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MYKONDONWCAXAPWODOS

bE3
BOCMANEHUA

JIONMOJIHUTE/IbHBIE CUMMTOMbI MATKUX OPM MICI?
OPYBEHVIE YEPT JIMLIA 69-73%
MOPAXEHVS KATIAHOB 59-68%
[EMATOCTIEHOMETATIUS 28-61%

[PbIXU 54-60%

KU®OCKO/IM03 O 21-34%

PACIWNOPY K0oO MNOC

I
BUIEO OCMOTPOB TYronoziBUXHOCTb CYCTABOB + JOMOHUTE/IbHBIE CUMMTOMbI

MMALIMEHTOB C MIC |

BO3MOXHOCTH BECTM/IATHOW IMATHOCTWKM 10 HOMEPY: 8-800-100-24-94

B C/IYHAE NOATBEPXIEHUA IUATHO3A MIIC | TUMA
MALMEHTY KPAUHE BAXHO M0J1Y4UTb KOHCY/IbTALIMIO TEHETUKA

MATEPUA/I MIPEAHASHAYEH [151 CMIELIMATIACTOB 3/1PABOOXPAHEHMS. MEPE/] HASHAYEHWEM O3HAKOMBTEC C MOJTHOM MHCTPYKLIMEN MO MPUMEHEHMIO.

1.ROLANDO CIMAZ, GIOVANNI VALENTINO COPPA, ISABELLE KONE-PAUT, BIANCA LINK, GREGORY M PASTORES, MARIA RUA ELORDUY, CHARLES SPENCER, CARTER THORNE, NICO WULFFRAAT AND BERNHARD MANGER; JOINT CONTRACTURES IN
THE ABSENCE OF INFLAMMATION MAY INDICATE MUCOPOLYSACCHARIDOSIS; PEDIATRIC RHEUMATOLOGY 2009, 7:18. 2. MANGER B. RHEUMATOLOGICAL MANIFESTATIONS ARE KEY IN THE EARLY DIAGNOSIS OF MUCOPOLYSACCHARIDOSIS TYPE 1.
EUROPEAN MUSCULOSKELETAL REVIEW. 2008. PP. 1=6. 3. MICHAEL BECK ET AL. THE NATURAL HISTORY OF MPS I: GLOBAL PERSPECTIVES FROM THE MPS | REGISTRY. GENETICS IN MEDICINE | VOLUME 16 | NUMBER 10 | OCTOBER 2014

4. KAKKIS ED, MUENZER J, TILLER GE, ET AL. ENZYME REPLACEMENT THERAPY IN, UCOPOLYSAGCHARIDOSIS I. N ENGL J MED 2001;344:182-8. 5. MUENZER J, WRAITH JE, CLARKE LA. MUCOPOLYSACCHARIDOSIS I: MANAGEMENT AND TREATMENT
GUIDELINES. PEDIATRICS 2009;123:19-29. 6.S.BRUNIET AL. THE DIAGNOSTIC JOURNEY OF PATIENTS WITH MUCOPOLYSACCHARIDOSIS I: A REAL-WORLD SURVEY OF PATIENT AND PHYSICIAN EXPERIENCES. MOL GENET METAB REP. 2016 SEP; 8:
67-73.
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Cominon 8 GoneBaHue
NEAEHSY —
W CEAE3EHEOM s

(‘ — MHorve He non,03peBanT, UTo Y MeHs 60J1e3Hb HUMaHHa-Nuka
TMn B. 9 Ha.4elCb, YTO MOS UCTOPUS NOMOXKET ApPYrUMM NauneHTam
C 3TUM 3a60J1eBaHnemM He 4YyBCTBOBATb Ce6s, KaK 8 - 04UHOKUMU.
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ANroputM gMarHoCTUUYECKOro nomcka'

CIMNJIEHOMETAJINA * TENATOMEIANINA
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2 1 xapaKTepHbIX Npu3HaKa anga 6one3sHn HumaHHa-NMuka

) TMnaA/Bu B

TpoM6oLUTOMEHUS, YacTble CUMMTOM «BULLHEBOW KOCTOUYKM»®
KPOBOTEUYEHUS UU CUHSKU

e Mor
O"eMy?

MblLlLeYHada rmnoToHmUd
NHTepcTuumanbHaga
60ne3Hb Nérkmnx MaTonormnyeckme neperiombl

3afeprKKa pocTa U pa3BUTUS Husknm yposeHsb J1MBI
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UcknioueHmne gpyrux npuumH q
OnpepeneHue
AKTUBHOCTMU KUCNION NHbekLmmn Opyrue JIBH* L
C(bVIHI'OMMenVItIa3bI Onyxonu 3CHS
MeTOoA,0M CyXoM
Kannu Kposu DBS? 3aboneBaHuna BonesHun
rneyeHu KpOBU
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FeHeTHnuyeckoe BO”BHIJ HMMAHHA'“MKA,
roATBEpHASHIE TANA A/B AN B

Bone3sHb HUMaHHa-MNMuka Bbone3Hb HUMaHHa-lMuka Bone3Hb HUMaHHa-MNMuKa
T™™MN A Unu MnapeH4yeckas Tun A/B nnu xpoHudyeckas TN B unmn xpoHn4vyeckas
HenpoBucLepanbHasa ¢opmMa HenpoBucuUepanbHaa ¢opma BUcLiepasibHada dopmMa
¢ HaunHaeTtcq ¢ HaunHaeTcq, Kak npaBuno, B AeTcTBe o MOYKeT HauMHaTbcS B N1060M
B M/1afjeH4YeCKOM BO3pacTe ¢ 3aHMMaEeT NpoMeXXyTouHoe BO3pacTe
¢ MMoparkaeT rofiloBHOM MO3r NosioXKeHune Mexxay tnnamm A v B ¢ MNopaykaeT MHOrme opraHbl,
N HEPBHYIO CUCTEMY, ¢ Kak n npumnTnne B, Ha6mop,aech OOHaKO He 3aTparmBaeT
a TaK)XKe MHorue opraHbi rnopa)eHme MHOrMx opraHoB 1 6onee FONOBHOM MO3r
+ OYyeHb bbICTPO MeOsIeHHOE NPorpeccnupoBaHue, Yem + MporpeccupyeT MeaieHHee,
nporpeccupyeTt npuv tune A yeM TVA A
+ B otnume ot Tmna B, Ang aTon GopMmbl + B HEKOTOPbIX CIly4asix MOXeT
XapaKTepPHbl NaTo/IorM4YecKme MsMeHeHus Hab6MoaaTbCs MUHUMabHOE
roJIOBHOro Mo3ra 1 HEPBHOW CUCTEMbI MopaXkeHue LieHTpanbHOM

HepBHOﬂ CNCTeMbl

CnpaBo4HO-UHPOPMaLMOHHbIN MaTepuan ANs CNeunasiMcToB 34PaBoOXpPaHeHUs Bbl MO)XeTe HanpaBuTb NaLMeHTa K Bpauy-reHeTUKy
1. AnanTuposaHo no McGovern, Margaret M, et al. «Consensus recommendation WU NO3BOHUTb Ha ropa4yio JIMHUIO ANSA YTOYHEeHUs
for diagnostic guideline for acid sphingomyelinase deficiency». Genetics in Medicine na6opaTopuii, NPOBOAALLMX 6eCnNaTHYI0 ANAarHOCTUKY
19.9 (2017): 967. 2. JIMN Bl — nunonpoTenabl BbICOKOW NnoTHocTU. 3. DBS (dry blood spot) —

MEeTO[, CyXOro MATHa KPOBU. 4. JIBH — N30coMHble 60ne3HN HakomneHus. 5. 3CH —

3acToMHas ceppeyHasn HeloCTaTOYHOCTb. 6. TeMHO-KpPacHoe MATHO B o6nacTu 8 800 100 24 94
LIeHTPanbHOM AIMKU CETYaTKMU. AO "CaHodu Poccus”

Appec: 125375, MockBa, yn. TBepckas, A.22
Ten.: +7 (495) 721-14-00, dakc: +7 (495) 721-14-11
MAT-RU-2302875-1.0-09/23 www.sanofi.ru



T2-BOCIAJIEHUE

Kaknm o6pa3om upesaMepHoe T2-BocnaneHue BNmsaeT Ha NaumneHToB?

2 oo/ neteun cTtpapgatT AT
Oo O paznuuHoil cTeneHn TkecTU'

B 2 pa3a Bbille

PUCK pa3BUTUSA conyTcTByowen BA2?

50/ aetem  NogpoCTKOB
0 MMeloT CMMNTOMbI BA3©

] 80/ Cpenu . 'x BEPOHXMAJIbHASA
O c raxenon dopmom ACTMA

B Pa3 4Yalje
OEeTU C NULLEBOU anneprmemn
cTpapatoT 20378

PuUcK pa3Butusa 303 Bbilue
y eTteun ¢ 21 conyTCcTBYOLLUM
T2-BocnanuTtenbHbIM 3aboneBaHnem?°

Y HEKOTOpPbIX NaLMEHTOB MOXeT O4HOBPEMEHHO HabnaaTbca Hanuume aByx

n 6onee 3aboneBaHun, cBaA3aHHbIX ¢ T2-BocnaneHnem™

NocnegHMe HayYHble OOCTUXKEHUS CBUOETENbCTBYIOT, UTO T2-BOCnasieHne
M Ype3MepHbI OTBET MMMYHHOM CUCTEMbI JIe)XKaT B OCHOBE pa3/INYHbIX anfieprunyecKkmx
M BocnanuTenbHbIX 3a6oneBaHUn"™"

BA — 6poHxuanbHas acTMa; AT[| — aTonuyeckuit AepMatuT; 303 — 303MHODUbHDIN 330(aruT
20 pesyNnbTaTaM MeTa-aHann3a OTHOCUTENbHbI PUCK Pa3BUTHUSA acTMbl y NaLmMeHToB ¢ AT/, coctaBun 2,16 (95% AoBepuTenbHbIil MHTEpBan, 1,88-2,48)

1. Knunuyeckue pekomengauuu M3 PO Atonuueckuit gepmatut, 2021 3nekTpoHHbIit pecype: https://cr.minzdrav.gov.ru/schema/265_2 [lata goctyna 08.02.2024. 2. LiH, Dai T, Liu C, Liu Q, Tan C. Phenotypes of atopic dermatitis
and the risk for subsequent asthma: A systematic review and meta-analysis. J Am Acad Dermatol. 2022;86(2):365-372. doi:10.1016/j.jaad.2021.07.064. 3. lenne H.A. U coaBT. MoApOCTKOBbI BO3PACT Y NALMEHTA C TAXENLIM
TeYeHUeM GPOHXMaNbHOI aCTMbI: U3BECTHbIE PUCKM M HOBbIE BO3MOXHOCTH KOHTPONA. Bonpockl npakTuyeckoii neguatpuu. 2019; 14(6): 63-71. 4. OcsiHHMKOB, [l. 0. MpakTuyeckue 0CHOBbI BbiGopa npenapara 6Monorn4eckoi
Tepanuu 6poHXMUanbHoM acTMbl y AeTei 1 noapocTkos / [l. 10. OBcsHHUKOB, H. . Konranosa // ActMa u anneprusi. — 2022. - N2 1. - C. 25-36. 5. Hedlin G, Konradsen J, Bush A. An update on paediatric asthma. Eur Respir Rev.
2012 Sep 1;21(125):175-85. doi: 10.1183/09059180.00003212. PMID: 22941882; PMCID: PMC9487327. 6. Fleming L, Murray C, Bansal AT, Hashimoto S, Bisgaard H, Bush A, Frey U, Hedlin G, Singer F, van Aalderen WM, Vissing NH,
Zolkipli Z, Selby A, Fowler S, Shaw D, Chung KF, Sousa AR, Wagers S, Corfield J, Pandis |, Rowe A, Formaggio E, Sterk PJ, Roberts G; U-BIOPRED Study Group. The burden of severe asthma in childhood and adolescence: results from
the paediatric U-BIOPRED cohorts. Eur Respir J. 2015 Nov;46(5):1322-33. doi: 10.1183/13993003.00780-2015. Epub 2015 Sep 24. Erratum in: Eur Respir J. 2017 Jun 22;49(6): PMID: 26405287. 7. Hill DA, Grundmeier RW, Ramos M,
Spergel JM. Eosinophilic Esophagitis Is a Late Manifestation of the Allergic March. J Allergy Clin Immunol Pract. 2018 Sep-Oct;6(5):1528-1533. doi: 10.1016/j.jaip.2018.05.010. Epub 2018 Jun 25. PMID: 29954692; PMCID:
PMC6131029. 8. Hahn JW, Lee K, Shin JI, Cho SH, Turner S, Shin JU, Yeniova AQ, Koyanagi A, Jacob L, Smith L, Fond G, Boyer L, Lee SW, Kwon R, Kim S, Shin YH, Rhee SY, Moon JS, Ko JS, Yon DK, Papadopoulos NG. Global Incidence
and Prevalence of Eosinophilic Esophagitis, 1976-2022: A Systematic Review and Meta-analysis. Clin Gastroenterol Hepatol. 2023 Dec;21(13):3270-3284.e77. doi: 10.1016/j.cgh.2023.06.005. Epub 2023 Jun 17. PMID: 37331411.
9. Dellon ES, Hirano I. Epidemiology and Natural History of Eosinophilic Esophagitis. Gastroenterology. 2018 Jan;154(2):319-332.e3. doi: 10.1053/j.gastro.2017.06.067. Epub 2017 Aug 1. PMID: 28774845; PMCID: PMC5794619.
10. Arias A, Pérez-Martinez |, Tenias JM, Lucendo AJ. Systematic review with meta-analysis: the incidence and prevalence of eosinophilic oesophagitis in children and adults in population-based studies. Aliment Pharmacol Ther.
2016 Jan;43(1):3-15. doi: 10.1111/apt.13441. Epub 2015 Oct 28. PMID: 26510832. 11. N. A. Gandhi, B. L. Bennett and N. M. Graham, "Targeting key proximal drivers of type 2 inflammation in disease," Nature Reviews Drug Discovery,
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