuuanu-
cTamu POCCMIMCKOro AEeTCKOro (Hay4yHO-KIMHMYECKOro oTae-
na myKoBucumngosa PrbHY «MeanKo-reHeTM4ecKuin HayqHbIn
LleHTp») M B3pocsioro (nabopartopua MykoBucumaosa OrbHY
«HUW nynbmoHonorun» ®MBA Poccumn) LIEHTPOB MYKOBUCLIN-
[o3a. HayyHo-KanHMyeckuin otaen mykoBucumaosza PrbHY
«MeOnKO-reHETUYECKNIA HayYHbIM LEeHTP» BbIMNONHAET YHK-
LMK POCCUIMCKOro LIEHTpa MYyKOBMUCLMAO3a U KOOPAMHUPYET
paboTy pernoHanbHbIX LIEHTPOB. [locneaHnn Nogpo6HbIA OTHET
no PoccuiickoMy peructpy 60bHbIX MYKOBUCLIMAO30M OnMy-



Ta6nuua 1. HopmaTuMBHbIE JOKYMEHTbI, pernameHTUpyloLune opraHnsanmio u BegeHne degepanbHoro peructpa 60nbHbIX remobunuen,
MYKOBUCLKAO30M, rMnodr3apHbIM HaHU3MOM, 601e3Hblo loLwe, 3/10Ka4eCTBEHHbIMWM HOBOOGPA30BaHUSIMU NUMPOULHON, KDOBETBOPHOM
M POACTBEHHbIX UM TKaHEN, pacCesHHbIM CKIepO30M, UL, Noc/e TpaHcnaHTauMmM opraHoB U/Wan TKaHewn [17]

Table 1. Regulatory documents regulating the organization and management of the Federal Registry of patients with hemophilia, cystic
fibrosis, pituitary abscess, Gaucher disease, malignant neoplasms of lymphoid, hematopoietic and related tissues, multiple sclerosis, of
people after organ and/or tissue transplantation [17]

JloOKyMeHT [arta Bbixoga Ha3BaHue (I AT A
Ha anpenb 2017 r.
[MocTaHoBNEHME 26.04.2012 06 yTBepxaeHuu Mpasun BegeHns degepanbHOro peructpa [enctButeneH
MpaBuTenocTBa (pea. ot NnL, 60NbHbIX reModunnen, MyKoBMCcLUA030M, rMnopusapHbIM
P® Ne 404 09.04.2016) HaHW3MOM, 60ne3Hbto Mowe, 310Ka4eCTBEHHbLIMU
HOBOO6Pa30BaHUAMU NTMMPONOHON, KDOBETBOPHOM M POACTBEHHbIX
UM TKaHEeNn, paccesHHbIM CKNePO30M, UL, MOCe TPaHCMIaHTauum
OpraHoB U (MNK) TKaHen
MNMocTaHoBneHue 09.04.2016 O BHeceHun n3ameHeHun B Npasuna BeageHns PeaepansHoro [ewnctButeneH
MpaBuTenbcTBa perucTtpa nuu, 60MbHbIX reModunnen, MyKoBUCLMAO30M,
P®d N2 288 rmnodumsapHbIM HaHNM3MOM, 60/1e3Hblo loLle, 310Ka4eCTBEHHbIMU
HOBOO6GPa30BaHUAMM TMMbOUAHON, KPOBETBOPHOM U POLCTBEHHbIX
UM TKaHEeN, paccesHHbIM CKNePO30M, UL, NOC/e TpaHcnaHTauum
OpraHoB v (MNK) TKaHemn
Mpukas 15.02.2013 O Mepax no peanusaumm noctaHoBNeHUs [paBUTENbCTBA [encteuteneH
MuH3gpaBa (pea. ot Poccuiickoin depepaumnm ot 26 anpens 2012 r. N2 404
Poccumn N2 69H 10.04.2015) «06 yTBepxaeHuu Mpasun BegeHns degepanbHOro
perucTpa nuu, 60/bHbIX reModUInER, MyKOBUCLIMAO30M,
runodm3apHbIM HAHU3MOM, 60J1Ie3HbI0 [oLLe, 3N0KaYeCTBEHHbIMMU
HOBOOGpa3oBaHUAMU NTMMOONAHOM, KDOBETBOPHOW U POACTBEHHbIX
WM TKaHEeN, paccesHHbIM CKNEePO30M, WL, NMOC/e TPpaHCIaHTauum
OpraHoB U (MNK) TKaHen
MpuKas 28.11.2007 06 opraHe, ocywecTensiowem sBegeHne egepanbHoOro perncrpa [enctButeneH
MuH3apaBcoL- (pea. o1 21.05.2008 | 601bHbIX reMobuUnen, MyKOBUCLIMAO30M, TMNodU3apHbIM
pasBuTtuns PO N 234H) HaHU3MOM, 60n1e3Hblo lMolwe, MMEeNonenko3oM, paccesiHHbIM
Ne 727 CK/1IEPO30M, @ TaKKe Nnocne TpaHCnaaHTaLun OpraHoB U (MK) TKaHewn
depepanbHbli 21.11.2011 06 ocHOBax OxpaHbl 340pP0BbA rpaxkaaH B Poccuitickon ®epepaunn | [enctBureneH
3aKOH (pea. ot
N2 323-93 03.04.2017)
depnepanbHbIi 26.04.2016 O BHeCEHWM n3MeHeHWI B PeaepanbHbli 3aKoH «O6 ocHoBax [ewnctBuTEeneH
3aKOoH oXxpaHbl 310p0BbS rpaxaaH B Poccuiickon deaepaumm
Ne 112-93
PacnopsixxeHue 26.12.2015 MNepeyeHb NeKapcTBEHHbIX NpenapaToBs, NpeAHa3HaYeHHbIX [enctButeneH
MpaBuTenocTBa ana obecrnevyeHuns nuL, 60nbHbIX remoduanen, MyKoBucLMa030M,
P® N2 2724-p rmnodumsapHbIM HaHU3MOM, 60/1e3Hblo [olle, 310Ka4YeCTBEHHbIMU
MpunoxeHune N° 3 HOBOOGpa3oBaHUAMU NTMMOONAHON, KPOBETBOPHOW M POACTBEHHbIX
UM TKaHeN, paccesHHbIM CKNePO30M, UL, NMOCe TpaHCnIaHTauum
OpraHoB U (Mn) TKaHen
PacnopsixeHne 28.12.2016 06 yTBEPKAEHMU NEPEYHS HMBHEHHO HEOBXOAUMbBIX U BaXKHENLIMNX [encteuteneH
MpaBuTenocTBa NleKapCTBEHHbIX NpenapaToB AN1 MEAULMHCKOTO MPUMEHEHNUA
P® N2 2885-p Ha 2017 rog
depnepanbHbli 27.07.2006 O nepcoHanbHbIX AAHHbIX [enictButeneH
3aKoH N2 152-93 (pea. 01 22.02.2017
N 16-$3)

6nuKkoBaH B 2016 1. B Hero Bolwna uHbopmaumsa 3a 2015 r.
13 81 cy6beKkta Poccuiickon deaepaumm, BKIOYatoLaa AaH-
Hble 2916 nauMeHToB, B T.4. 2877 MBbIX U 39 yMepLIuX.
[aHHble no 4 cybbeKkTaM He BoWwu B oT4eT 3a 2015 r. [21].
C 2011 r. 4Mcno NaUMEHTOB B PErucTpe HenpepbiBHO
pacTeT (¢ 1026 B 2011 1. 1o 2916 B 2015 r.). Micnonb3ytoTcs
KPUTEPUU BKIOYEHUS NALLMEHTOB, NO3BONSIOLMNE UHTEMPUPO-
BaTb COOpaHHble AaHHble B MexAyHapoaHbli EBponencKuni
peructp. B ot4eTbl no pernctpy 3a 2014-2015 rr., no cpas-
HEHWIO C OTYETaAMM MPEAbIAYLIMX NET, BOLWAN AOMNONHUTENb-
Hble TPad®UKK, PUCYHKK, TabnuLbl, NPUBOASATCA MNOAPOOHbIE
reHeTM4ecKkne AaHHble, NpeacTaBfieHa OLUEHKa OXuaaemomn
NPOLOIKUTENBHOCTU XM3HU OONbHbIX AETEeN, POXKAEHHbIX
nocne 2010 r. CnegyeT OTMETUTb, YTO B HaCTOsILLEE BpPEMS
reHEeTUYECKNIN AMarHo3 MOXET ObiTb MCNONb30BaH Ans Bbl6O-
pa TaKTWKW Ie4EeHUs, U COOTBETCTBYIOLME CBEAEHWS B PErn-
CTPe BaKHbl 415 onpefeneHns NoTpebHOCTEN U YUCIEHHOCTH

LleneBon Nonynsuun NaLmMeHToB ¢ NoKa3aHUsIMK K Ha3Have-
HUIO MHHOBALMOHHbIX NpenapaTos [21, 22].

CTpyKTypa peructpa BK/OYaeT AaHHble Mo Aemorpa-
dUYECKNM XapaKTEePUCTMKAM MaLMEHTOB, KIMHUYECKOMY
W reHETUHECKOMY CTaTyCy, MPUMEHSAEMON Teparnuun, pasBuUTUIo
OCNIOXHEHUW 3aboneBaHus, BbIXXMBAEMOCTU U T.4.— BCEro
0KOJ0 75 NapaMeTpoB, Haubonee 3Ha4MMble U3 KOTOPbIX Cre-
Aylolime: nos, Bo3pacT HAa MOMEHT YCTaHOB/IEHUS AMarHo3sa,
HanMyne MEKOHMEBOrO Weyca Mpu POXKAEHUW, pe3y/bTaTbl
NOTOBOM NMPOGLI M FTEHETUYECKOrO aHanmM3a, 06beM GOpPCUpPo-
BaHHOro Bbljoxa 3a nepsyto cekyHay (OPB, ), dopcruposaHHas
YKU3HEHHas eMKoCTb nierkux (PHEJ); poct u macca Tena nauu-
€HTa, U3MEpPEHHbIE B eHb NPOBeAeHNS CMMPOMETPUN; HaNK-
yne unHdeKummn Pseudomonas aeruginosa, Staphylococcus
aureus, Burkholderia cepacia, Stenotrophomonas maltophilia,
Apyron rpamoTpuLaTenbHON Gopbl, HETYGEPKYIE3HOr0 MUKO-
6aKTepUo3a; pasBUTUE OCITIOXKHEHWUI B OTHETHOM rofy; NPOBO-
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aMMas Tepanus; Haanyne OHKONOrMYecKux 3aboneBaHui;
TpaHCNAaHTaums NevyeHn; MHAEKC Macchl Tena (MOXET BblyunC-
NATbCS B aBTOMATUYECKOM pPEXMME Nporpammoi BcemupHom
opraHusauuun 3gpasooxpaHeHus Anthro npu nposefeHwn
KOMMbIOTEPHON OLIEHKM pa3BuTUs pebeHka) [12, 21-23].

MHdopmauumsa no naumeHTam B oT4yeTax 06e3nnyeHa, npo-
Lueaypbl XpaHeHus U 06paboTKM MHOpMaLMKM nonagatoT noa
nencteue denepanbHoro 3akoHa «O NepcoHasbHbIX JaHHbIX»
[24]. B yacT1 ot4eTa, NOCBSALLEHHOM HEMOCPEACTBEHHOMY aHa-
JIMTU4ECKOMY OMUCaHWUIO MoKa3aTenen perunctpa 3a 2015 r.,
copepxutca 15 pasgenos: o6was nHbopmaLms, Bo3pacTHas
1 nonoBas CTPyKTypa 60/bHbIX, AMAarHOCTMKA MYKOBMCLMAO3a
(BO3pACT ycTaHOBAEHMS AMarHo3a, A0NS MauMeHToB C ycTa-
HOBJIEHHbIM [MArHO30M MO HEOHaTalbHOMY CKPWHWHIY, A0Ns
GONbHbIX C MEKOHWEBBLIM WIEYCOM), IMAarHOCTUKA B OTHETHOM
2015 ropy (aHanornyHas MHGopmaLMs No nauueHTam ¢ Bnep-
Bble YCTAHOB/MIEHHbIM JMarH0O30M MYKOBUCLMA03a B OTYETHOM
rogy), NOTOBbIA TECT, reHeTUKa, MUKPOBMONorus, pecnupa-
TopHas GYHKLUMS, HYTPUTUBHbBIM CTaTyc, pasfen ¢ onucaHuem
3aBMCUMOCTM CMUPOMETPUYECKMX BEIMYMH OT HYTPUTMBHOMO
cTaTyca, OCNIOXXHEHUS 3a60NeBaHNs B TEKYLLEM FOAy, le4eHue,
TpaHCcMAaHTaUms, BblXXMBAeMOCTb, 3aKktodeHmne. CneunanbHas
rpada noceslleHa TpaHCNAaHTaLuuMKn, B KOTOPOW OTPaXeHo
BO3pocLiee Y1CNo 60MbHbIX NOC/E NEPEeCagKM NErKUX U NeYEHN
(9 M 3 60MbHBIX COOTBETCTBEHHO 3a OTYETHbIM 2015 ron).
B NpunoxeHuMn K OTHETY YKasaHbl Cpeau MpoYMX KpUTepuu
BKJTIOYEHMS NALIMEHTOB B PETUCTP, NEPEYEHb JaHHbIX PerncTpa,
CMUCOK PeKOMeHLyemon nutepatypsl [21]. JaHHble npuBeseHbl
Mo PasfiM4HbIM pernoHaMm W AenalT BO3MOXKHbIM NpoBeje-
HWe CpaBHUTENBbHOrO aHannsa WHdOopPMaLMK, YTO NO3BONSET
onpefennTb COBOKYMHOCTb afpecHbliX Mep Mo o6ecneyeHunto
NeKapcTBamu 60MbHBIX M YNYHLWEHUIO KayecTBa MeAULIMHCKON
MOMOLLY B OTAEbHbIX PErMoHax cTpaHbl. Moapo6HbIe OTHETHbIE
pesynsTathbl No perucTpy 3a nepuog ¢ 2011 no 2015 r. goctyn-
Hbl 1151 03HAKOMJIEHNS B ceTU NHTepHeT.

lNpoBeaeHa pabota MO MHTErpauuun v cTaHAapTU3aL MK
nepeyYyHs AaHHbIX perucTpa B COOTBETCTBUM C TpeboBaHu-
MM MO NpefocTaBfeHU0 MHbOpPMaLMK B MexayHapoa-
HbIY perncTp EBponenckoro o6uiectBa No MyKOBUCLMAO3Y:
Habop pPernucTpupyembix xapakKTePUCTUK B POCCUICKOM peru-
CTpe BO MHOroM coBnajaeT ¢ nepeyHeM napameTpos EBpo-
NencKoro perncrTpa MyKoBucLMAo03a (CM. gasnee), a no HeKo-
TOpbIM pasgenam Aaxke npefactaBneH WM npoaHannM3vpoBaH
6onee nogpo6Ho.

OcHoBoW Poccuickoro perucrtpa aBngercd MHOOp-
Mauus, cobrpaemas U3 OTAENIbHbIX PErTMOHOB U LEeHTPOB
MyKoBucuUMao3a. lpuBnevyeHne cneuuannctoB U3 peru-
OHOB K paboTe NoO peanu3aunn MNpoeKTa YBENUYWUIO
06beM M yNyylWMNOo Ka4yecTBO O06beAMHSAEMbIX [AaHHbIX.
Bcero B pa6oTe no co3gaHuto peructpa 2015 r. B cocTa-
Be paboyen rpynnel yyactsosano 6onee 110 cneuuanu-
cToB M3 45 pernoHoB. BHeceHne HeO6XOAMMbIX M3MeEHe-
HWUW, ONTUMKU3auuUsa paboTbl NO CcOOPY U cUcTEMaTU3aLUK
nHdopmaunm 3pPeKTMBHO 6Grarogaps HalarKeHHOMY
B3aMMOAENCTBUIO CNELMaNMCTOB PernoHanbHbIX LEHTPOB
MYKOBMCLMA03a B paMKax co3aHHOM npodeccnoHanbHom
CeTu KOoHTaKToB [21].

PETMOHAJIbHbIE PEFTMCTPbI BOJIbHbIX

MYKOBUCLIMAO30M HA NPUMEPE

MOCKOBCKOIo U APOCJIABCKOro PETMOHOB

10 MHEHMIO HEKOTOPbIX aBTOPOB, HaLMOHAaNbHbIN PETUCTP
60/bHbIX MYKOBUCLIMAO30M B Hallen cTpaHe chopMUpoBaH
He [0 KOHL, B CBA3WM C YEM MOXET NPeacTaBATbLCA aKTy-
anbHbIM aHanu3 [aHHbIX B PermoHanbHbIXx perucrpax [25].
TaK, Hanpumep, B MOCKOBCKOM M FpocnaBCKOM pernoHax
3aMHTEPECOBAHHbIMU CMELMannucTaMm npoBoaniach aHa-
NUTMYeckaa paboTta No BbISBAEHUIO 0COBEHHOCTEN TEYEHUS

MYKOBMCLMAO3a Y nauueHToB. CTPYyKTypa pPervoHanbHbIX
M HaLMOHaNbHOIro pernctpoB cxoxa. O6a Buaa perucTpos
BKJIIOYAIOT JeMorpaduyeckue, TepaneBTUYECcKne, KInHUYe-
CKME, FeHeTUYECKME XapaKTepPUCTUKU. B onyGanMKoBaHHbIX
C.A. KpacoBCKMM M coaBT. pe3y/nbTaTax aHanus3a cneuu-
anbHO chopMUpoBaHHOro perncrpa MOCKOBCKOro perMoHa
(. MockBa M MocKoBCcKas 06nacTb) NMPMBOAATCS AaHHblE
no coctosHMio Ha 31.12.2012 [25]. K aTon gaTte B peructp
6b1n BKAoYeHbl 400 nauneHToB (48% 6G0NbHbIX YEHCKO-
ro nona), y KOTopbix 6bll AMArHOCTUPOBaAH MYKOBMCLIMAO3,
cpenHun Bo3dpact — 13,3 £ 10,1 roaa; aons 601bHbIX CTap-
we 18 net coctaBuna 32%. MNauneHTbl NPOXOAWIN fleyeHne
uUnn Habnoganucb B MOCKOBCKOM LIEHTPE MyKOBMCLMAO3a
Ha 6a3e [JeTCcKoW ropoACKOM KNMHUYECKOM 60nbHULbI N2 13
uM. H.®. dunatoBa, PIrbY «PoccuiicKkasa oetckas KaMHuye-
cKaa 6onbHULa», PIBY «HayyHbIM LEHTP 340pOBbS AeTemn»
(B HacToswee Bpema HaumMoHanbHbIM Hay4HO-MPaKTUYECKUI
LeHTp 3aopoBbs aeten) u PrbyY «HUM nynbmoHonorunu»
®OMBA Poccuu. Mo pesynbtatam aHanmM3a JaHHbIX 3a Nepuoj
¢ 2003 no 2012 r. MeanaHa BbIXXMBAEMOCTU BOJIbHbIX COCTa-
Buna 39,5 roga [25].

B coBmecTHOWM aHanuTM4eckon paboTe chneuunanu-
ctoB Y3 A0 «[leTckaa KIMHUYecKas OGonbHuua N2 1»
(r. ApocnaBnb) U MeauKo-reHeTU4ECKOro Hay4YHoro LeHTpa
(r. MocKBa) n3noxeHbl pesynbTaTbl OLEHKU GYHKLWMOHMUPO-
BaHWS pernctpa 60MbHbIX B ApPOCNaBCKOM PErnoHanbHOM
LeHTpe mykoBucumaosa [13]. Peructp Begetca ¢ 2006 T.
W BKJIIOYAET AaHHble nauueHToB, Habnoaatoumxes ¢ 1990 r.
Mo aaHHbIM Ha 2011 r. B Hero 6bI1M BKIOYEHbI 53 nauueHTa
¢ MyKoBuMcUuao3om. O6Liee YACNO perucTpupyemMblx nokasa-
Tenen coctaesuno 30, BKIOYaAsA nacnopTHble, aHaMHeCTUYe-
CKME U reHeTmyeckue aaHHble [13]. Peructp fApocnaBcKoro
PErnoHanbHOro LUEHTPa MyKOBMUCLMAO3a BKOYAET AaHHblE
06 ncxopax y 60/1bHbIX MyKOBMCLIMAO30M, YTO CYLLECTBEHHO
obneryaet oLeHKYy 3OPEKTMBHOCTU U 6e30MacHOCTU Tepa-
NeBTUYECKMUX MOAXO/I0B.

PEFMCTP EBPOMEWCKOr0o OGLECTBA

no MyKoBucLuaosy

B HacTosWwem 0630pe cnegyet oCTaHOBUTLCA NOApobOHee
Ha opraHuM3dauuu paboTbl peructpa EBponenckoro obuye-
CcTBa N0 MYKOBMUCLIMAO3Y, T. K. HAKOMIEHHbINA OMbIT 0COGEHHO
BaXXeH /15 NOCTPOEHMS 1 YNPaBAEHUS HaLMOHaNbHbIMWU UK
pernoHanbHbiMK pernctpamu. B ctatbe L. Viviani u coaBT.
coobuaeTtcs, 4To B dopMe MHOOPMMPOBAHHOIO cornacus
nauMeHToB U B Ny6GAMYHbIX 3/IEKTPOHHBLIX MaTepuanax 060-
3HayeHa cneaylollas Leb pernctpa, yTBepaeHHasa nepsom
paboyen rpynnomn: «...oLueHKa, 0630p 1 CpaBHEHWE acneKToB
TEYEeHMNS MyKOBMUCLIMAO3A U €ro SIeYeHUs B CTPaHax-y4acTHu-
Lax, U Kak cneficTBUe CTUMYNMPOBAHUE MOSBNEHUS HOBbIX
cTaHAapToB No 6opbbe ¢ 3TMM 3aboneBaHMeM, NpeaocTaB-
fIeHWe [aHHbIX ANS 3NUAEMMONOTMYECKUX WccneaoBaHun
M BbIIBIeHWE OCOObIX FPynn MNauneHToB, NOAXOAAWMX AN
MHOIOLEHTPOBbLIX MccnegoBaHui. MHdopmaunsa obneryut
[ONrOCPOYHOE MNIaHMPOBaHME pacnpeneneHns pacxoaoB
Ha 3paBoOXpaHeHNE 1 pa3BUTUE 0BLLEN CUCTEMbI EBPONEN-
CKOM noaaepKun» [26, 27].

B ot4eT no EBponeickomy peructpy 3a 2014 r., KOTOPbIN
6bin ony6nukoBaH B 2016 r. Ha Beb-canTe EBponencKkoro
obuectBa 60NbHbIX MyKOBUCLMAO30M, BKIOYEHbI pe3y/b-
TaTbl aHanu3a BefeHuns 35582 nauneHToB M3 26 CTpaH,
JaBlWWX cornacue Ha 06paboTKy AaHHbIx [28]. 3HayeHus
psida KI4YEBbIX MapaMeTpPoB, XapaKTEePUIYIOLLMX PEerucTp,
npuBeaeHbl B Tabn. 2 [28]. B peructp BKIoYanu nauueH-
TOB, OTBEYAMOLWINX YCTAHOBMAEHHbLIM AWMArHOCTUYECKUM KpU-
Tepusam [28]. TeKyllaa o6HoBEHHAa MHPOPMaLUS B OoT4eTe
paboTbl peructpa ob6obueHa B Buae Tabnuu, rpadukos,
COMPOBOXAAEMbIX 3/IEMEHTAMK ONWUCATENbHON CTATUCTUKM,



Ta6nuua 2. NpMMep OCHOBHbIX JaHHbIX oT4eTa 3a 2014 r. no EBponencKkomy pernctpy 60/bHbIX MyKOBUCLMAO30M (M3 UCTOYHMKA [28])
Table 2. An example of the main data from the report for 2014 on the European Cystic Fibrosis Patient Registry (from the source [28])

MapameTtp HKeHuwmuHb! MyK4YUHbI CymmapHoO
Yucno naumeHToB, a6e. (%) 16 856 (47,4) 18 726 (52,6) 35 582*
BospacT Ha MOMeHT HabnoaeHus, rogbl (kuBble Ha 31.12.2014)
° cpegHee 3HavyeHue 20,0 20,9 20,5
* MeauaHa 18,0 19,3 18,6
MauneHTbl = 18 net (kmBble Ha 31.12.2014), % 50,1 53,3 51,8
Bo3pacT Ha MOMEHT NOCTaHOBKM AnarHosa**
® cpegHee 4yncno, roabl 4,1 4,0 4.1
° MeauaHa, Mec 3,6 3,6 3,6
He meHee 1 myTtaHTHOM F508del annenn**, % 81,7 81,5 81,6
TpaHcnnaHTauuns nerknx**, aée. (%) 841 (5,5) 860 (5,1) 1701 (5,3)
TpaHcnnaHTauus nedyeHn**, a6e. (%) 60 (0,4) 109 (0,6) 169 (0,5)
MauneHTbl, cKoH4YaBWwwMecs B 2014 r.¥** ab6ce. (%) 203 (1,3) 183 (1,0) 386(1,1)
BospacT HacTynneHus cmepTu, rogbl***
® cpefHee 4nucno 27,8 29,6 28,7
° MeauaHa 25,0 29,0 27,0

lMpumeyvaHume. * — ans gemorpaduyecKkux Lenen gaHHole no benbrum 3a 2013 1. (N = 1186) 6binW BKIOYEHbI B 06LLEEe YUCIO;

** — npepfcTaBieHbl TONbKO NaLMeHTbI, KOTOPbIX Habahanun B TeyeHue roga. anHble no benbrum 3a 2013 1. (n = 1153) He BK/IIOYEHbI.
CymMapHoOe KoNn4ecTBo npeacTtaBieHHbIx nauneHtTos 32 514; *** — npeactaBfiieHbl TO/IbKO NaLMEHTbl, KOTOPbIX HAabNoaanu B Te4eHne
roga. JaHHble no benbrun 3a 2013 1. (n = 1153) He BKAOYEHbI. BKoYeHbl AaHHble No BennkobpuTaHum, Kacatowmnecs Bcex
Hab6no4aeMblx NaLUeHTOB C NOATBEPKAEHHBIM AMarHO30M MyKoBucLmaosa (n = 10 580). CymmapHoe HMCNo npeacTaBieHHbIX NauneHToB

33 664 [28].

W npejctaBiieHa Ha €BPONENCKOM YPOBHE U MO OTAENbHbBIM
cTpaHam. [lpoaHann3npoBaHbl NEPBUYHbLIE AaHHblE, 4TO
No3BOJISET MNPOBOAUTb COMOCTaBNEHME MeXAy CTpaHamu,
KOTOpble HEBO3MOXHO CpaBHMBaTb Ha OCHOBaHUU JaHHbIX,
npeacTaBieHHbIX B FOA0BbIX OTYETaX OTAe/bHbIX CTpaH [28].

[MpK BbINyCKE OTYETOB B pas3fes, NOCBAWEHHbIW nauu-
eHTaM, 6blfa BKoYeHa MHPopmaunsa ansa obpaTtHOM CBS3KU
W OTNpaBKK KOMMeHTapueB. ABTOPbI OTYETOB chenanu Mx
cofepxaHue 6osee MOHATHbIM U AOCTYMHbIM AN NauneH-
TOB. Bbln cocTaBfeH cnoBapb cneunasnbHbiX TEPMUHOB ANS
Nyylwero NOHUMaHWUa BU3yanbHbIX MaTepuanoB U ONUCaHWm
K HuM [27, 28].

B npouecce dopmupoBaHus peructpa co3gaH CTaH-
[apTM30BaHHbIN MepeyeHb NapamMeTpoB, KOTOPbIM MPUBO-
autes B Tabn. 3 [28]. Pabota no GOpMUPOBAHUIO NEPEYHS
perucTpupyembix napamMeTpoB MNPOBOAMIACb B HECKOJNIbKO
atanoB. CHavyana ans onpeneneHns orpaHM4eHHoro Habopa
CTaHAapPTHbIX PEerucTpupyembix napameTpoB, OTBeYatoLmx
Llensm peructpa, oblfia co3jaHa Hebonblas paboyas rpynna
cneumanucToB. 3ateM No peaynbrataM cbopa MHbopmaLumn
M3 HaLMOHaNbHbIX PEFMCTPOB B TECTOBOM PeXMme, BO Bpe-
M$i KOTOPOro pernctpmpoBanv 49 npobHbIX XapaKTEPUCTUK,
onpeaenuan Te U3 HUX, AaHHbIe MO KOTOopbIM Gblin BHeEce-
Hbl MOJIHOCTLIO MO BCeEM nauueHTam (aemorpaduyeckue
XapaKTEPUCTUKK: MON, MECSL, U Tof POXAEHUS) UIK TONbKO
YaCTUYHO MO He3Ha4yuUTeIbHOMY YMCy GOJIbHbIX (CouManb-
Has U KJIMHMYEecKas MHbOPMaLMa: CEMEWHOE MOJIOKEHME,
MCMoNb30BaHWe HEKOTOPLIX NpenapaToB U T.4.). OTcyTcTBHE
onpeaeneHHon MHGopmaLmm 0 MHOTMX NaLuneHTax 06 bACHS-
J10Cb TEM, YTO HEKOTOPbIE LIEHTPbI HE PErMcTPUpoBas Heob-
XOAMMbIE MapameTpbl coriacHo TpeboBaHUAM EBponencKoro
peructpa. Ha 3aBeplatoulem atane noAroToBKM CTaHAapT-
HOIO MepeYHs PerMcTpupyeMblx NnapameTpoB paboyas rpyn-
na npoBena aHanna pes3ynbTatoB MPo6HOro céopa AaHHbIX
W NPeanoXuna NepecMoTPeHHbIN nepedeHs [27].

Mpouenypa craHgapTMdauuMmM M BblGOpa PErucTpupy-
€MbIX MapamMeTpoB, NO MHEHWIO W OMbITY CMELMUanncTos,

ynpaBnsolnx paboton EBponencKoro pernctpa, Hanbosnee

CNoXHa W TpebyeT MHOro BpemMeHu. OoCKOoNbKy perncrtp

ABNSETCS MEXAYHapOAHbIM, TO MPUXOAMTCS 3aTpavyMBaTb

MHOIO YCW/IUWA Ha MHTErpaLmio yxe CoO3[AaHHbIX HalMoHalb-

HbIX PErucTpoB, B KOTOPbIX MCMNONb3yeTcs COOGCTBEHHas

CTPYKTYypa.

B nutepaType onucaHbl ABa crnocoba cb6opa uHbopma-
unn B EBponencknmn pernctp [27]:

1) py4YyHOW BBOA AaHHbIX NaUMEHTOB B UHOOPMaLMOHHYIO
aBTOMaTM3MPOBAHHYIO CUCTEMY peructpa (npeaHasHa-
YeH [Ona cTpaH, B KOTOPbIX HET HalMOHaNbHbiX 6a3
JaHHbIX);

2) MMnopTMpoBaHuWe WMHbOPMaLMK MO MauMeHTam, comep-
allencs B 6asax [AaHHbIX HaUMOHasbHbIX PErucTpoOB,
B MHPOPMALMOHHYIO aBTOMAaTU3UPOBAHHYD CUCTEMY
perucTpa.

Cxema cbopa, 06paboTKN U NPOBEPKMN KadecTBa AaHHbIX
EBponenckoro peructpa npeacraBneHa Ha puc. [27].

Mpun c6ope faHHbIX HalaxeHa cuctemMa obpaTHOM CBS-
31 EBponencKoro perucrpa ¢ HaunoHanbHbIMK LLlEHTPaMu
CTpaH-y4YacTHUL. Pernctp HanpaBnseT oT4eT O pesy/bra-
TaX aHOHMMHOIO COMOCTaB/IEHUS HanpaBAEHHOW MHPOP-
MauWn C AaHHbIMW APYIUMX LEHTPOB M CTPaH B LEEHTP, npe-
LOCTaBASOWNI UCXOAHbIE AaHHble. KoHbMAeHUWanbHOCTb
0606LWeEHHbIX AaHHbIX MO LeHTpaM coxpaHseTtcs.
MpeaycMoTpeH ABYXYPOBHEBbLIN KOHTPONb MPaBUAbHOCTH
BBOJA AaHHbIX [27]:

1) aBTOMaTM3MPOBAHHbIN KOHTPO/b C MOMOLLbIO MPOrpaMm-
HOro o6ecrneyeHus;

2) KOHTPO/b NnofpasgeneHnem ynpaBneHns JaHHbIMU.

B HacTtosillee Bpems NPUMEHSIOTCA MPUHUMMbLI NOALEP-
aHWa KayecTBa paboThbl perncrpa, U3NoxKeHHbIE B PEKOMEH-
Jaumax EBponenckon nnatdopmbl NO Ka4eCTBEHHOMY Beje-
HUWIO PErncTpPoB peaxkux 3abonesaHun [29]. Mpu 3TOM oaHUM
M3 crnoco6oB CTUMYIMPOBAHUSA MNPEAOCTaBNEHUS TOYHbIX
W NpaBWbHbIX AaHHbIX LeHTpamu B EBponenckui pernctp
CcTano BK/IOYEHWE MNpaBoobnagatenen nepBuYHOM WHOOP-
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Ta6nuua 3. lMepeyeHb napameTpoB EBponenckoro perncrpa 60/bHbIX MyKOBUCLMAO30M (M3 UCTOYHUKa [28])
Table 3. List of parameters of the European Cystic Fibrosis Patient Registry (from the source [28])

AemorpaduyecKue xapakTepUCTUKH

Koa ueHTpa mykoBUCcLMA03a
Ko naumeHTa

loa HabnoaeHus

[ata poxaeHus (roq u mecsu)
Mon

CTaTyc nauueHTa

MpnynHa cmepTH

[ata cmepTtun

AunarHocTtuka

MNoaTBepKAEHHbIN AMarHo3

Bo3pacT Ha MOMEHT NOCTaHOBKM iMarHosa
Bua notoBoun Nnpo6bl

ONeKTPONUTLI

YpoBeHb XN0pPUI0B

MeKoHWeBbIN uneyc

HeoHaTaNbHbI CKPUHUHT

FeHeTHYecKui cTaTtyc

MNepBasa myTayus
BTopas myTtauus

Ha6nopenne
* [laTa peructpauuu nydwero nokasatensd OPB, B oTyeTHOM rogy

JNyqwmit nokasatens OPB, B oT4eTHOM rogy
JNlyyqwni nokasatens GHKEJ B oTyeTHOM roay

PocT, U3MepeHHbIt B AeHb perncTpaLmu nyywero nokasartens OdB,
(Mnn, B cnyyae oTcyTcTBUS nokasatens OPBy, nocneaHee 3HaveHne

pocTa, 3aperncTpMpoBaHHOE B OTYETHOM rogy)

Bec, n3amepeHHbiit B ieHb perncTpaunm nydwero nokasartens 0dB,
(1nu, B cnyyae oTcyTcTBMA Nokasatens OPB,, nocneaHee 3HaveHue Beca,

3aperucTpmMpoBaHHOe B OTYETHOM roay)

TpaHcnnaHTauusa

TpaHcnnaHTauus nevyeHu

oA, B KOTOPbIV NPOBOAMAACH NOCNEAHAS TPAHCNNAaHTaLMUsA NeYeHn
(ecnn TpaHcnNaHTaL s BbINONHANACh 10/B TEYEHUE OTYETHOIO roaa)

TpaHcnnaHTauus Nerknx

oA, B KOTOPLIV MPOBOAUNIACK MOCNEAHAS TPAHCMIaHTaLuUs Terkux
(ecnu TpaHcnaHTaLMs BbiNoHANACh 40/B TeYEHME OTYETHOro roaa)

Tepanusa B oTyeTHOM rogy

e [inuTenbHoe NPUMEHEHUE UHIaNSALMOHHOMO
runeptoHuyecKkoro pactesopa NaCl

° [AnuTenbHoe NPUMEHEHNE HIaNALUOHHBIX
aHTUOUOTUKOB

e [inuTenbHOe NPUMEHEHUE WMHTaNALUOHHbIX
6poHxoaMnaTaTopoB

* Kucnopogotepanus

¢ [lpuMeHeHue aopHa3sbl anbda

e [inuTenbHoe NpUMeHeHWe a3auTpoOMULLMHa
(MK apyrux MakponnaoB)

e [puMeHeHWe ypCOAEe30KCUXONEeBOM KUCOTbI

* [lpuMeHeHne NnaHKpeaTUYecKnx GepmeHToB

OcnoxHeHusa

° Annepruyeckuin 6poHX0NEeroyHbI acneprunnes
B OTYETHOM rogy

e CaxapHblil AuabeT c exeAHEeBHbIM MPUMEHEHNEM
WHCY/IMHa B OTYETHOM rofy

* [lHeBMOTOpaKc, NoTpeboBaBLWWA APEHUPOBAHUSA
B OTYETHOM rogy

* T[lopaxeHue nevyeHn B OTYETHOM roay

¢ KpoBoxapKaHbe 06bEMOM XUAKOCTH,
npesbiwalowmm 250 M1, B OTHETHOM rogy

e CocCTOofHWE NOAXENYyL04YHON Xenesbl: anacTasa B
Kane

e CocTosiHMe NoaXKenyaoyHowm xeneabl: GeKanbHbl
KUP

* Hanuyne oHKONIOrMyecKoro 3abosieBaHns B
OTYETHOM roay

MuKpoGuonoruyecKkme nokasarenu

e XpoHudeckoe nHbuumnposaHue Burkholderia cepacia
complex

* HeTy6epKynesHblt MUKOGaKTEPUO3 B OTYETHOM roay

¢ XpoHuyecKoe nHduumnpoBaHue Pseudomonas
aeruginosa

° XpoHu4yecKkoe nHobuumnposaHue Staphylococcus
aureus

e Stenotrophomonas maltophilia B oT4eTHOM rogy

Puc. Mpoueaypbl c6opa M NPOBEPKK AaHHbIX EBponencKoro perncrtpa 60/bHbIX MyKOBUCLMAO30M (M3 cTaTbM L. Viviani u coaBT. [27],

pacnpocTpaHsemMow B COOTBETCTBUU ¢ ycnoBuamu Creative Commons Attribution License (http://creativecommons.org/licenses/by/2.0),
KOTopas paspellaeT HeorpaHMYeHHoe UCMNOoNb30BaHKe, pacnpocTpaHeHne U BOCNPOU3BeAEHNE NOGbIM CNOCOGOM NPKU YCIOBUU YKa3aHUs
OpUTrMHanNbHOM paboTbl U €e aBTOPOB)

Fig. Procedures for collection and verification of data from the European Cystic Fibrosis Patient Registry (from the article by Viviani L.
et al. [27] distributed under the conditions of the Creative Commons Attribution License (http://creativecommons.org/licenses/by/2.0),
which allows unrestricted use, distribution and reproduction in any way, subject to the indication of the original work and its authors)
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MalLMKM B CMUCKM aBTOPOB OPUIrMHaNbHbIX MCCNeaoBaHUM
perucTpa, NybiMKyeMblx B peLeH3MpyeMbIX ypHanax [27].

C6op, 06paboTKa M XpaHeHWEe AaHHbIX B Lensax dbopmu-
poBaHus EBponencKkoro peructpa OO/MKHbI perynnpoBathb-
Csl 3aKOHaMW, YTBEPXAEHHbIMW OpraHaMu BAacTu COOT-
BETCTBYIOLMX CTPaH M NPUBEAEHHBIMKU B COracue C eBpo-
NEeNCKMMU HopMamMu npaBa. EBponenckuin pernctp GyHKUM-
OHMPYET MO WMHCTPYKLMSAM, COCTaBNEHHLIM B COOTBETCTBUM
¢ OupektnBon 95/46/EC ot 24 oktabps 1995 r. EBpo-
nenckoro napnamerHta u CoseTa EBponenckoro cotosa no
3alWmTe npaB 4YacTHbIX WL, NPUMEHUTENbHO K 06paboTke
nepcoHanbHbIX JaHHbIX U CBOOGOAHOMY MEPEMELLEHNIO TaKmX
JaHHbIX. CBeAeHWs B PErucTpe XpaHaTcs aHOHWMMHO TaKuM
06pa3oM, YTO MaeHTUdMKaLMSA NaLUMeHTa BO3MOXKHA TONbKO
no Mecsily/rofly POXAEHUS W crneuuanbHoMy LndppoBOMy
Koay. [Ans nonyvyeHns AoCTyna K AaHHbIM NaLMeHTOB B Hayuy-
HbIX Lensx cneayeT HanpaBuTb 3anpoc B KoopanHaLMOHHbIN
COBET perncrpa. 3anpockbl CO CTOPOHbI Pa3paboTYNKOB U NPO-
M3BOANUTENEN JIEKAPCTBEHHbIX CPEACTB paccMaTpuBaloTCs
EBponenckMm 06LecTBOM Mo MyKoBucumaosy. lMpoueanypbl
3anpoca PerynuMpyloTcs eBPOMeNCKMM W NIOKalbHbIM 3aKo-
HoJaTenbCcTBaMu. BO3MOXKHO npegocTaBneHne ToNbKO 06e3-
JIMYEHHbIX AAHHbIX, TAGANUL, U BU3yanbHbIX MaTepuanos [30].

B xone ¢opmupoBaHua EBponencKoro perncrpa nosis-
NA0TCA BOMPOCHI, CBA3aHHbIE C ynpaBiieHWEM AaHHbIMMU.
B nutepatype uccnegoBaHbl M 0606lieHbl BCe 3aTpya-
HEHUS W MPEASIOKEHbl BO3MOXKHbIE MYyTU WX PELIEHMS.
B Ttabn. 4 npeactaBneHbl pe3ynbraTbhl 3TOMO UCCEA0BaHUS,
ony6nuKoBaHHsble L. Viviani n coaBT. [27].

PazpaboTaHbl METOAMYECKME NOAXOAbI K MONYYEHUIO Kade-
CTBEHHOW 3MWAEMMOSIOTMYECKON WM OPYron Hay4yHoW WHOp-
MaLMK, CnyKallerh OCHOBOM [A1si NMPOBEAEeHWUs KIMHUYECKMX
ncenenoBaHuin 1 PeErncTpaLmMmn 1eKapCcTBEHHbIX CPEACTB.

PEFMCTP BOJIbHbIX MYKOBUCLIUAO30OM

B BEJIHKOBPUTAHUHU

KpynHbIM pernctp 60bHbIX co3aaH B BennkobputaHuu.
B otyete 3a 2015 ., Bbiwegwem B aBrycte 2016 r., chopmy-
NIMpoBaHa KOHeYHas Leflb paboTbl peructpa — ynyyweHue
COCTOSIHUS 340POBbS NaLMEHTOB. 3TO JOCTUraeTcs cnemyio-
wrmm cnocobamu [31]:
®  CTUMYIMPOBAHUEM MPUHATUS NaLMEHTaMW OCO3HaHHbIX

PELIEHUIN Ha OCHOBE 3HAHWUW O MYKOBUCLMAO3E;

° obecnevyeHnem nHbopmaLlmen KIMHULUCTOB NpY BbINOS-
HEHWW AEVCTBUIM MO YNYYLIEHUIO Ka4YeCcTBa MEANLIMHCKOM
NoMOLLYK;

®  MOHWTOPUHIOM 3OPEKTUBHOCTU M 6E30NACHOCTU NeKap-
CTBEHHbIX CPeACTB C NpefocTaBfieHUEM pe3ynbraToB
3anHTepecoBaHHbIM UCCNeA0BaTENSAM;

® MOArOTOBKOM MHPOPMALIMK, HEOOBXOAUMOW ANS ONTUMMU-
3auuu 3aTpar.

B 2015 rogy 4ucno 3apeructpupoBaHHbIX 60/bHbIX
pocturno 10 810. lMpoBeaeHWe NOAHONO aHanM3a AaHHbIX
no peaynbraTaM CBOAHbIX NMEPBUYHbLIX FOAOBbLIX OTYETOB 3a
2015 r. oKa3anocb BO3MOXHbIM A8 9587 nauuneHTos [31].
B KoropTe nmaumMeHToB C NOMHbIM Ha6OPOM [aHHbIX B OTYET-
HOM rofy (9587 6onbHbIX) MeanaHa Bo3pacTa 60JbHbIX
coctaBuna 19 net, a MegnaHa Bo3pacTta yCTaHOB/IEHUA Aua-
rHo3a — 2 Mec. [pu aTomM Jona B3POoCnblX 60/bHbIX B BO3-
pacte 16 net u crapwe 6bina 59,9%; mMeavaHa Bo3pacTa
HacTynneHus cmeptu — 28 neT. PacyeTHas MeavMaHa BblxKuU-
BaeMocTu goctmrna 45,1 roga no AaHHbIM Ana BCex naum-
€HTOB, 3aperncTpmpoBaHHbiX B 6a3e gaHHbIx (10810 yeno-
BeK). B oT4yeT BKIOYEHA UHDOPMaALUA 0 GEPEMEHHOCTU U ee
ucxogax y nauneHTok. Mpu BeaeHun pernctpa 60bLloe BHU-
MaHuWe yaensieTcs KadecTBy XWM3HKM nauuneHToB. C deBpans
2016 r. BBeAeHa HoBas 3/IEKTPOHHas CUCTeMa permcTpauumn
CBEAEHMI O KA4YeCTBE HU3HM U KIIMHUYECKNUX UCCedOBaHU-

ax. Perncrtpauuns faHHbIX B PErMcTpe paspeliaetcs TONbKO
C MHOOPMUPOBAHHOIO cornacusa nauueHToB. MHbopmaumsa
cobupaetcs Yyepes 3awmiieHHbin MHTepHeT-nopTan [31].

PEFMCTP BOJIbHbIX MYKOBUCLIUAO30OM
BO ®PAHLIUM
B NUHTepHeTe onyb6anKoBaHbl OTYETbI perncTpa 60/bHbIX

MyKoBMCLMAO30M BO PpaHumm [32]. B oTtyeTe 3a 2015 T.

coobLaeTcs, YTO perucTp ocHoBaH B 1992 r. B cneaytoumx

uenax [33]:

® HaKonjJeHWe 3HaHWM O KJIMHUYECKUX W coLMaNbHbIX
acneKkTax MyKOBMCLMAO03a, a TakKe 06 adPeKTUBHOCTH
Tepanuu;

° pelleHWe BOMPOCOB, CBSA3AHHbIX C 3KOHOMMYECKUMMU
3aTpaTamy;

°  MHPOPMALMOHHASA MOAAEPIKKA 3aUHTEpPeCcOBaHHbIX NuL,
BK/IlOYas TeX, KTO y4acTBYET B NiaHUpPoOBaHUN GUHAHCO-
BOro o6ecneyeHuns LLEHTPOB;

° npeaocTaBfieHWe AaHHbIX, HEOOBXOAUMbIX 15 OpraHu3a-
LMW KNMHUYECKUX UCCnefoBaHui;

°  ynyylleHWe A0CTyNna K HOBbIM IEKAPCTBEHHbLIM CPeACTBaM.
Mo nHdpopmaumn, cogeprallencsa B otyete 3a 2015 r.,

YUCNEHHOCTb MONYyNsALMM BCEX 3aPErMCTPUPOBAHHLIX Ma-

LIMEHTOB C M3BECTHbIM BMWTaNlbHbIM CTATyCOM COCTaBASET

6585 yenosek. Yncno naumeHToB, HabNAABLUMXCA B OTHET-

HOM rogy, aocturno 6547. CpeaHuin Bo3pacT 60/1bHbIX COCTa-

Bun 21,3 roga; meanaHa Bo3pacta 60nbHbIXx — 19,4 roaa

[33]. Peructpupyemble napaMeTpbl BKIOYaAM [MarHos,

pes3ynbTatbl NMPUMEHEHUS Tepanuu, aHTPONMOMETPUYECKHNE

noKasaTesnn, pecnupaTopHylo GYHKLMIO, MUKpoGUonoruye-

CKMWe JaHHble, TeyeHne 3aboneBaHus, CoLnanbHOe U ceMen-

HOEe MONOXKEeHUe, cBedeHMss O 6GepeMeHHOCTH, ydacTue

B K/IMHUYECKMUX UccnefoBaHusax. Ona céopa AaHHbIX UCMOSb-

30Balficid BOMPOCHUK. MHpopMauus noctynana Henocpen-

CTBEHHO Yyepe3 MHTepHET-canT B GyMaxKHOM BMAEe UK B BUAE

3NIEKTPOHHLIX dannoB nauneHtoB. C 2010 roaa cBeaeHus

B perncrtp cobmupatotcs He TONbKO M3 LIEHTPOB MYKOBWCLIU-

[103a, HO ¥ U3 APYIrMX MCTOYHMKOB. 3TO HEOGXOAMMO B LIeNax

yNyYlIeHUst KayecTBa M TOYHOCTM AaHHbIX O AMarHose (cBe-

aeHns n3 PpaHuy3CcKon accoumalmm No CKPUHUHIY U Npo-
dUnaKkTMKe AEeTCKOM UHBANUAHOCTM U U3 MONEKYISAPHO-6MO-

NIorMyeckux nabopaTopui), CMepTeNbHbIX UCXOAaxX (CBeAeHUs

13 3NUAEMMUONOTMYECKOro LIeHTpa No MEeAULUHCKUM NMpUYK-

HaMm cMepTH), TpaHcnnaHTaumn (cBegeHns 3 EBponerncKon

60onbHMUbl MMeHn opxa Momnuay, Mapwk). Kpome Toro,

OHNaMH-BOMPOCHUK OblN cneunanbHO ynpouweH ans obec-

nevyeHmsa 6onee TOYHOrO W MOMHOro c6opa MHPOPMaLUK

0 couManbHOM cTaTyce W TpaHcnnaHTauuu. MNpu obpaboTke

JlaHHbIX NPUMEHAETCS NPOLECC HEMOTHOro 06e3NMYNBaHNUS.

®dpaHLYy3CKMI perncTp TakkKe oTnpaBaseT 06e3/MYeHHble

[laHHble B pernctp EBponeickoro o6uiectBa No MyKOBMC-

umMao3y ans ob6o6ueHns, cpaBHEHUS M OOMeHa AaHHbIMM

C Apyrumu ctpaHamu [33, 34].

PEFMCTP BOJIbHbIX MYKOBUCLIUAO30OM

B HUAEPNAHAAX

B otyete 3a 2015 r. coobuwaeTtcs, 4To B HuaepnaHaax
Ha OTYEeTHbIM Mepuoa HacyMTbiBaNoCb MNPUOGIN3UTENBHO
1540 naumeHToB, CTpagaloLMx MyKOBUCLIMAO030M MK 3a60-
NleBaHWeM, accoLMMpoBaHHbIM C MyKoBMcLMAO30M [35].
[Jons nauneHToB B BO3pacTe cTaplie 17 neT npeBblla-
eT 50%. B 6a3y gaHHbIXx perucrtpa Bowna uHPopmauus
no 1521 6onbHOMY. [JOCTOBEPHbIV AMAarHo3 MyKOBMCLIMAO3a
6b1n noaTeepxaeH y 1409 (93%) nauumeHTtoB [35], 20 yeno-
BEK He MpefoCcTaBWIM CcOrfacus Ha BK/OYEHWE MNepco-
HaNbHbIX JaHHbIX B pernctp. MeanaHa Bo3pacta 60MbHbIX
B 2015 r. coctaBuna 21 rog, cpeaHumn Bo3pact — 22,7 roaa,
MeAuaHa Bo3pacTa HacTyneHmsa cMmepti — 42 roga. bonee
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Ta6auua 4. 0630p NONOXKEHUI, perynupyioLmx paboTty no opmmpoBaHuio EBponencKoro pernctpa, v pelleHum, BbiMoaHAEMbIX
EBponericknm o6LecTBOM N0 MyKOBUCLMAO03Y ANs UX peanu3daLunu (M3 ctatbu L. Viviani n coaBT. [27], pacnpoCcTpaHieMon B COOTBETCTBUU
c ycnosuamu Creative Commons Attribution License (http://creativecommons.org/licenses/by/2.0), KoTopas pa3pelaeT HeorpaHu4yeHHoe
MCNnoNb30BaHWe, pacnpocTpaHeHne M BOCNPOM3BeEHME NTOGbIM CNOCO60M MPU YCIOBUM YKa3aHUS OPUrMHaNbHON paboThl 1 ee aBTOPOB)

Table 4. Review of the regulations governing the formation of the European Registry and the decisions taken by the European Society for
Cystic Fibrosis for their implementation (from the article by Viviani L. et al. [27] distributed under the conditions of the Creative Commons
Attribution License (http://creativecommons.org/licenses/by/2.0), which allows unrestricted use, distribution and reproduction in any way,
subject to the indication of the original work and its authors)

BaHble NYHKTbI

PeweHune

OnpepaeneHue ueneu cospaHua
peructpa

06cyKaeHue Lenei B paboymnx rpynnax, BKAOYaIoLUMX 3aMHTEPECOBaHHbIX nL,
B T.4. NpeACTaBuTENE NaLeHToB

OnpeaeneHue nsyyaemon
nonynsauuu

Onpeaenexune Kputepres
BKJIIOYEHUS

OLeHKa COOTBETCTBUSA
3aperncTpmpoBaHHbIX NaUMeHTOB
KpUTEpPUamM BKIKOHEHNA

O6LWUPHbIV NUTEpaTyPHbIA NOUCK, N3BAEYEHNE HEOBXOANMON HDOPMALMK N3 CYLLECTBYIOLLNX
PEerncTpoB, rapMoHM3aLMa KpUTEPHUEB, NPEAIOKEHHbIX paboyer rpynnon, BBeaeHne paboymx
onpegeneHunin, Kotopble MOryT 6biTb UCMONb30BaHbI AN LieNeil permctpa B Ka4ecTBe Kputepmen
BKJ/lOYEHUS

B vaeanbHbIx ycnoBusx Heo6xoaMma peructpauus Bcen MHbopmaLum Ans NpoBepKU
NPaBUIILHOCTH AMarHo3a, Ho Ha MPaKTUKE MOJIHOMOYMS MO OLLEHKE KPUTEPUEB BKIIIOYEHUS
1 NOATBEPKAEHUIO AMarHo3a AenernpyoTcs cneumManuctam, BHOCSIUM JaHHble

OnpeaeneHne o6bEKTa OLLeHKHU
U METOAUKU OLLEHKH
O6bEKT OLEHKM

MeToaunKa OLEeHKHM

CocTtaBneHue 0630pa nutepaTypbl U 06CYKAEHUEe pa3InYHbIX MOHATUA HeBGOoNbLIOW paboyen
rpynnow aKcnepToB

HayunHatb c60p He6O/bLIOrO KONMYeCcTBa NapaMeTpoB U MPOBOAUTL TECTUPOBAHNE

NPUMEHUMOCTU UX MOHATUM B MUNOTHOM UCCIEA0BaHUN

Ecnu ucnonb3dyemoe onpeaeneHme He MAEHTUYHO B pa3HbIX CTpaHax:

® ocTapaTbCsi ero rapMOHU3MPOBaThb, lenas NoHAThE 6oee 06LLNM;

° MpUBIEKaATb 3aUHTEPECOBAHHbIX JIUL, K AUCKYCCUN 06 UBMEHEHUU MOHATUS U cornacoBaTb
€nHOoe NoHATHe.

Ecnv onpeaeneHunsa napaMeTpoB MOryT 6biTb MPUHATBI, TO HEO6XOAUMO Pa3bACHUTb

B Ny6MKaLMSaX BO3MOXHbIE Ppa3iMynsa B MOHATUAX

YnpaBneHue AaHHbIMU U KOHTPO/b
KayecTBa faHHbIX
YnpaBfieHne JaHHbIMK

KoHTponb KayecTBa AaHHbIX

KonnekTuBHas aneKTpoHHas nnatdopma Ana céopa AaHHbIX C aBTOMATUHECKUMU BblHUCEHUAMU
NPOUCXOASALLMX OTKIOHEHWI, MO3BOASIOWANA YNPaBAaTb BBOAOM AaHHbIX U yAaNeHHON 3arpy3Kom
[aHHbIX.

Mcnonb3oBaHue TEXHONOMUI (TaKux, Kak XML), o6ecneynBatolinx Heo6xoanmbln dopmaT AaHHbIX
1 X WwuodpoBaHue

ABTOMaTUYECKWUI M OIHOBPEMEHHbI KOHTPO/Ib Ka4yecTBa AaHHbIX Ha BXo/e (3ajaHHbIi
BO3MOMHbII IManasoH, COrNacoBaHHOCTb BHYTPU IPynmbl JaHHbIX, COOTBETCTBUE MHbOPMALIUK
JlaHHbIM, 3aM1caHHbIM paHee Ha NPOTAKEHWUM NET)

Mcnonb3oBaHue BbiNajalollero MeHio ¢ GMKCMPOBaHHbIMKU BapMaHTaMu BXOASLMX JaHHbIX
(Hanpumep: aa, HET, HEU3BECTHO)

MpuHATHE COrNalleHWs C HaLMOHaNbHBIMU PEFMCTPAMM MO KOHTPOSIIO IaHHbIX BO U36exaHune
Ny6/IMPOBaHNUA UAEHTUYHBIX MPOLLECCOB KOHTPONSA KayecTBa AaHHbIX

Mcnonb3oBaHWe KOHTPOSIA YTOYHEHHbIX JaHHbIX, OCHOBaHHOI0 Ha PedEePEHTHbIX A1 JaHHOMO
nosia 1 Bo3pacTta 3Ha4YeHUsx

Pa3paboTka npoueaypbl Ha cyyai olWMGKK BO BXOAALWMX JaHHbIX: MporpaMMHoe o6ecrneyerune
aBTOMATUYECKU NPeaynpeKAaeT nosb30BaTens v yKa3blBaeT Ha [laHHbIe, KOTOPbIE HYXKHO UCMPaBHUTb

Moaxoa K HEAOCTAIOLWMUM JaHHbIM

Yno6Hoe B UCNOIb30BaHMK NporpamMHoe obecrneyeHne 1 nonesHas obpaTtHas CBA3b
CTUMYNIUPYET Y4aCTHUKOB BHOCUTb AaHHble

Mcnonb3oBaHWe ACHbIX, HO MPUMEHUMbIX B PYTUHHOM MEeAULIMHCKOM NpaKTUKe onpeaeneHnn
HepaBycMbicneHHOe ajeKBaTHOE KOAMpOoBaHWe napameTpoB 6e3 3ajjlaHHbIX 3Ha4YeHUN

N36eratb BKIOYEHUS NMYHKTOB, A€ HYXXHO NOCTaBUTb rafoyKy, KOTOPblE KOAUPYIOT OAMHAKOBbIM
CnocoboMm OTCYTCTBUE OTBETA U HEraTUBHbLIN OTBET

Pa6oTa ¢ cywecTByOLWUMIU perucTpaMmu nNo afganTMupoBaHUIO NOHATUI

OGecnevyeHue
KOHOUAEHLMANBbHOCTU NALMEHTOB

PasgenbHoe xpaHeHue 3alndpoBaHHbIX MEPCOHaNbHbIX AaHHbIX U aHOHUMHbLIX HOMEPOB LIEHTPA.
MNceBaoaHoHMMU3aLMA Ans o6ecnedyeHns KOMMYHWKaLMKU C LEHTPaMU B LENSIX UCTIPaBNEHNUS
ownboK

PacnpocTpaHeHue faHHbIX

KoaeKc noBefeHns — JOKYMEHT OTHOCUTENIbHO Npas Ha Ny6/MKaLimio, aBTopcTBa 1 AocTyna
K AaHHbIM paspabaTbiBaeTcs (NpeanoyYTUTeNsHO) B caMoM Havane npotecca

4yemM B MONOBMHE Cy4YaeB MYKOBWCLMAO3 AMArHOCTMPOBA- BaH B MeXAayHapoaHyto EBponencKkyto cuctemy perncrpaumm
M Y NauueHToB B BO3pacte A0 2 Mec. TeM He MeHee nauneHToB, TO ONpeaeneHne PerncTpupyeMbIx noKasartenen
y 7,1% nauneHToB AuMarHo3 6bl/l YCTAaHOB/IEH MOCne AOCTU- COOTBETCTBYET CTaHAapTaM, MPUHATbBIM Ans EBponencKoro

eHusa 18-neTHero Bo3pacTta. Tak KaK perncrp MHTerpupo- perunctpa [35].



PEFTMCTP AMEPUKAHCKOIo ®OHAA

MYKOBUCLMAO03A
Pernctp AMepuKaHCKoro ¢oHaa MnoMolWn 60/bHbIM
MYKOBMCLMAO30M — OAMH M3 KPYMHEWLWMX W CTapenLmnx

B MMpEe — BEJET CBOK UCTOPUIO C 1966 T. M COOAEPKUT MaK-
CMManbHO MOAPOGHYIO AemMorpadUYecKyld U KIIMHUYECKYIO
nHdopmaumio no 6onbHbIM [36, 37]. Mo AaHHbIM AuTEpaTy-
pbl, B peructpe cobpaHbl cBegeHuns 6onee 4yem no 300 napa-
MeTpam [37]. B oTtyeT 3a 2015 r., pa3MelleHHbI B CETU
NHTEpHET, BOWAN XapaKTEPUCTUKK 6onee 28 ThbiC. NaLMEH-
ToB [38]. B pernctp BKItoYann 60/bHbIX C YCTAHOBIEHHbIM
AMarHo30M MyKOBMCLIMAO3a MK 3a6oneBaHus, acCoLumnpo-
BaHHOrO C TPaHCMEMOpPaHHbIM PerynsTopomM MyKOBUCLIMAO-
3a, NpefocTaBUBLLMX MHOOPMUPOBAHHOE cornacue 1 nony-
YaBLWKWX NeYeHne B akKkpeanToBaHHbIx LeHTpax [39]. Cneayet
OTMETUTb, 4YTO B oT4yeTe 3a 2015 r. o6o6uUleHa LeHHas
MHbOPMaLMS O colManbHOM cTaTyce NauueHToB, BKIOYato-
LleM ceMenHoe nonoxeHne, o6paszoBaHMe, 3aHATOCTb U T. .
Kpome TOro, npeacraBneHa nHodopmMauma o6 obecrniedeHmm
yCcnyramu MmeamumMHCKUX CTPaxoBbix opraHn3aumi [38].

B ctatbe M. S. Schechter 1 coaBT. npMBOAUTCS ONUcaHue
cuUcTeMbl ynpaBieHus AaHHbiMU. UHbopmauuMs B peructp
cobupaeTcs NMepcoHaNoOM aKKPeAMTOBaHHbIX MEAULIMHCKMX
yypexaeHnin n ¢ 2003 1. BBOAMTCS HENOCPEACTBEHHO B 3NEK-
TPOHHYt0 6a3y Yepe3 NHTepHeT-nopTtan PortCF, pa6oTtatowwmm
B 3aliueHHOM pexunme [37]. BonpocHuK ans cbopa cae-
[IeHUI NpunaraeTcs K oT4eTy no perunctpy [38]. Boigensercsa
He 6osiee 5 MOMHbIX CTaBOK AN MPUBIEYEHUs K paboTe
COTPYAHMKOB, KOTOpble BeayT [OOKYMEHTaLMIO, NEPENUCKY,
obecrneynBalT KayecTBO MHPopmauunm u becnepebonHoe
YHKLMOHMPOBAHUE MPOrpamMMHOro obecrneyeHusi, Noaro-
TaBNMBAIOT exerofgHble ot4yeTbl [37]. AMEPUKAHCKUIA GOHA
nomoLMn 60/1bHbIM MYKOBUCLIMAO30M MPOU3BOAWT BbinnaThl
LLEHTPaM 3a KOMMYEeCcTBO U Ka4yeCTBO BHOCMMOW MHOOpMa-
umn. laHHble NpoBepstOTCH aBTOMATU3MPOBAHHON CUCTEMON
NMyTEM OLIEHKWM OTKJIOHEHWW PETUCTPUPYEMBIX MapameTpoB
OT AOMNYCTUMbIX rpaHul. [MpeaycMoTpeH AONONHUTENbHbIN
pPYy4HOM cNoco6 NPOBEPKM OCHOBHbIX JaHHbIX, KOTOPbIM YacTo
npumeHseTcs B nocneaHee Bpems [37].

CBefeHna perncrtpa OTKPbITbl AN CNELManucToB, Npo-
BOASALMX KITMHUYECKMUE UCCEeOBaHUS C y4acTUeM B60MbHbIX

MyKkoBucungosom B CLUA. ®oHa nomolm GonbHbIM MYyKO-
BMCLIMAO30M NpefoCTaBAsSeT AaHHble perncrpa mno crneum-
anbHOMY 3anpocy C Lenblo NpoBeAeHUs HabnogaTenbHblX
Hay4YHbIX MCCefoBaHUW. 3anpoc paccMaTpUMBaETCH KOMMU-
TeTOM Mo Hayke. B cnydae nonyyeHus 3anpallvBaemblX
MaTepuanoB crneuuanuctam pekomeHayetcs nybanMkoBaTb
pesynbraTbl Hay4HOW PaboTbl B peLeH3MpPYyEMbIX XKypHanax
W [OKnagbiBaTb 0 HMX Ha CeBepoaMeprKaHCKON KOHdepeH-
LMK No MyKoBucLmaosy [40].

KAHAICKMiA PEFTUCTP BOJIbHbIX

MYKOBUCLIUAO3OM

KaHagcknin peructp sBAsieTCs HauWoHanbHOM 6a3oM,
KoTopasa Oblna BNepBble co3daHa B Hadane 1970-x rogos
W COOEPXMUT aemorpaduyeckoe W KIMHUYECKOE onucaHue
60/IbHbIX MYKOBUCLMA030M [41, 42]. [naBHasa KOHeYHas uenb
co3aaHusa peructpa B KaHage — noBbllleHWE KayecTBa
KM3HM MaLMEHTOB C MyKOBMCLMAO30M. Perunctp obecneyu-
BaeT MHOGOPMaALIMOHHON MOAAEPKKON 3MUAEMUONOrMYECKNE
nccnefoBaHus, obpasoBaTesibHble MporpamMbl U Coaep-
UT AaHHble, KacalollMecs BOMPOCOB HYTPUTMBHOIO cTaTy-
ca, COMYTCTBYIOLWIMX WUHDEKLMOHHbBIX OCNOMHEHWW, Tepanuu
1 T. 4. Takas nHbOpMaLMOHHasa NnoaaepxKa NomoraeT Bpadam
B NOBCEAHEBHOW KNMHUYECKOW NPaKTUKe OLEeHMBaTb COCTOS-
HWe BblGpaHHOM NoNynsaunn 60bHbIX. B 2016 . Bbilen oT4eT
no peructpy 3a 2014 r., B KOTOPbI BOW/IM AaHHbIE NO 60/b-
HbIM U3 42 KIMHUYECKMX LLeHTpoB [41]. OnucatenbHas 4acTb
oT4yeTa MO PErnucTpy NpeacTaBaeHa cneaylolmMmmn pasaenamu:
ob6ulan MHdopmauusa No pPerucTpy, KiloYeBble MokasaTenu,
aemorpaduyeckue faHHble, AnarHocTUKa, aTHUYECKUE MOoKa-
3aTenun, reHoTun, pecnupatopHas QYHKUMSA, HYTPUTUBHbLIN
cTatyc, MMKpoburonorus, guabet, acCoLUMMPOBAHHbBIN C MYKO-
BMCLMAO30M, (U3MOTEpPanusl, NeKapCTBEHHaAs Tepanus,
rocnuTann3auns, TpaHcnnaHTauus, BbhXuBaemocTb [41].
lMoHMMaHKWe oTyeTa o6/eryatoT cneumnanbHO COCTaBEHHbIE
peKomeHaaLUnu no YTeHuto Ana nonb3osaTtens. Mpumep Kito-
YyeBbIX AaHHbIX KaHagckoro peructpa 60/bHbIX MYKOBMUCLM-
[1030M NpuBeaeH B T1abn. 5 [41].

Hanb6onee 3Hauynmble pasgenbl OT4yeTa MO PErucTpy
3a 2014 r. nocBslWEHbI aHanM3dy KIMHUYECKUX XapaKTe-
PUCTUK MauMeHTa, TaKuxX, Hanpumep, Kak UHAEKC Macchl

Ta6nuua 5. Mprmep 0CHOBHbIX AaHHbIX KaHaACKoro perncrpa 60/bHbIX MyKOBUCLMAO030M 3a 2014 1. [41]
Table 5. An example of the main data from the Canadian Cystic Fibrosis Patient Registry for 2014 [41]

MapameTtp 3HauyeHue

Momoulb B cneumann3npoBaHHbIX KIMHUKaX, abc. 4100
Yucno cneumanm3nMpoBaHHbIX LLEHTPOB 42
MepaunaHa Bo3pacTta 60/bHbIX, FoAbl 21,9
Yucno HoBbIX Cily4aeB MykoBucumaosa B 2014 1. 120
3aboneBaHne MarHOCTMPOBAHO Ha NEPBOM rofy XnU3Hu, % 58,8
CymMMapHas ANUTeNbHOCTb FOCNUTaNbHOrO HabAOAEHUS, CYT. (ANS BCEX NaLUEHTOB) 25000
CyMMapHOe YUCNO BU3UTOB B KNMHUKY B 2014 1., abce. (4N BCEX NaLMEHTOB) 15500
PacyeTHas MmeMaHa BbI*XMBAeMOCTH 6OJbHbIX, FOAbI 51,8
MauneHTbl, Hy)aawlwmecs B npueme GpepMeHTOB NOAXKENYA0HHON Kenesbl, % 86,2
MyUYUHBI CO CHUXKEHHBIM BECOM (MHAEKC Macchl Tena < 20 Kr/M2), % 18,9
HEeHLWMHbI CO CHUXKEHHbIM BECOM (MHAEKC Macchl Tena < 20 KI’/M2), % 28,7
MauuneHTbl, MHdULMPOBaHHbIEe Pseudomonas aeruginosa, % 47,4
MauneHTbl, UHOMLMPOBaHHbIE Staphylococcus aureus, % 374
Yucno naumeHToB nocnie TpaHcnnaHtaumm B 2014 r., abe. 33
MauneHTbl ¢ AnabeTom, 06YCNOBNEHHbIM MYKOBUCLMA030M, % 24
MauneHTbl XoTa 6bl C 0gHOM Konven myTaunn F508del, % 89,7
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Tena, Hanu4uMe oTaeNbHbIX MyTauui. BbinonHeHa oueHKa
KoNnyecTBa AHEN, NMPOBELEHHbIX B CTaLlMOHaApe U Ha oMY,
YTO CYL,EeCTBEHHO o6jieryaetr aHanauM3 MeAUKO-3KOHOMMU-
YeCKUX nokaszaTenen. [aHHble oT4yeTa MpeacTaBneHbl
B AOCTYNMHOM ANS NauMeHTOB M HecneuuvanuctoB BU3Y-
anbHon ¢opme. CpaBHeHWe MoKasaTenen no MHAMBUAY-
allbHbIM MNauueHTam cO cpefHMMK obLlieHaLnoHalbHbI-
MW AaHHbIMWM KaHaAcKoro perucrpa no3BonsfeT yayyluTb
3DDEKTUBHOCTb M KayeCTBO OKa3blBaeMbIX MEAMULMUHCKUX
ycnyr nytem OnTUMU3auuu MeAULMHCKOW MOMOLLM KOH-
KpeTHoMy nauueHTy [41].

ABCTPAJIMMCKHUIA PEFTMCTP JAHHBbIX BOJIbHBIX

MYKOBUCLIUAO30OM

HauunoHanbHbIA pPerncTp AaHHbIX GONbHbIX MYKOBWCLIM-
fo3om B ABcTpanuu Bepetca ¢ 1998 r., Korga 1/3 Bcex
6O0NbHbIX, BXOAAWMX B PErncrp, COCTaBAsAAM B3pPOC/ble.
o aHanUTMYeCKOMY aHanu3dy [AaHHbIX, COAeprKalinxcs
B oT4yeTe 3a 2014 r., gons B3poc/biX nauueHtos (18 net
n ctapue) coctaBuna 51,1% [43]. YBennyeHune gonn B3poc-
NbIX NaLUEHTOB B MONyNAALMKU pPErMcTpa CBA3aHO C MOBbI-
LWUEHNEM BbIXXMBAEMOCTU O6O0/bHbIX, YTO KOCBEHHO CBMU-
[eTenbcTByeT 06 yNAyylWleHWM KayecTBa OKa3blBaeMblX
MeauUMHCKKX ycnyr. Bcero B 2014 r. B ABCTpPasMNCKui
peructp O6blin BKAOYEHbl cBeaeHuns o 3294 60NbHbIX.
CpenHuni Bo3pacT 60/bHbIX B pernctpe — 20,5 roga, meam-
aHa Bo3pacTta — 18,4 roaa [43]. ABCTpPaNMNCKUIA perncTp
BedeTcs Npu nomolm Habopa NoKasaTenien, BKIOYAOLWMX
noapo6Hylo aemorpadmnyecKyto, reHeTUYEeCKylo, KIMHWUYe-
CKYIO ¥ TepaneBTUYeCKY0 nHbopMaLmio. Kak u BO MHOrune
3apyberkHble perncTpbl, B ABCTPalIUMCKUN PErncTp BKIItO-
YyeHa counanbHas MHoopmaumsa o 601bHbIX MYKOBUCLMAO-
30M C YKa3aHuem 3aHATOCTU, TPYAOCNOCOOGHOCTHU, YPOBHS
ob6pas3oBaHus, CEMENHOro nonoxeHusa. O6HapyKMnochb, 4To
[ona 60/bHbIX, 3aHATbIX OMnna4YMBaemMbiM TPYAOM, COCTaB-
nsaet 67%. OgHako, B otyeTe 3a 2014 r. coobuLaeTcs, 410
He BCe LEHTPbl MyKOBMCLMAO3a B MONHOM 06bemMe BHOCHAT
3T daHHble. MogobHaa MHGopMauMa HYXHa AN OUEHKM
3KOHOMMYECKMX U COLManbHbIX NMoKasaTenen, CBA3aHHbIX
C MYKOBMCLMAO30M B Le/I0M, BK/ItOYas MPsiMble U KOCBEH-
Hble 9KOHOMMWYECKMe NoTepPH B CBA3U C 3a601€BAEMOCTbIO
TPYLOCMOCOBGHOr0 HacefeHus, a TakXKe ANd opraHusauuu
couManbHOM NOAAEPKKN 60NbHbIX [43].

B nocneagHee Bpems B ABCTpanuu Bce 60/blie NauMeHToB
C MYKOBMCLIMAO30M MO/b3YIOTCS HOBbIMW JIEKAPCTBEHHbI-
MU CpeacTBaMu, 4TO CMNOCOOGCTBYET YNYyYWEHWIO KayecTBa
¥W3HU. AHanNM3, B YacTHOCTU, FrEHETUYECKON MHDOPMaLUK,
nomMoraeT B Bblbope U obecrnevyeHnn naumeHToB apdeKTUB-
HbIMM NpenapaTamu. Tak, B OoT4eTe no peruncrpy 3a 2014 r.
yKa3blBaeTcs, 4To MyTauus G551D ctana BTopow no yacTtoTe
y 60JIbHbIX MYKOBUCLMAO30M B ABCTpanuu. OHa o6HapyeHa
y 203 naumeHTOB B Bo3pacTe 6 net 1 crapuwe. lNayneHtam
¢ myTaumen G551D yacto Ha3HavyaeTcs npenapaT nBakad-
TOp, @ KOMOGMHWPOBAHHbLIM MpenapaT nymakadtop + uBa-
KadTop noKasaH 60/bHbIM, Y KOTOPbIX OGHapyXuBaloTCH
aBe Konuun mytaumm F508del. Mpenapat nymakadTtop + nBa-
KadTop yKe 0gobpeH K npumeHeHnto B CeBepHon AmepuKe
M OTAENbHbIX pernoHax EBponbl y naumMeHToB cTtaplue 12 net.
B ABcTpanuu 4ucno 60MbHbIX, KOTOPLIM MOXET ObITb MOKa-
3aHO fledyeHue npenapaTtoMm nymakadTop + wmBakadTop,
pocturaet 1024 4yenoBeK (YMCNO FOMO3UIOTHbIX MO MyTaLuu
F508del nauueHToB cTapwe 12 neT No AaHHbIM OT4yeTa
3a 2014 ropg) [43]. ABCTpanuMMCKUM cneunanncTam ele npea-
CTOWUT OLIEHUTb NpenMyLLLecTBa NPUMEHEHNS HOBbIX IEKAPCTB.
Mpennonaraetcs, 4TO LWMPOKOE BHEAPEHUE 3TUX HOBbIX Mpe-
napaToB B ABCTpanuu No3BOAUT yyYWKUTb NOKa3aTenn Kaye-
CTBa XU3HU 60JIbHbIX MyKOoBMcLMA030M [43]. Mpu aTOM AaH-
Hble perucTpa O 4YacToTe BCTPEe4YaeMOCTW OMpeAeneHHbIX

MyTaLuit Y GObHbIX MYKOBUCLIMAO30M [eNaloT BO3MOMXHbIM
nposeaeHne GpapMaKO3IKOHOMUYECKOro aHanm3a 3aTparhbl—
3 PEKTUBHOCTb B LIENEeBbIX rpynnax naLnMeHToB.

OBCYXAEHME

B KAMHMYECKUX perucTpax COAEPHKMUTCA MNOMHbIN paj
cBefleHu, obecnevynBatomnx MHOOPMALMOHHYIO NOAAEPHK-
Ky CrneunanuctoB npu Bbli6Ope OMTUMabHbIX MpPOrpamMm
neyenns [44]. HoBble TepaneBTUYECKME CXeMbl ycrew-
HO pas3pabaTbiBaloTCqd NyTeM KOMOMHWPOBAHHOMO aHa-
Nn3a pesynbTaToB KIMHWYECKUX MUCCNEeAOBaHUN U AaHHbIX
KPYnHbIX pernctpos [45]. Hay4yHbI MOUCK 3KOHOMMWYECKHU
paunoHaNbHbIX METOAOB IeYEHUS U NPOPUNAKTUKM OCIOXK-
HEHWI MOXET OCYWEeCTBNATbCS Ha OCHOBaHWM aHanusa
MHAMKATOPOB MCXOAOB, 3aMUCaHHbIX B KIMHUYECKUX pPeru-
cTpax [46]. CnenyeT OTMETUTb, YTO 3HA4YMMbIM GaKTOPOM
OLEHKM MCcX0A0B U 3OOEKTUBHOCTU NevyeHus y nauueH-
TOB C MYKOBMCLMAO30M CYMUTaAETCs OonpeaeneHuve Kade-
cTBa ¥U3HU [10]. BKnwoyeHne B 6yayuiem B PoccuincKkum
PErncTp napameTpuyecKmx nokasaTesnen KayecTBa KU3HM
MOET crnoco6CTBOBaATbL NPOLLECCY ONTUMMU3aL MK MOMOLLM
60/IbHbIM. 3apy6GeXHbli ONbIT yNpaBieHUs MeAULUHCKUMU
[aHHbIMUW NONe3eH A9 pelweHns BonpocoB GopMUPOBaHUS
perucTpos B POCCUM Ha HaLMOHANbHOM W PEernoHasbHOM
YPOBHSX. B npeancnoBum K otyeTy ABCTPaiIMMCKOrO perun-
CcTpa NPOAEMOHCTPMUPOBAH NPUMEP UCMONb30BAHUS 3HAHWM
0 FEHETUYECKMX MYTaLMSX Yy NaLMEHTOB NPU NIaHUPOBaHWUMU
YUCNEHHOCTU LeNneBon nonynaumm GO0NbHbIX AN WHHOBA-
LMOHHOIO flekapcTBeHHoro obecneyeHuns [43]. B oTyeTax
no perncrpam psga 3apybexHblx CTpaH npeacTaBieHbl
[JaHHble O coLManbHOM cTaTyce MauMeHTOB, KOTOpble Yy4u-
TbiBalOTCA MNpU pa3paboTKe CcOoLManbHO-3KOHOMUYECKMX
Mep 1S Ka4eCTBEHHOIro BeAeHNS 60JIbHbIX. B 0T4eTbl MOryT
[ONOJIHUTENbHO BKIOYATLCA CBEAEHMS O KONMYECTBE AHEN,
NpoOBeAEHHbIX B KIMHWKE. Ha 3TW faHHble MOXHO onupaTh-
cs NpW NnaHMpoBaHWM GWHAHCOBBLIX 3aTpaT M CPeacTB
MEeAMLMHCKOro obecneyeHnss 60MbHbIX MYKOBWUCLMAO30M
Ha perMoHanbHOM W HauMoHanbHOM ypoBHe. C60p 1 obpa-
60TKa AaHHbIX BO BCEX PACCMOTPEHHbIX PErMCTPax Beaetcs
Ha OCHOBaHMM NOJIY4EHHOro MHGOPMUPOBAHHOIO COrflacus
nauneHTOB W PErYIMPYETCA MECTHLIMU MW MEXAYHaPOHb-
MU HOpMaM#u npaBa. BegeHune pernctpos B Poccuu perynu-
pyetcs ®eaepanbHbiM 3aKoHOM OT 27.07.2006 N2 152-03
«0 nepcoHanbHbIX JaHHbIX», PEMAaMEHTUPYIOWNM JENCTBUS,
npaBa M 0693aHHOCTM onepaTopa MepCoHasbHbIX AaHHbIX
[15]. Ona BepuduKaunn M aHanM3a faHHbIX Lenecoobpas-
HO UCNOMb30BaTh cneLmanbHOe aHaInTUYecKoe NporpamMmm-
Hoe obecneyeHune [47].

AHanu3 cBegeHun Poccuiickoro obueHaunoHanbHOro
peructpa, nposeaeHHbir C. A. KpacoBCKMM 1 coaBT., ony6/u-
KoBaHHbIV B 2014 r., noOKasan, 4To B LEe/IOM Mo CTpaHe npo-
MCXOOWUT OTCTaBaHME OCHOBHbIX KIMHUKO-GYHKLMOHANbHbIX
rnokasaTefnien OT TaKOoBbIX B perucrpax crpaH 3anaga [12].
HaKkonneHne ¥ cpaBHEHWE XapaKTepUCTMK POCCHICKOro
perncrpa ¢ 3apyberKHbIMM aHanoramu no3BonseTr obHapy-
¥WTb MPUYMHBbI NOJOGHOIO OTCTaBaHUS M ONpPeaenuTb Kpyr
Oyaywmnx 3aga4y CuUCTeMbl 3[paBooxpaHeHus. CpaBHeHWe
CBEEHMI PErnCTPOB PasMyYHbIX CTPaH HeobxoaAMmo AfA
NMOHUMaHMSA OOLLMX W YaCTHbIX TEHAEHLMN, ONpeaenstowmx
nopTpeT 60/bHOr0 MyKOBMCLMAO30M M KayecTBO OKa3bl-
BaeMbIX MEAMLMHCKUX YCNyr B OTAENbHbIX CcTpaHax [48].
B cBS3M € 3TMM NOSIBMJICA BOMPOC, KacaloWwMhcs CTaH-
JapTu3aumm napamMeTpoB M WX MOHATUK, npoueayp cbopa
CBelleHMI, a TaKKe NOBbIWEHNS KayecTBa AaHHbIX AN afeK-
BATHOIO CPaBHEHUS COAEPHKALLMXCA B perucTpax CBeaeHuNn.
Hanpumep, aHanuM3 perucTtpoB HEKOTOPbIX €BPOMENCKUX
ctpaH (benbrusa, ®paHuma, lfepmaHua, HuaepnaHabl) noka-
3an, 4To A0 10-24% naumMeHTOB, BKIIKOYEHHbIX B PErUCTPbI,



He 0TBeYaloT YCTaHOBNEHHbIM AUArHOCTUHECKUM KPUTEPUAM
MyKoBMcLMA03a [49]. 3TO BAMSAET Ha KOHEYHble pe3y/bra-
Tbl @aHann3a NEePBUYHBIX AaHHbIX U NMPUBOAUT K MONYYEHUIO
He COBCEM MpaBW/bHbLIX MOKa3aTenel CPaBHEHUS Mexay
peructpamu. Mpu cpaBHEHUM AaHHbIX PETUCTPOB TaKKe BaXK-
Ha yHUOUKaLMS NepeyHs BKIIOYEHHbIX CBeAeHuin. B nute-
paType onucaHbl MONOXWTENbHblE pe3ynbTaTbl onpeaene-
HUSi BO3MOXHOIMO MWHUMyMa CTaHAapTHbIX MapameTpos,
o6ecneynBarLMx MHOOPMATUBHOCTb perncrtpa G0MbHbIX
MyKoBUcUMAo30M [50]. Kpome ocyllecTBAEHUS Ha NpaKTUKe
npouenyp cTaHgapTU3aLmMu JaHHbIX U TEPMUHOB, YAydlleHne
®YHKLMKU PEerncTpoB MOXET OblTb LOCTUIHYTO MyTem aBTo-
MatTu3auun, 06beanHEHWS, YKPYMHEHWUS U LeHTpanu3auuu
CYLLECTBYIOWMX PErucTpoB Ha HaLMOHaNbHOM W MeXAyHa-
POAHOM YPOBHE.

3AK/TIOYEHUE

B Mupe aKTMBHO CO3[aloTCs M pa3BMBalOTCA PErncTpbl
60/1bHbIXMYKOBMCLMAO30M. KpynHenmne U3 HuxX, Takue Kak pe-
rucTpbl EBponenckoro obuectsa 60/bHbIX MYKOBWCLIM-
1030M, AMepMKaHCKoro ¢oHaa 6GOo/bHbIX MYKOBWUCLMAO-
30M, cofepxaT 06006LeHHy0 UHbopMaLuio no 60JbLo-
MYy KonuyecTBy nauueHToB. Llenn cospaHus peructpos
CXOXM BO MHOIMMX CTpaHax M HanpasfieHbl Ha pelleHue
rMaBHOM 3ajayu — ynydlleHWe KadecTBa nomouwm 60/b-
HbIM. Micnonb3oBaHWe NOMOXKMTENLHOMO OMbiTa OpraHu3a-
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Lenb nccnepoBaHms: OLEHUTb PacrnpoOCTPaHEHHOCTb MC0/b30BaHNs MOTEHUMaAbHO TEPAaTOr€HHbIX JIeKapCTBEHHbIX
cpepacets (JIC) KeHLMHaMn Ha NpOoTSXKEeHNU BCen 6epeMEHHOCTU 1 B NEPUKOHLENTyalbHOM nepuoge. Metoabl. [loUcK npo-
BOAM/ICA B 3JIEKTPOHHOM 6a3e AaHHbix Medline (PubMed) ¢ ucrnonb3o0BaHUeM KJtO4YEBbIX €/10B «pharmacoepidemiology»,
«pregnancy», «drug use», «safety», «pregnancy risk category», «fetal risk», «teratogen». B cucrematniecknii 0630p BKJIIO-
qyau pesynbrathl UCCe0BaHMN, 0ny6/IMKOBaHHbIX Ha aHITIMIMCKOM $i3biKe B rnepuno ¢ sHBapsi 2006 no gekabpb 2015 r.
Pe3ynbtartbl. [IpoaHann3npoBaHbl pe3ynabratbl 28 ucciegoBaHni. lNlokaszaHo, 4to B CLUA n KaHage posisi 6epeMeHHbIX,
NMPUHMMaBLLMX NPOTMBOMNOKa3aHHble npenapartbl (kateropus X no knaccupukaumm FDA), BapbmpoBana ot 2,4 go 5,3%
(1,1-5,0% B | TouMecTpe), a ¢ AOKa3aHHbIM pucKom (Kateropms D) — ot 5,8 go 39,6% (2,7-6,0). B eBponerickux cTpaHax
[0/ 6epeMeHHbIX, NMPUHUMaBLLMX npenapatbl Kateropuu X, BapbnpoBasia B npegenax 1,0-4,9% (0,3-3,2), npenapatbl
Kateropun D — 2,0-5,9% (1,6—3,7), B pa3BuBarLmxcsi ctpaHax — B npegenax 0,2-2,1 n 1,9-11,4% cooTBETCTBEH-
HO. Jon1sl XEeHLUMH, MPUHUMaBLUMX NOTEHLMAIbHO TepaToreHHbI npenapat B | TpumecTpe, 6blia Bbile 10 CPaBHEHUIO C
Besn4mHou nokasartessi Bo Il v Il Tpumectpax. C HacTynieHnem 6epeMeHHOCTH 10 CPaBHEHMIO C NepPUOAOM A0 3a4aTus
MCroJib30BaHUe rnpoTuBornokasdaHHbix JIC 66ICTpo yMmeHbluaeTcs. O4HaKo peayKLUmns B MPUMEHEHMM NpenapaToB C JoKa3aH-
HbIM PUCKOM MEHEE BblipaKeHa, BO3MOXHO, M3-3a 60/blUeN UX BOCTPEOOBAHHOCTH 151 IEYEHNS] XPOHNYECKMX COCTOSTHNN.
Ha ocHoBaHMK Mosiy4eHHbIX CBEAEHUH CHOPMMPOBaH PEKOMEHAATE/IbHbIN MepedYeHb NoTeHUnaabHo TepaTtoreHHbix JIC.
3akntoyeHune. Ony61mMKoBaHHbIE AaHHbIE NOATBEPIKAAIOT pas3nyus B METOAax UCCIeA0BaHMs, 3aTPYAHSAIOWME CpaBHEHNE
oLeHKn ucnonb3oBaHus JIC Bo Bpemsi 6epeMeHHOCTH. PyHaamMeHTabHOU npo61eMoi ocTaeTcs HeoCTaTOYHOCTb MU
OTCYTCTBME [JOCTYNHON MHPOpMaLumM o peTasibHoN 6e3onacHocTH JIC, 4acTo MCNob3yeMbliX npu 6epeMeHHOCTH.
KnryeBble cnoBa: ¢papmakoanuaemmosnorms, 6epemMeHHOCTb, J1I€KapCTBEHHbIE cpejcTBa, TepaToreH, 6e30MnacHoCTb,
cucTemMaTM4eckmin o63op.

(Ansa umtupoBaHus: Pewetbko 0.B., Jlyuesuy K.A., CannHa N.N. dapmakonornyeckas 6€30nacHOCTb Npu 6epeMeHHOCTH:
cUcTeMaTU4ecKnin 0630p NPUMEHEHUS NOTEHLMUANIbHO TePATOreHHbIX JIEKapPCTBEHHbIX CPEeACTB. lleguaTpuyecKkas papma-
Kosorus. 2017; 14 (2): 127-141. doi: 10.15690/pf.v14i2.1727)

OBOCHOBAHME

Mcnonb3oBaHue nekapcTBeHHbIX cpeacts (J1C) Bo Bpe-
M$l 6EPEMEHHOCTU C OLLEHKOM UX TEPATOrEHHOCTH OCTaeTcs
ManouccneaoBaHHOM 06/acTbio KIMHMYECKON dapMaKo-
normn [1-3]. NCcTOpUYECKM CNOXKMNOCb, 4YTO B OCHOBE
npu3HaHua MHorux JIC TepatoreHamu NeXUT KoHLenuus
«MOAEeNnv NPOHWLATENbHOro Bpayva-KAMHUMLUMCTa» C onpe-
JeneHWeM accoLMaTMBHOW CBA3M MEXAy CrnopaguyHbiM
COOBbITUEM Y BHYTPUYTPOBHOIO pebeHKa 1 SKCTpaopanHap-
HbIM BO3JENCTBMEM BELLECTBA M3 OKpPYXKatolen cpeabl
[4]. B nocTperucTpaumnoHHbi Nepmos B pamKax pyTUHHOIo
dapmaKoHag3opa TpebyeTca B cpeaHeM 27 neT npucyT-
ctBua JIC Ha dapMaLeBTUYECKOM pbIHKE, YTOObI aeKkBaT-
Hble AaHHble ero 6e30MacHOCTM MO3BOAUAW OMpeaennTb
KaTeropuio pucka npu 6epemeHHocTu. 1o 3Ton npuymHe
K 2010 r. KaTteropmsa pucka 6bina U3MeHeHa TONbKO Ans
23 npenapatoB (5%) M3 4yncna oA06pPEHHBIX ANS UCMOJb-
30BaHug B CLUA ¢ 1980 no 2000 r. [5, 6].

MaeHTndunKaums noarpynn 6epeMeHHbIX ¢ Bo3pacTalo-
LWMM YPOBHEM MCMONb30BaHUS NpenapaToB C TepaToreH-
HbIM MOTEHLMANOM Nofie3Ha C LEeNblo YMEHbLUEHUS KCMo-

3ULMK MaTepU cpefcTBamM, KOTOpblE MOryT HeobpaTuMo
MoAMdUUMPOBaTL pasBUTUE, CTPYKTYPY MAKM GYHKLMKU pas-
BWBaloLerocs aM6puoHa nnn nnofa, Bol3blBas B pesy/bra-
Te CaMOMpPOMU3BOJIbHbLIM abopT, NPEeXAEBPEMEHHbLIE POAbI,
YMCTBEHHbIE U PU3MYECKNE HeloCTaTKM y mnageHua [7, 8].
MN3-3a He3annaHWpoBaHHbIX 6epeEMEHHOCTEN, [0S KOTOPbIX
MOXeT npeBbllwaTh 40% [9], OT KeHLWMH TpebyeTcss OCTOPOXK-
HOCTb B NpuUMeHeHun JIC He TONbKO B Nepuoj recraluu, HO
W B Te4eHMe BCEro pPenpoiyKTMBHOIo Bo3pacra.

B nutepaType 4alle Bcero uenbio nyéavkauum o Tepa-
ToreHHoctn JIC aBnsetca npepoctaBfieHMe MNONHOLLEHHON
MHbOPMaLMK KaK O KaKOM-TO OLHOM npenaparTe, TaKk u dap-
MaKoTepanesTudeckon rpynne [10]. [pyron Tun ny6nuka-
UM — 3KCMNepTHble 0630pHbIE PabOoThbl, B KOTOPbIX cobpaHa
MHbOPMaLMA U3 Pas3NUYHbIX UCTOYHMKOB M NPUBOAATCS CMK-
CKM npenapaToB C TepaTOreHHbIM MoTeHLManoM npu Tepa-
neBTUYECKMX Jo3axy vyenoseKka [11-13]. HakoHew, B He60/1b-
LLIOM Yucne paboT npeacTaBneHbl pe3ysTaThl UCCrefoBaHum
nonynauMu, NOABEPKEHHOM 3KCMNO3ULUKM MOTEHLMANBHO
TepaToreHHbIMK Mpenapartamu, C OLEHKOW ambpuodeTanb-
HOro pucka [14-16].



dapmMaKkoaNngemMmonormyeckme ncecnegoBaHns no3Bons-
0T naeHTMduumposatb JIC, 4acto UCNoNb3yeMble B Havaslb-
HblM nepuos 6epeMeHHOCTW, AN KOTOPbIX HaCTOSATENbHO
TpebyeTcs uccneaoBaTtb MX PUCK U 6e3onacHocTb [17]. B To
e BpeMs cnefyeT NposiBAATb OCTOPOXKHOCTb MpW aHanuse
M MHTEpNpeTaumMmM 06CepBaLMOHHbBIX JaHHbIX, B peaynbrate
KOTOPbIX LWMPOKO mcnonbdyemble JIC MoryT 6biTb OWMOOYHO
MapKMpOBaHbl Kak TepaTtoreHbl [18]. HeMHoroyuncneHHble
anngemuonornyeckne uccnegosaHua B CLUA u cTpaHax
EBponbl, ony6anKkoBaHHble B nepsBow nonoBuHe 2000-x rT.,
3acTaBuIn 06paTUTb BHUMAHWE Ha Ha3HavYeHne 6epeMeHHbIM
nauneHTKam aBHO onacHbix JIC [19-26]. BaxkHbiM cTano cBu-
[eTenbCTBO, YTO MX UCNOSIb30BaHME BO Bpems 6EpEMEHHOCTH
MOXET PacnpoCTPaHATbCA 3a Npeaesbl NPEKOHLENTYanbHOro
nepvoaa [25, 27]. BbiBoAbl ABYX MMEIOLLMXCA CUCTEMATUYE-
CKMX 0630pOB, YKasblBasi Ha LWWMPOKO pacnpocTpaHeHHoe
npumeHenne JIC 6epeMeHHbIMU KEeHLWUHaMK, NOATBEPKAAOT
He06X0AMMOCTb NOCTMAaPKETUHIOBOM OLEHKMW MX aHTeHaTaslb-
Horo npodwns Nonb3a/pucK, 1, B NeEpPBYIO o4epeab, npenapa-
TOB, KOTOpPbIE Yallle BCEero UCnosb3yloTcs B MEPUOS rectauum
/UM NOKa XapaKTepu3YITCH HEeYCTaHOBMIEHHbIM PUCKOM
NSl BHYTPUYTPOGHOro pebeHka [28—-30]. BmecTe ¢ Tem oTcyT-
CTBYET CUCTEMATUYECKNUI aHann3 onyb/IMKOBaHHbIX B Nocnes-
HWe rofbl MCCNeaoBaHWM MPUMEHEHUS MPEeUMYLLECTBEHHO
noTeHuManbHO TepaToreHHblx JIC B nepuoa nepea 3avatvem
M Ha paHHewn cTagun 6epeMeHHOCTU. TaKon aHanmM3 NoMoXeT
NyyLle NOHATb 9BOSIOLMIO COBPEMEHHBIX PapMaKoannaemmno-
NOMMYECKUX UCCNEA0BaHUIN KaK MHCTPYMEHTa paLMOHanbHOM
dapmaKkoTepanun 1 MMHUMU3ALMKU NEepPUHaTaANbHOrO pUCKa
B aKyLLEePCKOMN MpaKTuKe.

Llenb uccnepoBaHMA: OLEHWUTb PacnpOCTPaAHEHHOCTb
MCNoNb30BaHMA NOTEHLMANBbHO TepaToreHHblX JIC KeHWwmnHa-
MU BO BpeMsi Bcel 6epeMeHHOCTH U B NEPUKOHLENTYaNbHOM
nepuoge.

METOAbI

Hactosiuee vccnegoBaHue 6bi10 NPOBEAEHO COMNacHoO
pekomeHdauuam lepevHs nNpegnovyTUTENbHON OTYETHOCTU
NS cucTemMaTMyecKkmnx 0630poB M MeTaaHann3oB (Preferred

Reporting Items for Systematic Reviews and Meta-analyses,
PRISMA) [31]. HekoTopble pe3ynbTaTbl JaHHOro cucTemMaTty-
yecKoro o63opa 6bi1M NpeacTaBneHbl paHee [29, 30].

Kputepum npuemnemocTtu
Kputepusmun npuemnemoctn ans UccnefoBaHum, BKIO-

YyaeMbIx B 0630p, OblM cneaytoLme:

° ucnonb3oBaHue JIC B nepuog nepes 3a4atmem u/vmnm Ha
paHHeW cTaann 6epeMeHHOCTH;

° KnaccuduKkaums ucnonbsyemblx JIC no crenexHu TepaTto-
NIOFMYECKOro pUCKa;

® un3yyeHne HaKTOPOB W YCNOBUM NPUMEHEHUST GepeMeH-
HbIMK JIC ¢ amb6puodeTanbHbIM PUCKOM.

UCTOYHUKU HHDOpPMAL UK, MOUCK

U OTOGOpP uccnepoBaHum

Monck ony6anMKOBaHHbIX JaHHbIX MPOBOAMICSH OAHUM U3
aBTopoB 0630pa (K.A. JlyLieB1Y) B aN1EKTPOHHOM 6a3€e AaHHbIX
Medline (PubMed) ana nepuroaa ¢ sHBaps 2006 no gekabpb
2015 r. Mcnonb3oBanuch KtoyeBble cnoBa «pharmacoepide-
miology», «pregnancy», «drug use», «safety», «pregnancy risk
category», «fetal risk», «teratogenn».

OueHKa NpUeMNEMOCTU aHMOA3bIYHBIX OPUrMHANbHbBIX
MCTOYHMKOB OCYyLEeCTBAANacCb He3aBUCMMO [ABYMS aBTO-
pamu o63opa (K.A. NyueBuny, U.N. CaHnHa) B Tpu 3Tana:
NPOCMOTP 3aron0BKOB, aHHOTAUMW WM MNOMHOTEKCTOBLIX
cTaten. PasHornacus pelanucb Ha OCHOBE KOHCeHcyca.
Bubnuorpaduyeckne cCCblIKM B BbISBIEHHbIX NMy6JMKaLMUAX
MCNONb30Banu 4N 4ONONHUTENIbHOrO NOUCKa UCCNeaoBaHmm
(BbinonHeH WU.U. CaHWHOM), OTBeYaloWMUX KPUTEPUSM MNPK-
€MNeMOCTH.

Mpouecc c6opa faHHbIX, €AUHULIbI aHaNIn3a

W PUCK NPEeAB3ATOCTU UCCNIeAOBaHUI

OaHMM 13 aBTOpOB 0630pa (M.N. CaHWHa) 6blnn 3Bneye-
Hbl HEO6X0AMMbIE JaHHbIE U3 BKIOYEHHbIX B 0630p UCCeno-
BaHuI. [pyrne aBTopbl (0.B. PeweTtbko, K.A. JlyueBuy) npo-
BEPSANM NONyYeHHy0 MHbOPMaLMIO, pasHornacus pellanmcb
nyTeM 06CYKAEHUS CMOPHbIX BOMPOCOB.
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Pharmacological Safety in Pregnancy: A Systematic Review
On the Use of Potentially Teratogenic Drugs

Objective: To assess the prevalence of potentially teratogenic drug utilization by pregnant women: overall and in the periconceptional
period. Methods: The electronic database PubMed/Medline was searched for the following keywords: «pharmacoepidemiology»,
«pregnancy», «drug use», «safety», «pregnancy risk category», «fetal risk», «teratogen». The systematic analysis included 28 studies
published in English from January 2006 to 23 December 2015. Results. The review shows that the study designs and the choices for
data analysis and presentation of results differ largely across published studies. In the USA and Canada, measured rates of maternal
use of contraindicated drugs (FDA category X) during pregnancy ranged from 2.4% to 5.3% (1.1-5.0% in the first trimester).The use
of drugs with positive evidence of risk (FDA category D) ranged from 5.8% to 39.6% (2.7—6.0%). In European countries, proportions of
women using drugs of risk categories X and D ranged from 1.0% to 4.9% (0.31-3.2%) and from 2.0% to 5.9% (1.6—3.7%), respectively.
In developing countries, respective proportions of women ranged within 0.2-2.1% and 1.9-11.4%. In early pregnancy (the first tri-
mester), the proportion of women taking potentially teratogenic drugs was high if compared with the second and third trimesters. The
use of contraindicated drugs during pregnancy fastly decreases compared with the period before conception. Although the reduction
of use of drugs with positive evidence of risk is less marked, possibly, with relation of their efficacy for the treatment of chronic con-
ditions. On the base of analyzed studies, the reference list of potentially teratogenic drugs was formed. Conclusion. The results of
published literature confirm differences in study methods that make it difficult to compare the application of potentially teratogenic
drugs in pregnancy. The fundamental challenge remains an insufficiency or lack of available information on the evidence of risk to

fetus cuased by the drugs that are most widely used in pregnancy.
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B nepByto o4epeab Oblla CyMMUpOBaHa AeTaib-
Has WHbOpMauUMA MO METOLONOMMU BCEX BKIOYEHHbIX
B 0630p MccnefoBaHui, BKIOYas OTOOP MaLMeHTOB, CTPYK-
Typy (AM3arH) uccnenoBaHWn, UaeHTUOUKaLMIO U XapaK-
TEPUCTUKY BGepeMeHHOoCTen (MeCcTo, BpemMs U UCXOL4 POLOB,
YACNO POAOB B MPOLIOM), TUM MCTOYHWMKA AaAHHbIX, Knac-
cuduKkaumnio dapmakoTepaneBTUYECKUX TPYNn COrnacHo
NpuHATON BcemunpHOM opraHu3daumen 34paBOOXPaHEHUs
AHaToMuMyecKon, TepaneBTUYECKOW M XuMUYyecKon (ATX)
KnaccudbuKaLMoHHOM cuctemMe [32], KaTeropuun notTeHumanb-
HbIX deTanbHbIx puckoB JIC [33-35].

Cuctembl Knaccudukauumn JIC no creneHn ambépuode-
TaNbHOrO pUCKa, UMeloLWMne OTHOWEHUEe K ux 6e3onacHoMy
NPUMEHEHMNIO, OCHOBAHbl Ha AAHHbIX KIMHUYECKUX MCCne-
[OBaHWIM U OMbITOB Ha XXWBOTHbIX (Tabn. 1) [7, 36]. B Hawem
0630pe JIC paccmaTpuBatoTcs TepaToOreHHbIMK, Koraa cylue-

CTBYET NOATBEPKAEHHbIV PeTanbHbIM PUCK Y Yenoseka. Cioaa
MOryT BXOAMTb Mpenapatbl Kateroput D M X no Knaccu-
duKaumnn YnpasneHus No caHUTapHOMY HaA30py 3a Kade-
CTBOM MULLEBBIX NPOAYKTOB M MeanKameHToB (Food and Drug
Administration, FDA, CLUA) nnu ABCTpanMMCKOro KomuTeTa
Nno OLEeHKe NneKapCTBeHHbIx npenapatoB (Australian Drug
Evaluation Committee, ADEC, ABcTpanusl) u Kateropuu D
no Knaccuobukaumm LLBeackoro KaTanora paspelleHHblX
npenapatoB (Swedish Catalogue of Approved Drugs, FASS,
Weeuyus) [33-35, 37]. Eule oaHUM MCTOYHMKOM MHDOPMa-
umm 06 ambprodeTtanbHoM pucke JIC B CLLUA MOXKET CnyKuTb
6a3a AaHHbIX «KaTanor TepaToreHHblX BewecTB U MHbOop-
MaLMOHHas cucTeMa O TepaTOreHHbIX CBOMCTBaX BeLecTB
LWenapga» (Teratogen Information System, TERIS, CLLUA) [38].
B 10 BpeMs Kak knaccudukaumsa FDA npuHMmaeT B pacyet
BO3MOMHYIO MONb3y M pUCK dapmakoTepanuv BO Bpems

Ta6nuua 1. OnpeneneHne Kateropui NoTeHLMaNbHOro pUcKa 1eKapCcTBEHHbIX CPEeACTB corflacHo Knaccuodukaumnsm FDA (CLUA),

FASS (WWBeuusi) 1 ADEC (ABcTpanus) [7, 36]

Table 1. Determination of the categories of medicines of potential risk according to the classifications of the FDA (USA), FASS (Sweden)

and ADEC (Australia)

KaTteropusa
pUCKa

FDA

FASS

ADEC

A B Haanexaumx M XOpowWo KOH-
TPONIMPYEMbBIX WCCNEefoBaHuUAX Y
6€PEMEHHbIX EHLIMH HE BbIAB-
JIEHO pucKa 414 nnoaa B | Tpume-
cTpe (M HET AoKas3aTeNbCTB pUCKa
B IPYrvX TPUMecTpax)

J1C, Npu NpUMEHEeHUN KOTOPbIX NPeanooKUTENb-
HO 6GONbWWM KONMMYECTBOM OEpPEMEHHbIX U XKeH-
WMH AeTopojHOro BO3pacta He Habnwjanocb
HapylWeHWUn penpoayKLunn: HanpumMep, NoBbILLEH-
HOWM 4acTOTbl BPOXAEHHbIX aHOManun Unu Apyrux
NPSMbIX UM KOCBEHHbIX 3bdEKTOB Ha NoA

J1C, npy NPUMEHEHNN KOTOPbIX 60/b-
LIMM YUCSIOM 6EPEMEHHbBIX U KEHLLUH
[eTopoAHOro Bo3pacTa He Habntoa-
/10Cb YBESIMYEHNUS HACTOTbl BPOXKAEH-
HbIX @aHOManu UNn Apyrux npsmbix
WM KOCBEHHbIX BpeAHblX ahdeKToB
Ha nnog

B N3yyeHne  penpoayKuuMM  Ha
YXMBOTHbIX HE BbIIBUIO PUCKa
Ons nnofa, a KOHTpo/nupyemble
uccnepoBaHua y  6epemen-
HbIX YXEHLMWH He MNPOBOAMIIOCH,
WU HexenaTenbHble 3dpdeKTbl
(MOMUMO  CHWXKEHUs  depTunb-
HOCTHM) ObINK MOKa3aHbl B 3KC-
nepuMeHTax Ha YXMBOTHbIX, HO UX
pesynbTaTthl He NOATBEPAUINCH B
KOHTPONIMPYEMBIX WUCCNefOoBaHU-
AX Y XeHLWMKH B | TpumecTpe 6epe-
MEHHOCTH (M HeT JoKa3aTeNbCTB
pUCKa B Apyrux TpumecTpax)

JIC, KoTopble MNpPeAnoNOXKUTENbHO MNPUHUMANOo
OrpaHM4yeHHOe KONMYeCcTBO GepeMEHHbIX U XeH-
WMH AEeTOpOAHOro BO3pacTa, MpU MPUMEHEHWUU
KOTOPbIX Ha HACTOALWWA MOMEHT He BbIBAEHO
KaKuX-MM60 HapyweHUn penpoayKuuu: Hanpu-
Mep, NOBbILWEHHOW YacTOTbl BPOXK/AEHHbIX aHOMa-
JIUA UK BPYTUX NPSIMbIX MW KOCBEHHbIX BPEAHbIX
adpdeKToB Ha nnog.

B1: n3yyeHne TOKCUMYHOCTU He BbIBUIO MOBbI-
LEHHOM 4YacTOTbl NOBPEXAEHUS NaoAa Unu Apyrux
oTpuLaTenbHbix 3GHEKTOB Ha penpoayKLMio.

B2: vccnenoBaHus penpofyKUMKU Ha XKUBOTHbIX
HeajeKBaTHbl UM HEAOCTATOUHbI, HO UMeloLLnecs
[laHHble He YKa3blBaloT Ha MOBbILEHHYIO 4acToTy
NOBPEXAEHWUI NNoja Unun Apyrue oTpulartesibHble
3bdeKTbl Ha penpoayKLmio.

B3: nccnepoBaHua penpoayKLMU Ha KUBOTHbIX
BbIIBU/IW MOBbIWEHHYIO 4acTOTy MNOBPEXAEHWUM
niaoga wnu apyrue otpuuatenbHble addeKTbl Ha
penpoayKumto, 3Ha4eHne KOTopbIX ANA YenoBeKa
0CTaeTCs HEACHbIM

J1IC, npu NpUMEHEeHUNU KOTOPbIX orpa-
HWYEHHbIM KOMMYECTBOM 6GepemMeH-
HbIX M XEHLLMH AeTOPOAHOro BO3pac-
Ta He OblI0 BbLISB/IEHO MNOBbLILEHWS
4acToTbl BPOXAEHHbIX aHOMannn Unu
LAPYrUX MPSIMbIX UM KOCBEHHbIX Bpes-
HbIX 3bdEKTOB Ha nnoa.

B1: B nccnefoBaHUAX Ha XXUBOTHbIX HE
nosly4eHbl JoKa3aTeIbCTBa NOBbILLEH-
HOW YacTOTbl NOBPEXAEHMI Nnoaa.
B2: nccnepoBaHMs Ha KUBOTHBIX,
BO3MOXHO, HEaAeKBaTHbI UK Hefo-
CTaTOYHbl, OfHaKO  WMelowmecs
flaHHble He npejocTaBNfAlT AOKa-
3aTeNbCTB  MOBBIWEHHONW 4acTOThl
noBpeXaeHu nnoaa.

B3: B uccnepoBaHuax Ha UBOTHbIX
nonyyeHbl [JOKa3aTenbCTBa MOBbI-
LEeHHOW YacTOTbl MOBPEXAEHUN N1O-
fla, OAHaKO UX 3Ha4YeHue 419 Yenose-
Ka HesiCHO

C M3yyeHne  penpoaykuun  Ha
XMBOTHbIX BbISBWIO Hebnaro-
npuaTHOE JencTBMe Ha nnog;
afeKBaTHbIX U CTPOr0 KOHTPOU-
pyembIx uccrnegoBaHumn y bGepe-
MEHHbIX EHWMWH He NPOBOAM-
N10Cb, OAHaKO MoTeHUManbHas
nonb3a JIC ana 6GepeMeHHowm
MOXET onpaBjaTb €ro Mcnosib-
30BaHue

J1C, KoTOopble B CBS3M C UX HapMaKonorMyecKkumm
addeKkTamu, He Byayym HeNOCPEeACTBEHHO TepaTo-
rEHHbIMK, BbI3blBaNM HapyWeHUs PenpoiyKuuu,
KOTOpble YpeBaThl PUCKOM ANA Naoja UanM MoryT
6bITb 3aN0403PEHDLI B TepaToreHHoMm addekTe. K
3TOM rpynne oTHocaT JIC, KoTopble B 3KCNepUMEH-
TaNbHbIX UCCNELOBAHUAX Ha XMBOTHbBIX NPUBOAM-
SN K NOBbIWEHHON YacToTe MOBPEXAEHWI nnoja
WY APYTUM HapyLWEHUSM PeNnpPOaYKLMKY, 3HaYeHne
KOTOPbIX AN19 YeN0BEKA HEACHO

J1C, KoTOpble HaHoCKNK Bpea nnoay
WY HOBOPOXAEHHOMY, HE Bbi3biBas
aHoManuu, unaM mMoryT 6biTb 3arno-
[03peHbl B NogobHoM addeKTe Ha
OCHOBaHUKU MX hapMaKoNormyecKmx
CcBOMCTB. 3TM 3abdeKTbl MOryT 6bITh
o6paTUMbIMK

D MmMetoTcs foKa3aTenbCTBa pUcka
ONA nnoja YenoBeKa, OAHaKo
nosib3a NPUMeHeHUs y 6epemeH-
HbIX KEHLMH MOXET npeBbllaTh
PUCK: Hanpumep, ecnun npenapar
HEeo6X0AUM B YrpoXKatolen Kus-
HU CUTyaLMU WAU AN NeyveHus
TAXenoro 3aboneBaHus, npu
KoTopoM Gonee 6Ge3onacHble
NekapctBa HeapdEeKTUBHbI UK
He MOryT 6bITb UCNONb30BaHbI

JIC, Nnpu NpUMEHEHUN KOTOPbIX aHOManuu nnoja
y YenoBeka unu apyrue HeobpaTvMble MOBPEX-
[eHua Habnoganucb C MOBbILWEHHOMW YacTOTOW,
WUNW KoTopble MOryT 6blTb 3anoA03peHbl B 3TOM
Ha OCHOBAHWW U3YYEHUS TOKCUMYECKUX IDPEKTOB
Ha penpoayKkuuio. ta Kateropus Brkoyaet JIC ¢
nepBUYHBIMU TepaToreHHbIMKU adpdeKTamu, a Tak-
we JIC, dapmakonoruyeckne apodeKTbl KOTOPbIX
MOFYT NPSAMO UKW KOCBEHHO OKa3blBaTb BPeaHbIN
addeKT Ha nnog

JIC, npy NPUMEHEHMU KOTOPbIX aHO-
Manuu naoja y 4yenoBeKa WU apy-
rme HeobpatTUMbie MNOBPENKAEHMS
Hab6MAaNMCh C NOBbILLEHHOW YacTo-
Ton. 3Tn JIC TakKe MoryT obnaaatb
He6naronpusaTHbIMKU  hapmMaKonoru-
YyecKnmu addeKTamm

Y
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Ta6auua 1. OnpegeneHne Kateropui NOTEHLMANbHOrO PUCKa NIEKapPCTBEHHbIX CPeACTB cornacHo kKnaccuodukaumnam FDA (CLLA),

FASS (WWBeuus) u ADEC (ABcTpanus) [7, 36] (OKoHYaHue)

Ha NofaX BbISBUAM HapylleHus
pa3BuTHSA Naoja U/Unu umetoTcs
JOKasaTeNbCcTBa puUCKa Ans nio-
[la, OCHOBaHHble Ha onbiTe Npu-
MEeHeHUs npenapata y Jofew.
PUCK npuMeHeHus y 6epemeH-
HbIX MPEBbIAET N06YI0 BO3MOX-
HYI0 MNONb3y

Kareropus FDA FASS ADEC
pUCKa
X MccnegoBaHUs Ha KUMBOTHbIX UK | He npumeHsieTcs J1C, npYMeHeHUe KOTOPbIX COMpPsixKe-

HO C TaKMM BbICOKMM PUCKOM HaHe-
ceHus Heo6pPaTUMOro NoBpPEKAEeHUs
naofy, ¥ KOTOpble HAKOTAa He AOJK-
Hbl MPUMEHATLCS NpU 6epeMeHHo-
CTW WK B C/lyyae, Koraa cyulectsyet
BEPOATHOCTb 6EPEMEHHOCTH

lNpumevaHue. 3peckb 1 B Tabn. 2, 3: FDA (o1 US Food and Drug Administration) — YnpaBneHue no caHMTapHOMY HaA30py 3a Ka4eCcTBOM nuLle-
BbIX MPOAYKTOB M MeanKameHToB, FASS (o1 Swedish Catalogue of Approved Drugs) — LBeacKui KaTanor pa3pelleHHbix npenapaTos, ADEC (ot
Australian Drug Evaluation Committee) — ABCTpanninCKuUit KOMUTET MO OLIEHKE NeKapCTBEHHbIX NpenapaTos, JIC — fekapcTBEHHOE CpeaCcTBO.

Note. Here and in Table. 2, 3: FDA — the US Food and Drug Administration, FASS — Swedish Catalog of Approved Drugs, ADEC — Australian

Drug Evaluation Committee, JIC — drug, medication.

6epeMEHHOCTH M He NpeiHa3HavYeHa /15 OLEHKU TepaToreH-
HOro pucCKa npenapara (XoTs YacTo MCMofib3yeTcs AN 3TOM
uenn B KIMHWYECKOW MNpaKTWKe), penTuHr pucka B TERIS
YKa3blBa€ET TO/IbKO Ha TepaToreHHbIv noteHuman J1C [38, 39].

PesynbTraThl nccnegoBaHui 6blv NPeACTaBieHbl B BUae
nonu (%) NnauneHToK/HaMBMayanbHbIXx 6epeMeHHOoCTeN, Nod-
BEpruwmxcs B ndydyaembl nepuop sosgencrteuio J1C ¢ Tepa-
TOF€HHbIM MOTEHLUMANOM, W/uUnn abCoNOTHOrO WAM OTHO-
CWUTENbHOIO KOMIMYeCcTBa MOTEHLMaNbHO TepaToreHHbix J1C,
Ha3Ha4YeHHbIX BO BpeMs 6epeMEHHOCTH.

PE3YJIbTATHI

OT160p UccnepoBaHUM

Mo TemMe 0630pa 6b110 06HapyKeHo 3837 onybnnKoBaH-
HbIX MICTOYHMKOB. [oce NpocMoTpa 3aro/IoBKOB M aHHOTaLIMI
ONS AanbHeNWen oUueHKKU 6binr 0To6paHbl 126 ctaten, U3 HUX
B 0630pe npoaHanM3anpoBaHbl pe3ysbTaTtbl 28 nccnegoBaHunim
(puc.). Moyt 2/3 nccnefoBaHM GblNM BbIMOMHEHbI B pas-
BUTbIX CTpaHax: B ceBepoamepuKaHckmx — 25% (3 na CLUA
n 4 n3 KaHagbl), eBponenckmx — 36% (3 u3 HugepnaHaos,

Puc. Mpouecc ot6opa nuccnegosaHum
Fig. The process of study selection

no 2 un3 Benukobputanmm v UpnaHgum v No OJHOMY M3
dpaHumm, PuHngHAMK 1 Utanmm) n ogHoO n3 ABCTpanun —
4%. OcTtanbHble uccnepoBaHua (10; 36%) 6blnn NpoBeAeHbI
B pasBuBalolmMXCa CTpaHax. MccnenoBaHUs BbINONHANUCH
B nepuog mexay 1991 v 2014 r., nepuop nybnukauuu
JaHHbIXx — 2006-2015 rr., pedynbratel 12 nccnegoBaHuim
Obl11 ONY6/IMKOBaHbI B nocneaHue natb net (2011-2015 rr.)
[14-16, 40-64].

B uccnegoBaHUAX, BKOYEHHbIX B CUCTEMATUYECKUI
0630p, MCMNONb30BaNn pasHble NOAXoAbl K c60py AaHHbIX 06
ncnonb3oBaHuun JIC npu 6epeMeHHOCTU. B mx yncne nony-
yeHne MHbOpMauuM M3 UCTopuin GonesHen (B 2 uccnepo-
BaHUAX; 7%) [44, 52], nHTepsbto (4; 14%) [43, 45, 59, 61],
3anofnHeHne aHkeT (2; 7%) [46, 60] niM KoOMOGUHaLMUK ITUX
noaxoaos (4; 14%) [51, 55, 58, 62]. BmecTte ¢ TeM 3Ha4u-
TeNbHOE KOJIMYECTBO [JaHHbIX OTHOCUTENIbHO UCMONb30BaHUA
J1C BO Bpems 6epeMeHHOCTH 6bINI0 NONYy4eHO 13 6a3 AaHHbIX,
BEAYLWMXCA C aAMWHUCTPATUBHLIMU, KOMMEPYECKUMU WU
KNMHUYECKMMU uenamu (16; 57%) [14-16, 40-42, 47-50,
53, 54, 56, 57, 63, 64]. JononHawowme Apyr agpyra agMu-

CCbINKK, UAEHTUOULMPOBAHHbIE
nocpeacTBOM NMoucKa B 6a3e JaHHbIX
(n =3836)

CcCblINKK, M AEHTUDULMPOBAHHbIE
yepes Apyrue UCTOYHUKKU
(n=1)

v

v

Ccbinku nocne yAaneHna noBTopoB

(n=2312)
OTOGpaHHbIE CCbITKK MCKNOYEeHHbIe CChIKK
(n=2312) (n=2186)
[oNHOTEKCTOBLIE CTaTbM,
[oNHOTEKCTOBbIE CTaTbK
(n =126) > UCKJIOYEHHbIE U3 aHanuaa
(n =98)*

v

MccnepoBaHus, BKAOYEHHbIE B 0630p
(n=28)

lMprmeyaHue. * — NPUYMHBI UCKNIOYEHUS cTaTel (MccnefoBaHnin) M3 063opa: 63 — ownboyHas Tema, 8 — Nonynauua HeGepeMeHHbIX KeHLWKH, 5 — eanHuua
aHanu3a npejcTaBieHa KoNMYeCcTBOM BU3UTOB, 13 — He yKa3aH cneunduyecKkuii nepuoa rectaumn, 9 — nccnefoBaH1s pacTuTeNbHbIX NeKapCTBEHHbIX CPEACTB.

Note. * — reasons for excluding articles (studies) from the review: 63 — erroneous topic, 8 — population of non-pregnant women, 5 — unit of analysis represented
by the number of visits, 13 — no specific gestation period, 9 — studies of herbal medicines.



HUCTPATUBHbIE 6a3bl JaHHbIX COCTABMAN TPETbIO YacTb BCEX
WUCTOYHMKOB MHbopmaumm (10; 36%) [14, 16, 47-50, 53,
54, 56, 64]. Haubonee 4acTbiM UCTOYHUKOM WHbOPMaLMK
0 Ha3Ha4yeHuun J1IC 6epemeHHbIM Obln 6a3bl AaHHbIX 06palle-
HWI B aNTeKy, KOTOPble YacTo BK/OYAIN TONIbKO MeAMKaMeH-
Tbl, NOANEXKALLME CTPAx0BOMY Bo3mellleHu o [14-16, 42, 47,
50, 53, 56, 57, 63, 64].

XapakTtepucTUKa uccnegoBaHum

M3y4yeHne NnpuMeHeHns NoTeHLManbHoO TepaToreHHbix J1C
OblN10 NepBooYepeaHOM Lenbio 19 (68%) nccnegoBaHui [15,
16, 40-42, 45, 48-50, 52-57, 59, 61, 62, 64]. B HekoTO-
pbiX Ny6nuMKauusax, Bblgenss npenapatbl ¢ NOTEHUManbHbIM
am6puodeTanbHbiM PUCKOM, paccMaTpmMBain UX MCNoJb30-
BaHWe MPenMyLEeCTBEHHO B MEPUKOHLENTYaNbHbIM Nepuos,
BK/IOYAIOWMI NPEeKoHLEeNTyanbHbIM 1 | TpUMeCTp rectaumm
[14-16, 41, 45, 47, 54, 57, 58, 60, 64] uan TonbKo | Tpu-
mecTp [40, 42, 43, 53, 55, 61], a TaKkKe B Apyrue TpUMMeCTpbI
n/unu B TedyeHne Bcen 6epemeHHocTu [14-16, 40, 42-44,
46-54, 56, 58-60, 62-64]. B ogHon M3 paboOT OCHOB-
HOW Lenblo CTano M3y4YeHMe MaTEPUHCKUX XapaKTEePUCTUK,
CBSAI3@HHbIX C MPUMEHEHWEM MNOTEHUMaNbHO TepaToreHHbIX
JN1C [49]. 3T0T e BOMPOC Hapsily CO 3HAHUEM XKEHLMHAMMU
ocobeHHocTen npuema JIC Bo BpeMsi 6epeMeHHOCTN 06CYXK-
nancsa v B psae apyrux nyénukauun [14, 40, 43, 55, 59, 62,
64]. MNpun 3TOM TONIbKO B Tpex paboTax coob6LLanoch 0 ciyyasx
Hanbonee pacnpocTpaHeHHbIX BPOX/AEHHbIX aHoManui [50,
52, 56].

B ny6nunKauusix, BKIIOYEHHbIX B CUCTEMATUYECKNA 0630p,
B Ka4yecTBe efuHMUbl (Mepbl) aHanu3a ucnonb3oBaHus JIC
6blna nNMb6o mHAMBMAyanbHas 6epemeHHocTb [14-16, 40,
41, 47-49, 55, 56, 60, 61, 63, 64], NM60 Ha3Ha4Y€HHble
npenapatbl [43, 52]. OgHaKo B psiie UccneaoBaHWUin MOrau
ObITb NpeacTaBneHbl 06a BapuaHTa [42, 44-46, 50, 51, 53,
54,57-59, 62].

PUCK npeaAB3ATOCTU BHYTPU UCCNIEAOBaHUN

OT60p NauUMEHTOK 6bin NMG0 M3 Yucna NoANerallux
cTpaxoBon 3awmute (5 uccnepoBanui; 18%) [40, 50, 53,
57, 64], nn60 n3 ynucna 6epemMeHHbIX U3 OJHON CTpaHbl (3;
11%) [16, 41, 56] unn npoxkmBatowmnx B ogHoMm (17; 61%)
[14, 15, 42-45, 47-49, 51, 52, 54, 55, 58, 59, 62, 63]
WM HECKOJNbKMX pernoHax ctpaHbl (2; 7%) [46, 60]. B ogHon
M3 paboT npeacTaBneH aHanuM3 Kak MeXpermoHanbHoro,
Tak U HauuoHanbHOro Habopa naumeHToK (4%) [61]. YTto
KacaeTcsl MHOrOLLEHTPOBbIX UCCNeA0BaHUI, NPOBOAUMbIX Ha
6a3€e HECKONbKMX BONbHULL N KITIMHUK, OHW OblIM PaHAOMMU-
3UPOBAHHbIMU MU KPOCC-CEKLMOHHbIMKU [46, 51, 60-62].
Ocob6oe 3HayeHWe MMeeT CTPYKTypa (AM3aiH) uccnepoBa-
HWUS,, OT KOTOPOM 3aBUCUT JOKa3aTeNlbHOCTb €ro pesynbra-
ToB. B nopsake yBennyeHus CTeneHn AOCTOBEPHOCTM OHa
npeacTaBieHa KPoCC-CEKLMOHHBIMU, TUNa CnyYan-KOHTPONb
(PETPOCNEKTUBHbBIE) MAU KOFOPTHBIMWU UCCNEfOBaHUAMM,
KOTOpble, B CBOI 04Yepenb, MOryT ObiTb MPOCMEKTUBHbLIMU
WU PETPOCMEKTUBHbBIMU.

B 60nblWIMHCTBE UccneaoBaHui BepudmnKauma 6epemMeH-
HOCTM OCYLWeCTBAANACh C UCMNOMb30BAHWEM [aHHbIX Meau-
LUMHCKUX peructpoB [16, 41, 48-50, 53, 56], ncrtopun
6onesnu [14, 40, 44, 47, 51, 52, 54, 62, 63], cneunansHo
paspaboTaHHbiIMK MeTodamu [15, 42, 57, 64] unv Bo Bpems
onpoca eHuuH [43, 45, 46, 55, 58-61]. [penmyLiecTBEHHO
aHanna3nMpoBaninucb GEPEMEHHOCTU C POMKAEHUEM MKMBbIX
neten [14-16, 41, 42, 59, 61, 63, 64]. B HeKoTOpbIX
nceneaoBaHmax coobLLanoch 0 BKIOYEHUN 6epeEMEHHOCTEN,
3aKOHYMBLUMXCS KaK pojamu B CPOK, TaK WU «3aMepLmuMu»
[40,47-49, 53, 54], N1 3aKOHYMUBLUUXCA MEANLIMHCKUM UK
CNOHTaHHbIM abopTom [50, 56]. MNpu aToM peaKo aenanvcb

WUCKNIOYEHUS, YYUTBIBAIOLWME YUCIO POLOB B MPOLLIOM, XOTS
B pPSiAe UCCNefoBaHUM A5 KaXKAOM XeHLWMHbI paccmatpusa-
nacbk TONbKO nepBas 6epemeHHocTb [41, 42, 47, 55].

N3yyeHne noTtpebneHusa JIC B aHTeHaTanbHbIA nepuos
C WCMNONb30BaHMEM aAMWHUCTPATUBHbLIX 6a3 AaHHbIX Tpe-
O6yeT TOYHOro yCTaHOBNEHMS rectalMoHHOro Bo3pacta. Mpu
OTCYTCTBMWM TaKMX AaHHbIX pa3paboTaHbl KOMMbIOTEPHbIE
anropuTMbl C LIeNblo MAEHTUPUKALMM TPUMECTPOB rectaumm
[41, 64]. B page vccnefoBaHW MCMNOb30BanM peanbHbIN
recTaLMOHHbIN BO3PACT, UCXOAS U3 3aMUCH O POXKAEHUM MAa-
[leHua unu peructpa 6epemeHHbix [14, 16, 48-50, 52-57,
63]. B apyrvnx caenaHo gonylieHue, 4To Bce 6epeMeHHOCTH
3aBepWUINCL poJaMu B CPOK C BapbMpOBaHWEM MPOAON-
UTeNbHOCTK rectaummn ot 270 go 280 aHen [15, 40, 42,
47], nM60o rectalMOHHbIN BO3PAcCT OLlEHWBAIN HA OCHOBaHUK
onpoca 6epeMeHHbIX XeHWwuH [43-46, 51, 58-62].

KnaccndukaunoHHas cuctema ATX ucnofib3oBanach
no4ytn B nonoBuHe (46%) nccnegoBanun [14-16, 42, 45,
47,51, 53, 55-57, 60, 63], npu4yeM B ABYX U3 HUX 3TO ObISIO
COBMELLEHO C MCMONb30BaHWEM HaLMOHANBbHOW WAK peru-
OHanbHOM dopmynapHon cuctembl [60, 63]. B ocTanbHbIx
pabotax 3T0 6blna nNMbo dopmynspHaa cuctema [41, 44,
46, 48, 49, 52, 64], nn60 6e3 ee ykasaHusa [40, 43, 50, 54,
58, 59, 61, 62]. B kavectBe KnaccudUKaLMOHHON CUCTEMBI
ambpuodeTtanbHoro pucka JIC B 6GONbLWKWHCTBE aHaNU3uUpy-
eMblx B 0630pe uccnenoBaHui (64,3%) Gblna npuMeHeHa
Kateropusauus FDA [14, 40, 41, 43-45, 48, 49, 51, 54, 55,
58, 62-64], yacto ¢ nNpuBieYeHnemM MHbOpPMaLMK U3 pas-
HbIX U34aHui pykoBoacTea G.G. Briggs u coaBT. [37]. [opa3go
pexe npumeHsanucb Knaccudbukaumm ADEC [42, 53], FASS
[56] unn KombuHauusa cuctem [16, 47]. Mcnonb3oBanuchb
nepeyHn noTeHumanbHO onacHbix JIC, crpynnupoBaHHbIX
B npegenax cneumdunyeckoro MexaHu3ma TepaToreHHOCTU
[15], a Takxke cornacHo ad hoc-cucteme (OT Nl@TUHCKOM
$pasbl, 03HaYaloWeEN «cneumanbHo Ans 3Toro», «No 0coboMy
cnyyato»), pas3paboTaHHOM camuMMK aBTopaMu Npu NOMOLLU
o6palleHna K cnpaBoYHOM nuTepaTtype, PyKOBOACTBAM Wu
C npuBneyeHnem 3kKcneptoB [46, 50, 52, 57]. B ogHOMm
nccnefoBaHMM MPOBENM OLEHKY BO3A4ENCTBMA BO BpeMs
6epeMeHHOCTM ToNbKo JIC ¢ HEM3BECTHbIM 3aMbBpHodeTasb-
HbIM pUCKOM (KaTeropun C no Knaccudukaumm FDA) [59].
CornacHo KnacCMOUKaUMOHHbIM CUCTEMaM, B HEKOTOPbIX
ny6AnKaLMsaX TaKKe NPUBEAEHbI CMUCKK C MEXAYHaPOAHbIMU
Ha3BaHUSAMM MCMNOMb3YEMbIX MHAMBUAYaNbHbIX [14, 40, 47,
50, 53, 57, 61, 63, 64] unu rpynn [15, 54] noTeHUManbHO
TepatoreHHbix JIC. Mpu aHannde B OCHOBHOM WUCKOYaNWCh
npenapatbl 415 nevyeHns 6ecnnous, nepopasbHble KOHTPa-
LLenTuBbI, 3CTPOreHbl U NporecTuHbl [16, 40, 42, 47, 55, 56,
63, 64]. XoTa 06bI4HO OHKU KlaccUdULMPYOTCA KaK npena-
patbl KaTeropuun D un X, B TO e Bpems B OTIMYMUE OT APYrux
MEAWKaMEHTOB 3TWUX KaTeropui He HecyT NoA06HOro ypoBHS
pucka [65].

Pe3ynbTaTthbl 0OTAENbHbIX UCC/IEJOBAHUN

KoropTHble nccnegoBaHuns B CeBepHoM AMepuKe ¢ Kate-
ropu3saumen pucka JIC no FDA 1eMOHCTPUPYIOT, 4TO Ha Npo-
TSXEHUN Bcer 6epeMEeHHOCTM SIBHO onacHble npenapaTbl
4OCTaTOYHO YacTO MCMONb30BaNUCh XKEHLWNHAMK, y4acTBYIO-
LWMMM B ABYX KPYMHbIX UccnegosaHusx B CLLUA (cooTBeTCTBEH-
Ho 5,8 n 39,6% Kateropuu D u 2,4 n 5,3% Kateropuu X) [40,
64]. 970 TaKXKe 0TMeYeHO AN 6epeMeHHbIX, MPOXKUBAIOLWMNX
B Tpex KaHaACKMX NpoBuHUMAX — BpuTaHckon Konym6uu
(5,5% kaTteropun D n 2,5% kateropuun X) [14], CackayeBaH
(5,2% 1 3,9%) [48] n KBebeke (6,3%; cornacHo cucrteme
ad hoc) [50]. CxoacTBO Mexay 3TUMK OLEeHKamu npeano-
naraet conocTaBMMOCTb B Ha3HayeHun JIC cpean KEHLWMH
C pasnuyHbiM CTpaxoBbiM cTaTycoM. [lpu 3TOM B ceBe-
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poOaMepUKaHCKUX UccneaoBaHusax KonebaHue B BblGOPKax
[JONU KEHLWMH, nonyyaBlKMX npenapatbl Kateropuin D mn X
B | TpuMecTpe, coctaBmno B npeaenax 2,7-6,0 n 1,1-5,0%
cooTBeTcTBEHHO [14, 40, 48, 61, 64], X0Ta B UccneaoBaHum
TMNa CNy4an-KOHTPOAb [ONS KEHLMH, MOAyYaBLIMX Mpe-
napatbl Kateropuu X, gocturana 23% [61]. YTo KacaeTcs
€BPOMNENCKUX KOFOPTHbIX UCCNefOBaHUM C Kateropmusauunen
pucka JIC no FDA n ADEC, KonebGaHvue B BbiGOpKax A0nwu
MKEHLMH, NonyvyaBLUMX Ha NPOTSXKEHUU BCeN 6epeMEHHOCTH
npenapartbl Kateropun D u X, Habnoganocb B npegenax
2,0-5,9 1 1,0-4,9% cooTtBeTcTBEHHO [16, 47, 54, 63]. Npu
aToM B | TpumecTpe — B npegenax 1,6-3,7 n 0,31-3,2%
COOTBETCTBEHHO [16, 41, 47, 54, 55].

BmecTe ¢ Tem HebonblKe KPOCC-CEKLIMOHHbIE UCCneao-
BaHWA B pa3BMBAlOLLMXCS CTpaHax MoKasasu, 4TO COOTBET-
CTBYIOLLME AONU KEHLIMH Konebntotea B npeaenax 1,9-11,4
n0,2-2,1% [45, 51, 60]. Oco6o o6pallaeT Ha cebs BHUMA-
HWEe, YTO AONS KEHLMH, NONYYMBLUMX NOTEHLMANbHO TepaTo-
reHHbIM Npenapart, 6blia Bblle Ha paHHeW CTaauu rectalmu
(I TpumecTp) [14, 40, 48, 50, 51, 54, 64], xoTa He Bcerga
[15, 62]. NMokasaHo, 4To nocne AMarHoCTUKKM 6epeMeHHOCTH
Mcnonb3oBaHMe MPOTUBOMNOKa3aHHbIX MpenapaTtoB ObICTPO
YMEHbLAETCA MO CPaBHEHUIO C NEPUOAOM A0 3ayaTus, BMO-
CNneacTBMKM OCTaBasiCb KpanHe HU3KMM [14, 16, 42, 48, 51,
54, 55, 57]. BmecTte ¢ Tem peaykuuss B Ha3HavyeHun JIC
C [OKa3aHHbIM PUCKOM MEHee BblparkeHa M3-3a BO3MOXK-
HOCTH, YTO OHM 6onee BOCTpebOBaHbI 4151 NEeYEHUS XPOHUYe-
CKMX cocTosiHui [14, 41]. OTMeyeHa BpeMeHHasa TeHAeHLNs
B nepunofg ¢ 2000 no 2007 I. K yBEIMYEHWNIO [ONMN HKEHLIUH,
MCMOJIb3YIOLWNX BO BpeMsi 6epemMeHHOCTH npenapatbl FDA
Kateropuin D nnu X [64]. TakKe HabnoaaeTcs 3Ha4YnTelbHOe
MCrnosib30BaHne BO Bpems 6epemMeHHOoCTH npenapatoB FDA
kateropun C (10-80%), HeCMOTPSi Ha HeonpeaeneHHOCTb
B OTHOLLUEHMU pUCKa UX ncnonb3oBaHus [40-42, 47, 48, 54,
55, 59, 63].

B Hupepnanpax B nepnoa 1994 -2003rr. 1,1% Bcex oTny-
WEeHHbIX M3 anTeK 6epemMeHHbIM )eHwmnHam JIC 6blnm NoTeH-
LManbHO BpeaHbl Ana am6puoHa/nnoaa [42]. UccnegoBaHue
M.M. van Gelder n coaBT. nokazano, 4to 18; 21 n 33%
6epeMeHHbIX KeHLWWH nonyvanu JIC ¢ TepaToreHHbIMU Mexa-
HM3Mamu B |, [l unu lll TpumecTpax rectaummn COOTBETCTBEHHO
[16]. B 60nblwoOM NOnynsiLlMOHHOM WMCCNefoBaHWM B Nepuoa
1999-2007 rr. 6blla paccMOTPeHa CTPYKTypa anTeyvyHo-
ro OTMycKa MNoTeHuManbHO TepaToreHHblx JIC eHWwunHam
B TeYeHuWe roga nepej 3a4atmem 1 Bo Bpems 6€peMeHHOCTH.
[ona 6epeMeHHbIX KEHLWMH, NOAYYUBLIMX MNOTEHUMaNbHO
TepaTtoreHHble J1C (kaTeropun D) B TeyeHne 12 mec a0 3a4a-
TMs, coctaBuna 16%, npuvyem m3 obuwero konuyectsa 5%
JKEHLWMH nonyyYanu 3TM npenapatbl BO Bpems 6epemMeHHo-
CTW, B BONbLUMHCTBE ciiydaeB — B | TpumecTpe. Hebonblwas
[ons xeHuwuH (0,7%) nonyyana npenapaTtbl KaTeropun X BO
BpeMsi 6epeMeHHOCTU. Y MOMOBMHbI KEHLWMH, NoNy4yaBLLMX
noTeHUManbHo TepaToreHHole JIC BO BpemMsi 6€peMEHHOCTH,
Ha3Ha4YeHne mx Obl10 caenaHo BnepBble [16].

JIC c noTeHUnanbHbIM TepPaToreHHbIM 3pPeKTom

Ecnn po 3avatng Habnwoganocb 6onee yacrtoe npume-
HeHMe nporecTepoHa, Auasenama, a Takxe nepopasbHbIX
KoHTpauentueoB [43, 45, 60], TO BO BpeMsi 6GepeMeHHo-
CTM Hambonee 4acTO Ha3HavYaemMblMM Mpenaparamu KaTte-
ropun X 6bln KEHCKME NONOBble TOPMOHbLI (NepopasbHble
KOHTPaLENTMBbI, MPOrecTuHbl U acTporeHsbl) [40, 48, 51, 54,
60, 61, 64]. C apyron CTOPOHbI, UCKIIOYEHNE M3 aHanNu3a
nepopasnbHbIX KOHTPALLENTUBOB U CPEACTB, CMOCOBCTBYIOLLMX
ONJ04OTBOPEHMNIO (KNOMUPEH, KOMOBUHAUMK C MeapPOKCU-
NpOrecTepPOHOM, KOHBIOFMPOBAHHbIE 3CTPOreHbl U 3CTpaan-
0/1, HOP3TUCTEPOH) M UCMONb3YyEMbIX BO BCMNOMOraTe/ibHOM

PENPOAYKTUBHOM TEXHONOTUU (TPUNTOPENUH, GONNUTPOMMUH
anbda), KoTopble KlaccUdULMPYIOTCS Kak npenapartbl KaTe-
ropuu X 1 HagHa4yatloTcs B | TpUMecTpe, NO3BONSET OTMETUTb
[LOBO/IbHO HEe3HayuTeNbHOE WCMNONb30BaHWe npenapaToB
FDA kateropmn X (okono 0,5% GepemeHHocTen) [14, 16].
MpumeHsemble ana nedveHns 6ecnnoams, B cnydasx aHaome-
TP1O3a, AUCOYHKLIMOHANIBHOIO KPOBOTEYEHUS U AUCMEHOPEN,
a TaKXXe B KayeCcTBe 3aMeCTUTENIbHOM rOpMOHanbHOW Tepa-
nuu, 3T Npenapatbl KaTeropuun X MoryT MCNoab30BaTbCA BO
BpeMsi 6epEMEHHOCTU TONbKO MOC/e NPUHATUSA peleHns no
OLIEHKE COOTHOLLIEHUS NoNb3a/puck [16, 54]. Apyrumu 4acTo
MCMoNb3yeMbiMKU MNpenapataMmu ObiNM CTaTUHbI (CMMBacTa-
TWH, aTopBacTaTWH), aHTUKoarynsHTbl (BappapuH 1 aueHoKy-
Mapos), PETUHOMAbLI (M3OTPETUHOMH), CHOTBOPHbIE CPEeACTBa
(Temazenam, Tpuasonam u paypasenam), IprotTammH, XMHKH,
MW30MNpocTon, meTtoTpekcat [14, 16, 44, 46, 47, 51, 54, 64].

M3 npenapatoB Kateropuu D 4yacTo NpMMeEHANUCh NpPo-
TUBO3ANUNENTUYECKME cpeacTBa (beHobapbutan, GeHUTOMH,
Kap6amasenuH, BanbnpoeBas KUCoTa), CENeKTUBHbIE 6eTa-
afpeHob6noKaTopbl (aTeHos10), 6apOuTypaThl 419 KpaTKoBpe-
MEHHOI0 NevYeHns 6eCCoHHULbI (MeHTOGapbuTan, amobapou-
Tan, cekobapburtan), NPOrecTepoH U rMAPOKCUNPOrecTepPOH,
aleTuncanuumMnoBas Kucnota, aHTUTUpeouaHble cpeacTsa
(nponunTMoypaumn, Kapbrumason M MeETUMa3o/), KOTPUMOK-
ca30/, CpeacTBa, AENCTBYIOWME Ha PEHWH-aHTMOTEH3UH-
anbjOCTEPOHOBYIO CUCTEMY (3Hananpun), npenapaTbl U3
rpynnbl TETPAUMKIMHOB (TETPAUMKIUH, OOKCUUMKAUH) [14,
16, 40, 44, 46, 48-51, 60, 63]. Takke cpeau Havbonee
4acTo MCNosb3yeMblX 6blIM aHTUAENPEeCCaHTbl (MapOKCETUH,
aMUTPUNTUANH) U @HKCUONUTUKKM, B YaCTHOCTM [Auasenam
[49]. HUKoTMH3amecTUTeNbHasA Tepanusa oTMmevyeHa Hanbonee
yacto B | v |l TpumecTpax rectauun [54]. Cneanyet y4uTbiBaTb,
YTO aHTUTUPEOUAHbIE NpenapaTbl, aHTUKOArynsHTbI, CTaTUHbI,
CpeAcTBa, AEVCTBYIOWME Ha PEHWH-aHMMOTEH3UH-aNnbhocTe-
POHOBYIO CUCTEMY, NpenapaTbl TUTUS U NPOU3BOAHbIE GEH30-
[AMasenunHa TakKe MOryT OKa3blBaTb Apyrue adPeKTbl Ha BHY-
TPUYTPOBHOTO pebeHKa, HEeXenn BPOXKAEHHbIE aHOMasnuMu,
Korga npuHuMMatotca matepbto Bo Il unu Il Tpumectpax [50].

DaKTOopbl PUCKa UCNOJIb30BaAHUSA

noTeHyMabHO TepaToreHHbix JIC

dapmMaKkoanuMaeMnoNorMyeckue UccnegoBaHusa  no
MCMONb30BaHMIO NOTEHUMaNbHO TepaTtoreHHbix JIC B nepwu-
KOHLLeNTyanbHOM Mepuoge MNO3BOAMAN OMPEAEenUTb OfHY
M3 Ba)KHbIX AETEPMWUHAHT: BEPOSATHOCTb MPUMEHEHUS SIBHO
onacHbIx NpenapaToB BO BpeMs 6epeMeHHOCTH Bblia Bblle
Y XKEHLMH, NoNyYyaBLLIMX UX JO 3a4aTus, Yem Yy He MosyyaB-
LMX (CKOPPEKTUPOBAHHbIA OTHOCUTENbHbLIA puUcK, OP, 38,9;
95% poBepuTenbHbl UHTEpBan, AN, 33,5-45,3) [40, 55].
B KaHaacKoOM uccnefoBaHUMM XpOHUYEeCcKMe 3aboneBaHus
OblIM OCHOBHbIM (DaKTOPOM, AETEPMUHUPYIOWNM MPUMEHE-
HWe 6epeMeHHbIMU nNpenapaToB Kateropuit C, D u X, Koraa
YyacToTa WX Ha3HavyeHus Oblna B 4YeTbipe pas3a Bbille, 4eMm
Y XeHLWMH 6e3 Taknux 3aboneBaHnin. bonee Toro, Habnwoaa-
nacb TEHAEHLMS K POCTYy pUCKa aKkcnosunumnn J1IC y 6epemeH-
HbIX C XPOHWYECKMMM 3aboneBaHUAMM K KOHLY rectalumu
(I v 11l TPUMeECTpPbI), OCOBEHHO A1 NPEenapaTtoB C BbICOKUM
deTanbHbIM PUCKOM. B TO e BpeMs He3aBMCUMMO OT Halnyuns
XPOHMYecKoro 3aboneBaHuns 6bina Bbllle BEPOSTHOCTb NpU-
MeHeHuWs npenapaToB KaTeropuit C, D n X'y KeHLWWH Monoxe
25 neT, MHOropoOXKaBLUMX (> 3) UK BKIKOYEHHbIX B cOLMalb-
HYlO nporpammy MOMowWM. Yem MOOoKe Obln KEHLMHBI,
TEM Yalle OHM Nonyyanu npenapatbl 3TUX KaTeropuin B nep-
BOM TpumecTpe [49]. OgHaKo B nccnegoBaHmm K. Palmsten
W coaBT. Habnoaanacb 6onee BbICOKas NPONOPLMS KEHLLMH
B Bo3pacTe 25-29 neT, MCnonb3yloWwnx npenapaTtbl Katero-
puin D n X (44,9%), B OTIM4YME OT XKeHLMH monoxe 20 net



(36,2%) [64]. Kpome Bo3pacTa, AeTEPMUHAHTAMKU UCMONb30-
BaHus JIC ¢ TepaToreHHbIM NoTeHunanom Obliv aTHUYECKas
NpPUHaANEXHOCTb U paca maTepu [64].

UccnepoBaHns B €BPOMENCKMX CTpaHax MNOATBEPANIM
HEKOTOpble N3 3TUX BbIBOAOB, 06paTUB BHUMaHWE Ha HOBble
daKTopbl, CBA3AHHbIE C MPUMEHEHUEM SFIBHO OMacHbIX npe-
napatoB BO Bpems 6epeMeHHOCTH, BK/OYasi MOCTaHOBKY
Ha ydeT 4o 12 Hej rectaumu (CKOPPEKTUPOBAHHOE OTHOLUE-
HWe waHcos, OLW, 1,83; 95% AN 1,58-2,13) [55]. Ciopa
TakKe OblM OTHEeCeHbl He3annaHWpOoBaHHAs WAM MHOro-
niaogHas 6epemMeHHOCTb 1 nepsble poabl [55]. HU3Kun coum-
anbHbIM CTaTyC NOBbIWan PUCK UCMONb30BaHUS 6epeMeHHbI-
MU XKEeHLWKWHaMn Takmux npenapatos [63]. MeHWwmnHbl pogom
13 BocTtoyHon EBponbl n A3un Mcnonb3oBanu npenapatbl
C TepaToreHHbIM NOoTEeHUManom ¢ MeHbluen, a 3 CeBepHowm
AMepUKN — C BONblUeN BEPOSTHOCTbIO MO CPaBHEHMUIO
¢ 6epemeHHbiMK M3 3anagHon EBponbl [55]. C apyron cto-
poHbl, B HuaepnaHgax ucnonb3oBaHue fBHO onacHbix JIC
B 60/blUen CTENEHM 6bIN0 CBA3AHO C KPAaTKOBPEMEHHbBIM UK
cnyy4amHbIM UX MPUMEHEHUEM, YEM C NIeHEHUEM XPOHUYECKMX
3ab6oneBaxui [42].

PUCK npeAB3ATOCTU N0 BCEM UCC/IEJOBAHUAM

AHan13 BKNOYEHHbIX B CUCTEMATUYECKMI 0630p nccneno-
BaHWM CBUAETENLCTBYET, YTO Pasnynsg B CTPYKType (an3amnHe),
METOAMYECKMX MOAX0oAaX W KNacCUOUKaALMOHHBIX CUCTEMax
3aTPYAHSIOT CpaBHEHWE MOMYyYeHHbIX pe3ynsTatoB (Tabn. 2).
Mpu aTOM B nNepByto ovepeab cnegyetr o6paTuTb BHUMaHWE Ha
nccnefoBaHus B Pa3BUTbIX CTPaHax, Koraa B KadecTse MHbOop-
MaLMOHHbIX MCTOYHUKOB accoLMaLnm NeKapCTBEHHOM 3KCMO-
3WLLMKU C UCXOA0M Y BEPEMEHHbIX EHLLMH MCMONb3YOTCSA 60/1b-
e 6a3bl AaHHbIX, NO3BOASIOLWLME CYMTATb PedynbTaTbl Takmx
nccnegoBaHuin Havbonee AoKasaTtenbHbiMW. B uenom atu
pe3ynbTaTbl NOATBEPKAAIOT TaKOBbIE, MONYYEHHblIE B paHee
onybnnKoBaHHbIX padoTax. [pu aToM, HecMoTps Ha agebuunt
[JaHHbIX, MOXHO NPEAMNONOXKNUTL, YTO B Pa3BMBAIOLLMXCS CTpa-
Hax aKCno3numsa 6epemMeHHbIX SBHO onacHbiMu J1C B | Tpume-
CTpe OKa3blBaeTCa HUXKE, YeM B pPa3BUTLIX CTpaHax. Cnegyet
npv3HaTb NPUOPUTETHLIM U3YHEHME NPUMEHEHMS SBHO onac-
HbIX NpenapaToB Ha paHHeM JTane rectauuu, y4uTbiBas, 4To
cBbiwe 1/3 ucnonb3yemblx 6GepeMeHHbIMU MpenapaToB He
MOryT OblTb OTHECEHbI K KaKoM-M60 Kateropum detanbHOro
pUCKa, U NS HWUX OTCYTCTBYIOT [OKa3aTeNlbCTBa BO3MOMHbIX
No60oYHbIX addeKToB Ha nog [54].

OBCYXAEHME

KpaTKkoe onucaHue pe3ynbTaTtoB

cucTteMmaTu4yecKoro o6sopa

MNMoka3saHo, 4to B CLLUA n KaHage nonsi 6epeMeHHbIX, Npu-
HUMaBLLUMX NPOTMBOMNOKa3aHHble Npenapatsl (kateropus X no
Knaccudunkaummn FDA), BapbupoBana ot 2,4 1005,3%(1,1-5,0%
B | TpMMeCTpeE), a ¢ AOKa3aHHbIM PUCKOM (KaTeropus D) — ot
5,8 no 39,6% (2,7-6,0). B eBponenckux crpaHax gons éepe-
MEHHbIX, MPUHMMaBLUNX NpenapaTbl KaTeropuu X, Bapbuposa-
naBnpegenax1,0-4,9% (0,3-3,2), kateropun D — 2,0-5,9%
(1,6—-3,7), B pa3BuBatoLmnxcs ctpaHax — B npegenax 0,2-2,1
1 1,9-11,4% cooTBETCTBEHHO. []0Na XEHLMH, MPUHUMABLLMX
noTeHLManbHO TepaToreHHbI npenapar B | TpumecTpe, 6bina
BbILLE MO CPaBHEHMIO C BENMYMHON NoKazaTens Bo Il v Il Tpu-
mecTpax. C HacTynneHvem 6epeMeHHOCTU MO CpPaBHEHUIO
C NepuoaoM [0 3a4aTusi UCNOb30BaHWE NPOTUBONOKA3aHHbIX
JIC 6bICTPO yMeHblaeTcs. OfHaKO peaykums B NpUMEHEHUN
npenapaToB C JOKa3aHHbIM PUCKOM MEHeE BblparkeHa, BO3-
MOXHO, U3-3a 60MblUeN UX BOCTPEOOBAHHOCTU A1 SleYeHUs
XPOHMUYECKUX COCTOSIHMI. Ha OCHOBaHWW NONy4YeHHbIX CBeAe-
HUI cHOPMUPOBAH peKOMeHAATENbHbIN NepeyeHb MOTEHUM-
anbHOo TepaToreHHbIx J1C.

06cyKaeHue pe3ynbTaTtoB

cucTeMaTu4ecKoro o6sopa

OnpegeneHne Hanbonee 4acto Ucnonbdyemblx B | Tpu-
mMecTtpe rectaumu JIC n yMHOXKeHWe 3HaHUK 06 Ux ambpuo-
deTanbHbIX pUCKax MNO3BOJISET ONTUMM3MpPOBATbL dapma-
KoTepanuio BO Bpemsi 6epemeHHocTn [40, 61, 64]. B page
Bolwealwmx B 0630p mccneaoBaHui copmMpoBaHbl crpa-
BOYHbIE CMTMCKM NOTEHLMaNbHO TepaToreHHbIx JIC Ha ocHoBe
obLlenpuHaTbiXx KnaccudukaumoHHbix cuctem (FDA, ADEC,
FASS) [16, 40, 61], nm6o cornacHo cucteme ad hoc [50] nnu
CrpynnuMpoBaHHble B npeaenax cneumdmnyeckoro mexaHms-
Ma TepaToreHHocTu [15]. [py 3TOM B aMEepUKaHCKKX Uccne-
[JOBaHUAX [0S XEHLMH, Noy4yaBLMX NpenapaTbl C NOTEH-
uManbHbiM 3amMbpuodeTanbHbiM BpPeaoM, 3HaAYUTENbHO
OT/In4anacb B 3aBMCUMOCTM OT CNoco6a OLIEHKKU pUCKa, Pen-
TnHra B TERIS mvnu Kateropmsauum FDA, KoTopasi B nocnea-
HeM cnydae 6bina Bbiwe [40, 61, 64]. K Takomy BbiBOAY
npuwnun S.E. Andrade 1 coaBT. onpeaenns 136 npenapaToB
Kateropmn D nnu X, n3 kotopbix 117 (86%) 6b11n KaTeropm-
3MpOoBaHbl Yepe3 MapPKMPOBKY NPOAYKTa perynsaropom, a 19
(14%) — c npuBneYyeHnem crnpaBoyHOW MHPopmaumm [40].
P.G. Thorpe u coaBT. naeHtudmumposanm 54 npenapaTa,
Hanbonee MCnonb3yeMblX, N0 KpanHen mepe B | TpumecTpe,
B CLUA. lMpun atom TonbKo 2 (4%) npenapata M3 HUX (Mpo-
MeTa3nH W AgoKcunamuH) nonyynnu B TERIS pentuHrosyio
OLIEHKY PUCKa «OT YMEPEHHOro A0 BbICOKOro». HekoTopble
NIEKapCTBEHHbIE 3KCMO3WULMUKU, BEPOSTHO, OblM BblI3BaHbI
HEHaMepPEHHO, HanpuMep MPOrecTMHaMun (MPeAnoNoXKH-
TENbHO, B CBSI3W C HeyJa4yHOW KOHTpalenuuen) Ha paHHen
cTaammn 6epemeHHocTH [61]. B HnaoepnaHgax npuBeaeHHbIn
I.M. Zomerdijk 1 coaBT. cnucok cogepxan 202 WHAWBMK-
[yanbHblX NpenapaTta C COOTBETCTBYWOLWMMU Kogamu ATX
(ypoBeHb 5) u Kateropusauuen FDA, ADEC un FASS [16].
C apyrow ctopoHbl, M.M. van Gelder n coaBT. uccnegosanu
ncnonb3oBaHue JIC ¢ TepaTOreHHbIMM MExaHu3Mamu aew-
CTBMS BMECTE CO CMMCKOM COOTBETCTBYIOLMX MpenapaToB
1 KnaccoB JIC, Korga oauMH U TOT XKe npenapaTt MOXET ObiTb
accoummpoBaH 6osiee YeM C OQHMM MEXaHU3MOM AENCTBUSA
[13, 15]. UoeHTndMLUMpOBaHbI M ONMUCaHbI WECTb CBA3aHHbIX
¢ ucnonb3oBaHMeM JIC MpUHUMNMANBbHBLIX TEPaTOreHHbIX
MexaHn3moB. [lpy 3TOM Haubosiee BaXKHbIMU MPU3HaHbI
aHTaroHmam ¢ GOIMEBOW KUCIOTOW (MHOrME MPOTUMBO3MMU-
nenTuyeckre npenapatbl, METGOPMUH, METOTPEKCAT, Cy/b-
dacanasunH, TPUMETONPUM), COCYAUCTOE HapylleHWe (aHTu-
rMNepTeH3MBHbIE CPEACTBA, aleTuacanvunioBas KucnoTta,
adenpvH, HecTepouaHble NPOTUBOBOCNANUTENbHbIE Mpena-
patbl) U OKUCIUTENbHbIN cTpecc (aHTMapuTmukm Il kKnacca,
npenapaTbl }enesa, GeHUTOUH, TepOYTaNuH, TETPALMKINHDI,
Tanuaomua, Banbnpoesas kucnota) [12]. MaeHTuduKauusa
TepaToreHHbIX MEXaHM3MOB NpMOGpEeTaeT 3Ha4YeHue, B HacT-
HOCTW, NPU MPOBEAEHNN 0O6CEPBALMOHHBLIX MCCAedOBaHWUN,
B KOTOPbIX cneuuduyeckne npenapatbl CO CXOAHbIM Tepa-
TOF€HHbIM MEXaHW3MOM MOTYT 6biTb CKOMOGUHUPOBAHbI, YTO
NO3BONSET YBE/IMYNTb MOLLHOCTb UCCNEA0BaHNS. ITO TaKkKe
MOXET MMETb MOCNeACTBUSA NPU HAa3HAYEHUU MHOIMOYUCIEH-
HbIX MpenapaToB XeHLWWHaM PenpoayKTMBHOIO Bo3pacTa,
TaK Kak KOMOGWHaLWW, Ka3anocb 6bl, HECBA3AHHbIX MeXay
co6on JIC moryT npoayuupoBaTb cneundpuyeckne Teparo-
reHHble MeXaHW3Mbl, BeAyLIME K YBEIMYEHUIO PUCKA BPOXK-
[JeHHbIX aHOManun. NoKasdaHo, 4To B 60NbUIMHCTBE Cy4yaeB
(71,8%), B KOTOpbIX acCOLMUPOBaHHbIE C TepaTOreHHbIMKU
MexaHn3MaMu npenapaTbl 6bi1n OTNyLWEHbI B | TpUMecTpe,
NauneHTKM NoNyYnaun npenapaTbl OAHOM KaTeropumn ¢ OgHUM
TepaToreHHbIM MeXaHW3MOM. HeKoTopble MKEeHLUMHbI Nony-
Yanu B | TpMMECTpe HECKO/bKO NpenapaTtos, CrpynnMpoBaH-
HbIX B MpeAenax 0gHOro TepatoreHHoro MexaHn3ma, v gonu
6epeMeHHbIx BapbupoBanun mexay 13,3% ansg nHrméutopos
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UMKNooKeureHasol U 41,8% At arOHUCTOB/@HTaroHUCTOB
peLenTopoB cepoToHMHa [15]. BeBuay HeonpeneneHHoOCTH
OTHOCUTENbHO 6€e30MacHOCTU npumeHeHus JIC BO Bpems
6epeMeHHOCTH pe3ynbTaTbl JaHHOMO UCCNeaoBaHus Nog4vep-
KMBAIOT HEOOXOAMMOCTb OCTOPOXHOIO HAa3HAYEHUS KEHLWN-
Ham pPenpoayKTMBHOro BO3pacta npenapaToB, CBSA3AHHbLIX
C TepaTtoreHHbIMKU MexaHnamamu [15].

Ha ocHoBaHWM aHanun3a Bolwelwmx B 0630p uccnegoBa-
HUM HaMK TaKkKe cHOopMMpoBaH pPeKOMeHAATeNbHbIR CNu-
COK, B KOTOpbIM BOWAK ABHO onacHble JIC, ynoM1MHaemble
He meHee YyeMm B 2 uccnegoBanusx (tabn. 3). Habniogaemoe
cpeaun uccnefoBaHWi OTCYTCTBME COMacoBaHHOCTM MCTOM-
HUKOB MHdOPMaLMK o0 TepaToreHHocTn JIC noaTBepKAaeT-
csl, HaNnpMMep, PacxoXAeHUAMM B BGMONOrMYEecKuX addek-
Tax U KaTeropusx pucka npu 6epeMeHHOCTU OLHUX U TEX XKe
Ccy6CTaHUMIN B pasfiMyHbIX CTPYKTYPUPOBAHHbLIX MapKUPOB-
Kax dapmaueBTU4ecKkoro npoaykta [40, 47]. Kpome Toro,
C Lenbto 605iee TOYHOro reHepupoBaHns curHana 6esonac-
HOCTM Npu GepemMeHHOCTU TpebyeTcs OTCyTCTByOLWAa BO
MHOIMX UCTOYHMKAX MHDOPMaLMS O 4O3€ M NeKapCTBEHHON
dopme, TaK KaK, No onpeneneHuto, TepaToreHHbln apdeKT
KOppenupyeT ¢ KOMYeCTBOM NpenapaTa, BO34ENCTBYIOWMM

Ha BHYTPUYTPOGHOro pe6eHKa. CxoaHbIM 06pa3oM KpuTuye-
CKM BaXHbIM siBNsieTcs cneunduyecknit Nepuos rectaumm,
Korga vMmeeT MecTo BO3[EeMCTBME Ha MNNoA, OAHAKO 4acTo
CBefeHUs O HEM OTCYTCTBYIOT B MCTOYHWMKaX MHPopmaLmu
0 TepaToreHHoctn JIC. C apyrol CTOpPOHbI, npenapartbl,
BHECEHHblE HEKOTOPbIMM UCTOYHMKaAMM B MNepeyeHb Kak
TepaToreHHble, 06bI4HO WWMPOKO Ha3Ha4valTcsd BO Bpems
6epeMEeHHOCTH, YTO AenaeT HaAEeXHOCTb 3TUX PeKOMeHAa-
UM cnopHom. Mpumepamu Takux JIC MOryT CnyXuTb npe-
napatbl }enesa Ha OCHOBaHWW TepaTOreHHOro MexaHmama
[eNCTBUA (OKUCNUTESNbHBIN CTPECC), XOTA Ha3HaYeHue xene-
30cofeprKalymMx npenapaToB 06bIMHO peKomeHayeTcs Ans
NeYyeHns aHeMuu nNpu 6epemMeHHOCTH, MK MarHus cynbdar
(FDA kaTteropusa D), ucnonb3yembit BHE WHCTPYKLMUK (Off-
label) B akylWwepCKON NpaKTUKe npu npeaknamncumn u HeBbl-
HallMBaHWKM 6epeMeHHOCTH [66, 67]. Apyrum npenapartom,
nonagaloLmMm B 3Ty XKe KaTeropuio, sBnseTcs MM30npocTon,
KoTopbin oTHocuTCca FDA K Kateropmn X 1 UCnonb3yeTcs Ans
MHAYKUMKW poaoB [68]. TakuMm 06pa3oM, Bbi3biIBAET COMHE-
HWe, 4TO UMEIOLLMECH UCTOYHMKK MHPOPMaLIMK O TepaTOreH-
HocTh JIC moryT npu 6epemeHHOCTU 3PDEKTUBHO CMOCO6-
cTBOBaTh GapMaKonornyecKkom 6e30nacHoOCTHU.

Ta6auua 3. PekoMmeHaaTeNbHbIV CMMCOK M KnaccudUKaLmsa 4acTo UCMONb3yeMblX BO Bpems 6epeMeHHOCTM NOTEHLUANbHO TepaTOreHHbIX

NNeKapCTBEHHbLIX CPEACTB

Table 3. A reference list and a classification of potentially teratogenic medicines widly used during pregnancy

Koa ATX Npenapart FDA | FASS | ADEC Ccbinka Tepa":;;::i‘;“ﬂg“f;f"""”
MpoTnBOTPOMGOTHYECKHE CPEACTBA
BO1AAO3 | Bapdapu X D D |[14, 16, 46,47, 50, 51, 64] -
BO1AAO7 | AueHoKymapon NA NA NA | [16, 50] -
CTaTuHbI (TMNOMNUAEeMHUYECKHUE CPeCTBaA)
C10AA01 | CumBacTaTUH X B3 D [16, 47, 50, 64] HMG
C10AA02 |JloBacTaTuH X NA NA | [50, 64] HMG
C10AA03 |TlMpaBacTaTuH X B3 D [16, 47, 50] HMG
C10AAO04 | dnyBacTaTuH X B3 D [16, 47, 50] HMG
C10AAO05 |AtopBacTatuH X D D [14, 16, 47, 50, 53, 55, 63] HMG
C10AAQ7 |PosyBacTtaTuH X D D [16, 63] HMG
CpepacTBa, Ae/CTBylOLME Ha peHUH-aHTHOTEH3UH-a/IbJ0CTEPOHOBYIO CUCTEMY
CO9AAOQ1 | Kantonpwun D D D [16, 50] VD + AT
CO9AAQ2 | 3Hananpun D D D [16, 50] VD + AT
CO9AAQ03 | JlusnHonpun D D D [16, 40, 50] VD + AT
CO9AA04 | NepuHaonpun D D D [16, 50] VD + AT
CO9AAQ5 | Pamunpun D D D [16, 50] VD + AT
CO9AAQ6 | XuHanpwn D D D [16, 50] VD + AT
CO9AAQ7 | BbeHazenpun D NA NA | [16, 50] VD + AT
CO9AAQ08 | Unnazanpun D NA D [16, 50] VD + AT
CO9AAQ9 | do3uHoMpun D NA D [16, 50] VD + AT
CO9CAO02 | 3npocapTaH D D D [16, 50] VD + AT
CO9CA04 | UpbecapTaH D D D [16, 50] VD + AT
CO9CAO06 | KaHapecapTaH D D D [16, 50, 57] VD + AT
Aepmartonoruieckue cpeAcTsa
DO5AX05 | TazapoTeH X NA D [14, 16, 64] -
DO5BBO02 | AunTpeTuH X D X [16, 47, 50] -
D10BAO1 | N30TpeTUHOMH X NA X [14, 16, 47, 50, 53] NC




Ta6nuua 3. PekomeHaaTeNbHbI CIUCOK M KNacCUPUKaLMa 4aCTo MCMOb3YeMbIX BO BPEMS 6€pPeMEHHOCTHU NOTEHLMaNbHO TepaToreHHbIX

NeKapCTBEHHbIX cpeacTs (MlpogomKeHne)

TepaTtonornyeckuin mexaHusm

63]

Kopg ATX Mpenapar FDA | FASS | ADEC CcbinKa e e A
rmnogu3sapHblie, runoTasaMmmyecK1e 1 rnosoBbie ropMoHbI
GO3AA fopMOHasbHble KOHTPaLLENTUBbI X B3 B3 |[[14, 40, 45, 55, 64] ED
GO3BA0O3 | TecToCcTEPOH X D D [16, 40] -
GO3CAO3 | 3cTpaauon X B2 B1 |[14, 40,51, 55] -
GO3CA57 |3cTporeHbl KOHbIOIMPOBaHHbIE X NA D [14, 16, 45, 61, 64] -
GO3DA02 | MeapoKcunporecTepoH NA D D [14, 16, 40, 44, 53, 55] -
GO3DA04 |MporecTtepoH NA NA D [16, 40, 45, 60, 61] ED
GO3DCO02 | HopatuctepoH X D D [16, 54] -
GO3FA12 | MeapoKcuMnporecTepoH U 3CTPOreHbl X B3 D [16, 45] -
GO3GAO1 |loHaaOTPOMNMH XOPUOHUYECKHI X NA A [45, 61] ED
GO3GAO05 | PonnutponuH anbda NA B1 D [16, 53, 61] ED
GO3GB02 | KnomndeH X B3 B3 |[14, 45,55, 61] ED
GO3XA01 | faHason X NA D |[16,50] ED
G04CBO1 | duHacTepup X X [16, 47] -
HO1CCO1 | FaHepenuKkc X D [16, 57] -
HO3BAO2 | Mponuntuoypaumn D NA C [14,40, 44, 45,50, 51, 55] -
lMpoTnBOMHKPOGHbLIE N NPOTHBONapa3nTapHble CpeACTBa
JO1AAO8 | MUHOUMKNMH D NA D [14, 40, 47, 50] -
JO1AAO2 | JOKCUUMKANH D D D [14, 16, 40, 47,50, 53] oS
JO1AAQ7 | TeTpauMKauH D D D [14, 16, 40, 45, 50] (o]
JO1GBO1 | To6pamuumH D B3 D [14, 16] -
JO1GBO3 |leHTaMuumH D D D [16, 44] -
JO1GBO5 | HeomuuwmH D NA D [16, 53] -
PO1BCO1 | XuHuH X D D [16, 50, 55, 62] -
lMpoTuBOONYyXo0a€eBbie U HMMYHOMOAY/IUPYIOLHE CPeACTBa
LO1BAO1 | MeToTpeKcar X D D [14, 44, 46, 47, 50] FA + OS
LO1BB0O2 | MepkantonypuH D D D [16, 57] -
LO1XEOL1 |WMmaTuHKMG D B3 D [16, 45] -
LO2AEO2 | NeiinpopenuH X c D |[14,16,61] -
LO2BA01 | TamoKcudeH D D B3 |[16, 50] -
LO4AX01 |AsatnonpwuH D D D [16, 47] -
lMpoTuBO3NMenTHYECKUE CpeaCcTBa
NO3AAO2 | deHobGap6buTan D D D [16, 40, 45, 47, 50] FA+0S + GA
NO3AAO3 | MpumnaoH D NA D [16, 50] FA + GA
NO3ABO2 | deHuTonH D D D [16, 40, 44, 46, 47, 50] FA +0S
NO3AEO1 |KnoHasenam D NA C |[14, 40, 47,50] 0S +GA
NO3AFO1 |Kap6amasenuH D D D |[[14,16,40,44,47,53,55] FA
NO3AGO1 |BanbnpoeBas Kucnota D D D [51745156] 40,44,46,47,53, FA + OS + HI
lMcuxonentTuyeckue U NcMxoaHanenTuiecKkne cpeacTsa
NO5ANO1L | [iutuin D NA D |[16,40,50] -
NO5BAO1 | lnazenam D C C [14, 40,44, 50,53, 55, 60, 0S + GA
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Ta6aunua 3. PekomeHaaTeNbHbIM CMUMCOK U KnaccuduKaLmsa 4acTo UCMONb3YeMbIX BO BpeMs 6€peMeHHOCTH NOTEHLUaNbHO TepaToreHHbIX

NeKapCTBEHHbIX CpeacTs (OKoHYaHMe)

Koa ATX Npenapart FDA | FASS | ADEC Ccbinka Tepa':’;;;’:ii“ﬂi:“f;]a""w
NO5BAO4 | Okcasenam D NA |[14, 40, 50] 0S + GA
NO5BAO6 | Jlopazenam D [14, 40, 50] 0SS+ GA
NO5BA12 | Annpa3sonam D C [14, 40, 45,50, 55, 61, 63] OS + GA
NO5CAO1 | MeHTOGap6uTan D NA NA | [16, 40] -
NO5CAO02 | AMobap6butan D NA NA | [16, 44] -
NO5CAO06 | Cekobapbutan D NA NA | [16, 40] -
NO5CDO1 | dnypazenam X NA C [50, 55, 63, 64] 0SS+ GA
NO5CDO5 | Tpuasonam X C C [14, 50] 0S + GA
NO5CDO7 | Temazenam X NA C [14, 40, 50, 53, 63, 64] 0SS+ GA
NOBAAO9 | AMUTPUNTUNINH D C C [14, 45] 5-HT
NOGABO5 | NMapoxceTunH D C D [14, 16, 53, 55, 61] 5-HT

Mpo4ne cpeacTea

AO1AD11 | TpeTUOHUH D NA D [14, 16, 57] NC
AO02BB0O1 | Muzonpocton X D X [14, 46, 50, 57] VD
C01BDO1 | AMuogapoH D C C [47, 50] oS
CO7ABO3 | AteHonon D C C [14, 40, 44, 47, 50, 55] VD
NO2BAO1 | AueTuncanuuunoBas Knucnota D C C [51, 61] 0OS + HI + Cl
NO2CAO1 | AurnapoaprotamuH X C C [14, 16, 47, 50] VD
NO2CAO2 | 3protaMuH X NA C [14, 16, 40, 45] VD
NO7BAO1 | HUKOTUH D C D [16, 40]

lMpumeyarHne. NA — HeT gaHHbIX, FA — aHTaroHu3m ¢ donmveBown kucnoton, OS — okucnuTenbHbin ctpecc, HMG — unHrnébupoBanune IT'MI-
KoA-peaykTasbl, AT — c601 peHUH-aHMMOTEH3UHOBOM cucTeMbl, Cl — MHrMbupoBaHue UMKIOOKCcHUreHasbl, ED — HapyweHne aHAOKPUHHBIX
npoteccos, 5-HT — BAMsiHWE Ha CEepPOTOHUHEPrUYECKYIo curHanusaumio, VD — cocyancToe HapyweHne, GA — aHTaroHUCT peLenTopoB ram-
Ma-aMuHomacnsaHon kucnotbl (FAMK), NC — pa3pylieHue KneTok HepBHOro rpe6Hs, HI — nHrnéutop geauetmnas ruCTOHOB.

Note. NA — no data available, FA — antagonism with folic acid, OS — oxidative stress, HMG — inhibition of HMG-CoA reductase, AT — failure
of the renin-angiotensin system, Cl — inhibition of cyclooxygenase, ED — endocrine disruption, 5-HT — effect on serotonergic signaling,
VD — vascular disorder, GA — antagonist of gamma-aminobutyric acid receptors (GABA), NC — destruction of neural crest cells, HI —

histone deacetylase inhibitor.

OrpaHuuYyeHua uccnepoBaHum

MeTofonoruyeckne pasnunyung B céope AaHHbIX B UCCne-
[I0BaHWAX 3aTPYAHSIOT CPaBHUTENbHYIO OLEHKY NOTpebneHus
J1C HenocpencTBEHHO BO BpeMs 6epemeHHocTH. ObLewn npo-
6nemov gBnsieTcs OTCYTCTBME AOCTAaTOYHOM CTaTUCTUYECKOM
MOLLHOCTU, NO3BOSAIOLLEN OLLEHUTb YBETMYEHUE PUCKA HEXE-
naTenbHbIX UCXOA0B GEPEMEHHOCTU, CBSA3AHHbIX C JleKap-
CTBEHHbIM Bo3aencTBMeM. Ob6pallaeT Ha cebs BHUMMaHwe
HEOAHOPOAHOCTb METOLOB UCCNef0BaHUSA. XOTS OCHOBaHHble
Ha AaHHbIX U3 PErUCTPOB UCCNeLOBaHUS paccMaTpuBaloTcs
KaK Hanbosnee ToYHble, ieTanbHOE CpaBHEHWE Ha3HaYyaeMblxX
J1C TaKkKe 3aTpyaHuTENbHO. MPUYNHOM ABASIOTCA OTCYyTCTBUE
€MHbIX CTaHAAPTOB COOOLWEHNI U pa3nnyma B perynnposa-
HWUKW CTPaAXOBOr0 BO3MELLEHUS AN peLenTypHbIX MpenapaToB
B pa3HbIX CTpaHax, 4TO MOXET NPUBECTM K Pa3/IMiHbIM BbIBO-
[laM 0 pacnpocTpaHeHUU UCMONb30BaHUA PadHbIX KaTeropum
npenapartoB, 3aTPYAHAS UHTEPNpeTaunio JaHHbIX UK cpaB-
HEHWe Pa3MYHbIX UCCNefoBaHUN.

Bapuauus B nonynsiuMOHHbIX BbIGOPKAX U MCMONb3ye-
MbIX MeTojax UCCNefoBaHus, OLEeHMBaIOWMX pacnpocTpa-
HEHHOCTb W CTPYKTYpy NOTEHUManbHO TepaToreHHbix J1C
npuM aHTeHaTaNbHOM WMCNONb30BaHUW B Pa3BUTbIX CTpa-
Hax, nogHMMaeT npobnemMy o606WaemMOCTh pPe3ynbTaTos,
He No3BONfOWY0 chenaTb HafexHble BbiBoAbl [40, 61,
64]. NpoaoemMoOHCTpMpPOBaHa BaXKHOCTb CBA3aHHbIX Mexay

COO0M aAMUHUCTPATUBHbLIX AaHHbIX, PYTUHHO COGPaHHbIX
ONS APYrWX Lenen, HO Aalolmx BO3MOMXKHOCTb MPOBOAWUTb
3NMAEMMNONOTMYECKME UCCNEedoBaHWSA MeHee 3aTpaTHo,
yeM npu cb6ope NepBUYHbIX AaHHbIX. OCO60M MOLWHOCTbLIO
nccnegoBaHMM ¢ TAKMM AM3aMHOM ABASETCHA TO, YTO IKC-
no3uunsa ocHoBaHa Ha oTnyweHHbIx JIC, a He Ha Bocno-
MWHaHWUAX NauneHTKU. C gpyron CTOpPOHbl, B TaKMx 6a3ax
[JaHHbIX HEe Bcerga AocTynHa Heob6xoaumas uHpopmauus
0 COoMyTCTBYOWMX 3a60EeBaHNAX U MOKa3aHWUaX Ana oTny-
WEeHHbIX NpenapaToB, a AOMNyWeHWe O MPOAOIKUTENbHO-
CTW recTauuu MOXKeT B peaynbTaTe BECTU K BbISBAEHUIO
He6ONbLWON A0NN OGEPEMEHHbLIX, MCMNOIb30BaBLUNX Mpe-
napatbl ¢ owWM60OYHON KaTeropusauumen. Tak, cpaBHeHUe
pe3ynbratoB nepuHaTanbHOM 3aKcrnodumuum JIC, nonyyel-
HbIX MOCPEACTBOM aAMWHUCTPATUBHbIX AaHHbIX C Jonylie-
HMEM O MPOAOIKUTENBHOCTHU rectaunmn B 270 AHEN U KHUTH
3anncen PoXAEeHWMW, rae 3To TOYHO yKal3aHo, MoKasaso
aHanormyHoe pacnpocTpaHeHWe MCMNofb30BaHUsA npena-
patos FDA kateropuu D Kak B Lenom, Tak 1 B | TpumecTpe.
OaHaKo, cornacHo AaHHbIM KHUIM 3amnucen POXKAEHUW,
ypoBeHb Ucnonb3oBaHusa JIC Kateropuun X B Te4eHUe BCew
6epemMeHHOCTM U B | TpumecTpe 6bin Bbile [69]. Kpome
TOro, XoT agMWHWUCTPATMBHblEe 6Ga3bl AaHHbIX YKa3blBa-
lOT, YTO XKEeHLMHbl npuobpeTanu JIC, HEBO3MOXHO TOYHO
yTBep¥AaTb, YTO OHU WMMW Bocnonb3oBanucb [14, 48].



TaKKe B CBSI3M C OTCYTCTBMEM CBEAEHUIN 06 MCXo4ax poLoB
HegocTynHa nHbopmaums o ToOM, NPUBOAWUT M UCMONb30-
BaHue JIC Kk peTanbHoMy Bpeay [40].

OTcyTcTBME MHPOPMaLUK 06 MCNONb30BaHWK OTMyCKae-
MbIx 6€3 peLenTta nNpenapaToB WAM Ha3HA4YEHHbIX BO BpPeMS
npebblBaHWS B CTalUMOHape CBMAETENbCTBYET, YTO YacToTa
npumeHeHuns JIC ¢ noteHuuanbHbIM GeTanbHbIM BpPesom
MOXeT 6bITb HegooLeHeHa [40]. Tem He MeHee NoKa3aHo, YTo
YypOBEHb MPUBEPKEHHOCTU Mcnonb3oBaHuio JIC 6epemeH-
HbIMM B 06LlEeM BbICOK, nMpeanonaras HageXHOCTb 3anucu
Ha3Ha4YeHWM B Ka4yecTBe UCTOYHMKa AaHHbIX ANS UccnefoBa-
HUA TepaToreHHocTH [70].

McKnoyeHne 6epeMeHHOCTEN C MEPTBOPOXKAEHUSIMU,
BbIKMAbBILAMW U MPEKPALLEHUIMU NO MEAULIMHCKMUM NOKa-
3aHUAM MOXeT MNPUBOAUTL K HEAOOLLEHKE MCMNoJfib30Ba-
HUS NOTEHUMaNnbHbIX TepatoreHoB [14]. pu 3TOM OCHOB-
HOW NpPO6NeMON aHaNIU3UPYEMbIX UCCNefoBaHUn OocTaeTcs
OTCYTCTBME AOKa3aTenbCcTBa Ansd 6onbwnHcTBa JIC BO3MOX-
HbIX HexxenatenbHbIX 3PdEKTOB Ha Mo, Tak Kak BCe 3KC-
nosvumn JIC BKAOYaANM COOBLLEHUS O KUBbIX MaafgeHuax
6€e3 BpPOXAeHHbIX aHOManum [61]. Mexay Tem aHann3 pucka
pacnpocTpaHeHHbIX BPOXAEHHbIX aHOManum y geten, noa-
BEPrLMXCA BHYTPUYTPOOHOM 3KCMO3MLMM SBHO ONaCHbIMMU
npenapaTtamu, Mo CpaBHEHWUIO C He NoABEepPraBLKUMUCS,
CBMAETENbCTBYET O Clerka noBblWEHHOM PUCKE (CKOPPEK-
TMpoBaHHoe OLU 1,25; 95% AN 1,16-1,34) [56]. B apyrom
nccnegoBaHun [50] U3 6575 KeEHLUMH, KOTOPbIM 6bin
Ha3HayeHbl ABHO oOnacHble npenapatbl B n060e Bpems
rectauuun, 5465 ncnonb3oBanu ux B | TpumecTpe, 1 6onee
NONOBUHbI MOABEPTLUMXCS IKCMO3MLMK BepemeHHOCTeN
3aKOHYMUIUCH NpepbiBaHnem (46%) n Bbikuabiwem (7%). U3
2755 pofoB ¢ AOCTYNHON MHbOPMaALIMEN O HOBOPOXKAEHHOM
B 9% cny4yaeB 6bln AMArHOCTUPOBAHbI KPYMHbIE BPOXKAEH-
Hbl€ MOPOKK Pa3BUTUS B MEPBbIN rof Xn3HU. O6Hapy*KeHOo
CTAaTUCTUYECKM 3HAYMMOE pasnnyrMe B NponopuuuM mna-
OEHLEB C KPYNHbIMWU BPOXAEHHbIMW MOPOKaMK pPa3BUTUA
MeXAy NoABEPrMMUCS BHYTPUYTPOOHOM IKCNO3ULIMKU IBHO
onacHbiMK npenapatamu (8,2%; 95% AN 8,0-10,0) u He
noagepraslmmuca (7,1%; 95% AN 6,9-7,3) [50]. Mexay
TeM B psje cny4yaeB 6epeMeHHOCTb Moria 6biTb NpepBaHa
BCNEeACTBME BHYTPUYTPOOHOM 3KCMO3MLMM SBHO ONaCHbIMMU
npenapartamu (4ale BCEro U30TPEeTUHOMHOM) B | Tpume-
cTpe. Ha3HayeHWio MeToTpeKcata U MU30MpocTona Morna
cnoco6cTBoBaTh BHeEMaTovHas 6epemeHHoCTb [53]. Takum
06pa3oMm, HECMOTPS Ha TO, YTO B aAMUHUCTPATUBHbIX 6a3ax
[aHHbIX OTCYTCTBYET permcTpauuns HOBOPOXKAEHHbIX, uccne-
[OBaHWA AOMXKHbI BKAOYATb AaHHble, CBA3aHHbIE C BPOX-
[EHHbIMWU @aHOMaNUAMKN Y BHYTPUYTPOGHOIO pebeHKa u npe-
KpalleHnsamu 6epemeHHoctu [53, 71]. lNoKkasaHa B LLENOM
BO3pacTaloLlas yactota BPOXKAEHHbIX MOPOKOB pPa3BUTUS
Cpean HOBOPOXKAEHHbIX, MOABEPTLUMXCA BHYTPUYTPOOHOMY
BO3JENCTBUIO MpenapaToB C TepaTOreHHbIM NOTEHLMANOM,
cpean KoTopbix 6bliM MeapoKcunporectepoH (OW 1,8;
95% ON 1,4-2,3), donnutponuH anbda (OLL 2,5; 95% AN
1,2-5,0), kKapb6amasenuH (OLU 3,1;95% AN 1,7-5,6) 1 3Ha-
nanpun (OLWWL 8,1; 95% AN 1,6-41,7) [71].

OAHUM U3 BaKHbIX OrPaHUYEHUN ABNSETCH NPOAHOH-
cupoBaHHoe B 2008 r. FDA npeKkpalieH1e ncnonb3oBaHus
cyuiecTByowen KnaccuduKalMOHHON CUCTEMbI MeauKa-
MEHTO3HOro pucka npu 6epemeHHocTn [72]. Mpu atom,
HECMOTPS Ha nepexoj K HOBOW paclMpEHHOW cucteme
MapKMPOBKM peLenTypHbIx JIC, ocTaeTcs npo6aemMon Heao-
CTaTOK AaHHbIX UX TEPaTOreHHOro pucKa y yenoseka [73,
74]. BmecTe ¢ TeM BO BpeMs NpoBeaeHuUs 60/blINMHCTBA
nonynsaumMoHHbIX UccnegosaHun FDA KaTeropuun Bce ele
MCMNoNb30BannCb, OCTaBasiCb NOME3HbIMU B MPOBELEHUMU
npeaBapuTenbHOro ayauta 6e30MacHOCTM Ha3HavaeMblxX

JIC, a TaKxe onpegeneHus NpUOpPUTETOB ANS OyaywMx
nccnefoBaHUMn M CpaBHEHUS pel3ynbTaTtoB, MNOYYEHHbIX
B CTpaHax C pasfMyHbIMKU topucankumamun [14, 40, 54].
B pamKax cTtpaTerMm 6e3omnacHoro wmcnonb3oBaHus JI1C
npu 6epeMeHHOCTH npeacTaBiseT MHTepec MHULMaTUMBa
BXxoasulero B coctaB LleHTpOB no KOHTponio v npodu-
naktuke 3aboneBaHui (Centers for Disease Control and
Prevention, CDC) CLWA HauuoHanbHOro LeHTpa no BPOX-
[IeHHbIM NOpoKaM 1 npobnemam pa3Butns (National Center
on Birth Defects and Developmental Disabilities, NCBDDD)
[75]. 9Ta nHUUMaTMBa, Ha3BaHHasa «JleyeHne AN ABOUX»
(Treating for Two: Safer Medication Use in Pregnancy)
W HanpaBieHHas Ha npejoTBpalleHWMe HexenaTenbHblX
MCXOA0B POAOB, MCMOJMb3YET B KayecTBe OAHOI0 M3 Kpw-
TepueB YacToTy npumeHeHus J1IC cpean 6epemMeHHbIX KeH-
WHH. B cBeTe o06CyKaeHnUs faHHOW nNpob6aembl oTMe4YaeT-
cs BO3pacTalolan poab 06cepBaLMOHHBIX UCCNefoBaHUM
B OLleHKe TepaTtoreHHoro pucka J1C. MNpu atom, HeCMOTpS
Ha npeuMmylecTBa, MX AOCTOBEPHOCTb Bbl3blBaeT 6ecno-
KOWCTBO, B CBA3M C YyeM TpebyeTcs NpUHMMaTb BO BHUMa-
HWEe pa3Hble TUMNbl UCCNEefOBaHWMA M IKCMO3ULMIO MaTeEpPHU
APYrMMKM noTeHuManbHbiMKM TepatoreHamu [76]. Cneapyet
OTMETUTb AOCTYMHOCTb B HacToslee BPemMs HECKONbKMX
6a3 JaHHbIX U cCbiNoK Ha JIC ¢ TepaToreHHbIMKU pUcCKamu
CO 3HaA4YUTENbHbIMU PACXOKAEHUAMU MeXAy nepeyHaMuU
[13, 77, 78]. CuuTaeTtcs, 4YTO rnaBHble NPO6GIEMbI KPOIKOT-
Csl B HETOYHOCTM M BapuabenbHOCTM TEpPMMHa «TepaTo-
reH», a TaKKe ownbKax, KoTopble MOryT BO3HWKaTb, Korga
nepeyHn JIC MCnonb3yloTCs NPU OKa3aHWW KOHCYNbTaTUB-
HOWM MOMOLLM B KIIMHUYECKON NpakTuKke [79].

3AKJ/IIOYEHHME

Ona pelweHus BonpocoB dapMaKonornyeckon 6e30-
nacHocTv npu 6epemMeHHOCTU B nocneaHne rogbl Npeano-
KEHbl OPUTMHaNbHble NOAXOAbl, NO3BONSIOWME YCTAHOBUTD
Hay4yHble MpuopuTeTbl UCCAefOoBaHWM B 3TOM 06aacCTU.
Mpu3HaHo, 4TO dyHAaMeEHTalbHON NpPoBeMoOn ABAsSETCH
HeAOoCTaTOYHOCTb WKW OTCYTCTBME [AOCTYNHOW MHdopMma-
umMm o deTtanbHOM 6€30MNacHOCTM YacTo MCNONb3yeMblX
npu 6epeMeHHOCTM npenapatoB. bonee BblpaxeHHbIN
PUCK cpean 6epeMeHHbIX C UCTOpHUen ncnonb3osarus J1IC
C AOKa3aHHbIM deTanbHbIM BPeAOM 40 3a4aTus npeanona-
raet Heo6X04MMOCTb KOHCYNbTUPOBAHMSA KEHLWKUH penpo-
OYKTMBHOIO BO3pacTa C XPOHUYECKMMW 3aboneBaHUAMMU
0 pPUCKax NPMMEHEHUS TaKMx NnpenapaToB B NepUoj recta-
umn. Cuctematmyecknin 063op UccnesoBaHmim UICNoNbL30Ba-
HUSA NOTeHUManbHo TepatoreHHblx JIC (ocobeHHO A0 3a4a-
TMa M B | TpumecTpe) 4aeT BO3MOXKHOCTb KONUYECTBEHHO
WU Ka4eCTBEHHO OLEeHUTb BO3MOXHbIE PUCKU M B AanbHEWN-
wem paszpabotatb Mepbl MO MUHUMU3ALMUKU HEXKenaTesb-
HOWM NeKapcTBEHHOW 3aKcno3uuuu. MonyvyeHHble B o6cep-
BaLMOHHbIX MCCNefoBaHWSAX W C MOMOLWbIO MporpaMmm
MOHWTOPUHIA NeKapCTBEHHOM 6€30MacHOCTU KIMHUYECKHU
3HaYMMble JaHHble NO3BONSIOT BKIOYNUTb UX B MHCTPYKLMIO
no NpMMEHEeHUIo Npenapara, 4aB NofAe3Hylo MHGopMaLmio
ONS NEeYEeHUS WAU KOHCYNbTUPOBAHMUS KEHLWMWH penpoayK-
TUBHOIO BO3pacTa.

UCTOYHUK ®UHAHCHUPOBAHUA
He ykasaH.

KOH®JIMKT UHTEPECOB
ABTOpbI CTatbl MNOATBEPAUIN OTCYTCTBME KOHPIUKTA
MHTEPECOB, O KOTOPOM HEOOXOMMO COOBLINTD.
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Mo marepuanam EPA/UNEPS

OT pepaKuum: YBakaemble Kossiern! Mbl HadMHaem cepuro nybinkauum o cuctemMax 34paBooOXpaHEHUS CTpaH-4/1eHOB
EBponevicKkorn negunatpudeckon accouymnarmm (EPA/UNEPSA). NepBori nybankyem ctatbio npogpeccopa K. [XKEHHU O 3Ha-
YeHUU M MecCTe NMPOPUIaKTUHECKON NeanaTpmmn B 340aBO0XPaHEHUN B LIE/TIOM, O HEOBXOAMMOCTH PaCLUMPATL MEPOMPUATUS
110 NPeAynPeAeHU0 Pa3BUTUS OTKIOHEHMUI B COCTOSIHUM 3[0P0OBbS @ TaKKe 0 Ba)KHOM acrneKTe — CeEMENHO-0PUEHTHPO-
BaHHbIX MoAaxoAax npoBeaeHus npopunaktuku. MNpegnaraem u Bam MPUHSITb y4acTue B AUCKYCCUM M NpUcaaTb HaMm CBOe

MHeHne, 0poPMHUB ero B BUze TEKCTa CTaTby.

OckKap OX. JXKeHHn*

Zurich, Switzerland

KoHTaKTHas nHdopmauus:

Cratbs noctynuna: 10.01.2017 r., npuHATa K neyartu: 26.04.2017 r.

MpodunakTUyeckne MeponpUATHS y AeTen 4acTo Npum-
BfI3aHbl K KaneHaapt MPMBMBOK M OObLIYHO BKOYAIOT
MeAWUMHCKOe HabnogeHne, OCMOTP U CKPUHWHIOBbIE
o6cnefoBaHns, peKkoMeHaaumMM Bpada M ynpexkjawouiee
(NpoaKTMBHOE) pyKoBOACTBO. OAHAKO CTPYyKTypa npo-
dunaKTMYecKoro yxoaa 3a AeTbMM B pasHblX CTpaHax
CUNbHO oTnn4aetcda. Tak, B LBeuun, HugepnaHgax
n CoegnHeHHoM KoponeBcTBe NpodunakTnieckme Mepo-
NPUATHA 4Na AeTen NpefoCTaBAaoTCA MeXAUCUMNANHAP-
HbIMW MEAULMHCKMMHU FpynnamMu 1M LeHTpamm o6 eCcTBEH-
HOro 34paBooxpaHeHus. B apyrux cTpaHax, BKo4as
lepmaHuio, LBenuapuio n ABCTPUIO, OTBETCTBEHHOCTb
3a npegoctaBineHne NpodUNaKTUHEeCKON MeaMLUHCKOM
NMOMOLWM HEeCyT MOCTaBLWMKU MNEPBUYHLIX MeAUKO-CaHu-
TapHbIX YCNyr — neavaTpbl ¥ Bpayun o6LLEV MPaKTUKM.
daKTUYeCcKn perynsipHole NpoduiakTUHECKUEe MeaULMH-
CKME OCMOTPbl — M eCTb 3HauyuTenbHas 4actb paboyen

Oskar G. Jenni
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Child Development Center and the Children’s Research Center, University Children’s Hospital Zurich,

NMepecMoTp cuctembl NPoPUNAKTUYECKUX
MeponpuaTum anga aetev B EBpone:
OTKpbiIBaeM JUCKYCCHUIO

KpaeyroanblM KaMHeM rneauaTpum CHUTaroTCs NpopuiaKkTUYeCKUe MeponpuaTUsl 415 AeTer U NoapoCTKOB, obecrieyeHne
KOTOPbIX JIEXXNT Ha CUCTEMaX 3/paBooXpaHeHUs1 60J1bLUMHCTBaA €BPOINENCKNX CTPaH.
Knro4yeBble cnoBa: negnatpus, npopunakTMyecKkme MeporpusiTus, 4eTu.

(Ansa unTupoBaHusa: Ockap XK. [xeHHW. [NlepecMoTp cUCTEMbI NPOPUIAKTUYECKUX MEPONPUATUMI Ana aeTen B EBpone:
OTKpbIBaem auckyccuio. lNeguatpudeckas papmaronorus. 2017; 14 (2): 142-144)

Harpy3kuM neavaTtpoB BTOPOM TPynnbl CTPaH: COrfacHo
McecnegoBaHuio paboTbl MeavMaTtpoB YaCTHOW MPaKTUKMK
B Lltopuxe (Zurich Private Practice Study, ZPPS), — 3aTo
26% obuero yncna Bcex BU3UTOB MO OKa3aHUIO MepBUY-
HOW MeAWKOo-CaHUTapHOM nomMoln n 37% BpemMeHu obLLEN
3aHATOCTH.

HecMoTpsi Ha 3Ha4YUTENbHble M3MEHEHWS, Kacaloliu-
ecsl AeTCKOro 340poBbsi U OBGECMNOKOEHHOCTU poauTenen
B BOMpOCax 34paBo0OXpaHeHns, Nnpon3ollejlive 3a nocnes-
Hue 40 neTc MOMEHTa BHeAPEHMSA Mep N0 KOHTPOJIIO U CO6I0-
OEHUI0 MPOPUNAKTUYECKUX MEPONPUATUA B €BPOMNENCKOM
neanaTpUYecKom NpakTuKe, Lenu, rpadmku U NopsaoK npo-
BeAeHUs NPOPUNaKTUYECKUX MEANLIMHCKMX OCMOTPOB OTHO-
cUTeNbHO He M3MeHunucb. HabnwogeHwe wu nposeaeHue
CKPUHUHIOBbIX 06CNEe0BaHUI MO BbISBNEHUIO PU3NYECKUX
HapyLIEHUIM 1 HapyLLEHWI Pa3BUTUSA NO-NPEXHEMY OCTaloTCs
nepBooyepeaHoOn 3aadyen. B nocnegHvue aecaTnneTus MHo-
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Preventive care of children and adolescents is a cornerstone of pediatrics and is provided by the healthcare systems of most
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r1e nbiTasucb HANTK 6olee COBEPLLIEHHbIE MHCTPYMEHTbI Mo
BbIIBNIEHWI0O DU3MYECKUX U MOBEAEHYECKUX PacCTPONCTB
WK HapylleHWi pasBuTUa y feTei B xofe npodunaxktuye-
CKMX MEe[MLUMHCKMX OCMOTpoB. OgHaKo neauaTtpbl 4acTo
onupaloTCs TONbKO Ha CBOE KIIMHWYECKOE Cy}AeHue Mnpu
BbiSIBJIEHWM MPOGNEM CO 3[0POBbLEM W Pa3BUTUEM, YTO,
BO3MOHO, BbI3BAHO MHOr03a/1a4HOCTbIO NPOBEAEHUS NPO-
bGUNAKTUYECKUX MEOMULIMHCKMX OCMOTPOB. TeM He MeHee,
MHOT1Ee MEeTO/lbl CKPUHWHIA HEA0CTAaTOMHO HaLEXHbI, Bann-
Hbl MK MPaKTUYHBI. B 4acTHOCTH, «HOBblE MaTONOrMU» AET-
CKOro BO3pacTa, BK/o4Yas 4edULNT BHUMaHWUS /TUNepaxKTmBs-
HOCTb, HapyLIeHWe 06y4aeMOoCTH, 3aEPIKKY PA3BUTUS pedn
M NnoBefeHYecKne aHoMasunm, TPYAHO AOCTOBEPHO WMAEHTH-
buLMpoBaTh B paHHEM BO3PacTe, HO OHW CTaHOBATCA 6osee
pacnpocTpaHeHHbIMK N0 Mepe B3poc/ieHus aeTei. B Hegas-
HEeM WccnefoBaHUM MPULLIM K 3aK/YEHUIo, YTO Bpauu,
OKasblBatoLLue NPOGUIaKTUYECKYIO MEAULIMHCKYIO MOMOLLb,
[IO/KHbI BMECTO 06bIYHOr0 06C/IeJ0BaHUA YPOBHA Pa3BUTUS
M MOBEAEHYECKUX HaBbLIKOB YYMTbIBaTb MCUXOCOLMA/bHbIE
baKTopbl, TaKMe Kak ypoBeHb 06pa30BaHWs M COCTOSIHWE
3[10pOBbA POAMTENEN, MPU BbLIABJEHUU YKa3aHHbIX pac-
CTPOWCTB C BbLICOKMM MoKasaTenem pacnpocTPaHEeHHOCTH
M HU3KUM — 3a60/1€BAEMOCTH.

U3meHeHue NPUoOPUTETOB OT CKPUHUHTA,

OPUEHTUPOBAHHOrO Ha peGeHkKa,

K neguaTtpuyecKon MejULUHCKOW NOMOLLH,

OPUEHTUPOBAHHON HA CeMbio

YuuTbiBaa 3asiBNEHHYI0 UAEI0, A TBEPAO YOEXAEH B TOM,
4yTO NpoduNaKTUYecKkan neanaTpms OOKHA CMECTUTb Npu-
opuTeTbl OT 06CnefoBaHUM C JIMYHOCTHO-OPUEHTUPOBAH-
HbIM MOAXOAOM K ynpexjatowemMy PyKOBOACTBY C CeMel-
HO-OPUEHTUPOBAHHLIM MOAXOAO0OM, PeKoOMeHAauMaM Mo
BOMpPOCaM 3[0P0Bbs, KOHCYNLTUPOBAHUIO U MCUXOCOLMaNb-
HoM nogaepke. B CLUA pacxoxaeHus mexay TpaauumoH-
HbIMU CKPUHUHIOBbLIMW 06C/1Ie0BaHUSAMM B NeAMaTPUYECKUX
OTAENEHUSAX U HbIHELWHMMK NOTPEOHOCTAMKU AeTen U UX
cemel NpU3HaHbl yKe AaBHO. B ¢BA3M ¢ 3TUM Obln U3y4e-
Hbl M NpeacTaBNeHbl pa3fiMiyHble cTPaTermnm U UHCTPYMEHTHI
ONng nepecmoTpa CUCTEMbl NeanaTpUYecKon MeauLMHCKON
nomouwu B CLIA. B TO Xe Bpems B EBpone, No-BuanmMomy,
BOMPOC O TOM, KaK [10/1)KHa OblTb BbICTPOEHa paboTta cny»6
npodunakTMYecKon negmMaTpumn ¢ LEeNblo yaoBNETBOPEHUS
noTpebHOCTEN COBPEMEHHbLIX CeMel, paccMaTpuBaeTcs
W nccnegyeTcss He3HauYnTeNbHO. ATO MOXKET OblTb CBA3AHO
C CW/IbHbIMWM Pa3IMYUEMU B CUCTEMAX 3APaBOOXPaHEHUS
[eTein B OTAENbHbIX EBPOMNENCKUX CTPaHax.

B nccnepoBarun ZPPS B TedeHne 3 fHEN Mbl n3y4asu npo-
Llecc npoBeAeHnss OCMOTPOB B NeanaTpuyecKmx oTaeneHmnax
nepBuYHOM nomoln (3111 KoHcynbTauui, U3 HUX Ha [O0M0
nocelLieHnin 60nbHbIX AETEN HA AOMY NPULWNOCL 74% 1 26% —
Ha NPoduUNaKTUYECKME OCMOTPbI) U OBHAPYXWIK, YTO BbISIB-
NIeHno 3aboneBaHnin, NaTonorMn U pPaccTPOMCTB PasBUTUSA
yaensieTca 0OCHOBHOE BHWMaHWe BO BpeMs ocmoTpa. OgHaKo
6onee 90% poauTenen MMenu cCoO6CTBEHHYIO LieNb BU3KUTA,
3apaBanv 60NblIOE YUCIO BOMPOCOB M MOyYann PeKOMEH-
[auMM No BOMpocam 34paBOOXPaHEeHUs M NpodunakTUKe.
B Apyrvx uccnegoBaHUsx TakKe yKasblBanioch, YHTO POAUTENN
ULLLYT cnoco6 Nony4ynMTb peKomMmeHaauun, HanpaBaeHns U KOH-
cynbTalMu B neavaTpuyecKkux cnyxbax 3[paBOOXpaHeHUs.
Takum o6pasom, nNpodunakTUieckne BU3UTbl K neanatpam
NOMKHbI BbITb OPUEHTUMPOBAHbLI HA NpeaocTaBfieHne UHDOoP-
MaLun O BOCMUTAHUK AeTen, NPpoPpUNakTUHECKUE yKasaHus,
BO3MOXHOE pelleHne BOMPOCOB, BbI3blBAOLWMX 03a0604YEH-
HOCTb, @ TaKKe Ha o6ecneyeHne AocTyna K coLmanbHOM noa-
NEepXKKe 1 pa3paboTKe naen ans NoTeHLManbHOro ynyyleHus
U3HU AETEN U UX CEMEMN.

[encTBUTENbHO, UCCNEefOBaHNS NOATBEPAUAN, HYTO NPO-
dunakTM4YecKne U MeauUMHCKME peKoMeHaauuu B neau-
aTpuM oKaablBaloT 611aroTBOPHOE BAMSIHUE Ha AeTeN U KX
ceMbW. B HegaBHeW cTaTbe Mbl 06006W KN pe3ynbTaTbl ABYX
aHrNo-aMepUKaHCKMX 0630POB M OLEHUAN LOMONHUTENb-
Hble AaHHble O BaXHOCTUM M 060CHOBAHHOCTU Mpodunak-
TUYECKOro PYKOBOACTBA B MNeauaTpUYecKoM NpakTuKe.
Hanpumep, nccnegoBaHus nokasanu, 4TO LETU, He Npo-
weawne npodunakTMyeckne MeguLMHCKME OCMOTPbI, Ha
60% 4valle obpalwaloTcs B OTAENEHUS HEOT/IOKHON MOMO-
WKW OeTCKMx 60nbHUL. Taknum ob6pas3oMm, npodwunaktuye-
CKOE PYKOBOACTBO MOXET COKpPaTUTb YMCNO MOCEeLEeHUN
poauTenen B OTCYTCTBUM TsKenblx ciyvyaeB. bonee Toro,
pesynbTaTtbl MeTaaHanuM3a MnoKasblBaloT, YTO MpefocTaB-
NleHne poauTensiM peKkomeHgauui no npeaoTBpalleHunio
TpaBM B AOMaLWHMX YCNOBUAX 3HAYUTENBHO CHUXAET PUCK
BO3HUKHOBEHWS HECYACTHLIX Cy4YaeB (CpeaHee CHUMXKeHne
pucka 18%). KoHTponvpyemoe KAMHMYecKoe uccrnegoBa-
HWe AOoKa3ano B3aMMOCBA3b MEeXAYy COKpalleHuem npe-
BEHTUBHbIX Mep Mo NpobuNaKTUKE HecYacTHbIX ClyYyaes
cpeav couManbHO HeGNarononyyYHbIXx poauTenen u 3Hayu-
TeNbHO 60NbWKMM PUCKOM TpaBmaTuadma. [Apyrum npume-
pOM ycnewHoro NpoduNakTM4ecKoro PyKoBOACTBa ABAS-
etcsa nporpamma «Reach out and Read» («[1poTdHU pyKy
M NpoYTU»). BblNO AJOKa3aHo, YTO peKomeHaaLmu neaunaTtpa,
JaHHble B xo04e NpodUNaKTUYECKUX MEAULIMHCKUX OCMO-
TPOB, MO YTEHUIO BCNYX ANS AeTew AOWKONAbHOro Bo3pacTa
NPUBEN K ynyylweHuto GopmM1MpoBaHMa A3bIKOBOWM KoMMe-
TEHTHOCTU. B HECKONbKMX uccnegoBaHMax cooblanochb
0 TOM, YTO CHabKeHMe KHUramu B Xxofe NpodunakTUYeCKnX
MEAULMHCKUX OCMOTPOB U OGBACHEHWE Ba)XHOCTU YTEHMS
BC/lyX BMeCTe C AeTbMU MPUBENO K POCTY YMCNa YUTaoLWmMX
neten (40% peten NpoTuB 16% B KOHTPONbHOW rpynne)
M 0obWeMy ynyylEeHUIO Y HUX A3bIKOBbIX HaBbIKOB/pas-
BUTUS peyn. bonee Toro, ABa KOHTPOAMPYEMbIX MCCNeO-
BaHWA NoKasanu, 4To npodunakTMyeckne pekomeHaaumm
Nno peXuMMmy CHa B AETCKOM BO3pacTe W npejoctaBieHue
MHbOPMAaLIMOHHbBIX MaTepuanos poanTensam B xoae npodu-
NAaKTUYECKUX MEAULIMHCKMX OCMOTPOB yy4ylwatoT LETCKUM
COH (Ha 36% MeHblue HOYHbIX NPOGYXAEHWUH B 3KCnepwu-
MEHTaNbHOW rpynmne no CPaBHEHUIO C FPYyNMNon KOHTPONS).
KoHcynbTMpoBaHMe No Bonpocam NUTaHus, No-BUAUMOMY,
OKa3blBa€eT NONOXKUTENbHOE BAUSHWE Ha dopmupoBaHue
NpPaBW/bHbIX MULWEBbLIX NMPUBLIYEK Yy AeTer B LONTOCPOY-
HOM NepcrneKTUBE M MPEnaTCTBYET Pa3BUTUIO OXKUPEHUS.
B cBA3M C 3TUM rpynnbl 3KCNepToB 06paTUANCL C MPOChb-
60V 0 BHeapeHun npodunakTMYeCcKOro pykKoBoAcTBa Mo
NUTaHWUIO, KOTOPbIN ByAeT OCyWeCTBAATLCA B XO04e OCMO-
TPOB/CKPUHWHIOB. B Lenom ycnoBus nepBu4yHOM MeanKo-
CaHWTapHOM NOMoLWM U NpoduUNaKkTUiecKue MeanLmMHCK1e
OCMOTPbI NPEAOCTaBAAOT YHUKANbHYIO BO3MOXHOCTb 06Y-
YeHUst poauTenen n NPUMeHeHUs Mep No oxpaHe 340POBbS
4eTew, a TaKXXe MOryT MOBMMATb Ha COKpalleHue Konuye-
CTBa MNOCELLEHWUM OTAENEHWUN HEOTIOXKHOM MOMOLLM B AeT-
CKMX KIIMHUKaX.

BmecTe ¢ Tem ocTaeTcsl HepelleHHOW 3ajjayYya, Kak BHe-
APUTb B MEAMLIMHCKYIO NPaKTUKY HOBble moaenn. B cucre-
MaTtuyeckom o063ope, BbinonHeHHoM B CLUA Coker v coaBr.,
OblIM NpeAcTaBAeHbl CTpaTernm No yny4ylweHuio npodbunak-
TUYECKUX MELULMHCKUX ycayr. ABTOPbl YCTAHOBMWAW, Y4YTO
rpynnosble NpodunaKTU4eCKMe OCMOTPbI AeTen (Hanpumep,
rpynnsl n3 4—6 cemem ¢ 4eTbMM O4HOI0 BO3pacTa), 3a04Hble
dopmaTbl KOHCyNbTaLMN M pEKOMEeHAauun no Bonpocam
3paBOoOXpaHeHns, a TakKe paboTa HEMEANLMHCKNUX Cneum-
asMCTOB MO yXo4y 3a AeTbMU MOFYT CYLECTBEHHO MOBbLICUTb
pesynbTaTMBHOCTb U 3OPEKTUBHOCTL MPOPUIAKTUHECKMX
YCAYT.
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CoBpeMEHHblE PoAUTENN AenalT Bce BO3MOXKHOE [/
BOCMUTAHUA CBOMX [1€TeN, HO HEKOTOpble M3 HWX Orpa-
HMYEHbl MO psay 06pa3oBaTefbHbIX, COLMalbHbIX WK
NMCUXOSIOTMYECKUX MPUYMH. B cBSI3M ¢ 3TUM noouwpeHune
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C nepBbiX OHEN CTaHOBMEHUS POCCUMUCKOW (paHee
COBETCKOW) CUCTEMbI OXpaHbl 3/10POBbS AeTEN Mpodunak-
TMKa NpW3HaHa MPUOPUTETHLIM HanpaBneHnem. B cBoe
BPEMS MHOrO yCunui 6blI0 HanpaBneHO Ha CBOEBPEMEH-
HYIO M305LMI0 6OMNbHBIX U CAHUTAPHO-TMTMEHUYECKOE NPO-
cBelleHne oblecTBa B paMKkax 60pbObl C UHPEKLMOHHbIMU
3aboneBaHuaMU. LleHTpanbHOe MecTo B NpoduiaktTuye-
CKMX MEpPONpUATUSX 3aHUMMana W MNpoJoSIKaeT 3aHWMaTb
BaKLIMHALMSA, HO ceryac KaneHaapb NPUBMBOK 3HAYUTENb-
HO paclmpuics. BoipaxkeHHaa npodunakTmyeckas Hanpas-
JIEHHOCTb [IETCKOro 3/1paBOOXPaHEHMS HAXOAUT CBOE OTpa-
KEHWE M B OpraHu3aluu perynsapHbix npodunakTUYecKux
OCMOTPOB 3[10POBbIX AETEN B AEKPETUPOBAHHbLIE CPOKM.
[MOBCEMECTHbIN HeOHaTaNbHbIA CKPUHUHI MO3BONSIET Npe-
[IOTBpallaTh Pa3BUTUE TKENENLLIMX PACCTPOMCTB. MOXKHO
yTBEPK/AaTb, YTO AMArHOCTMKA W NleYeHWe MPOBOASTCS Ha
BbICOKOM ypoBHe [1, 2].

Ho neTtv norn6atoT oT Apyroro. HacTynuno HoBoe Bpems,
M XM3Hb GPOCAeT HOBblE BbI30Bbl. [JOCTAaTOYHO CKasaTb,
4YTO B CTPYKTYpe CMEPTHOCTU AeTen crtapue 1 roga nepsoe
MECTO 3aHMMalOT BHELUHWE NMPUYMHbI. YTO e TaKoe npowuc-
XOAWT, eCNU AETU M3 GNaronosyyHblX CEMEN 3aKaH4YnBatoT
¥WU3Hb caMoybuincTBoM? Ecnun gaxe obecnevyeHHble ceMbu
He NOHWMAIOT, YTO TaKoe 3/10POBOE NMUTAHUE?

B cBeTe BbllIeCKa3aHHOro BOMPOChI, NOAHATLIE B CTaTbe
noktopa Ockapa K. [KeHHu «[lepecMoTp CUCTEMbI MPOo-
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GUNaKTUYECKUX MeponpuATUI ana aeten B EBpone: OTKpbI-
BaeM AMCKYCCUIO», akTyasbHbl Ans EBpOMbI B LLENOM M Hallen
CTpaHbl B 4acTHOCTU. Heo6xoaMMOCTb BOBMIEYEHWUSI CEMbU
(poaunTenen) B NpodunakTMHeCcKMe MeponpusaTMs B OTHOLLE-
HUW pebeHKa NOATBEPKAAETCSH B MHOMOYUCIEHHbIX HayYHbIX
nccnegoBaHusx [3, 4].

OfHaKo, Kak Ham npeactaBnsercs, HYXHO paccMaTpu-
BaTb NPOdUIAKTUYECKYIO cpeay pebeHKa Wupe: 0693aTelbHO
YUYMUTbIBATb BCE €0 OKPYXKEHUE, BECb COLMYM. BOnblLUyio YacTb
fetctBa pebeHOK NPOBOAMT B OPraHM30BaHHbIX KOMJIEKTUBAX
(AoWKoNbHO-06pa3oBaTe/lbHbIX OpraHM3auuax M LWKoax).
TpagMUMOHHO B OTEYECTBEHHOW CUCTEME AETCKOro 3apa-
BOOXPAHEHMS MeAMLMHCKas NMoMOLLb JeTaM B LUKOSIaX OCy-
LecTBNaNacb CuiamMu LWKOMbHbIX Bpavyerh U MeAULIMHCKUX
cecTep Ha 6a3e MeAULIMHCKUX KaBMHETOB 06pa3oBaTebHbIX
yyperkaeHunn. B wKonax Tex neT npegycmatpuBanncb 60/b-
lWwas BHeKnaccHas BocnuTatesbHass paboTa C y4YeHUKamu,
npodeccnoHanbHoOe OpPUEHTUPOBaHKE, MCUXONOrMyecKas
noaaepka. Takum o6pa3oM, MMEHHO LKOSbl Hallen CTpaHbl
TPaAMUMOHHO MO MpaBy ABASNMCH «lWKONaMu 300P0Bbs». 1o
CTPaHHOMY CTeYeHMt0 06CTOATEeNbCTB NpUlleawas B Havane
90-x rr. MHpopmaums u3 3anagHon EBponbl 0 Nogo6HOro
poaa y4ebHbIX 3aBeAeHMUsX, peann3ylolnx cBO paboTy Ha
Tex e NpuHuMnax, cTana OCHOBOMONarallen ang Havyana
B HOBOW Poccun OBWMKEHUSA 3a pacluMpeHue CETWU «LKON
300p0BbS». [JpyrMMn cnoBamm, MCKOHHO POCCUMCKasi cucte-
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Ma MeOMKO-COLManbHO-NCUXO0MMHYECKOrO COMPOBOXAEHMS
WKO/IbHUKOB B MEpUoa MOoNy4eHWs UMW 06pa3oBaHUs ans
COXPaHEeHUs WX 30POBbS W GNaronosy4nst BEpHynacb K Ham
Ha HOBOM BWTKE WMCTOPMM, HO YKe C aBTOPCTBOM 3anafHbix
konner. K coxanenuio, B NocnefHne roapl LWKOMbHbIE Meau-
LUMHCKME KaBWHETbI MPaKTUYECKU MCHE3NU U3 COBPEMEHHbIX
POCCUMICKMX LUKOJ, YTO HE MOXET HE CKal3aTbCs oTpuLaTeNb-
HO Ha COCTOSIHUM 3[0POBbS W 61Aronoay4nun COBPEMEHHbIX
POCCUMCKMX AeTen. B cTpaHax MOCTCOBETCKOro M MOCTCOLIM-
anMCTMYECKOro NpocTpaHcTBa nocne packona CCCP «cosert-
CKasi» CUCTEMa AETCKOro 3paBOOXPaHEHHWS, BKItOYas Meau-
UMHCKOE HabtoleHNe LWKOMIbHUKOB LIKOMbHBIMKU Bpavyamu,
6blna paspylweHa. B pesynbrate B 3TUX CTpaHax (CerogHs
Ha3blBaeMbIx cTpaHaMmmn BocTtoyHon EBponbl v LieHTpanbHOM
A3u1K) COCTOSIHME 30POBbS AETEN LWKONBHOrO BO3pacTa npo-
[IO/KaeT NporpeccmMBHO yxyawartbes [5].

Hamu 6b110 NpeanprHATO UCCNefoBaHNE, LiENbIO KOTOPO-
ro 66110 ONpeaennTb MEcTo U poNb NeanaTpum, OPUEHTUPO-
BaHHOM Ha couMasibHble acneKTbl 340p0oBbs pebeHKa (couu-
anbHoOW neguatpum) [6]. BaxkHO, 4TO NO pesynbraTam onpoca
3KCMEPTOB coLManbHas neavaTpusi paccMaTpuvBaeTcs Kak
cTpaternsg NpodunakTMYeCKon negmaTpum.

BblN0 BbISIBNEHO, YTO MHTEPEC YYEHbIX K U3YHEHUIO BIIU-
AHUS Pa3/IMYHbIX COLIMANbHbIX JETEPMUHAHT Ha 340POBbE
[eTer OOoCTaTo4HO BbICOK (35,9% Bcex 3alMlieHHbIX AuC-
cepTauyMoHHbIX paboT B chepe 06LECTBEHHOIO 30POBbSA
W 34paBOOXpPaHEeHUs AETCKOro HaceneHus). TeM He meHee
couuanbHble 1eTepPMUHaHTbl 340POBbS pebeHKa He y4WTbl-
BalOTCS B HEOOXOAMMOM 0O6bEME B MPAKTUYECKON AedATeNb-
HoCcTM neauaTpa. bonee TOro, uccnepgoBaHwe Mnokasano,
4TO neauaTpbl He MosyvyatoT AOMKHOM NOArOTOBKKU ANk TOro,
4yTO6bl OTBEYATb Ha HOBbIE BbI30BLI. B 4acTHOCTH, OKa3anoch,
4TO TOSIbKO 1/3 yyacTBYKOWMX B ONpoce neavaTpoB nmeet
[IOCTaTOYHbIM YPOBEHb 3HAHWI M HaABBLIKOB /1S OKa3aHus
KOMMJIEKCHOM MeaMKO-CouManbHOM nomoum pebeHky; 1/4
OMPOLLIEHHbIX CNOCOGHA OCYLIECTBNATb MEXBEAOMCTBEHHOE
B3aMMOAENCTBME U TaKKe Nuwb 1/4 npoaeMoHCTpupoBana
Heo6X0[IMMblE HaBbIKW BbIIBIEHUS KECTOKOro 0o6palleHums
¢ pebeHKoM; ToSIbKO 1/5 YacTb yHaCTHMKOB Onpoca B JoCTa-
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TOYHOW CTENEeHU OpUeHTMpPOBaHa B BOMpocax obecneyeHus
npas AeTen.

OTCyTCTBME 3HAHWI M OMNbITa NPUBOAUT K TOMY, 4TO TONIbKO
51,7% onpoleHHbIX NPU3HAIOT 3agadven neamatpa BbigBe-
HWUEe He6NaronPUATHbIX CoLManbHbIX GAaKTOPOB U MUHUMKU3A-
LMIO X BO3ENCTBUSA Ha 310P0OBbe pebeHKa.

B pamKax npeanpuHATOro uccneaoBaHus 6Gbiia pas-
pa6oTaHa 6a3oBas npodunakTMyeckas Mofenb MeauKo-
couuManbHOM MOMOLM AETCKOMY HaceneHwuto, OCHOBaHHas
Ha CBOEBPEMEHHOM BbIIBIEHUM HEBGNAronpUATHLIX COLM-
anbHblX GaKTOpoB (B ceEMbe, Cpean CBEPCTHUKOB, B LUKONE
M Op.) U NpefocTaBfieHn KOMIMIEKCHOW MoMolmn (MeanKo-
NCUX0N0ro-coLnanbHON) He TONbKO pebGeHKy, HO 1 ero cembe.
[ns ycrnewHoro BHeApeHUs Moaenu 6b110 Heo6xoanmo obe-
cneynTb MOArOTOBKY CMELManucToB (MeanaTpoB U APYrux);
MeXXBeAOMCTBEHHOE B3anmopaencTBme (06beanHUTb YCUIUSA
pasfiMyHbIX BEAOMCTB, Y4acTBYWOLUMX B OXpaHe AETCKOro
3[0POBbA — MEIULIMHCKMUX, NPaBOOXpPaHUTENbHbIX, 06pa3o0-
BaTe/bHbIX, COLMANbHOM 3alMTbI); NPAaKTUYECKUE PEKOMEH-
[aLnn No OKa3aHWI MeaMKO-CoLManbHON NoMoLLm [6].
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n GopmMMpoBaHne 340pPOBbS OrpoMeH. lNeanatpbl AOMMKHbI
06 3TOM MOMHWUTL M YMETb paboTaTb B HOBbIX YCNOBMUSIX,
a Ans 3Toro TpebyeTcs NepecMoTPETb NPOorpaMmbl 06yHeHUs
M NOAroTOBKM cneunanuctoB. Heo6xoamMmo nepectpanBaTtb
CYLLECTBYIOLLYIO CUCTEMY «pa3aeneHHOM» OTBETCTBEHHOCTMU
pasnuyYHbIX BEAOMCTB, 3aWHTEPECOBAHHbIX B COXPaHEHWUM
30POBbSl AETCKOro HaceneHus, u $GopmMmMpoBaTb KOHCO-
NIMAMPOBAHHYIO CUCTEMY, O6GecrneynBalollytdo BO3MOMXKHOCTb
OKa3blBaTb KOMIMIEKCHYIO MeaMKO-MCUX0N0ro-CoLManbHyo
NOMOLLb PEBGEHKY M Ero CeEMbeE.

ORCID

J1.C. HamasoBa-bapaHoBa
http:/orcid.org/0000-0002-2209-7531
H.B. YctuHOBa
http:/orcid.org/0000-0002-3167-082X

4. MonyHuHa H.B., MonyHuHa B.B., ABcagxaHuwsunn B.H. Ponb
MEAMLMHCKON aKTUBHOCTM CeMbW B GOPMWUPOBAHWMM 340POBbLSA
neTten, cTpajalolmx 60ne3HAMU OpraHoB [AbixaHus // BecTHuK
Poccurickoro rocygapCTBEHHOI0O MeAULUMUHCKOIo yHUBeEpCUTEe-
Ta. — 2013. — N21 — C. 70-74. [Polunina NV, Polunina VWV,
Avsadzhanishvili VN. The role of medical activity of family in forma-
tion of the health of children with respiratory diseases. Bulletin of
RSMU. 2013;(1):70-74. (In Russ).]

5. MyxammagueBa b.3., AcoeB A.P,, HopoB P/., u ap. Pe3ysibtatsl
obciejoBaHUS MafleHYeCKOMN, AETCKOM M MaTEPUHCKON CMEPTHOCTH
B Pecnybnunke TamxukuctaH B 2010 rogy. — [ywaH6e: AreHTCTBO
no cratucTuke npu MpesngeHte Pecny6nunkun TagmkuctaH; 2010, —
66 c. [Mukhammadieva BZ, Asoev AR, Norov RD, et al. Rezul'taty
obsledovaniya mladencheskoi, detskoi i materinskoi smertnosti v
Respublike Tadzhikistan v 2010 godu. Dyushambe: Agentstvo po
statistike pri Prezidente Respubliki Tadzhikistan; 2010. 66 p. (In
Russ).]

6. YctuHoBa H.B. CoBpemeHHOe cOCTOsIHUE M HanpaB/ieHUs Hay4-
HO-MPaKTUYECKOro pal3BUTUSI coumasibHoN neguatpun: ABTOoped.
OWC. ... JOKT. mMed. HayK. — M.; 2017. — 48 c. [Ustinova NV.
Sovremennoe sostoyanie i napravleniya nauchno-prakticheskogo
razvitiya sotsial’noi pediatrii. [dissertation abstract] Moscow; 2017.
48 p. (In Russ).]



-~ YBaxaemble uutarenu!

NCL

[Meanatpbl HaLuMOHaNbHOrO Hay4YHO-NPAKTMHECKOro LieHTpa 340poBbsa aeten n Coto3
neamarpos Poccuu NOArOTOBWN 4718 BAC KHUTY MOJIE3HbIX COBETOB HA KXAbIiA [€Hb O
netsax B Bo3pacte ot 0 go 18 ner.

B nepBoil 4acTu Bac XAyT 0TBETbl HA BOMNPOCHI:
' e Kak npasunbHoO KOpMUTL pebeHka?
e Kak BblbpaTtb NOATY3HNK?
e [loyemy manbiL nna4yeT?
e B yeMm npuymHa nnoxon ycnesaemocTy B LIKOJE?
e BpenHble NPUBbIYKYA, 0OLLEHNE B COLMANBHBIX CETAX, NepBas BNOONEHHOCT. ..
Bropas yacTb n3aaHna nocesiLeHa npo6iemMam 3[40P0BbS.
e Y470 MOryT 03Ha4aTb T€ UM UHbIE CUMNTOMbI?
e Koraa Hy)KHO CPO4HO MATW K Bpavy?
B aHuuknonegum Takxe npeaycMOTPEHbl COBETbl MO OKAa3aHWio MepBoi
MOMOLLM [0 00paLleHns K Bpavy, U3N0XEHbI HOPUANYECKNE 1 coLnalibHble
aCMeKTbl «HAANeXaLlero poanTeNibCTea».

KHUrY MOXXHO NpuobpecTy Ha caiTe:
http://www.spr-journal.ru/sc5/shop/entsiklopediya-dlya-roditeley/

3BoHuTe no Ten.: +7 (499) 132-72-04
[To MockBe BO3MOXHA JOCTABKA KYPbEPOM.
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