IToarorosieHo crapmmum

naptépoM Ab «llenenses I'pynmn»
HuxoHoBbiM A.A. 1Ji IOJIOTIEYHBIX
bnarorBopurensHoro gonaa «IIpaBmup»

ITamsiTKa 1J151 NALHEHTOB, HANPABJIEHHBIX MOCKOBCKUM I'0pOICKUM KOHCHJIMYMOM B
HenTtp opdannbix 3a00aeBannii 15 B3pociabix B Kb Ne 67

Dra mnaMmaTrka IMOATOTOBJICHA B CBA3M C HCYAOBJICTBOPCHHOCTLIO Ha.III/IeHTOB1 Ka4uy€CTBOM
MEIMIMHCKOW TOMOINM, OKa3blBAEMOH WM B IEHTpe 1o opdaHHBIX 3a00JeBaHUIM,
OpraHm30BaHHOM B I'0pojickoii KimHMdeckoit 6opauie Ne 67 nM. JI.A. Bopoxo6osa JI3M?2.

Ipu »10it GombHUIIE co3aan LleHTp penxux (ophaHHBIX) 3a001eBaHMI y B3poCHbIX° . [Tomoxkenue
00 3TOM 1eHTpe BrepBbie ObuT0 yrBepkaeHo [Ipukazom JI3M ot 23.07.2021 Ne 705. B xon1e
MPOLIOTO ToJia OHO 3aMeHEHO HOBBIM [lonoxkeHueM, yTBepkAEHHBIM mpukazoMm [I3M ot 28
nekadpst 2021 r. Ne 1310.

IIpu co3manuun lLleHTpa K €ro «ocHosHwvim 3adauam u @yHKYusM» OTHECEHA «Op2aHu3ayusl
pabomui u nposedenue 3acedanuii Knunuko-sxcnepmuoii komuccuu»®. 1lens cozpanus nocneasei
Obula ompefieNieHa KaK «onpedeleHue mMaKkmuKu OUAeHOCMUKU, JleYeHuss U peadunumayuu
83POCILIX Nayuenmos, ocumenel 2opooa Mockevl, cmpaldarowux peokumu (oppannvimu)
3a00n1e6aHUAMY, 8 MOM YUCle peuleHue 60nPOCco8 o00ecnevyeHus ux JeKapCmeeHHbIMU
npenapamamu (namozenemuueckan mepanus).

KOK wu Ilentp paboTtasim «B CBSI3KE» € MOCKOBCKUM [OpOJACKMM KOHCHJIMYMOM  TIO
HE3aperucTpUpPOBAaHHBIM IpernapaTaM Jjsl OKa3aHUs MEIUIIMHCKOW MOMOUIIM IO >KHU3HEHHBIM
nokazaunusm®. Tloceaaui opralelsola.aH6 Ha 0a3e ['b3Y «I'Kb um. U.B. JlaBeimoBcKOrO I[3M»7.
Ha npakTtuke ropoickue KOHCHJIMYMbI IIPOBOJIAT HEMOCPEACTBEHHO B J[3M.

OTU TPU UHCTUTYTA OOBIYHO (PYHKIIMOHUPOBAIH TaK:

— eciu HeT 3akmoueHuss KOK, To ['opoackoil KOHCHIMYM OTKJIabIBall HA3HAYCHUE Mpenapara
WM OTKa3bIBaJ B €r0 HA3HAYEHUU C OJHOTHITHOW (OPMYITMPOBKOM: HET MOATBEPIKIACHUS
Ha3HA4YCHHS Pe3ybTaTaMU Ja0OPAaTOPHBIX M MHCTPYMEHTAIBHBIX UCCIICIOBAHHM.

Orta QopMyIHpOBKAa BKIIOYAETCS B TEKCT MpOTOKoJia ['0opojacKoro KoHCHIMyMa BHE
3aBUCHUMOCTH OT TOTO, €CTh WJIM HET B 3asBKe Ha MPOBEICHUE KOHCUIMYMa WIA B
MpUJIaraeMbIX K Hell JOKyMEeHTax 000CHOBaHME Ha3HAYEHUS TaHHBIMU ATHX HCCIEIOBAHUH.

DTO MO3BOJSET MPEINOJOKUTh, YTO OCHOBHAS IENb 3TOM (OPMYIHPOBKH — HANpPaBUTh
nanuenta B 'Kb Ne 67 nisa odopmitenns mpotokona KOK;

- ecimn KOK Ja€T MOJ0KUTEIILHOE 3aKJIFOYCHUC, TO Foponcmﬁ KOHCHUJINYM 000CHOBEIBAET MM
Ha3HAYCHUC MMAUCHTY Taprera. Ecmu OTpULATCIIbHOC, TO UM 000CHOBBIBAET OTKa3.

1 https://vademec.ru/news/2021/10/27/patsienty-s-mukovistsidozom-i-sma-pozhalovalis-na-rabotu-
moskovskogo-orfannogo-tsentra/

2 https://67gkb.ru/o-bolnitse/ Tanee — «CKB Ne 67».

% Vreepxneno Ipukazom JI3M ot 23.07.2021 Ne 705.

4 Tanee - KOK.

5 Manee «opozackoil koncunuym» win T'K.

6 IMpukas JI3M ot 12.04.2021 Ne 327. TTocMoTpeTh MOXKHO 31eck: https://docs.cntd.ru/document/608936838
7 http://gkb-23.ru/litsenziya-i-pravovaya-informatsiya/
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B xonne nponutoro roga J3M ormenun Ilonoxenue o KOK, 3amenus ero IlosoxkeHuem o
KoHCHIMyMe Bpadeii Ilentpa opdannbix 3a6onesanuit’. Teneps BMecTo npoTokona KK Gyxer
opopMITITBECSI POTOKOJI KOHCHMyMa Bpadeit Llentpa. [loka He sicHO BBIOBIBACT JIM MPU TAKOM
packnane u3 urpsl [oposickoil KOHCHUIIMYM, co3naHHblil paHee Ha 6aze ['Kb M. JlaBbiioBCKOTO,
win oH ocraérci. He sicHO Takke, U3MEHUTCS JM MO cyniecTBy JaesTenbHocTh KOK mpu
M3MEHEHNH €€ Ha3BaHWA Ha KOHCWIMYM Bpaded. OOHApPYKHUTh MPOTOKOJ KOHCHIMYMa Bpaueil
noka He yzaanoch. Iloatomy B IlamsaTke OynemM OpHUEHTHUPOBATHCA HA MPENKHUM OMBIT, T.€.
HCXOJMTh, YTO IOMEHSIETCS TOJLKO Ha3BaHue (popma), HO HE COTepKAHUE.

Ecmu B Hayane padotel KB No 67 ObUIO BBIIAHO HECKOJIBKO IOJIOXKHUTEIBHBIX 3aKIIOYCHHUM 110

Tapretam IJid NaliuCHTOB C MBQ, TO BIIOCJICACTBHHU 3TH 3aKIIFOYCHHA YKE HC BI)II[aBa.TII/ICI)lo.

Ananu3 A0cTynHbIX HaM BbINUCHBIX AMHUKpU30B ['KB Ne 67, a Takke BBIIMCOK M3 MPOTOKOJIOB
KOK wne no3posnser:

—  YCTaHOBWTB IIPAaBOBYIO U MEAUIIMHCKYIO JJOTHKY B COCTAaBE JUATHOCTUYECKUX MEPOTIPUATHH,
MIPOBOJMMBIX MpHU rocnutanu3anuu namueHToB B I'Kb Ne 67,

- MPOCIEAUTh OOBEKTUBHYIO CBSI3b MEXJY pe3ylbTaTaMU 3TUX MEPONPUITHH U BBIBOJAMU
K3K o nenecooOpa3zHOCTH WK HEIIEIecO00pa3HOCTH Ha3HAYCHUS TapreTa.

[lepeueHr ocCHOBaHMI ISl TOCHHUTANW3ALMK (CTALlMOHAPHOTO JIEYEHMsI) MAlMEHTOB IIpU
MYKOBHCIIH103¢ ycTaHOBJeH nputokerreM ['10 k Kimanaeckum pekomenmamusm KP Ne 372/2.
N3 BeimucHbIX 3nukpu30B ['Kb Ne 67 BU1HO, 4TO B po1iecce roCHUTaIn3auy HE OCYIIECTBIISIETCS
JIEYEHUS HU TI0 OJJTHOMY U3 3TUX MOKa3aHUM.

B xoze rocniuTanu3ayy NamueHT MPOXOIUT OYHbIE KOHCYIBTAIIMH Y CIICAYIOIINX Bpauei:
—  TICHXOJIOT,

—  JIMEeTOJIOT,

- o TaIBLMOJIOT,

—  TacTPO’HTEPOJIOT,

—  DHJOKPHUHOJIOT.

HaHI/IeHTy IMPOBOJAT TE KE UCCIECA0BaHNA, KOTOPBIC EMY IIPOBOJUIIN PAHEC (BHe 3aBUCHUMOCTH OT
TOoro, HpOI_HéJ'I YCTaHOBJ'IeHHHﬁ B Knnanueckux PEKOMCHAAIMAX CPOK C MOMCHTA IMPEABIAYHICTO
HCCICO0OBAaHUA, HJIU HeT)Z

- koMIproTepHyto Tomorpaduro (KT);

- OKT u axokapauorpaduio;

- CIUPOMETPUIO (M3MepeHne (PYHKIUI BHEIITHETO JbIXaHHs);
—  MHKpPOOHOJIOTHYECKOe HCCIEI0BAHUE;

- AHAJIN3blI KPOBU U MOYH.

8 Mpuxas JI3M or 28.12.2021 Ne 1310: https://mosgorzdrav.ru/ru-
RU/document/default/search/3/10.html?phrase=&interval=&group id=19

9 Ham H3BCCTHBI JIBA TAKUX Cliydas. XOT}I HUCTOYHHUK OTHUX HAHHBIX OIPaHUYCH, T.C. MOJIOKHUTCIIbHBIX BaKJ'IIO‘IeHI/Iﬁ
MOJKET OBITH OOJIBIIIE.

10 M1 npusHaéM, 9T0 HCTOYHHK MH(POPMALIMH y HAC OTPAHUYEH CBEIECHUAMM, MONYIEHHBIMH M3 PA3IMYHBIX TPYII
IMalIUEHTOB B COLIMAJIBHBIX CETAX. COOTBGTCTBCHHO, I/IH(i)OpMaIII/Iﬂ MOXKET 6I>ITL HE HOJ'IHOI7[ HJIN HE TO‘IHOﬁ.
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OcMOTp M KOHCYJIbTAlMs IyJIbMOHOJIOTOM HE MPOBOAATCA. DTO TPYAHO OOBACHUTH, YUUTHIBAS
MyJIbMOHOJIOTHYECKUI TIpoduias 3a00JieBaHMS Y BCEX H3BECTHBIX HaM MalHEeHTOB ¢ MB,
npomenmux KOK/Koncummym.

VYkaszanHble B paznene «MeIuKaMeHTO3HOE JIEYEHUEe» DIUKpU3a Ipenaparsl — 3TO IIpernaparsl,
Ha3HA4YCHHBIC NALMEHTY paHee JjedamuM BpadyoMm. HakaHyHe rocnurtanu3anuy MAlUEHT HX
MIPUHUMAJT aMOyJaTOPHO U B X0Ji€ TOCHUTAIN3aLUU NPooJKUI ux npuém. B cranunonape I'Kb
Ne 67 oHu manMeHTy He BbIIAIOTCA.

Kak mpaBuno, mnpoBeAa€HHBIE HCCIEAOBAaHUS HE NPOTUBOPEYAT paHee IPOBEAEHHBIM
HCCIIEIOBAaHUAM [TAIIMEHTA U MIOKA3bIBAIOT HAJIMYKME Y HETrO )KU3HEHHBIX [TOKa3aHUH, HE00X0JUMBIX
JUIsl HA3HAYEHUs HE3aperucTPUpPOBAHHOIO Taprera. EciyM nanuMeHT NpHHMMAaN Ipenapar 1o
rOCIUTAIN3AIMH, KY[IUB €r0o 3a pyOexoM 3a cOOCTBEHHbIE JEHBIUM U BBe3s ero B Poccuto st
JIMYHOTO IPUMEHEHUS, TO UCTOPHSI €T0 IPUEMA MOATBEPKAAET YIIYUIICHUS:

- B BU/JIE CHIKEHHUS 000CTpEeHU,

- yiyuienus @B/,

- yBenunuenust UMT;

- CHW)KEHUE YPOBHS XJIOPUOB B IIOTE.

Jlisa oueHku TepaneBTUyeckoi 3ddexTuBHOCTH (MM HEAIPPEKTUBHOCTH) 3TU JAHHBIE HYKHO
coOuparp Ha OoJiee INIMHHOM HHTEpBaje, YeM TOT, B TE€YEHHE KOTOPOro MAaIlMeHT HaXOAUTCS Ha
rocuuTanu3anuu. bosee Toro, B mporpaMmme rocUTaIN3alUU HET UCCIIEA0BAaHHM, TOCTPOEHHBIX
Ha CONIOCTaBJICHUU:

- JaHHBIX O IAaIMCHTC B HadaJic anéMa Taprera Wik A0 Havdaljia €ro HpI/IéMa n Ha MOMCHT
rocCruTaJanu3aluu, Ujin

- JaHHBIX, IIOJIYYECHHBIX B Ha4YaJI€ roCriTajin3alui, B X04€ KOTOpOfI IIPpUHHUMAJICA TapIrecT, U B
KOHIC I'OCIITMTAJIN3allH.

HaHI/IeHTaM HC IpcajiararoT IpuHUMATh TapreT, HE BBIAAIOT €ro JAJId anéMa, YTOOBI IIPOBEPUTH
HAJIN4YNUEC UK OTCYTCTBUC HEXellaTeJIbHOM pEaKIum.

HaHI/IeHTaM, IIPpUHUMAaBIINM TaprerT, JIM00 HAYaBIIHUM €ro HpI/IéM, HE ACIaroT ITOTOBBII TCCT,
Y4TOOBI COIIOCTABUTH €r0 JaHHBIC C pE3yJIbTaTaMU, IIOJTYUYCHHBIMHU Ha (I)OHG anéMa Taprera u (I/IJ'II/I)
COIIOCTaBUTh C JaHHBIMH, ITPCAIICCTBYOIICMY HpI/IéMy Taprera.

B O6H_ICM, B XO0A€ UCCICA0OBaHHNA HE ACIACTCA HUYCTO TAKOT'O, YTO MOI'JIO OBl BEIABUTH U OLICHUTD
PHUCK anéMa MNannueHTOM, HA3HAYCHHOTO CMY q)eﬂepaHBHLIM KOHCHJINYMOM JICKapCTBa, U
OLOCHHUTH €TI0 TepaHeBTI/I‘leCKI/Iﬁ 3(1)(1)6KT Ha KOHKPCETHO 3TOM ITalIUCHTC.

HccnenoBanus He afanTUpOBaHbl K MeToAaM moadopa Taprera, omucaHHbIM B KimHHMuYeckux
pexoMeHaanusax no mykosucuuao3y KP Ne 372/2. Bee 3Tu MeTOABI OTHOCATCS K MOJIEKYJISIPHO -
muarHoctuueckuM. I'Kb Ne 67 cooTBeTCTBYHOIIMM MHCTPYMEHTapuUeM HE pacloJiaraeT u
MAIMEHTOB HAa TEHETUYECKUE KOHCYIbTAllUN HE HAIIPABIISET.

MO’KHO MpeAroyIoKUTh B CBSI3U C 3TUM, 4YTO OTpularenbHble 3akmtoueHuss KOK/Koncunmnyma
oOycioBieHbl TeM, 4yTo LIeHTp He «OmpaBIbIBaeT JOBEpUS», OKAa3aHHOTO eMy [ opoJcKum
KOHcuiInyMoM. Bo3moskHo, y LleHTpa oTcyTCTBYET sicHas mporpamma aeiictsuil. Eciu Tounee, y
IlenTpa HET TOro MepevHs BONMPOCOB, HA KOTOPBIE €EMY HY)KHO OTBETHTH AJISl ONPEAEIEHUS TOTO,
TpebyeTcs NaleHTy Ha3HaueHHbIH emy denepabHbIM KOHCUIIMYMOM TapreT, WK He TpeOyeTcs.
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Mexay TeM MepeueHb 3THUX BOIPOCOB OOYCIOBJIEH TpPeOOBAaHUAMH 3aKOHOJATENLCTBA O
3/IpaBOOXPAHEHUH, T.€. HAXOUTCS B IOPUINYECKON IIJIOCKOCTH. 3aKOHOIAaTENIbCTBO:

l) OIMpaBAbIBACT HABHAYCHUEC HC3APCTUCTPUPOBAHHOTO ITpCI1apaTa )KU3HCHHBIMHU IMOKa3aHUAMU
nanyucHTa. COOTBCTCTBCHHO, HCCIICAOBAHUA OOJLKHBI NOATBCPAWUTDH, YTO 3TH IIOKAa3aHUA
€CTb, WJIKN YCTAHOBHUTH UX OTCYTCTBUC,

2)  TO3BOJISCT OTBETUTH HA BOTIPOCHI O TOM, KAKHE UMEHHO MMOKa3aHUs MalMeHTa OTHOCSITCS K
KHU3HEHHBIM. Takum 00pa3oM, 3TOT BOIPOC BRIBEJICH U3 BPau€OHOTO YCMOTPEHHUS;

3)  3aKOHOAATENBCTBO IMO3BOJIACT YCTAHOBHTH M T€ CIIOCOOBI (MCCIICIOBAHUS), MOCPEICTBOM
KOTOPBIX YCTAHABJIMBAIOTCS JKU3HEHHBIE MOKa3aHUA. DTO IO3BOJISET YCTAaHOBUTH, KaKue
uccleoBaHusl TpeOyloTcs MalMeHTY «I0 3aKOHY» /s OOOCHOBaHHMS €ro IpaBa Ha
HEe3aperucTpUpoBaHHBIN IIpenapar;

4)  3aKOHOJATEJIbCTBO JIAXKE MO3BOJISCT YCTAHOBUTH T€ CHOCOOBI 1M0I00pa MaTOr€HETHUECKON
Tepanuu (T.e. IMEHHO Tapreros npu MB), KoTopble 1103BOIAT 6€301MaCHO MPOBEPUTH, OYIET
mpemnapar padoTaTh UMEHHO Ha HEM, WM OH OKAKETCS «UCKITIOUCHUEMY;

5)  HakoHeIl, 3aKOHOJATENLCTBO IMO3BOJSIET YCTAHOBUTD, Ul KAKMX HCCICIOBAHUI HYKHO
MIOJBEPrarh MalUeHTa TOCIUTAIW3aluM, a I Kakux HeT. OHO Takke IO03BOJISIET
YCTAaHOBUTH NEPUOJAUYHOCTh MCCIEAOBAHUNA. DTO MO3BOJUT M30€kKaThb HEHY)KHBIX 3aTpaT
IIPY HAJIMYHMH AKTYaJIbHBIX PE3YIBTATOB YK€ ITPOBENEHHBIX MAIUEHTY MCCIICTOBAHUM.

[Toaromy, ectb cMmbica nipemioxutb [ Kb No 67 mpaBoByr0 mojiep:KKy B METOJ0JIOTHUYECKUX
acmekTax cOopa HeoOXOauMOM JyIsi HazHaudeHUs Taprera mHbopmaruu. M caemath 310 CTOWT
ManueHTaM, HallpaBJIEHHBIM TYyJIa 7Sl pelIeHHUs BOIIpOoca Mo TapreTy.

JlelicTBuUA, NMPENOKEHHbIE HIKE, MOMOTYT 3ToMy. Eciu HeT, TO 3T NeHCTBUSA, KAK MUHUMYM,
JaayT B PpacCIOpsDKEHHE TMMalMeHTa JOTIOJHUTENbHBIE JOKAa3aTeIbCTBA HECOOTBETCTBUS
MeTojosioTun  cObopa maHHBIX I mpoBeneHus KOK/KoHcunmnyma 3akOHOIATENBCTBY O
3IpaBOOXpPAaHEHUU. OTO JOJDKHO TIOMOYb TIpH JaJbHEHIIEM O00XaJlOBaHWMM OTKa3a B
JIEKApCTBEHHOM OOCCIICUCHHH.

HOCKOHBKy B OCHOBC npez[naraeMoﬁ Bam maMATKU JIGKHAT 3aKOH U IIpaKTHKa €ro nNpuMCcHCHUA,
T.C. OPUINYCCKAs IMPAKTHKA, OCBOUTHE MaTCpHUall NMankueHTaM, HEC MPaKTUKYIOIIUM IIpaBo, 6y,Z[CT
citoxxuo. Sl CTapajcda cacjiaTb Marepuail «IOIpoIIc», HO BCE PaBHO TIOJYYUIIOCH «IIO
HOPpUIUYCCKU)» CJIOXKHO. Bmecte ¢ Tem z[anLHeﬁmee YIIPOIICHHUE MOXKET HAHCCTHU YH_ICp6
npecneﬂyeMoﬁ Oociau. HOBTOMy, €CJIM YTO-TO HCIIOHATHO, 06pama1“4TeCL C BOIIpoCaMH.

JIro0ast oOpaTHast cBA3b NpHUBETCTBYeTcs. Ecnu 3ameTnTe HETOUYHOCTH, MUIIMTE WM 3BOHUTE.
Ecnu y Bac ecth kakas-to He nokpsitas IlamsTkoi cutyauus, Toxke mMoxere obpamarbes. [1o
Mepe Bamux oOpaienuii Oyaem akryanusupoBath [laMsaTky.

**k%k
JonyumeHus 1 OroBOpKH
1. Kaxzpli mar no npeuiokeHHOMY HIKE aITOPUTMY JOJDKEH ObITh aalTHPOBAH:

1) K comep)KaHHIO MMEIOIIUXCSA MEIUIIUMHCKUX JOKYMEHTOB M K (haKTaM KOHKPETHOTO
Jena;

2)  KaxIbli TOCIEIYIOIMIA IIar 10 AJITOPUTMY J0JDKEH ObITh alalTHPOBAH K
MOCJICJICTBUAM (pEaKilin) Ha MPEIbIIYIIUHI TI1ar.



AHFOpI/ITM CINTAaHUPOBAH UCXOJd U3 CICAYHOIINUX HOHYHleHHfI:

1) npoBenéH (¢enepasbHBIi KOHCWJIMYM, KOTOPBIH TI0 JKM3HEHHBIM ITOKAa3aHUSM
Ha3HA4WJI [TALIUEHTY TapreT;

2)  mupoenén mockoBckuii 'oposckoit koncuym (I'K);

3) B HEM JaHO yKa3aHHE JIeHaleMy Bpayy NOJMKIMHUKU [0 MECTY KHUTEIILCTB (Hanee —
«[TonmuknrHMKa») BRIIKCATH HANpaBiieHHe Ha KOHCYIbTanuio B ['Kb Ne 67,

4)  KOHKpPETHBIA MepeueHb NUArHOCTUYCCKMX WJIM TEPANEBTHUYCCKUX MEpOTPHITHI B
npotokoiie I'K He ykasan;

5)  BpasyMmuTeIbHBIX OTBETOB Ha obOparienus B [lonmukmuauky u B ['Kb Ne 67 Ha
oOpailieHus, ykazansble B 1. 14 u . 15, He mpunuio.

HOpMaTI/IBHBIC AKTBI, Ha KOTOPBIC CACTIaHa CChIJIKA B HaMHTKe, MOTYT MCHATHCA CO
BpPCMCHCM. HOBTOMy CTOHUT MMPOBCPUTH U AJIAIITUPOBATH K O TUM U3MCHCHUAM I[GflCTBHSI 110
AITOPUTMY U COACPIKAHUC MOATOTABIINBACMBIX JOKYMCHTOB.

[TamsiTKa TOATOTOBJICHA JIJISl TAIIMEHTOB C MYKOBHUCITAI030M, TIPOKUBAIOIINX B T'. MOCKBe.
[TanieHTHI, HE YOBIETBOPSIONINE ATUM MPU3HAKAM, MOTYT UCIIOJIK30BaTh [laMsTKy ¢
COOTBETCTBYIOIICH aanTanueil K (akTHIeCKuM 00CTOATETHLCTBAM, UX 3a00JIEBaHUIO,
MECTY KUTEJIbCTBA U BO3PACTY.

HpaBOMepHOCTB Ha3HA4YCHUA TOpPOJACKOTO KOHCHUIIMYMaAa B ropozac MOCKBC, J0IIYyCTUMOCTD
UCITOJIb30BAHUS €TI0 MTPOTOKOJIOB IS OMIPE/ICIICHHUS TIpaBa MalMeHTa Ha Ha3HAUYCHHBIN eMy
deepalibHBIM - KOHCHJIIMYMOM TapreT, HaXOIATCSA 3a paMKaMH HACTOSIIEH TTaMSITKH.
HccnemoBanus o 3ToMy BOIIPOCY pa3Meliensl 3aeck: https://fond.pravmir.ru/o-pravovom-
znachenii-gorodskogo-konsiliuma-v-moskve/.

HekoTtopbele M3 caenaHHBIX B 3TOM aHalW3€ BBIBOJOB IPUMEHHUMBI U B OTHOILICHUH
KoHcmIMyma Bpadeit [lentpa penkux 3aboneBanuii 67-oi ['Kb, kotopeim JI3M 3amenuna B
KOHIIE MTPOIIJIOrO roja KK,

Ilamsarka He J0JDKHAa BOCIIPUHUMATBCA KakK MC,Z[I/II_II/IHCKI/Iﬁ COBET, HJIM MCAUIMUHCKaA
KOHCYJIbTalu. Ilo Bcem MCIUIIUHCKHUM BOIIpOCaM, BO3HHUKAIOIIHUM B CBA3HU C HaMHTKOﬁ,
€CTb CMBICJI IMOJIYYUTh KOHCYJIbTAllUIO OT Bpaqeﬁ. HpI/I sToM BbI nmeete IIpaBoO IIOJIYYUTH
KOHCYJIbTAalIUIO OT TCX U3 JOCTYIIHBIX Bpaqeﬁ, KOTOPbBIM Bl HJOBCPSICTEC, U B TCX NOCTYIIHBIX
MCIUIHUHCKUX OPraHru3aliuiax, KOTOPbIC Bl BBI6I/IpaeTC.

ba3zoBble paccyxaeHus

OcHoBaHMEM JIJIs1 HA3HAYCHUS HE3apPETUCTPUPOBAHHOTO JIKAPCTBEHHOTO MperapaTa
ABJIAIOTCS KM3HEHHbIE MOKa3aHus nauuenTal?, MykoBUCIHI03 ABJIAETCS €IMHCTBEHHBIM
3a00JIeBaHHEM, TIO KOTOPOMY BOTIPOC 00 OTHECEHHHU K KU3HEHHBIM MOKA3aHUSIM TEX WU
WHBIX COCTOSTHU ManueHToB paspeniéH B Knnunyeckunx pekomenparusax (KP 372/2)13.

11 Cm. Bbliwe npeambyny NMamaTku

12 Yacte 3 cr. 47 ®enmepanbHoro 3akona «O0 oOpalleHMH JIEKAPCTBEHHBIX CpeacTB», 1. 1 O630pa cymeOHOI
NpakTHKH, yTB. [Ipesmmumymom BepxosHoro Cyna P® ot 17.06.2020, moam. «e» 1. 6 IIpaBui BBO3a JIeKapCTBEHHBIX
CPE/ICTB /ISl MEIUIMHCKOro NpuMeHeHns Ha tepputopuio PD, yrB. ITocranoBnennem IlpaBurenscTBa oT 1 MIoHS
2021 r. Ne 853.

13 Tocnenuuit a63ar Ha ctp. 8 Kimmangeckux pexomenparmii mo MB Ne 372/2. JTamee KP Ne 372/2.
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10.

11.

Cormacio KP Ne 372/2 «icusnennvimu noxazanusmu npu MyKOBUCYUOO3e SBISIOMCS
JHCUZHEY2POACaAoOWUe COCINOSHUS (MEKOHUEBbIl ULeyC, CUHOPOM NOMepuU CONU, 1e20YHOe
KposomeueHue, NHeBMOMOPAKC, 6elKo8o-IHepeemuyeckas Hedocmamounocms 3 cm, JJH
(Ovixamenvuas nedocmamounocmy) u JICH (necouno-cepoeunas HeOOCmMamouyHOCHb)
000U cmeneHu, a makdice COCMOSHUA, OMCYMCMeEue a0eK8amHou mepanuu Komopbwix
gevem 3a coOOU yMeHbuleHUe NPOOOIHCUMENbHOCTIU JHCUSHU NAYUEHMO8, d UMEHHO,
BHEUIHECeKPemopHas — NAHKpeamuyeckas  Heo0oCMmAamoyHoCmb,  NEPEBUYHBIIL  BblCE
(8via6EHUE), UHMEPMUMMUPYIOWAS U XPOHUYECKAS, UHDEKYUsL IecKUX, OUTUAPHBII YUpp O3
neueHu, MyKosUCYUO03-ACCOYUUPOBAHHDITL CaXapHblli Ouabem (UHCYIUHO3asUCUMBLEL)» A,

JKu3HeHHble TMOKa3aHUS YCTAHABIMBAIOTCS 3a CUET TMPOBEACHUS JHMATHOCTHYECKUX
nporeayp, npeaycMoTpeHHbix pasnaenom 2 KP Ne 372/2. Knunudeckue pekomMeHAAINN
TaK)K€ OMNPEICNIIOT KPUTEPHUH, MO3BOJISIONINE MUHTEPIPETUPOBATH PE3yIbTaThl JMATrHO3A
(HOpMa, IOTpaHUYHBIC 3HAUCHUSI, CTENIEHb 3a00JI€BaHUs, KOPPECTIOHAUPYIOIIAs PE3YIbTaTy
JMarHo3a u T.IL.).

Takum o6pazom, cregyrole BOIPOCkl HE MOTYT ObITh pa3pelIeHbl BpadyaMH MPOU3BOJIBHO
(T.e. 0e3 anmanTanMM WX pEUIEHWM K MpaBUiaM, YCTAaHOBJIEHHbBIM B KinMHHMueckux
pPEKOMEHAAINSIX):

1)  BOIPOC O TOM, YTO OTHOCUTCS K )KU3HEHHBIM TIOKa3aHHSM, a YTO HET;
2)  Kakue MCCIIeIOBAHMUS HYXHbI, YTOOBI OTBETUTH Ha 3TOT BOIPOC;

3) KakMe HMMEHHO  pe3yibTaThl  MPOBEACHHBIX  JMAHOCTHYECKHX  MPOLEAYP
MOATBEPKIAI0T COOTBETCTBYIOIIEE KUZHEHHOE MTOKa3aHHUE.

DTH BOMIPOCHI OBUTA IPEIMETOM PaCCMOTPEHUS Bpauel npu pazpaboTke u yrepxkaeHun KP
Ne 372/2. Tlo atuM BompocaMm ObLIM pa3HbIe MHEHHs, HO B pe3yibTaTe ObLT JTOCTUTHYT
xoHceHcyc'®. Tam, Tie KOHCeHCyca JOCTUTHYTh HE yAajoch, IPOBOJMIACH HE3aBHCHMAs
skcriepTu3a. [loydeHHBIH Ha BBIXOJE pe3yabTaT U 3adukcupoBad B TekcTte KP No 372/2.
DT0 KaK pa3 U CAeJaHOo AJIs TOro, YTOOBI He HY)KHO OBLIIO KaXK/IbIi pa3 CIOPUTH U MPOBOIUTH
9KCHEPTHU3HI.

[Tokazanus, He MOATBEPKAEHHBIE pe3yabTaTamMu ykazaHHbIX B KP Ne 372/2 uccnenopanui,
TpeOyroT moaTBepkAcHus. [Io3TOMY CTOUT 110 MOJa4M McKa B Cy/ (2 TPH HEBO3MOYKHOCTH —
B IpoOllecCe MOATOTOBKH K PACCMOTPEHMIO Jiela B Cylde | MHCTaHIMU) OOpaTUThCA 3a
OKa3aHWEM  MEIMIIMHCKOW TMOMOIIM B  BUAE MPOBEACHUS  COOTBETCTBYIOIICH
JIMarHocTupyomeld mnpoienypsl. OOpalieHue Tydiie HanpaBUTh B MUCbMEHHOU (opme,
60 MOMPOCUTH 3a(PUKCUPOBATH MPOCHOY O MPOBEACHUH MPOLIETYPHl B MEAUIIMHCKON KapTe
U B JOKYMEHTe, (PUKCHpYIOIIeM NMPUEM U BbIIaBAEMOM Ha PYKH MAlMEHTY B XOJ€ OKa3aHUs
amMOyJIaTOpHOU MEAUIIMHCKON TTOMOIIIH.

«Memoowi noobopa namozenemuueckoli mepanuu» yCTaHOBIICHBI:
1) B 23 Hacrp. 47-48 KP 372/2 n
2) B MHCTPYKLUSX [0 MPUMEHEHHIO JIEKApPCTBEHHOTO Mpenapara u

3)  Ha caiiTe MPOU3BOAUTENS (B BUJIE TOTOBOTO PE3yJIbTaTa).

14 hitps://cr.minzdrav.gov.ru/schema/372 2

5 Mpunoxenne A2 k KP Ne 372/2.


https://cr.minzdrav.gov.ru/schema/372_2

11.1. U3 n. 2.3 Ha ctp. 47-48 KP Ne 372/2, a taxke u3 cojep)KaHUs MHCTPYKIHH (KaK Io
3aperuCTpUPOBAaHHBIM IIperaparaM, TaK U HE 3aperMCTPUPOBAHHBIM) CIEIYET, YTO
MCXOJHOM TOYKOM 1M0100pa MaTOreHETUIECKOM TePAITUH SBJISICTCS COMOCTABIICHUE BApHAHTA
MYTAallUY C OKa3aHUSMH, YKa3aHHBIMU B UHCTPYKLUH.

«/Ina  uoenmugpuxayuu mymayui 2ena MBTP (CFTR)» B KP pexkomeHIOBaHO
«MONeKYIApHO-ceHemuyeckoe uccieoosanue mymayuil 6 2eve CFTR (myxosucyudos)».
Takue uccnenoanus ['Kb Ne 67 ne npoBoaur.

Kax npaBuiio, pe3ynbTaThl MOJIEKYISIPHO-AUATHOCTUYECKOTO HCCIICIOBAHUS yKE UMEIOTCS
K MOMEHTY Ha3HadyeHHs mpemnapara denepaibHbiM KOHCHIMYMOM. OHM yKa3bIBAIOTCS
MPAKTUYECKH BO BCEX MEIUIIMHCKUX JOKYMEHTaX MalMeHTa. B M3BECTHBIX HaM cirydasx
pe3ynbTaThl 3TuX uccienoBanuit Hu [I3M, au I'KB Ne 67 He oTpuiaror.

11.2. Bce ocranpHBIC UCCIICIOBaHMS, yKa3aHHBIC B 1. 2.3 Ha cTp. 47-48 KP Ne 372/2, takke
OTHOCSITCSI K MOJICKYJIIPHO-T€HETHICCKHM.

Tax, Ha ctp. 47 KP Ne 372/2 nnsa npumenenus «OpkamOun»:

1)  TpemycMOTPEHO HCIOJIb30BAHUE YK€ HMEIONIUXCS JaHHBIX «O 2emepo3ucomuom
Hocumenvcmee oboumu pooumensimu mymayuu F508del (coenacno uncmpykyuu)»;

2)  «mpu omcymcmeuu makou UH@GOPMAyuu PeKoMeHOyemcs npogecmu MOJLeKYIsPHO-
2EHEeMUYeCcKyr0 OUACHOCTUKY C Yeblo GbIAACHEHUS 2emepo3UueOmHO20 HOCUMEeNbCmEd
pooumenamu eapuarnma F508del»;

3)  «ecau pooumenu (unu xoms 6vi 00UH U3 pooumenet) No KAKUM-IUO0 NPUYUHAM He
00CmMYnHvl 011 NPOBEOCHUsI OAHHO2O UCCIe008AHUSA, MO PEKOMEHOVEeMcs NaAYUeHmy
OONONIHUMENbHO NPOBECMU AHANU3 C YENbl0 UCKTIOYEHUs HATUYUS NPOMANCEHHOU
deneyuu 6 oonacmu mymayuu F508del, mo ecmv 0ns uckiouenus cemuzueomuocmu
1O OAHHOU MYMAyUu».

OO6cnenoBanue Ui MCKIIIOUEHUS T€MH3UTOTHOCTU (TO €CTh Haluuyus B 00JacTu 3TOM
MYTallUU TPOTSKEHHOM JeNIelnn) U TOATBEPKICHHUSI TOMO3UTOTHOCTH (HaJIM4KUe MyTalluu
F508del Ha nByX pasHbIX XpoMocoMax OT 000uX poauTesneii) Ha3piBaeTcs «IIOMCK KPYITHBIX
JENETHIN/ AYTUTMKAIUA B TCHE CFTR»1,

Ero nposomar ®I'BHY «MI'HL» (Mocksa)l’ u ®I'BI'Y «Hayuno-uccienoBaTeabcKuil
WHCTUTYT aKyllepcTBa, TMHEKOJOruu u pernpoaykroioruu umenu J.O. Otra» (CaHKT -
[erep6ypr)*. I'KB Ne 67 ero He HpOBOIHT.

11.3. Kpome Toro, m. 2.3 KP Ne 372/2 (ctp. 48) pekoMeHAYeT «npumeneHue hopckoiuno8o2o
mecma Ha KUWEYHbIX OP2AHOUOAX, NOJYYEHHbIX OM NAyueHma 8 pesyibmame Ouoncuu
NPAMOU KUWKU C Yeblo onpedeneHUusi NOKA3AHUL K MapeemHoll mepanuu.

1)  npu peoxux mymayusx 2ena CFTR ¢ yenvlo oyenku 603MONCHOCMU NPOBEOCHUs.
namoeenemuueckou mepanuu [111, 112, 113, 114];

2)  npu omcymcmeuu dpgekma om (co2nacno uHcmpyKyuu) uyepes 6 mecayee ¢ Havaua
mepanuu;

16 https://mukoviscidoz.org/interesnoe/897-informatsiya-o-dopolnitelnom-obsledovanii-pri-naznachenii-targetnoj-
terapii-mukovistsidoza.html

17 https://med-gen.ru/meditcinskie-uslugi/platnye-meditcinskie-uslugi/

18 https://ott.ru/services/prejskurant/
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11.4.

11.5.

3) e6cem nayuemmam - HOCUMENSM — KOMNIEKCHO20 — aineisi Ofsl  BbIACHEHUs
yyecmeumenbHocmu K usakagpmopy u aymaxagpmopy [115, 116, 117]».

Takoe wuccnenoBanue B Poccum mnposoautr Ttonbko PI'BHY «Menuko-reHeTndeckuii
Hay4HbIi eHTp uM. akagemuka H.IT. BoukoBa»'®.

Takxum 006pa3zom, HU 0THOTO U3 YKa3aHHBIX B KP Ne 372/2 uiccnenoBanuii, mpeTHa3HAYCHHBIX
st Io1oopa naroreHernyecko Teparnuu, ' Kb Ne 67 ne mpoBoauT.

Bbonee Toro, I'Kb Ne 67 He BkitOueHa B Kpyr OpraHu3alidii, YIOJHOMOYEHHBIX NPUHATH
«peuteHue o0 HeobX00UMOCmU NPo8edeHUsl OAHHLIX UCCIe008aHUll». ITOT BOIPOC
«peutaemcs nocie npuema oemei U HOOPOCMKO8 & omoenenuu mykosucyuooza I'6Y3 MO
«MOKILI» u nposedenus xoucunuyma ¢ @I'BHY «MI'HL]», a e3pocavix - 6 HUU
«ITynomononozuu» OMEA»?.

N3 Bcex mnpemapatoB mnaroreHerndeckoid tepanuu B KP Ne 372/2 yka3zaH TOJIBKO
3apeructpupoBanHblii B PO «Opkambu» (nBakadroptiaymakadprop). [loaTomy HEKOTOpBIE
METO/1bI oA00pa Tepanuu crenuUUHbl UMEHHO /IS 3Toro npemnapara. Kak onpenenurs,
KaKHe METOJbl IPUMEHUMBI JTUIb it «OpkamMOun», a Kakue HeT?

Bo-niepBbIX, HYXHO COMOCTaBUTh MHCTPYKUHIO MO «OpkaMOu» ¢ HHCTpYKLIHEH [0
HasHaueHHOMY DenepanbHbIM KOHCHIMYMOM Taprery. IIpoBoanTe wHccienoBaHue,
ykazanHoe B 1. 2.3 KP Ne 372/2, He HyXHO, ecnu:

- B MHCTpYKIuu 1o «OpkamOM» BOIMPOC TEpamneBTUYECKONH 3PPEKTUBHOCTH WU
0e30IaCHOCTH YBsI3aH ¢ pe3ysibTaTaMu ykazaHHoro B KP nccienoBanus,

- a B MHCTPYKIIMH 110 UCTPEOYyeMOMY TapreTy aHAJIOTMYHOTO MOJI0KEHHS HET.
B takowMm ciydae uccienoBanue Tpedyercs ToibKko g «OpkamOny.

Bo-BTOpBIX, HY’)KHO POBEPUTH UCTOUHHUK (CTaThIO, UCCIEAOBAHKE U T.I1.), HA KOTOPBIN 1aHa
cceuika Ha cTp. 47-48 KP Ne 372/2. Ecnu B 3TOM HMCTOYHHMKE pacCMaTpUBAETCS BOIPOC,
XapakTepHbld juib a1 «OpkamOu», TO M OCHOBAaHHAs Ha HEM pPEKOMEHJAIHs O
MIPOBEJICHUU UCCIIEAOBAHUS OTHOCUTCS UMb K «OpKaMOmn»:

- €CJIM MCTOYHHUK DPACKPBIBACT BJIMSHHE OIpeNeiCHHBIX IMOKa3aTelell Ha «paboTy»
mymakadTopa, BXOoAdIIero B coctaB «OpkamOu», TO peKOMEHAALUs HE TOJUTCS JUIs
MpemnapaToB, KyAa BXOIAT JCWUCTBYIOIIME BELIECTBA M3 JPYroro Kiacrepa
KOPPEKTOPOB.

Tezakadprop u3 Cumpaexo, Tpukabtet u Kadrpumo u nymakadrop (Opkram6OGu)
OTHOCSTCS K OJHOMY Kiaccy KOppeKTopoB. Bropoii koppektop u3 Tpukadtsi
(3nekcakaTOp) OTHOCUTCA K Ipyromy kiaccy?l.

19 https://medvestnik.stgmu.ru/files/articles/1023.pdf u https://med-gen.ru/docs/mukoviscidoz-new.pdf , a Taxxe

31ech: http://ostrovaru.com/aoBoct/2020/10/08/mmepcrieKTHBBI-TaPre€THON-TEPAITNN-M YKOBHUCIIHA/103a-B-DOCCH. -
HccaeN0BaHre-Ha-KUIIEeYHbIX-opranounax/ u 3aeck: https://mukoviscidoz.org/konsultatsiya-spetsialista/26-voprosy-

po-genetike-mukovistsidoza/2770.html

20 https://mukoviscidoz.org/interesnoe/697-informatsiya-o-vnedrenii-innovatsionnykh-tekhnologij-diagnostiki-i-

podbora-targetnoj-terapii-pri-mukovistsidoze-v-rf.html

21 MoppobHee cM. NpUMep HUKe.
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—  ecnM K€ UCTOYHMK OCHOBaH Ha pe3ylbTrare JeicTBus wuBakadropa, TO
PEKOMEHIOBAHHOE HUCCIIEIOBAHUE MOXKET UMETh 3HAYCHHE /ISl IPUMEHEHHS JII000Tr0
Taprera, Kyfaa Bxoaut uakadrop (Tpukadra, Cumaexo, Cumkesu, Kanuaexo).

B-TpeTbux, HyKHO NpPOaHaIN3UPOBATH HHCTPYKLUIO 110 HE3aPETUCTPUPOBAHHOMY Taprery,
HazHaueHHOMY DenepanbHbiM KoHcHInymMoM. Kak u no «OpkamOu», B HEMl Takke MOTYT
OBbITh IPETYCMOTPEHBI OCOOEHHOCTH U (WJIM) OrPAaHUYEHUSI, KOTOPBIE MOKET BBISIBUTH TOT
WJIM UTHOM MOJIEKYJISIPHO-T€HETUYECKUIN aHAJIU3.

B-4eTBEPTHIX, CTOMT MPOAHAIM3UPOBATH HAyYHBIC MYOJIHMKAIMH, MPOU3BEACHHBIC B
OTHOILIEHHUH COOTBETCTBYIOIIMX MYTALIMI WM KJ1acca MYyTallUi.

[Ipumep.

VY manueHTa B reHEeTHYeCKoM nuarno3e nse mytamumu: LL138ins u WI1282R.
BpaueOHnas koMuccus Ha3HaumiIa nauueHty «OpkamOu», XOTs B MHCTPYKIIHMH
[0 3TOMYy TapreTy B paszjefie MOKa3aHWs K NPUMEHEHHMIO yKa3aHa TOJBKO
myrarus F508del.

Kak oTcToaTs 3TO HazHaueHue?

Tect Ha KuUIIEYHBIX OpraHouax, npoBeA€HHbIN Ha Opkam6u B MI'HII nnu 3a
pyoexxoM, nomoiaér. Eciam Tecta HET, WK, €CM TECT €CTh, TO HAPSAy C HUM,
MOYHO HCIIOJIb30BAaTh HAYYHBIC JAHHBIE.

Tak, B 0JTHO} N3 HAy4HBIX MyOIMKanuii?2 coodmaercs: «[Iposedenue mecma na
Op2aHOUOax NO360JULO PACCMOmMpems UeAKApmMop/rymaragpmop, 6 menvuuel
Mepe — 1ymakagmop, KaK npenapamol mapzemuoil mepanuu 0jis NayueHma
¢ 2enomunom 2184insA/L138ins».

Myranuss WI1282R  ykazaHa B coCTaBe IMOKa3aHUHW B MHCTPYKIUU IO
«TpukadTe», HO HE yKa3aHa B MOKA3aHUIX K MPUMEHEHHIO B MHCTPYKIMH 110
«Opkam6u». CHOBa ccbllaeMcsi Ha HaydHble JaHHbIe. UTO OHU TO3BOJISIOT
YCTaHOBUTH?

F508del m WI282R oTHOocaTca Kk MyTamusaMm 2 kimacca®. B pesymbrate

reHeTHYECKOM HCUCIIPAaBHOCTHU MYTaIlHI;'I 9TOr0 Kjacca OeJIoK He IO AHUMACTCA K

IOBCPXHOCTH KIICTKHU U HC BBIIIOJIHACT q)YHKI_II/II/I HOHHOI'O KaHaJ'IaZ4.

Opnum u3 KoppekTopoB B «Tpukadre» sBiserca Tezakadrop. B «OpxkamOu»
UCIIOJIB3YETCS JIPYroil KOPpPeKTop — JymakadTop. DT0 BCE yCTaHABIMBAEM U3
COJIep’KaHUs UHCTPYKIIUI MO MPUMEHEHUIO MpenapaToB.

A nanblie BHOBb NEPEXOJUM K pe3ylbTaTaM Hay4HbIX uccienoBaHuil. Tak B
Havane 2022 rojga MNOSIBUIMCH JaHHBIE, YTO Te3akapTop U JiymakapTop

22 Menbanosckas I0. JI., Kpacosckuii C. A., Eppemosa A. C., Bynarenko H. B., Makaposa M. A. Teuenue
3a00meBaHMs C OIIEHKOM (PYHKIMH XJIIOPHOTO KaHajia ¥ TOAOOp TapreTHON TepaIry in vitro y B3pociIoro MamrueHTa ¢
MyKOBHUCIHI030M ¢ reHoTHIoM 2 184insA/L138ins. Menmmmackuii BectHuk CeBepHoro Kaskasa. 2020;15(2):170-
174. DOI — https://doi.org/10.14300/mnnc.2020.15041

23 H. B. Ilerposa, E. . Konnparsesa u emé 34 yuénbix « OcOOEHHOCTH CIEKTPA MATOTEHHBIX TEHETUIECKHX
BapuaHToB reHa CFTR y 6onbHBIX MykoBHCcII030M 13 PD». Cubupckoe mexunmHckoe obo3penne. 2019;(2):47-
59. DOI: 10.20333/2500136-2019-2-47-59. https://smr.krasgmu.ru/journal/1899 6 petrova.pdf

24 Amenuna E.JL, Kpacosckuii C.A., Ycauera M.B., Kpbutopa H.A. TlaToreneTudeckoe gedeHue MyKOBUCLUI032:
MepBBIN KITMHUYECKHi ciydail B Poccuun. [lynomononozus. 2017; 27 (2): 298-301.
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OTHOCSTCS K KoppekTopam 1-ro tuna. O6a OHM UMEIOT OJAMHAKOBBIA MEXaHU3M
NEeWCTBUS: HA paHHEH craauu (HOpMHUpOBaHHUA O€lKa OHHM «CBSI3BIBAIOT»
TpancmemOpannsiii fomer 1 (TMD1). DTo He mo3BosIsIeT €Ky erpaaupoBaTh
Ha JANbHEHIINX CTAJUSAX €ro COOPKH.

Takum 00pa3oM, OTCTOSTH Ha3HAYCHUE, CACIaHHOE HA (eiepalbHOM YPOBHE,
HIOMOTYT:

1) TNOATBEepX IEHHBIH KIMHHYSCKUMHU HCCICIOBAHUSIMHU 10 Te3akadhTopy
TepaneBTHUecKuil 3¢ ekt mo myrauun W1282R,

2)  OIMHAKOBBIM MEXaHHM3M JIeHCTBHS Te3akadTopa u iymakadropa,

3) onaunHakoBbIi kimacc myrtamuii 'y F508del m WI1282R u cxoactBo B
00YCJIOBJICHHBIX 3TUMH MYTAIlUSIMH HAPYIICHUSX B CBOPAYMBAEMOCTH
Oenka.

11.6. Ucnonmp30BaHMEe METOJOB MMOA0Opa TMperapara s MaTOrCHETHYECKOW Teparuw,
npenycMoTpeHHbIX 1. 2.3 KP cabiman Ne 372/2 m paccMaTtpuBaeMbIX B 3TOM IyHKTE Ha

12.

npumepe Opkambu, xk apyrum moxyistopam CFTR, MOXXHO 00OCHOBAaTh CCBUIKOW Ha
TIPaBHIIA, YCTAHOBJIEHHBIE SKCIIEPTHBIM coBeToM b® «Kpyr mo6pa»?.

[To Tpuxadpte DOHI BOCHPOU3BOAUT YCTAHOBIEHHBbIE B M. 2.3 KPUTEPUH HUCKIFOUECHHUS:

«l'omozucomnocmo no F508del mymayuu 6e3 xomniekcnHo2o HOCUMENbCMBO 8APUAHMA
L467F cena CFTR (NM _000492.3:¢.1399C>T; NP 000483.3:p.(Leu467Phe) ¢ cocmase
Komniekcrhoeo annens ¢ mymayueti F508del, ooxazano npusooswezo k pezucmenmuocmu K
mepanuu.

N3BecTHbIe HaMm BhIMUCHBIC SUKPU3bI LenTpa u mpoTokonsr KOK, opopmiennsie I'Kb Ne
67, He MO3BOJISIIOT YCTAHOBUTD MPUYKHBL, KOTOPBIMU PYKOBOJICTBYIOTCSI UX COCTaBUTEIIH,
Jienasi BBIBOJI IO BOIIPOCY O TOM:

MIPUHECET JIM MpenapaT Hojib3y,

IPEBBIIIACT JIK 3TO IOJb3Yy UK PUCK.

Bunel uccnegonanuii, npoBoaumsie B I'Kb Ne 67 He ananTupoBaHbI:

1)

2)
3)

K IICPCUHIO JKU3HCHHBIX HOKa3aHI/II71, HpI/IBC,Z[éHHOMy B KIIMHUYCCKHUX
PECKOMCHIAIUAX,

K METO/IaM 10100pa MaTOreHeTUYECKOM Tepanuu, ykasanHsiM B 11. 2.3 KP Ne 372/2;

K HaJUIeKaIIed MPAaKTUKE MPOBEACHUS KIMHHYECKHX HCCIICIOBAHUN IO BOMPOCY
addexTuBHOCTH M Oe3zomacHOoCTH mpenapara. Lleas obcnenoBanuit B ['Kb No 67
MPETOTHOCUTCS KaK IPOBEpKa TepaneBTHIeckoi 3(h(HheKTUBHOCTH 1 OE30MaCHOCTH O
OTHONIICHUIO K Taprery y KOHKPETHOrO ManueHTa. Ty e IeNlb MPEecleayoT
KIMHUYeckre uccinefoBanud. [loaTomy wucmonb3oBaHHe B OOCIEIOBAaHHUH
WHCTPYMEHTOB KIIMHUYECKUX UCCIEOBAHUM MPEACTABISETCS BIIOJHE YMECTHBIM.

bonee Toro, ucmnosb3oBaHME Takoro crnocoba MpoBepkd SPPEKTUBHOCTH KaK IMpHEM
MAIMEeHTOM TNPHOOPETEeHHOTO 3a CBOM CueT mpenapara B TEUYEHHE KPATKOBPEMEHHOIO

Ha6J'IIO,I[CHI/I$I 3a MaQUCHTOM CKOMIIPOMCTUPOBAHO IIPpaBUJIaMH, YCTAHOBJICHHBIM Ha CTpP. 48

25 hitps://bounkpyraodpa.pd/nepeunn/nepey eHb-KaTeropuii-aereii/
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KP Ne 372/2. B HuX yKa3zaHo, 4YTO OTCYTCTBHE T€paneBTUYECKOTo 3((exTa JOIKHO BBI3BATH
TPEBOTY TOJIBKO, €CJI UCTEKIH 6 MeCAIeB ¢ MOMEHTA Hadasla TePaIuH.

13. DOra [lamsaTka npu3BaHa:
1)  oOecrieuuTh COOIIOACHHE MPAB MAMCHTOB;

2)  obecreunts ucroHenue KP Ne 372/2, a 3HauuT, U Ka4eCTBO MEIUITMHCKOMN TOMOIIIH,
OKa3bIBaCMOM:

a)  TOJIMKIMHUKOHW NpH HANPABIICHUU NaIlMeHTa Ha KoHCybTaluio B Kb Ne 67;
6) I'Kb Ne 67 B mporiecce Takoil KOHCYJIbTAIUU;

B) I'Kb Ne 67 B mporiecce rocnuTain3aiyy MaueHTa Ijisi IpoBEACHUS
00CJIeIOBaHNS;

3) obecneunth KOK (mo-HOBOMY - KoHcuimym Bpauei LlenTpa) u 'opoackoii
KOHCWJIMYM HEOOXOJUMBIMU JJISl IPUHSTHS 0OBbEKTUBHOTO PELICHHSI TaHHBIMU;

4)  mpeaoTBPATHTh BpaueOHYIO ONIMOKY M COMYTCTBYIOIINE € MOCICICTBHUS.
IHocse I'opoackoro KOHCHINYMAa, HO 10 MOJIy4YeHHs HanpaBjaeHus U3 [loaukIMHUKH
14. HanpasnseM nuceMeHHBIN 3anpoc B [lonuknunuky. B HéM:

1)  cchutaemcs Ha nportokod [opoackoro koncwmmyma (I'K) u mpocum BbIAaTh
HarpaBieHne?®. VkassiBaem 31ech, uto 'K 00s3a1 BBIMHCATh HampaBleHHE Ha
KOHCYJIbTAIMIO, @ HEe Ha rocnutanuianui. HeoOXoaumocTh ke rocnuTaln3aluu
JIOJI’KHA OBITh YCTaHOBJICHA B X0/1€ KOHCYJbTAIIUH;

2)  IpOCHM yKa3aTh BOTPOCHI, KOHCYJIbTAIHUS [0 KOTOPBIM TpeOyeTcs.

[Tockonbky peub HUAET O HA3HAYEHUM HE3apErMCTPUPOBAHHOTO JIEKAPCTBEHHOTO
npernapaTa, HPOCHUM BKIIOYUTh B IEpPEYEHb BOMPOCOB JJsi KOHCYIbTALIUU TE
opuandeckue  (akTbl, KOTOpbIe MPEAyCMOTPEHBI  3aKOHOJATEIbCTBOM TS
Ha3HAYEHUS TaKUX MPErnapaToB, a UMEHHO:

a)  TPOBEIEHHI JIU IpeaycMoTpeHHble pasaenom 2 KP Ne 372/2 uccnenoBanus st
BLIABICHHS SKM3HEHHBIX NOKA3aHMIA’', YCTAHOBJIEHHBIX MOCIEIHUM ab3aleM
ctp. 8 KP 372/22%8:

%6 Ecmu nporokon 'K He comepsxuT ykazaHMs Ha TO, 4ToObl Hanpaputh namuedta B TKB Ne 67, a BMecTo 3TOrO,
IpeAiaraeT JedalieMy Bpady HpEeACTaBUTh OOOCHOBAHHE HA3HAYEHMS IIpemapara JaHHBIMH JIA0OPAaTOPHBIX H
WHCTPYMEHTAJBHBIX HCCIEIOBAaHUNA, TO AJITOPUTM OyAeT aHANOTMYHBIA, HO He Takoi »ke. Yame Bcero Bpadu
TIONMKJIMHUKK HE JENaroT pa3induil ¥ BeITUCHBaIoT HampasieHne B [ Kb Ne 67. Ognako ans Bac st pasmmums
BaXHbl. Bce mccrenoBaHus, Kak MpaBWIIO, yKe €CTh. M HUKy[Oa HampaBiIATh MalMEeHTa HE HYXHO. HyXHO nuimb
COIIOCTaBUTh PE3YAbTATHl 3THUX HCCIENOBAHMA C HOPMATHBHO YCTAaHOBJICHHBIMH JKH3HEHHBIMH IOKa3aHUSMH,
WHCTPYKIKEH 110 MPUMEHEHHIO TapreTa U MpaBIIaMy IOA00pa MaTOTeHETUIECKOH TepaIiy, yCcTaHOBICHHBIMA B KP
Ne 372/2. Ectb cMBbICT 0OpaTuTh Ha TO BHUMAaHHE JICUAIINX Bpadel MOMUKIMHUKA IO TOTO, KaK OHH BBITUIIYT
HampaBJIeHue B 67-yIO0.

27 Ccpunaemcs Ha 4. 3 c1. 47 DenepanbHoro 3akoHa «O0 oOpalleHMM IEeKapCTBEHHBIX cpeicTs», m. 1 O63opa
cynebnoi mpaktuku, yTB. [Ipesmmmymom BepxoBHoro Cyma P® ot 17.06.2020, momm. «e» m. 6 IlpaBmn BBO3a
JIEKAapCTBEHHBIX CPEACTB JUII MEIUIMHCKOrO TpHMeHeHus: Ha Teppuropuio P®, yrB. IlocraHoBnennem
[IpaButenscTBa ot 1 mrons 2021 r. Ne 853.

28 B o6ocHoBanue ucronb3opanus KP B 2021-2022 IT. HyXHO HCIIONB30BaTh CChUIKY Ha CTaThio B «IIpaBMup»:
https://fond.pravmir.ru/primenenie-klinicheskih-rekomendaczij-mezhdu-proshlym-i-budushhim/.  E&  (ccpuiky)
MOXHO BKJIFOUHTB B TEKCT, JINOO NPUIIOXKHUTH PACTeuaTKy K 3asiBJICHHIO.
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- €CIIM 1A, TO KAKMEC XKU3HCHHBIC IIOKA3aHUA UMM YCTAaHOBJICHBI,
- €CJIM HCT, TO KAKUC NOIIOJTHHUTCIBHBIC UCCIICA0OBAHUS CIICAYCT IIPOBECTHU,

0) ecaum cpead yKe TNPOBEAEHHBIX HCCICIOBAHUN €CTh  IMOATBEPXKICHUE
YKU3HCHHBIX MMOKA3aHHUH, yKa3aHHBIX B IocieaHeM ad3are Ha ctp. 8 KP Ne 372/2,
TO MPOCHUM:

- OIICHUTHh HEOOXOJUMOCTh TOBTOPHOTO MPOBEACHUS JOTIOJHUTEIHLHBIX
UCCJIEJIOBaHUM, B TOM YHCJIE OLEHUTD 1IEJIECO00Pa3ZHOCTh UCIOIb30BaAHUS
cpenctB (GoHma 00s3aTENBHOTO CTPAaXOBAaHUS W (MIU) OFOKETHBIX
CPEJICTB Ha TyONMPOBAHME YK€ TPOBEISHHBIX HCCIETOBAHMIZY;

- 000CHOBaTh OTCTYIUICHHE OT TIPaBHJ O TEPUOTUYHOCTH (CPOKaXx)
MPOBEICHUS UCCIIEI0BaHUM, YCTaHOBICHHOM 1. 2.3 u mpuioxkenuem ['7 k
KP Ne 372/2 (ecam mpoBenéHHBbIE MCCJEIOBAHHUS YKJIAIbIBAIOTCS B

10T cpok)*’;

B) IIPOBCACHBI JIM HUCCICOOBAHMA, HCO6X0}II/IMBIe JJIA TOTO, YTOOBEI COITIOCTABHTH
ImoKazaHud 4 [NPUMCHCHHA IIprapara IMaTOr¢HETHYSCKOM TCparunu,
YKa3aHHbIC B MHCTPYKIIUHN (J'H/ICTG BK.]'Ia)II)IIHe), " IIOKa3aHUs nauHeHTa31;

I)  HCHOJb3YysSd METOJbl MOAOOpPA MATOTEHETUYECKOW TeparnuH, YCTAaHOBIIEHHBIE II.
2.3 KP Ne 372/2, ycraHOBUTb JOCTATOYHO JIM COOpaHHBIX JTAaHHBIX B YyXKe
MPOBEAEHHBIX MCCIEJOBAHUAX MAIMEHTa, WIH TPeOYHOTCS IOMOJHUTENIbHBIE
JaHHble. EciM He 10CTaTOuHO, TO YKa3aTh!

- KOHKpeTHyt0o HopMy KP No 372/2 wnu monokeHHWe WHCTPYKIHH TI0
MPUMEHEHHIO Tpernaparta, Ui MNPUMEHEHHS KOTOpbIX Tpelyercs
JOTIOTHUTEIBHOE UCCIIeI0OBaHMUE;

- HanMCHOBAHUC HCCIICIOBAHMA, Tpe6yeMoro JJIA BOCIIOJIHCHU A
HEOOCTAaTKa JaHHBIX B YK€ HpOBe,I[éHHBIX HCCICO0OBAaHUAX,

— BO3MOXHOCTb IpoBeieHus 3Toro uccienoBanusa B ['Kb Ne 67 u nepeuenb

APYIrux Opl"aHI/I?)aHI/Iﬁ, KOTOPBIC MAIIUEHT MOKET BBI6paTB JJI1 ITPOBCICHU A

MCCIICIOBAHUS

29 AGzar 4 1. 16 [opsimka ocymiectBienuss OexepanbHbIM (POHIOM 0053aTETFHOTO MEAUIMHCKOT'O CTPaXOBaHUS
KOHTPOJISI 32 COOJIIO/ICHHEM 3aKOHOIATEIbCTBA 00 0053aTEIbHOM MEITUIIMHCKOM CTPaXOBAaHUH U 32 UCIIONB30BAHUEM
Cpe/ICTB 0053aTEIBHOI0 MEAUIIMHCKOTO CTpaxoBaHus, yTB. [Ipukazom ®DOMC ot 19.12.2013 Ne 260.

30 A63zams 2 u 3 moam. 3 m. 6, moam. 3 m. 17 ITopsiaka mpoBeIeHUs KOHTPOJS 00BEMOB, CPOKOB, KAUECTBA M YCIOBUI
MPEIOCTABIICHUST MEAUIMHCKOMN ITOMOIIIH 110 0053aTENbHOMY MEAUIIMHCKOMY CTPaXOBAHHUIO 3aCTPaXOBAHHBIM JIUIIAM,
a Taoke ee (hmHaHCOBOrO oOecneueHns, yTB. [lpukazom Mumsapasa Poccun ot 19.03.2021 Ne 231H.

31 Moam. «e» m. 2.1 u momm. «e» m. 2.2 KputepueB omeHkn kKauecTBa MEIWIIMHCKOH momormu, yTB. [Iprukazom
Mumnzapasa P® or 10 mas 2017 . Ne 203H.

32 Tlynktet 1 1 4 c1. 21 OcHos, n. 248 Tonoxerus 06 OMC, ytB. IIpukazom Munsapasa Poccuu ot 28.02.2019 Ne
108H, m. 14 u . 15 Iopsaxa BeIOOpa TpaXKIaHWHOM MEIUIIMHCKONW OpTraHM3aluy P OKa3aHWU €My MEIUIIMHCKON
MOMOIIX B paMKax HpOrpaMMbl TOCYAApPCTBEHHBIX TapaHTHI OECIUIaTHOTO OKa3aHWs Tpa’kAaHaM MeEAWIMHCKOM
nomorny, yrB. [Ipnkazom Munsapasa PO ot 26 ampens 2012 r. Ne 406H, 1. 3 mockoBckux IIpasun HanpaBieHust Ne
125.
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) Kakue U3 HEOOXOAMMBIX WCCIEAOBAHUNA TPEOYIOT TOCHUTAIH3AIMH C
000CHOBaHHMEM BBIBOJIa O HCOOXOMMOCTH T'OCITUTAIN3AIMH (€CITH TAKOH BBIBOJT
oyner cuenan)®3;

€)  pa3bsICHUTH HCTOYHMK  IIOKPBITUS  pPacxoJoB UL TIPOBEIEHUs
PEKOMEHI0BAHHBIX MEPOIIPUATUI C Y4ETOM TOI'O, 4TO:

— coryiacHo 4. 4 ct. 35 ®exnepanbHoro 3akoHa oT 29.11.2010 Ne 326-03 «O06
00s3aTeIbHOM  MEIUIMHCKOM cTpaxoBaHuu B P®» «cmpaxosoe
obecneuenue 8 coomeemcmsauu ¢ 63080l NPOCPAMMOU 00A3AMENLHO20
MEOUYUHCKO20 CMPAX08aHUsL YCMAHABIUBAECMCSL UCX005 U3 CMAHOAPMO8
MEOUYUHCKOU NOMOWU U NOPAOKOE OKA3AHUA MEOUUUHCKOU NOMOWU,
YCMAHOBNIEHHBIX VHOJIHOMOYEHHBIM gedepanbrbvim OpeaHom
UCNOTHUMENIbHOU GIACIU,

- [Mopsimox ke oOKa3aHWUsS METUIMHCKOW TOMOIIM TIO0  MpOouUIIo
MyJIbMOHOJIOTUSL TIPEAYCMATPUBAET KOKA3AHUE CReyuarusupo8aHHol, 3a
UcKIoYeHuem 8b1COKOMEXHOTI02UUHOL, MeOUYUHCKOU nomowu
ocywecmensemcs 6 (hedepanvHbIX 20Cy0apcmeeHHbIX MeOUUUHCKUX
opeanuzayuax,  Haxooawyuxca 6  eedenuu  Munucmepcmea
30pasooxpanenus  P®, npu  neobxooumocmu  ycmamoénienus
OKOHYAMEeNbHO20 OUAcHO3a 8 C8A3U C HEeMUNUYHOCMbIO MeYeHUs.
3aboneeanus, omcymcmeuu Ihpexma om npoeooumoii mepanuu u
(unu) noemopHvIX Kypcoe jieueHus npu eepoamuou Ihhekmusnocmu
Opy2ux Memoooe 1e4eHus, 8blICOKOM PUCKE XUPYPIUYECKO20 JleYeHUs 8
CBA3U C OCIONCHEHHBIM MeYeHUeM OCHOBHO20 3a00/1e8aHUS U HATUYUEM
conymcmeyowux 3ab01e6anuti, HeoOXooumMocmu 0000C1e008aAHUs 6
OUALHOCUYECKI CLONCHBIX CIyHasx»>?,

Takum o00pa3oM, METUIIMHCKUE OpraHU3alik, HE I[10/IBEIOMCTBEHHbIC

Mun3apaBy P®, He Moryr ObITH TPUBICYCHBI MJIA OICHKH BEPOSTHOU

3¢ (GEeKTUBHOCTH HE MPUMEHSBIIMXCA K MAllMEHTy METOJOB JICUeHHUs. 3aTpaThl

Ha JMArHOCTUYECKHUE MEPOIPHUITHS [ TaKOM OLEHKU B MEAULUHCKON

opranuzaium cyobekra PO He MOTYT OBITH MOKPHITH 32 CU€T cpenctB OMC;

3) YKa3bIBA€M, YTO HAIIPABJICHUC HA KOHCYHBT&HI/IIO/ T'OCIIMTAJIN3alIHU IO Tpe6yeT:

a)  «0bOCHOBAHUE HANPABTEHUAN ",

6) IMPUIIOKCHUA «K HanpdaesjleHuro Ha niaHoeyio eocnumaﬂusauuio/KOHcyﬂbmauuio,
6bINUCKY U3 MeaMMMHCKMx doxymeHmoe Cc pesyibmamamu /la60pam0pﬂblx,

33 TIynxr 18 TlonoxeHus 06 OPraHM3alMM OKA3aHUS CIELUATU3UPOBAHHON, B TOM 4YHCJIE BBICOKOTEXHOIOTMYHOIA,
MEIUIIMHCKOH oMo, yTB. [Ipukazom Munzapasa PO ot 02.12.2014 r. Ne 796H.

34 IMynxkr 15 Topsaaxa oka3aHus MEIULMHCKOM HOMOIIYM HACEIEHHIO 110 POGUII0 "MyIbMOHOIOIMY, yTB. IIpuKkazom
Mumnzapasa Poccun ot 15.11.2012 Ne 916H.

% Ilyskr 8 yuerHoil dopmbl Ne 057/y-04 «HampapneHue Ha FOCHMTAJIM3ALMIO, BOCCTAHOBHTENHLHOE JIEUEHME,
o0crnetoBaHme, KOHCYIBTANIO» W MHCTPYKIUS 110 €€ 3aIonHeHnto, yTB. [Ipukaszom Munsnpasconpassutust Poccun
or 22.11.2004 Ne 255, n. 6.4 IlpaBun ¢GopMHpOBaHHS KOMIUIEKTOB JOKYMEHTOB NPH HAIpPABICHUH Ha IUIAHOBYIO
TOCTINTAIM3ALUIO/KOHCYABTALMIO TAIEHTOB B MEIUIMHCKHE OPTaHU3aIMU IS OKa3aHWS CIICIMATN3UPOBAHHOMN
MEIMIIMHCKON ITOMOIIH, 332 HWCKIIOYEHHEM BBICOKOTEXHOJIIOTHYHON MEIWIIMHCKOW TMOMOIIH, C HCIIOIb30BaHUEM
cepsucoB EMMAC, yrB. [Ipukazom JI3M ot 16.02.2021 Ne 125.
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B)

UHCMPYMEHMATbHBIX U OpYeUxX 6ud08 OUACHOCHUKY, NOOMEEePHCOAIOUUX
VCMAHOBNEHHbIU OUACHO3 U HAAUYUE MEeOUYUHCKUX NOKA3AHUU Olsl OKA3AHUS
CReyuanu3upoOSanHHoT MEOUYUHCKOL NOMOWU»;

MMPHUIIOKCHUEC KKOonuu MeOMT/;MHCKMX OOKyMeHm06»37.

C yuéToMm 3TuX NpaBui, MPOCUM:

BKJIIOYUTh B  BBIIUCKY pPE3yJbTaThl KIMHUYECKUX U  J1a0OpaTOPHBIX
I/ICCJIGILOBaHI/Iﬁ mo TEM JKU3HCHHBIM IIOKa3aHWsAM, KOTOPBLIC YKa3aHbl B
nocnenHem ab3ame crp. 8 KP Ne 372/2, u mo Bompocam, y4uTHIBAEMBIM TIPU

BBIOOpE MATOTeHETHUECKOM Tepanuu B cooTBeTcTBHH C 1. 2.3 KP Ne 372/2 (crp.
47-48);

MPWIOKHUTh K  BBIIUCKE JIOKYMEHTBI, IOATBEPKAAIOIINE MPOBEIACHHE
KIIMHUYECKHUX U JIaOOpaTOPHBIX HCCIEA0BAHUN;

MPWJIOKUTh K HAINPABJICHUIO WM BKJIIOYUTH B HETO CIIPaBKy ¢ 0OOCHOBaHHEM
Ha3HA4YEHUs HEe3aperucTpUpPOBAHHOIO JIEKapCTBEHHOro mpenapara. CrpaBky
MOATOTOBUTh C MOMOUIBIO IOPUCTOB M CHEHUAIMCTOB B MEIUIMHE (IIpH
HeoOxoquMocTH). [IpunoxuTth cripaBky K nmucbMy B hopmare Word mis toro,
yTOOBl JIeYalluii Bpad MOI Ha OCHOBE O3TOI CHpaBKH IOJITOTOBUTH CBOE
000CHOBaHME HAIPaBJICHUS,

4)  eciv Ha3HAYCHHBIH JICKAPCTBEHHBIN MPEMapar y)Ke MPUMEHSIICS, TO HY)KHO:

a)

6)

B)

MPUJIOXKUTh BCE MEIHWIMHCKUE JOKYMEHTBI, Tae (UKCUpOBaiIcS NpUEM
npenapara (maTel W J03UpoBKa). [l TOrO, UYTOOBI OOECHEYUTH TaKYyHO
¢buKcanuoo, HY)KHO BO BCEX (PUKCHPYEeMBIX B MEIUIIMHCKON NOKYMCHTAIHH
ClTydasiX B3aMMOJICWCTBUS C BpauaMy HacTauBaTh Ha (DUKCAIIMH STHX CBEICHUI
B JIIOOOM JIOCTYITHOM peKrUMe (CO CJIOB MAI[MEHTa | T.I1.);

NPWIOKHUTh K 3alpocy pe3yibTaThl HCCICAOBAaHUH, TOATBEPIKIAIOIINX
TepaneBTHUECKU  3()(EeKT W  OTCYTCTBHE  HEXKENATeIbHBIX  SBJICHUU
(cimpomeTpusi, JaHHBIC aHAIHM3a KPOBH 10 Ta3000MEHY, TIOTOBAs MPoda, TeCT Ha
NOTEHIIMAJIBI, BEC M CBS3aHHBIC C HUM TOKazarenu u Jp.). Mccnemoanus
MpUIararTcs Mo Onrkaiiiel K Havaidy npuéma mpenapara aare (10 u (wim) B
Hayaje MmpueMa), a TaKkKe Ha MOMEHT OKOHYaHUs TpUeMa WM HHBIC JIaThl,
TI03BOJISOIINE OIEHUTD YITYYIICHHE TOKA3aHHIA;

B 00OCHOBBIBAIOIEH cIpaBKe OOOONIMTH pE3yJIbTAaThl HUCCICHAOBAHHUNA C
npuBs3Koii K 1. 2.3 KP 372/2 (ctp. 47-48);

5) €Clin  IIPOBOJUIICA (l)OpCKOJ'II/IHOBI:Jﬁ TECT Ha KUIICYHBIX OpraHouAax II0
COOTBCTCTBYIOIICMY IIperiapary, TO HPUIIOKHUTH €TO. B OGOCHOBBIB&IOH_IGI\/’I CIIpaBKeE

36 I1. 4 u . 9 Mockosckux IIpasun Ne 125, 11. 7 yuétnoii popmbl 027-1/y «Bblucka U3 MeIULMHCKON KapThl
aMOyIaTOpHOT0, CTAIMOHAPHOTO OoIbHOTO», yTB. Munzapasom CCCP ot 04.10.80 Ne 1030, . 6 KP Ne3 72/2,
myHKTHI 18, 19 1 20 [Tonoxxenus 06 opraHu3anuy OKa3aHUs CTIEHHAIM3UPOBAHHON, B TOM YHCIIE
BBICOKOTEXHOIIOTUIHOM, MEAUITMHCKOM oMo, yTB. [Ipuka3z Munznpasa Poccun ot 02.12.2014 Ne 796H, a63. 11

m. 6 KP 372/2.

37 Ipasuna uentpa opdannbix 3a6onesannii KB Ne 67 BKIFOUAIOT UX B «nepeuets HeobXo0uMbix 00KyMeHMOoE Olis
naarosot 2ocnumanuzayuu»: hitps://67gkb.ru/informatsiya/centr-redkih-orfannyh-zabolevanij/
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COCJIaThCS HA HEr0 B MPHBS3KE K METOJAM I0A00pa MaTOrCeHETHYECKON TeparvH,
npuBeaCHHbIM B 11. 2.3 KP 372/2 (ctp. 47-48);

6) mpocuM pacCMOTPETh BO3MOYKHOCTh ITPOBEACHHUS COOTBETCTBYIONUX KOHCY/IbTAIINN B
I'Kb Ilnernépa®®. Vkaszare Ha TO, 4YTO HMMEHHO B HEM MPOBOMIINCH paHEE
WHCTPYMEHTAJIbHBIC U JIA0OPATOPHBIC UCCIEAOBaHUS ManueHTa. [Ipocum pa3bscHUTH
MPEUMYLIECTBA MPOBEACHUS MCCIENOBaHUM, NOCTYNHbIX minsa npoenaeHus B ['Kb
[TneruéBa, B 'Kb Ne 67, B ciydae, ecnu mociensss OyaeT peKOMEHIOBaHA JIis
MPOBECHUS UCCIIEIOBAHMI B X0/I€ (UK TIO0 pe3ysibTaTaM) KOHCYJIbTaIlUH;

7)  yKa3pIBaeM Ha TE MCCIICIOBAHUS, KOTOPBIC CIE HE TIPOBOANIUCH, H:

a)  TPOCHUM Pa3bIACHUTH, OynyT i oHu npoBenaeHsl B ' Kb Ne 67, nubo numem o
TOM, YTO TaKH€ MHCCIEJ0BAHUS TaM HE NPOBOJAATCA W MPOCUM BbIIATH
HaIpaBJIEHHUE B TO Y4pexXJeHue, rae ux nposonaar (Hampumep, B MI'HLI s
ykazaHHoro B II. 3.1.15 KiMHU4ecKuX pekoMeHIalmii TecTa Ha OPraHoUIax).

B o0ocHoBanue Tomy, uTo HccienoBanus, ykazanuele B KP, He npoBoasites I'Kb
Ne 67, cchutaemcst Ha mHPOpMaIHIO, pa3MenieHHyro Ha caiite Kb Ne 67:

- https://67gkb.ru/informatsiya/centr-laboratornoj-diagnostiki/kliniko-
diagnosticheskaya-laboratoriya/

- https://67gkb.ru/informatsiya/centr-laboratornoj-diagnostiki/laboratoriya-
mikrobiologii/
- https://67gkb.ru/informatsiva/diagnostika/funktsionalnaya-diagnostika/

- https://67gkb.ru/informatsiya/diagnostika/ultrazvukovaya-diagnostika/

VKa3pIBaeM, 4TO MEIUKO-T€HETHYECKHE MCCIIENOBAHUS HE BXOIAT B COCTaB
nccnenaoBanui, foctynHueix B 'Kb Ne 67,

0) BHOBB CChLJIAEMCs Ha METObI TI0100pa maToreHeTuyeckoi tepanuu (m. 2.3 KP
372/2). Yka3biBas Ha TO, 4TO Bce nepedyncieHnsie B KP MeToapr ocHOBaHBI Ha
MEJIMKO-T€HETHICCKUX HCCIIeI0OBaHmsIX, HenocTynHbIX B 'Kb Ne 67;

B)  cchulaeMcs Takke Ha [lopsok okasaHUs MEAUIIMHCKOW MOMOIIU OOJBHBIM C
BPOXKIEHHBIMU M (WJIM) HACIEACTBEHHBIMHU 3a0oseBaHusIMH. OH YTBEPKIEH
npukazoM Munucrepctpa 3paBooxpaHerust PO ot 15 HostOps 2012 1. Ne 917h.
Otort [lopsiiok ycTaHAaBIMBAET CIAEAYIOIINE ITPABUIIA:

—  «npu NOOO3peHuU UiU BbIAGNEHUU Y OO0IbHO20 BPONCOEHHO20 U (Unu)
HACe0CMBEHH020 3a001e8aHUS, He MPeOyIouec0 CMAYUOHAPHO20 TeUeHUs,
8pay-mepanesm Y4acmrko8blil, 8pay-neouamp y4acmikosviil, epai oouetl
npakmuxu (cemelnvlii 8pav), MeOUYUHCKUE DPAOOMHUKU CO CPEOHUM
MEOUYUHCKUM  00pPA308aHUeM MEOUYUHCKUX OP2AHU3AYULL NPU HATUYUU
MEOUYUHCKUX — NOKA3AHULL  HANpaeusiom  OONbHO20  (Mpu  HAIuUuuu
MEOUYUHCKUX NOKA3AHUU - YTIEHOB8 €20 CeMbl) HA KOHCYTbMayulo K epayy-
2CHEMUKY 8 MeOUKO-2eHeMmUUeCKyIo KoHcyavmauyuio (yenmp)» (1. 5);

38 https://gkb57.ru/department/2/
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15.

8)

—  «Bpau-ceHemux  MeOUKO-2eHemuyecKkou  KOHcylbmayuu  (yewmpa)
npoeooum 6oIbHOMY U NpU  Heo6XOOUMOCMU UYlNeHAM €20 CeMbl’
2eHemuyeckoe oocredosanuey (1. 6);

—  «npu 8bIAGNIEHUU HACIeOCMEEHH020 U (UU) BPOIUCOEHHO20 3a00Ne8aHUs )
O0IbHO20 — 6pAY-2eHEMUK  OCywecmeisiem  JeyeHue  OONbHO2O0 8
amoyramopuulx ycaoeuaxy (1. 7).

Henaem BbIBOJ, uTOo mMcmojib3oBanne I'Kb Ne 67 mius okasaHusl TTOMOIIHU TIO
BPOXKJIEHHBIM M HACJIEJACTBEHHBIM 3a00JI€BaHUSIM HE COOTBETCTBYET [lopsiaky
OKa3aHUsl MEIUIIMHCKON MMOMOIIH, YKa3aHHOMY BbIIIe. [IpocuM yuecTs 310 npu
peuIeHun BOIpOCa O BBINOJHEHUM YKa3aHWM ['OpOJCKOro KOHCHIMYyMA.
O6ocHOBBIBacM TIPOCKOY MyHKTOM 2 4. 1 cT. 37, 9acThio 2 cT. 64, MITyHKTOM 2
4. 1 cT. 79, moamyrkTom «6» 1. 1 4. 2 c1. 87 OcHoB*® 06s1361BaIOT O6GECTIEUHTH
COOTBETCTBHE MEIUIIMHCKON MOMOIIU YTBEPKAEHHOMY MUH3IpaBOM MOPSIKY
e€ OKa3aHusl.

ccputaeMcs Ha 4. 5 cT. 22 OcHos, [Ipuka3z Munszapasa PO ot 31.07.2020 Ne 7891 n
MPOCUM BBIJATH KOTIHIO «BbINUCKU U3 MEOUYUHCKUX OOKYMEHMO8 C pe3yibmamamu
1AO0OpaAmMopHbLX,  UHCMPYMEHMAIbHLIX U Opyeux  6udos  OUACHOCHMUKU,
NOOMBEPHCOAIOUIUX YCNAHOBNEHHBLI OUACHO3 U HATUYUE MEOUYUHCKUX NOKA3AHUL 05
OKA3AHUSL  CNeYUudaIu3UpOBAHHOU  MEOUYUHCKOU — NOMOwu», TpUJIaraeMod K
HaIPaBJICHUIO, a TAK)KE BBIJIATh OPUTHHAJ MM KOITMIO CAaMOTO HAMpaBJICHHUS M BCEX
JOKYMEHTOB, TPWIOKEHHBIX K HANpaBJICHUIO WJIA HANPAaBICHHBIX IS OKa3aHWUsI
MEJIMIIMHCKOM MOMOIIIH 10 HeMY. Brimath mpocum B yioOHOUM ¢dopMme, TomycKkaeMoi
[Tpuxazom Ne 789H.

IMocse monyyenust HanpaJieHus U3 [omuknunukn u 10 nocemenusi 'Kb Ne 67

[Tepen koHcynpTanuei mogaém nmucbMenHoe ooparnienue B ['Kb Ne 67. B HéM yka3biBaem,

qTo:

1)

2)

3)

Bac HanpaBuim Ha KOHCYNbTaluio (C TOCICOYIOUICH TOCIHTAIM3ANUEH eciu
Heoboxomumo) B 'Kb Ne 67. Vkasare TO HampamieHue, kotopoe y Bac ecth, u
poToko1 ['opockoro KOHCHITMYMa;

cOoclaThCsi HAa TO, YTO IEpeYeHb AMArHOCTUYECKHX M (WJIHM) TepaneBTUYECKUX
MpoLeayp, a TakKe IepeuYeHb BOIMPOCOB, U1 OKa3aHUS KOTOPBIX HYKHA
KOHCYyJbTallMs, He yKa3aH B HaIlpaBJICHUAX (CKOpee BCero TaK, HO CBEPUTH €
coxep:kanueM nporokosia 'K u HanpaBJieHUs] NOJUKINHUKH);

NOMPOCUTD B XOAC KOHCYJIbTAllUU:

% Tenernueckoe 00CIENOBAHWE WIEHOB CEMBHM MMAlMEHTAa B HEKOTOPBIX CIydasx TpPeOyeTcs sl TOro, YTOOBI
UCKJIFOYHTH TEPaneBTHYECKYI0 Hed(()EKTHBHOCTh COOTBETCTBYIOIIETO NpenapaTa NaTOreHeTHIeCcKoi Tepanuu. Tax,
. 2.3 KP 372/2 npenycMaTpuBaeT, 4TO «npu HA3HAYEHUU NPenapama usaKadmop+iymaxapmop pekomenoyemcs
uMems OaHHble O 2emepo3UOMHOM Hocumenvscmee oboumu pooumenamu mymayuu F508del (coznacno

uncmpykyuu). Ilpu omcymcmeuu maxou uH@opmayuu pekomMeHOyemcs npo8ecmu MOLEKYIAPHO-2eHeMUUeCcKyIo

OUACHOCMUKY C YEbI0 BbIACHEHUs 2eMePO3UOMHO20 HOCUmenbCmea pooumenamu eapuanma F508del».

%0 Te ke TpeOOBaHMs ycTaHaBIMBaET u. 4 cT. 35 MenepanbHoro 3akona 06 OMC.
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K)

OTBCTUTH Ha TC KC BOIIPOCHI, KOTOPBLIC PaHCC ObLIU PACKPBITEI B IMUCBMC B
l'[OHI/IK.HI/IHI/IKy41 ;

y4ecTb  CBEIEHUS U3 IPWIAraéMbIX pe3yJbTaTOB  KJIMHHUYECKUX H
MHCTPYMEHTAIbHBIX HCCIe0BaHmii*;
€CJIM JIEKapCTBEHHBIHN Ipernapar paHee IPUHUMAIICS, TO YKa3aTh Ha Pe3yibTaThl

HCCHGHOBaHHﬁ, MOATBECPKAAOIINUX YITYYIICHHUC JKU3HCHHBIX HOKa3aHHﬁ43;

y4ecTb 000OIIeHHe STHX CBEICHUH, CIOeNaHHOE B CIpaBKe ¢ 0OOCHOBaHWEM
HA3HAYEHMS, PaHee NPe/ICTaBIeH O B [Tomkmanky**;

MpU  OTCYTCTBHUM HEOOXOAUMOCTH HE IyOnupoBaTh YK€ TIPOBEIEHHBIC

HCCIIeIOBAHUS ™,

HE MPOBOJIUTH UCCIEAOBAHUS, KOTOPHIE:
- HE TPeOYIOTCS JUIsl YCTAHOBJICHUS )KU3HEHHBIX MOKa3aHUIM;

—  He IpeaycMOTpPeHbl MeToJaMH IojA6Oopa IpernapaTta MaTOreHeTHYecKoil
TepanuH, YKa3aHHbIMH B MHCTPYKIMK 1O NPUMEHEHHIO JIEKAPCTBEHHOTO
npenapata u (umm) B KP 372/2;

HCIIOJIB30BaTh MPEAOCTABJICHHBIC IMAalMCHTOM CBCACHHUA O pPE3ylbTaTax
MPOBEACHHBIX  HCCIEAOBAaHWUM TpPU  MPOBEACHUM  KIMHHUKO-3KCIEPTHOU
KOMHCCHUU (€clii N0 pe3ysibTaTaM KOHCYJIbTallMK Oy/IeT MPUHSITO pelieHue o eé
MIPOBEICHNH);

HCII0JIB30BaTh MPEACTABICHHOC 000OCHOBaHHE U JOKYMCHTBI IIpHU OKa3aHUU
KOHCYJIbTAallMU 110 YKa3aHHBIM B Bamem nnceme BOIIpOCaM,

COOOIINTD, KAKUX CBEACHUM (JaHHBIX O KaKUX UCCIIEJOBAaHUIX) HE XBAaTaeT AJIs
KoHCynbTanuu. [losicuure, 4yTo 9Ta HHMOPMALIUA Hy>KHA U1 IPEBAPUTEIHLHOTO
cobopa odTOM wMHpOpManMM S TMOCIEAYIOLIETO  MIPEACTaBICHUS Ha
KOHCYJIbTAIIUIO MAlIUEHTOM;

Y4E€CTh IIPH OTBETE TC 00CTOATENLCTBA U HOPMBEI, KOTOPBIC ObLIN YKa3aHbI paHEC
B IIMCBMC B HOJII/IKJ'II/IHI/IKy47;

4)  000CHOBBIBasI CBOIO MPOCKOY, CChUTAEMCS JOTOJIHUTENBHO Ha CT. 20 OCHOB.

YacTe 1 3TOM CTaThU ONPEACIISACT, UTO «HEOOXOOUMBIM NPEO8APUMENbHbIM YCA08UEM

MEOUYUHCKO20 MeUamelbCmed A8Isemcs 0a4d UHGHOPMUPOBAHHO20 00OPOBOIbHO2O

coziaacus ZpClJdeClHMHCl uiu eco 3AKOHHO20 npedcmaeumeﬂﬂ HAa Me()MI/!MHCKOe
BMeUamenbcmeo HA OCHOBAHUU NPEOOCMABIEHHOU MEOUWUHCKUM PAOOMHUKOM 8
JocmynHoi (popme noanou uHpopmauyuu o0 yenax, Mmemooax OKaA3AHUA
MEOUUUHCKOU ROMOWU, CBA3AHHOM C HUMU PUCKE, B03MOMNCHBIX BAPUAHMAX

4 MMynkr 14 (noam. 2

) amsrkn.

2 TTynkr 14 (noamyHkTe 3 1 5) [amsTky.
3 Mynxr 14 (nommynkt 4) IMamsaTkw.

 Mynxr 14 (moam. 3
5 Mynxr 10 (noam. 2
46 [Mynkt 7 TTaMATKH.

, mocenHui ab3am) [TamsTku.
«6») INamsarkmu.

47 IMynkt 11 MamaTKy.
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MEOUUUHCKO20 eMeulamenbCmed, o e20 HNOCAeOCmBUsX, da maKxice 0
nPeononazaemvlx pe3yibmamax OKa3aHus MeOUUUHCKOU NOMOWU».

Yacte 4 TOH >Xe CTAaTbu OIpENeNsAeT, 4YTO «HpuU OmKaze Om MeOUYUHCKO2O
eMewamenbecmea 2epaicoOaHury, OOHOMY U3 pooumenei UiU UHOMY 3AKOHHOMY
npeocmasumento Juyd..., 8 00OCMYNHouU OJisi He2o Gopme 00JIHCHbL OblMb PA3bLACHEHDbL
B03MOJICHBLE NOCIEOCMBUS MAKO20 OMKA3A».

C y4€TOM 3TUX HOPM MIPOCUM Pa3bIICHUTD «8 OOCMYNHOU hopme».

a) 1enb J000M W3 PEKOMEHAYeMBIX B XOJ€ KOHCYJIbTAIlMA MPOLEAYPHI
(BMeIaTensCTBa);

0)  BO3MOXHbBIE BAPUAHTHI MEIULIMHCKOTO BMEILIATEIbCTBA, IO3BOJISIONINE JOCTHYD
Ty K€ Ledb (Hanpumep, aMOyIaTOpHOE UCCIIEI0OBaHHE BMECTO CTAllMIOHAPHOTO,
WCIIOJIb30BAHNE PE3YJIbTaTOB YK€ IOJYYEHHBIX TaKUX K€ HCCIEJOBaHMM,
MIPOBEJIEHUE AJIbTEPHATUBHBIX UCCIIEI0OBAaHUI);

B)  IpeArnojaraeMble pe3yabTaThl IPOBEIECHUS 3TOM MPOIEypPHI;

r)  TOCTEICTBHS OTKa3a OT PEKOMEHJIOBAaHHOTO MEIMIIMHCKOTO BMEIIATEIbCTBA
(kakue oOcTosATETHCTBA, TPEOYEMBIE /1711 OTBETA HA BOIIPOC O TEPATIEBTUYECKOMN
6e3omacHoCTH WM 3((HEeKTUBHOCTHU TapreTa, He OyyT YCTAaHOBJICHHI B CiyYae,
€CJIM COOTBETCTBYIOIIAs Mpolieypa (BMEIaTeIbCTBO) NPOBEACHA HE OyeT).

311ech K€ MOKHO yKa3aTh, UTO € Y4ETOM MOCTABJICHHBIX JJIs1 KOHCYJIbTAIlMU BOIIPOCOB
Bbl He nmaére cBOoero aBTOMAaTHMYECKOIO COTJacHs Ha IMPOBEICHHE HCCIEI0BaHUMN
(BMeIaTenbCTB), KOTOpPbIE HE TPEOYIOTCS JUIsl YCTaHOBJICHUS KU3HEHHBIX TIOKa3aHUM,
ykazaHHbIX Ha cTp. 8 KP Ne 372, OuleHKM MNOTEHIMAIbHOIO TEParneBTUYECKOTO
addexrta n (mm) 630MaACHOCTH COOTBETCTBYIOIIETO TapreTa W BBIXOIAT 332 PaMKH,
YCTaHOBJICHHBIE METOJaMH MOA00pa maroreHeTrndeckoit repanuu (1. 2.3 KP Ne 372/2,
cTp. 47-48) v UHCTPYKIMSIMH IO PUMEHEHHUIO JIEKAPCTBEHHOTO Mpernapara. YKaKure,
YTO TaKoe coryiacue Brl MoxeTe BbIAATh TOJBKO MOCTE TOT0, Kak BaM B cooTBeTCTBUM
c 4. 1 ct. 20 OCHOB IIPEAOCTABAT «8 OOCMYNHOU (hopMme NOTHYIO UHGOPMAYUIO O YeTlsx,
Memooax oKa3aHus MeOUYUHCKOU NOMOWU, CEA3AHHOM C HUMU PUCKE, B03MONCHBIX
8apuUaHmMax MeOUyUHCKO20 BMeulamenbCcmed, 0 €20 NOCNe0CMmEUsX, a MaKice O
npeonoazaemvlx pe3yibmamax OKa3anus MeOUYUHCKou noMowu»,

5) mpocuM wu30ekaTh TPEOYIOUIMX TOCHUTAIM3AMA MEPONPUATHH, €CIIM B HHUX
OTCYTCTBYET KpaifHsis Heo0xoauMocTb. OO0CHOBATH ATO 3/1€Ch TaK:

a) «CornacHo WH(popManMOHHOMY NUCbMY (PEKOMEHJALMIM) sl TAIUEHTOB C
MYKOBHUCIIJIO30M M YJIEHOB MX CEMEH, MOANMCAHHOMY 3aBeAyIOLEN Hay4dyHO-
KIIMHA4Yeckoro otraena Mykosucuuzosa OI'BHY «MIHL» u 3aBenyromei
otnenenneM MykoBuciuaosa ['bY3 MO «IKMIIMO», mpodeccopom, 1.M.H.,
BpadoM Bhiciieil kareropuu E.W. Konmpatbepoit*® «g nacmosuyee spemsa ece
83pocivle U 0emu ¢ MyKOSUCYUOO30M OMHOCAMCA K 2pYnne Niooell, Komopbie
CUUMAIOMCS YPE3BLIYAUHO YAZBUMBIMU K MANACENLIM OCTONCHEHUAM, 6bI36AHHBIM
ungpexyueti COVID-19. Bce 6onvbHble MYKOBUCYUOO30M, UX CeMbl, OPY3bs U

48 https://mukoviscidoz.org/interesnoe/817-rekomendatsii-spetsialistov-po-mukovistsidozu-dlya-patsientov-s-
mukovistsidozom-i-chlenov-ikh-semej.html
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JquYa, ocyuwecmeasiouue 3a HUMU yxoo0, O0JIHCHbL COOI00AmMb Cyuecmsayrouue
peKomeHOayuu no npopuiIaKmuke KOPOHABUPYCHOU UHGeKYUU, a UMEHHO!

- ocmaeamobcs 0oma,
- nayuenmam npoooalCams mepanuro 3a001e6anus 8 NOIHOM 00véme,

- omJjioxcumbs 6ce njianoesvle 06pau4euu;1 6 Meduuuucxue yllpeafcdenuﬂ,
BKJlIo4an uernmpbol Mykoeucuudos'a.

HpOCI/IM B CBsA3U C OTHUM, HEC IIY6JII/IpOBaTI) OTHU HCCJICAOBAHUSA, KOTOPLIC YIKC
ObLIH IIPOU3BCICHEI. ITo BO3MOJXHOCTH, HA3HAYUTH IMTPOBCACHUC I/ICCJ'IGIIOBaHI/If/'I
(cbop maTepuaiia) Ha JOMY,

6) 1. 6 KP Ne 372/2 npu onpenenenuu IlpaBun npouinakTUKu nepekpECTHOM
MH(pEKIMU TpU MYKOBHUCIMI03€ OTChUIaeT K MarepuasaM HarmoHanbHOTO
KOHCeHCyca «MyKOBHUCIH/IO3: OIpeNeieHUue, ITUarHOCTUYEeCKUE KPUTEPHH,
teparmus»*®. Ha 58 cTpaHmme »TOro JOKyMEHTa YKa3aHO, 4YTO «Haubojee
8EPOSIMHBLIMU UCMOYHUKAMU UHDEeKYuU ABIAI0MCA NAYUeHMbl ¢ XPOHUYECKOU
unghexyuetl, 0COOEHHO CMEWIAHHOU, BbI36AHHOU  HECKONbKUMU  BUOAMU
MUKPOOP2AHU3MO8 (nepeKpécmuas ungexyus), KoHmaxmol 00abhbix MB co
300posbimu  Hocumenimu S. aureus, P. aeruginosa, u 30ecv Haubonee
SHAYUMBIMU U ONACHBIMU SAGNAIOMCA  HOCUMENU Cpeou MeOnepcoHana u
POOCMEEHHUKU, ¢ KOMOPLIMU NOCMOSAHHO KOHMAKMUPYIOm 00IbHble, a MAKHCe
6030YX U NpeoMembvl OKpYAHcaroweli Cpeobl, KOmopwvle Mocym 0blmb 00CeMeHeHbl
MUKDOOP2AHUBMAMU NOCMOSIHHO UlU 6pemenHo. Bepoamnocms nepedauu
uHgexyuu nosviuiaemcs 60 epemsa npedvleanus 60J1bHO20 8 CmayuoHape, 20e
Haxo0amcsa Opy2ue nayueHmsl ¢ XPOHUYEcKol ungexyuei, 6 césa3u ¢ IMUM
ONMUMANLHBIM ~ ABNAEMCS  JleYeHUue MaKux OONbHbIX 6 UHOUBUOYANbHBIX
naniamax».

VYcranoBnenneie HemocpeAacTBeHHO B KP Ne 372/2 TlpaBuna HaxoXIaeHUS
nanueHToB ¢ MB B cranuoHape NpeaycMaTpUBaOT, YTO «O/is NAYUEHMO8 C
Mykosucyuoozom c¢ Burkholderia cepacia complex u Achromobacter spp.,
HemyOepKyne3HbIMU MUKOOAKMEPUAMU UAU  YCTMOUNUBLIMU K BAHKOMUYUHY
SHMEPOKOKKAMU, OOJIHCHO OblMb OmoeibHoe MeOUYuHcKoe 0b6opyodosanue 0is
Kaxcooeo  nayueHma  (UHOUBUOYANbHLILL — CHUpomemp,  (HOHEHOOCKON,
NYNbCOKCUMEMP, 2IIOKOMEMP, MOHOMEMP U M.0.).».

Heo6xomuMocTh COONIOACHHS 3TUX MPaBUJI CONPSKEHA C JOMOIHUTCIBHBIMU
3aTpaTamMH Ha UX ucnosiHeHue. [loaToMy mpocum palMoHaNIbHO PacX0A0BaTh
OromkeTHBIC cpeacTBa (v cpeactBa OMC) u He Ha3HAYaTh TOCIUTATU3AINIO
JUTS BBITIOJIHEHUS TE€X HNPOLELYpP, KOTOPHIE:

—  MOryT OBITh BBINOJIHEHB! HA JOMY WJIM aMOyJIaTOPHO, U (UJTH)

—  He TpeOyroTcs Ul Moj00pa MaTOreHETHYECKOW Tepanuu U BbISBICHUS
JKU3HEHHBIX TIOKa3aHUM I Ha3HAUEHUs HE3apEerMCTPUPOBAHHOIO
npernapara;

- YKE MMPOBCACHBI U HC YTPATUIIN aKTYaJIbHOCTD.

49 https://mukoviscidoz.org/doc/konsensus/CF_consensus 2017.pdf
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B)  ccbutaeMcs Ha TOT ke myHKT KP Ne 372/2 u ykaspiBaeM, 4TO «8edeHnue
nayuenmog ¢ MB npeonoumumenvHo npogooums 8 CHeyuaru3upPOSaHHbIX
yewmpax  (kabumemax —uau  omoeneHusx — Mykosucyuoosa). Cnedyem
UCROIb306aMb CIMAYUOHAPO3AMeujatouue mexnoaozuuy». K HuM otHocsrcs,
B YAaCTHOCTH «KOHCYIbMUPOBAHUE NO COYUATbHO-MEOUYUHCKUM BONPOCAM
[noodeporcanue u coxpanenue 300p08bs 2par#coOan NONHCUL020 803pacma u (uiu)
UHBANIUO08,  NPOBeOeHUe  0300POBUMENbHBIX — MEPONPUAMULL, — BblAGIIEHUE
OMKIOHEHUI 8 COCIOSHUU UX 300P08b3L] KOHMPOTIb 3a NPUEMOM JIeKAPCMBEHHBIX
npenapamos u 0p.)...»*°. Ilo3TOMy IpPOCHM PaccCMOTPETh BO3MOXKHOCTh
IIPOBEJCHHS Ha JJOMY T€X TUArHOCTUYCCKUX MEPOIPHUSITHH, 0 KOTOPHIM TaKas
BO3MOXHOCTb CYITICCTBYET;

r)  JONOJHHUTENBHO ccbutaeMcsi Ha [lopsok oka3zaHUS MEIUIIMHCKON TOMOIIH
OOJBHBIM C BPOXAECHHBIMH U (WJIM) HACIEACTBEHHBIMU 3aboieBaHusMU. OH
yTBepXkAeH npukazoM Munszapasa PO ot 15 Hos10pst 2012 r. Ne 9171, IlynkT 5
Ilopsinka ycTaHAaBIMBAET, YTO «NPU BbIAGLEHUU HACIEOCMBEHHO20 U (Uiu)
8POJHCOEHHO020 3a00N1e8aHUs Y DOILHO20 8PAY-2EHEMUK OCYWeCmEasaem ledeHue
001bH020 6 amoOy1amopHbIX ycaoeuax (1. 7).

B IleHTpe OTCYTCTBYIOT Bpady-r€HETHK. IO3TOMY CMBICIA TOCIUTAIM3UPOBATH
MAIMEHTA JJI1 TPOBEACHUS UCCIETOBAHUIN UM KOHCYJIbTAIIMHI 110 T€HETUYECKUM
BOIIpOCaM HET;

)  yKa3bplBaeM, 4YTO TIepeYeHb OCHOBAHWUH [UIA TOCHHTAIM3AalUW  TIPU
MYKOBHCITHI03¢ ycTaHoBeH npunokennem '10 k KP Ne 372/2.

DTOT nepedyeHb OMpPENENsIeT «NOKA3aHUA K 20CNUMANU3ayuu (CmayuoHapHomy
Jeuenuto) oemeti U 63pocivlx ¢ mykogucyuoozomy». IIyHkT 8 cT. 2 OcHOB
OTIpENICNIICT <«IeueHue» KaK «KOMHIeKC MEeOUYUHCKUX —BMeulamenbCcms,
8bINOIHAECMBIX NO HA3HAYEHUI0 MEeOUYUHCKO20 PAOOMHUKA, YeNblo KOMOPbIX
AGNAEMCs  yCmpaHeHue Uunu  oOne2yeHue NposigleHull  3a0071e8aHus Uil
3abo0ne6anutl OO cOCMOAHUL NAyUeHma, 60CCMAHOBIeHUe UTU YIyYuleHue e20
300p08bs, MPYOOCNOCOOHOCMU U Kayecmea Hu3Hu». B cBs3u ¢ 3TUM MpOCUM
yKa3aTh, KaKue BMEIIATEeNbCTBA TPEOYIOT TOCIUTAIN3ALUU, U YCMpaHeHue Uil
obnezcuenue KAKux npossieHull 3a00neeanus 1bo cocmoaHul nayueHma OHH
obecreyar.

[Ipocum Takxke ydectb, 4yro m. 21 cr. 2 OCHOB paznuyaeT METOAbI
«npounakmuxu, OUAZHOCMUKU, JeYeHUs U peadburumayuu npu OKA3aHUU
Mmeouyurckot nomowiuy. Takum o0pazom, OCHOBBI pa3InYatOT MEPOTIPHUATHS MO
«QuasHocmuke» W «iedenuio». B OITOW CBS3M TPOCHM BO3AEPKATHCA OT
FOCHUTAIN3ALMY I IPOBEICHUS MEPOTIPUATHI, OTHOCAIIUXCS HE K JICYEHUIO,
a K TUarHOCTHKE.

e) 1o 28 nexabps 2021 r. Llentp opdaHHbIX 3a001€BaHUI OCYIIECTBISLT TOJIBKO
«OKaA3aHUe CNeyuanu3upO8aAHHOU MeOUYUHCKOU NOMOWU 83POCTLIM NAYUCHMAM
¢ peoxumu (oppanmvimu) 3aboreeanusamu 6 cmayuonaproii popme»>*. OHako

%0 TTynkr 5.2 TOCT P 58962-2020. «HammonanbHbIii cranaapt Poccuiickoit @enepamuu. ConpanbHoe 00CTyKUBaHAE
HaceneHus. ColyaibHbIe CTalMOHAPO3aMeIatoNIie YCIyrH IpakJaHaM MOXKMIION0 BO3pacTa U HHBAINAAM».
SL1I. 2.2 Tonoxenus o Llentpe, yrs. [pukazom JA3M or 23.07.2021 Ne 705.
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¢ 3TO# Aatbl 310 orpanuueHue orMeHeHo Ilpukazom JI3M Ne 1310. IIpocum B
BOCIIOJIb30BATHCS IPOU3OIIEAIIEH «InOepanu3anuein;

XK) TPOCHM ONPEICTUTh B CBSI3U C BBIMIEH3IOKEHHBIM T€ W3 HEOOXOJUMBIX
WCCIIeIOBaHU, KOTOPBIE TPEOYIOT TOCIIUTATU3AIMU U KOTOpbIe €€ He TPeOyIoT.
VYka3blBaeM T€ HCCIENOBaHUS, KOTOpble HE TpeOyIOT TIOCHUTAIU3AIMHU.
[IpuxoauM K BBIBOIY, YTO BCE MCCIIEAOBAHUS, HEOOXOAUMBIC IS BBISBICHUE
KU3HEHHBIX MOKAa3aHUM WM HUX OTCYTCTBUS, MEIUIMHCKUX IOKa3aHUM IS
Ha3HA4YCHMSI IIperapara, mo100pa maroreHeTHIeCKor Tepanu, ykazanHueie B KP
Ne 372, He TpeOyIOT rocnuTaIn3aluy,

6) nanee yka3blBaeM, YTO €CJIM HECMOTPS Ha MPHUBEAEHHBIC BBIIIC MpaBUiIa U (aKTHI,
OyJeT peKOMEH/0BaHa TOCHHUTaIN3alus, TO MPOCUM OOOCHOBAaTh TaKOE pEIICHHE
MEIMLIMHCKUMHU [OKa3aHUsMU manueHta. [Ipocum yka3aTb Te€ KOHKPETHBIE
MEJUIIMHCKUE MOKa3aHUsl, KOTOpbIE ATy rocHUTanu3anuoo TpedytoT. OO0CHOBBIBaEM
910 myHKTOM 18 TlostoskeHust 06 opraHu3aIuy OKa3zaHus CrelUaTn3UPOBAHHOM, B TOM
YHUCIIE€ BBICOKOTEXHOJIOTMYHOM, METUIIMHCKOW moMonny, yTB. [Iprkazom MuH3apasa
P® ot 2 nexabpst 2014 r. Ne 796H.

Hanee mpocuMm «npourgopmuposames 3acmpaxo8anHoe IUYo Uil €20 3aKOHHO20
npeocmasumens O MEOUYUHCKUX OP2AHUZAYUAX, VUACMBYIOWUX 6 pealu3ayuu
meppumopuanbHou npozcpammul, 8 KOMOpbIX BO3MONCHO oKazanue
CReYUATUZUPOBAHHOU MEOUYUHCKOU NOMOWU...». YKa3bIBaeM, YTO «HA OCHOBAHUU
VKA3aHHOU UHGOpMAYUU 3aCMPaxo8anHHoe TUYo Wil e20 3aKOHHbIU Npeocmasumeins
ocywjecmensgem  6vl00p  MEOUYUHCKOU  OpeaHuzayuu Ol OKA3AHUSL — eMy
Cneyuanu3upoB8aHHoU MeouyuHckou nomowjuy». CcblaaeMcsl TaKkKe Ha:

a) 1n. lwumn 4cr 21 OcHoB;

06) . 248 Ilomoxxenns 06 OMC, ytB. [Ipukazom Mun3zapasa Poccun ot 28.02.2019
Ne 108H;

B) 1. 14 um. 15 Iopsnka BeIOOpa TpaXk JaHUHOM MEIMIIMHCKON OpraHu3aIiy IpH
OKa3aHUU €My MEJIUIIUHCKOM MOMOIIM B paMKax MIPOrpaMMbl TOCYAapCTBEHHBIX
rapaHTuil OecIIaTHOrO OKa3aHHWs TpaxkJaHaM MEAMIIMHCKOW IMOMOIIY, YTB.
[Tpuxazom Munzapasa P® ot 26 anpesnst 2012 r. Ne 406H;

T) a03. 2 m. 17 IlosoxxeHust 006 OpraHu3anyy OKa3aHUs CICIHAIU3UPOBAHHOMN, B
TOM YHCII€ BBICOKOTEXHOJOTHYHOM, MEIULMHCKON momoiu, yTB. [Ipukazom
MunznpaBa Poccuu ot 02.12.2014 Ne 796H.

7)  TaKkKe Kak M B OOpallleHHH B HOJ'II/IKJ'II/IHI/IKYSZ, MPOCUM PACCMOTPETh BO3MOXKHOCTh
MPOBEACHUS COOTBETCTBYIOIIMX KOHCYIbTallui (rocriuTanM3anuu npu
HeooxoaumocTH) B 'Kb IMTneruéBa®. Ykaszars Ha TO, YTO UMEHHO B HEHN MPOBOIUIIUCH
paHee MHCTpYMEHTAJIbHbIE W JabOpaTOpHbIE HCCIEeNOBAaHUS MalleHTa. Pa3bsicHUTH
MpEUMYILeCTBA MPOBEACHUS HMCCIENI0BAHUM, NOCTYNHBIX 1uisi mposeaeHusi B I'Kb
IInernéra, B I'Kb Ne 67. O60ocHOBBIBaeM 310 Teneps myHkramu 1.2, 5.2 Tlonoxenus o

52 MMonm. «B» 1.2 [TamMsTKH.
% Mynxr 10 (noam. 6).
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LenTpe peaxux (opdannbix) 3adoneBanuii u 1. 3.3 [TonokeHNT 0 KOHCHITUYME Bpadeid
storo Llentpa, yrB. mpukazom /I3M ot 28.12.2021 r. Ne 1310;

8) ccputaemcst Ha 4. 1 1 4. 5 cr. 22 OcHo, [Ipuka3el Munsnpasa ot 14 centsops 2020 r. Ne
9721 u ot 31 uronst 2020 r. Ne 789H u pocuM nociie NpoBeIeHUsI KOHCYJIbTAallUN BbIAATH
KONHUIO KOHCYJIBTAIIMOHHOTO 3aKII0YEHHUs. BpiaTe mpocuM B yZOOHOHM AJisi mamueHTa
(dbopme (Hy>KHO BBEIOpATh M YKa3aTh e¢ B MUChbMe), goimyckaemoid [Ipukazom Ne 789H;

9) TaKKe MpPOCHM B Cilydae MPOBEICHUS KOHCHIMyMa Bpauei L{eHTpa KoHCHIMyMa Bpaueit
entpa penkux (opdaHHBIX) 3a00JIEBaHUK Y B3POCIBIX BBIJIATH IMOJHYIO KOITHIO
MIPOTOKOJIa TAKOTO KOHCWJIMYMa (a HE TOJbKO BbINUCKY W3 He€). Ilpu HeBo3MoOXkHOCTH
BbIJAYM TOJHOM KOMHUM MPOTOKOJA KOHCHWJIMyMa IPOCHM MPEJOCTaBUTh JOCTYH K
MEIUIIMHCKOM JIOKyMEHTallud, B KOTOPYIO BHECEH TMOJHBIA MPOTOKOI TaKOro
xoHcHanyma®t, OGOCHOBBIBAEM CCHITKOM Ha 4. 4 ¢T. 48, u. 4 u 4. 5 cT. 22 OcHos, [Tpukassl
Munszapasa Poccun ot 31.07.2020 Ne 7891 u ot 29.06.2016 Ne 425H.

Ha xoncyabTanuun
16. TIlepemaém Bpady MuChbMO, YKa3aHHOE BHIIIE.

17. Tlpocum 3aduKCHPOBaTh KOHCYIBTAIMIO B MEIUIIMHCKOH KapTe™® M BHIATh 3aKIIOUEHHE
(KOHCYNBTAIMI0) KaK MAIMEHTY, TaK W 3alpPOCHUBIIEMY KOHCYIbTaIuto auiy (I'opoackomy
koHCIMymy). O6ocHoBbIBaeM 4. 1 u 4. 5 c1. 22 OcHoB, [Ipukazamu Mun3apasa ot 14
ceHTs10ps 2020 1. Ne 9721 u ot 31 uronst 2020 r. Ne 789H.

Ilocsie KoHCYJIbTALIUU

18. B nacrosiiee BpeMs OTCYTCTBYIOT HEOOXOAUMBbIE TaHHBIE /1711 HAITMCAHUs 3TOTO pa3zena. B
cnydae coOmonaeHusst noyukiauHUKONH 1 ['Kb Ne 67 ykazaHHBIX BBbINI€ TMPABOBBIX HOPM
BO3MOXHBI CJIETYIOIE BapHAHTBHI:

1) Ha koHcuiamyM Bpauel IleHTpa OyayT OTIpaBJeHBI yXe MpeaoCTaBlicHHbIe Bamu
pe3yNbTaThl KIMHUYECKUX UCCIICOBaHUM, WK

2) B xome koucynbraiud B ['Kb Ne 67 ompenensaT HeOOCTaroIUe HMCCIEIOBAHUSA H
npemioxkatr Bam ux mpoectu nub6o B Kb Ne 67, nubo mpoBecTH MX B MHBIX
opranuzanusx, npegocraBuB B I'Kb Ne 67 pe3ynbrarhl mpoBeAEHHBIX B HHBIX
OpraHu3aIUgX UCCIEeIOBaHUH, UK

3) Bemamyr Bam mepedeHb MEAMIIMHCKHMX BMEIIATEIbCTB, KOTOPBIC HEOOXOIMMO
npoBectd B 'Kb Ne 67, ¢ 00bsICHEHIEM MOTHBOB UX ITPOBEICHUS.

BapI/IaHTH HE3aKOHHOT'O p€arupoBaHusa MOT'yT OBITH TaKHE:

a) Bam BbLAAyT HAIIPABJICHUC oe3 KOHKpPCTHU3alluu B HEM MOTHUBOB roCliMTalan3anuu,
NEepCUHA MCANIUHCKNX BMCHIATCIILCTB, U (I/IJ'II/I)

6) nmanbHedimme gpeiictBus Kb Ne 67 Oyayr TOJHOCTbIO  UTHOPUPOBATH
BBILIEIIPUBEACHHBIC HOPMBI;

% 1. 3.8 Tonoskenns o kKoHcuauyme, yrB. ITpukaszom JI3M ot 28.12.2021 Ne 1310.

%5 O60CHOBBIBAaEM MOPAIKOM 3aMoHeH s YIETHOH popMbl Ne 025/y «MeMuuHCcKas KapTa NayenTa,
TIOTYYAIOIIETr0 METUINHCKYIO TIOMOIIb B aMOYJIaTOPHBIX YCIOBHUSIX», YTB. IIprka3zom Munznpasa PO ot 15 nekabps
2014 r. Ne 834m.
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B) I'Kb Ne 67 mpenocraBut nmucbMeHHBIH OTBeT Ha Bame oOpaiieHue, HapyIIaroOmmii
KaKyl0-JIn0O U3 BBILICTIPUBEIEHHBIX HOPM HUJIM BCE 3TU HOPMBI.

[lepeuens Gopm Kak 3aKOHHOTO, TaK M HE3aKOHHOTO pearupoBaHus Ha Bamm oOpameHus
OIIPENEIUTh HA JAHHOM DJTalle HE IPEACTaBISIETCS BO3MOXHBIM. Ilo3ToMy omnmcanue
JAIBHEHIINX JEHCTBUU M0 aIrOPUTMY HE MMeeT cMbicia. [Io Mepe HakoIieHus ombITa
MpUMEHEHHsSI TPEabIAYINX pas3aenoB [lamsaTku B He€ OyayT 100aBICHBI COOTBETCTBYIOIINE
(bopMBI pearupoBaHusl.

Opnako B JI000OM ciydae ManMeHTaM CleAyeT IpHHUMAaTh BO BHHUMaHHUE 0a30BbIe
MPUHLUTIBL:

MCIHUIIMHCKOC BME€IIATCIIbCTBO MOXKET OBITE BBITIOJIHEHO TOJIBKO C COTJIACHS marnucHTa,

- Yy ManueHTa €CTh IpaBo 3a1aTb BOIIPOC, 3a4€M TaKOC BMCIIATCILCTBO HYXXHO, I'/IC emie
€ro MOXHO HPOBECTH, U UYCM €TI0 MOXKHO 3aMCHHUTb, YTO 6YI[€T €CJIN TaKo€
BMCHIATCIIBLCTBO HE IIPOBOJAUTD,

- y HETO €CTh MPaBo MOJIYYUTh B AOCTYIHOM (hopMe OTBET Ha 3TU BOMPOCHI,

- C Y4€TOM 3TOr0 OTBETA, PEUIUTHh PA3PEMIUTh 3TO BMENIATEIHCTBO WJIM HET, a €CIU
pa3pemmnTh, TO KaKOM U3 TOCTYMHBIX JIJIs1 3TOr0 MEAUIIMHCKOW OpraHu3alyu.
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