OT4eT 0 cTa)KHPOBKE B IEHTPE MYKOBHCIN1032 (B3POCIIBIX)
Bpomronckoro rocnutans (London, UK —ochoBan 1965 r) Konaparbepoii E.H.

Professor Elena Ivanovna Kondratyeva :

1. main researcher of the cystic fibrosis department/ Medical Genetics Research Center RAMC
2.Children's City Clinical Hospital No 13 of Moscow, Dept of Cystic Fibrosis, 123001 Moscow,
Zoological Street 15

Opranumsanus craxkupoBku:. Muccuc Posu bapues (Mrs Rosie Barnes) - momeuwntens
MexayHapoHOM opranu3zaiuu «310poBbe pedenka» (Benukoopurtanus) u Tonn BoHCTIHXOIM
(Mr . Tony Wolstenholme, wmenemxkep mpoekra MeKIyHApOJIHON OpraHu3aluu «310pPOBbE
pebenka» (Project Manager, Child Health International) (mepeson)

duHAHCHMPOBaHHE  CTAXKMPOBKM. OnmarorBoputenbHbiii ¢Goung «Ocrtposa» ([Ipemcemarens
npasienuss Mapk Jlazapesuu bencman)

PykoBoauteanr craxupoBku: Dr Diana Bilton — pykoBoauTens meHTpa MyKOBHCIIHI03a
BpomToHcKkoro rocriurais.

IToMourp B mepeBoae 0T BpOMTOHCKOro rocnuTais — pyCCKOTOBOPAILIUM Bpay .

CraxupoBka npoxojuia 5 gaeit ¢ 25 Hosi0ps o 30 HOsIOps 1 BKITFOYAIa:

1. DoAroTOBKY MOKYMEHTOB JJISl JeTapTaMeHTa paboThl C MEPCOHAJIOM, claya CIpPAaBOK O
COCTOSIHHH 37I0pOBbs U 4 GOopM, HEOOXOIMMBIX TSI IOMTyCKa K padoTe.

2. 3HAaKOMCTBO C IJTAaHOM pabOThI U KOMaHJI0W B3POCIOr0O OTACICHHUS.

3. yuactrie B 2 00X0Jax B MOJUKIMHUYECKOM OTAEICHHU B3poCibix (oOcyxacaue 14
NaIMEeHTOB, KOHCYJNbTAIlMM - 6 MalueHTOB), 3HAKOMCTBO CO CTPYKTYypoil M paboTOif
OTJEJICHUS

4. yyactue B 00XOJi¢ B MOJMKIMHUYIECKOM OTJIEIICHUHU JeTel (4 manueHTa), 3HaKOMCTBO CO
CTPYKTYpOH 1 paboToi

5. ydactue B 00X0Jlie B CTAIIMOHAPHOM OTAEJICHUH B3pOCIbIX (29 marueHToB 00CYXICHUE,
12 06xo0pm)

6. yuactue B 00xone B craumoHapHOM otaeneHun aereid ( 3 pebenka ¢ MB u 3 ¢
MaTOJIOTHEH JIETKHUX ), 3HAKOMCTBO CO CTPYKTYPOU U paboTOMH

7. Oecema C DHIOKPUHOJIOTOM M  JIOKTOpaMM, KOHCYJbTalUs OOJBHOM  mocie
TPAHCIUIAHTALUHU JIETKUX C MYKOBHUCIU103aCCOLUUPOBAHHBIM JUA0ETOM.

8. Oecena c rmaBHOM MeJl. CECTPOIl B3pOCIOro OTIEICHUS

9. Oecena ¢ HyTPHUIIHOJIOTOM

10. 6ecena ¢ KMMHUYECKUM (HapMaKOJIOTOM U 00CYXIeHHE KIIMHUUECKUX PEKOMEH Al

11. 6ecena kMHE3UTEPATIEBTOM, OCMOTP OT/ICICHUMN

12. 6ecena ¢ BpayoM, OTBEUAIOLINM 33 TOAOBOM SMHUKPHU3

13. npucyrcTBre Ha 2 OPOHXOCKOIHSIX

14. mpucyrcTBUE Ha TECTE Ha3aIbHBIX IOTCHIIMAJIOB

15. npucyrcTBUe Ha NOATOTOBKE HOYHON HYTPUTUBHOM MOAICPKKI

16. nocemenue aenapraMeHTa paboThl C IEPCOHAIOM Il OOCYKIACHUS CTA)XKUPOBKH B HIOJIE
2014 r

Nudopmanus nis Bpadei U nepcoHalia, padoTraiuero ¢ 00JJbHbIMH MYKOBHCIM/I030M:

Opranusanusi pa6otsi B3pociaoro Llentpa MB — 6osee 600 60 1bHBIX

1. PykoBoaurens: Dr Diana Bilton

Bpauu — 4 , Bpaun Ha 0OydeHuu — 4

Bcest komanza - okono 20 yenoBek (ICUXO0JI0TH, KHHE3E€TEePaneBThl TUETOJIOTH, CECTPHI)
Koncynpramus crermanuctoB ( 12 crnenuansHocTelt) 1 pa3 B HEENIO WK 10 HEOOXOIUMOCTH ,
nepeaaya AeTer BO B3pOCIYIO CeTh 1 pa3 B HEAENIIO

Bpaun BenyT OOJIBHBIX B CTAI[MIOHAPE U MOJMKIMHUYECCKUI MTPUEM.



[ToJ10KUTETbHBIE MOMEHTBI, KOTOPbIE 00PAIIAIOT HA ce0sl BHUMAHUE!

Opranusanusi paéorbi:

B nosmmkiIMHuKe:

OO0cyxeHne TIaHa KOHCYJbTAIMi O0TBHBIX

[Tepen mpremom oOCykaeHNE OOJBHBIX BCEMHU WICHAMHU KOMAHIbI.

OO0s13aTeNnbHO yyacTHE Bpaya WM CECTPhl (PYHKIIMOHAIbHOW AMArHOCTUKH, TJIAaBHOM CECTpHI,
JUETOJIOTa ¥ KHHE3UTEeparieBTa B KOHCYJIbTAIIMH O0OJLHOTO MOCIEI0OBATENILHO ITOCIIE Bpaya.

Onmun nenp - mpuem marnueHToB ¢ Burkholderia cepacia, mo pa3HbBIM THSAM — CHHETHOWHAsS
UHQEKIHS U IpyTrue Bo30yAuTeNn.

YeTko OpraHu3oBaH IPOTHBOSIHICMHOJIOTHYECKHA pEXUM. YOOpKa TIOMEIIEHUs I0Ce
KaXJI0ro OOJBHOTO, 00pabOTKa MOBEPXHOCTEH, CMEHA OJHOPA30BBIX OYMa)KHBIX IMPOCTHIHEH,
PYK, (D OHEHJOCKOTIOB,

B craumonape (25 koek)

OO6cyxaenne 29 ManMeHTOB HAa YTPEHHEW KoH(epeHIuHu, ydacTue 20 YjIeHOB KOMaHIIbI, BO
BTOpOH nojioBUHE JTHA — 00x0a. Hauano B 9.00 konen mociue 18.00.

Kopotkas wundpopmamus mno KaxaoMy OOJIbHOMY B I€YaTHOM BHAE.  YUYacTHE BCeX B
oOcyxeHuu. Bce 4ieHbl KOMaHIbl TOJDKHBI 3HATH BCE O OOJILHOM.

[TanaTel - ecTh BCe HEOOXOIMMOE, Na)ke BEIOTpeHaxepbl. Bce mo 1 , meTu ¢ poauTensMH,
B3pOCIIbIE C pPOACTBEHHHKaMH. [IpoOieMbl OJHOTUIIHBIE B OOIICHWH C POJCTBEHHUKAMH U
KOMIUTA€HTHOCTH.

B3pocnoe otaenenue — Tonpko 6onpHBIE ¢ MB, B netckom otnenenun — 6- 12 6onpHbIX ¢ MB
JIKUT, BCE B NaJIaTe MO OJHOMY, JIpyras MaToJIOrusi MOTYT 1o 4, Bce MHAUBUAYyalnbHOE (Ha 25
KOEK)

YeTko OpraHu30BaH MPOTUBOAIUIEMUOJIOTHYECKUH PEKUM:

1. K 60bHBIM OCTPBIM — B pa30BBIX (papTyKax U ImepyaTKax.

2. Pyku u TpyOKu - 0oOpaboTka Be3zie, B XUPYPruu — BCE JIBEPU aBTOMATHYECKH OTKPBIBAIOTCS,
Be3zie 00paboTka, pyk. B cBoOOAHOM nocTyme U B JHOOOM KOJMYECTBE - YHCTas METUITUHCKAs
dbopma 1 00yBb.

JlekapcTBa M annmaparypa JAJs 00JbHbIX: MHOTO MOJIYYalOT B rocnuTajie - Bed anmaparypa. C
npenapaTamMi Ha MecTax, ObIBatoT mpooemsl. [IunryT o6ocHOBaHUE.

B oTHOmIeHHM 00cJe10BaHUSA

Hcnonp3yror Tect «M3mMepeHne TpaHCONMUTEIUAIBHON Pa3HUIBI HA3aJMbHBIX IEKTPUYECKUX
NMOTEHIMAJIOB), Yallle OPOHXOCKOMHUS

Myranuun rena MB B kommyectBe 50, 4ro cocraBiser - 95% Bcex wmyranui, npu
HEOOXOMMOCTH CEKBEHHUPOBAHHE , OIUIAYMBAIOT MAI[UEHTHI.

[ToceB MOKpPOTHI BKIIIOUAET MTOCEB Ha IPUOBI 1 MUKOOAKTEPHH (Y B3POCIIBIX)

KoHTponb riavkeMuu Ipu BBIBICHHOM OJAHOKPATHOM IOBBILIEHUH— 3 JHS MOHUTOPUPOBaHHUE
CYTOYHOE WJIM C IIOMOUIBIO INIIOKOMETPOB - 2 Hedenu, 1 pa3 B rox CTTI.

JAucnancepusanus

1 pa3 B 2 -3 (B3pocJible) Mecsina

Ces3p 1o TeneOHy W DICKTPOHHOM MOYTe C MAlUeHTaMH W ILEHTpaMu MepuQepruiHbIMU
noctostHHas (3TO BXOAWUT B HArpys3Ky Bpaua), pacredyaTk 3JeKTPOHHBIX IMHCEM OT Bpadel ¢
nepudepuun IpuIaraloTcs B UCTOPUH.

E:keromaublii snukpu3. B koHIe roga HaOmoacHus (HE B KOHIIE KaJCHIAPHOTO To/1a) - MOJHOE
oOcrenoBaHue U KOHCYIbTAIlMM KOMaHbI, Bce coomupaeTcsi B otueT — crpanull 30-40 u gepe3 3
HEJIeMM - BCTpeYa C MAIMEeHTOM M IUTaHWpOBaHME cienytomero roga. Coopom mHpopManuu
3aHUMAETCs OT/IeNIbHASI KOMaHa U3 2 YeIOBEK — 3aMOJIHSIOT 4 UCTOPUU KaXIAYI0 HEIEIIO.
IlepeBoa 001bHOrO M3 JAeTCTBAa BO B3POCayW ceTb ¢ 15 no 17 ner nBymsi KOMaHIamu
(meauaTpuyecKas U TePareBTHUYECKAs C yYaCTHEM BCEX CIICIUAIKCTOB).



OoOpamaer BHUMaHHe HA ce0s1: 0COOCHHOCTH Tepanuu

1. Yacto ropMOHBI — ¥ JAJUTEIBHO NPU CHUKEHUM (QYHKIHMHM [bIXaHUS U OMNHCAHHBIX B
METOUYECKUX PEKOMEHIAIUSAX CITydasiX.

[Mpeauuzomnon — 30-40 mr \neHp

I'unpoxopruzon 100-200 Mr cyTkH B BeHY.

[Tynbc Tepanus — Kak Tepanusi OTYasTHUSI.

Cuntatot, yTo BaxkHee HazHauuTh [ K i moBbIeHUs] PYHKIMM JETKUX 3a CUET CHIDKEHUS
BOCHAJICHUsI, 4eM T0004YHbIe 3(PEeKThl, KOTOPbIE H3BECTHHI M XOPOIIO KOHTPOJHUPYIOTCS
(rmuxemust u BUT [1) 1 Koppurupyrotcs (MHCYJIMH, BUT J| 1 KanbLuii).

2. Bce cymmamen, He TOJIBKO NMPU CHHETHOWHOW WMH(EKIMH, 3 paza B HENEI0, KOHTPOJb
¢GyHKUIMYM eyeHn. Y neTel aMOKCUKIIaB 2 pas3a B HEZEIIO Npu CTa(hUIOKOKKOBOW HH(EKIHH

3. Myxkomutuku - JlopHa3a ambda BCEM  B3pOCIBIM M TIOAPOCTKAM 2 pa3a B JICHb,
TUIICPTOHHYECKHUN P-p ¥ MAHHUTOJI. B3pocibie ncmoib3yrot B ocHoBHOM - PARI eFlow[ fapid
AHTHOAKTEPHAIBHAS Tepanus:

[[lupe NMpUMEHSIOT aHTUMUKOTUKH, HAa (OHE aHTHOAKTEPUAILHON Tepamuu, KOHTPOJIb BBICEBA
rpuboB 1 pa3 B kBapTas (CM. KJIMHUYECKHE pekoMeHaanun). Kontponupytor u nedar Kanaumgos.
[Ipu acneprusieze HHraIUPyOT aMPOTEpUIIMH SMT X2 pasa.

[Ipu HeTyOepKyJle3HOM MHUKOOAKTepruo3e -  WHramupyloT amukanud 500 Mr Ha 2w
pacTBopuTeNd U MeponeHeM 1o 250 mr .

s tepanmuun B. Cepacia complex — tpumeranpum, ximopaM(pEHUKOI , OUCEITON, BO3MOKHO
NpUMEHEHHE TOOpaMUIIMHA (BHYTPUBEHHO)

KonTponb copepkanust aHTUOMOTUKOB KPOBH.

Bce paboraror ¢ momomisio BeHO3HBIX mopToB - PORTACATHS (Totally implantable venous
access devices).

Y Hac 3T0 TOJIBKO BHENpsiETCss. MHOTO BOIIPOCOB T10 AETSIM, TpeOyeTcs AabHEHIIee N3ydeHHne ITOTO
BOITpOCA.

@OupMBI TOTOBST pa3BeJCHHbIC AHTUOMOTHKH, JIOMa HE TOTOBAT, BCE HMEIOT almaparypy Uit
BBE/ICHUS. BBeleHa IODKHOCTH CECTpPBl, B JIETCTBE —CTapllas cecTpa 3aHHMaeTcsi OOydeHUeM
poaMTenei, BhIE3)KAOT Ha JOM JUIS KOHTpoyisi. llepBoe BBejeHHE AHTHOMOTHKA B YCIOBHSX
CTalloOHapa.

JdepuunTHBIE COCTOSHUS:

Koppekuust neduunra Beca — HYTpUTHUBHAsA MOJJAEpKKAa Yepe3 POT M Ha HOYb, MIHPOKO
UCIIOJIb3YIOT TaCTOCTOMBI, Y NOAPOCTKOB B 20% oA KOHTPOJEM IiauKeMuu. MHCynuH mupoko
UCIIOJIB3YIOT Ha BpeMs HyTPUTUBHOM MOAJIEPKKH U ¢ aHAOOIMYECKOM LIETBIO.

BceM 60nbHBIM KOHTPOJIUPYIOT M KOPPUTUPYIOT YPOBEHL BUTaMUHa /1.

Ocreonopo3s : — Tepanus -ajJeapoHaT, HeT 3 dekra OoHapaHaT.

I"acroszodaranbueliil pedatoke - MHruOUTOPHI MPOTOHOBOM MOMIIBI -JUIUTENBHO — TOAaMU MIPH
HEOOXOIMMOCTH ¥ HOYHOM HYTPUTHBHOM TIOIJIEPIKKE.

Hpennoxenus:

1. 3aBepmuTh paboTy MO KOHCEHCYCY.

2. JIns KpymHBIX LIEHTPOB C KOJIWYECTBOM IMainueHToB Oonee 50 mnms meret m 15 s
B3pOCJIBIX BBICTYIUTh C MPEAJOKEHUSMU B MHHHCTEPCTBO 3/JpPAaBOOXpAaHEHUE IO
OpraHu3aluy PeruOHAIBHBIX LIEHTPOoB MB.

3. Opranmn3oBaTh BbIe31 B BpOMNTOHCKHI TOCTUTAIb PYKOBOAUTENICH KPYITHBIX JICUSOHBIX
yupexnenuit (6bomee 50 mus gmeredt w15 st B3pOCTBIX) WM JIETIAPTAMEHTOB
(MUHUCTEPCTB) 3[paBOOXpaHEHUs, Ha 0a3e KOTOphIX paboTaroT IeHTpel MB wumun
HaOMoJar0TCsl ManueHTsl (CPoK MpeObIBaHMsl - 2 JHS) 32 CYET OJaroTBOPHTEIBHBIX
dbonaoB. Llenb: 3HAKOMCTBO ¢ OpraHU3aIKMeH padoTHI.

4. OpraHuzoBaTh MpHE3] CHEIHAIMCTOB bpoMmToHCKOro rocmutaisi B MOCKBY WU
KPYIHBII LEHTp M MNpOoBeNeHUS 00pa30oBaTEeNIbHBIX CEMHUHApPOB M MPAKTHUYECKHUX
3aHATHA TI0O  JMETOJIOTMM M KuHe3erepanuu. (DUHAHCHUPOBAaHHWE 3a  CUET
0JIarOTBOPUTEILHBIX (POHIIOB.



5. OpranuszoBarb paboTy B roCIUTaIe MOJOABIX Bpaueil (OmbIT paboThl B LieHTpe Oonee 2-3
neT) neHTpoB (6onee 50 myis gerert u 15 s B3pocasix)) B TeueHue 1- 3 mecsies (3HaHUE
AHTJIMICKOTO s13bIKa). DUHAHCHPOBAHUE 3a CUET OJAaroTBOPUTEIBHBIX (POHIOB.

6. OpranuzoBaTh pabOTy B TOCIUTAJIE ISl PyKOBOIUTENEH IEHTpoB (6osee 50 st aeTeit u
15 s B3pocibix) ¢ onbIToM paboTel 6omee 10 net — 1-2 Henenu. duHaHCHpOBaHUE 3a
c4eT 0JaroTBOPUTENHHBIX (DOHIOB.

7. Jlna Bpaued LEHTPOB, T/I€ KOJMYECTBO MalnMeHTOoB MmeHee (50 s geret m 15 s
B3pOCI/IbIX) OpraHM30BaTh Ha 0a3aXx CTpaHbl C  BblJauYeld  yAOCTOBEpEHUI
rocyJapCTBEHHOT0 oOpa3ia. uHaHCHPOBAHHE 33 CUET 0JaroTBOPUTEIBLHBIX (POHIOB.

8. Opranu3oBaTh BbI€3]] HA CTAXKHUPOBKY XUPYProB JUIsl 0Oy4YeHHs] YCTAHOBKE U YXOIy 3a
BeHO3HbIMU TopTamMu — PORTACATHS u ycraHoBka m yxox 3a racrpocromamu (5
nueit). duHaHCUpOBaHKE 3a CUYET 0J1aroTBOPUTEIBHBIX (DOHIOB.

9. IIpurnamenue corpyanukoB Llentpa MB BpoMroHckoro rocmuraist Ais y4dacTus B
poccuiickux mkoJiax mo MB u koHrpeccax.

IIpo:kxuBanue B 00LIEKUTHH.

[TonoxxutenpbHOE: HE TPATUTHCSA BPEMs Ha JIOPOTY, MPOKMBAaHUE JIEUIEeBOE, MUTAHUE TaK ke, HO
pectopan paboraer mo 14.00. B oOmexuTre BO3MOXKHO NPUTOTOBJICHHE muiiyd. OOCTaHOBKA
pOCTasi, HO OCTaTOYHAs! JIJIsl POKUBAHMUS.

OtpunarensHoe: He paboTaeT Bail - (aii ¢ pyccKoii cuM. KapToi, INI0X0 paboTaeT B OOLICKUTHH
U ¢ aHTIuiCKON KapToi. [[s paboTel B OMOIMOTEeKEe HAMO 3apaHee CAenaTh 3aKas I I0CTyma K
JUTEpaTypHBIM 0a3aM JaHHBIX.

IIpo0JieMbl: 3HaHUE S3bIKA, XOpOIIEE NOHMMAHUE HE AHIVIOIOBOPSILUX Bpaded M NepcoHaa,
CJIO’)KHOCTHU C HOCUTEJISIMU SI3bIKa.



