(HauunoHanbHbIN npasosoit MHTepHeT-nopTan Pecnybanku benapycb, 17.06.2023, 8/40088)
IIOCTAHOBJIEHUE MUHUCTEPCTBA 3JIPABOOXPAHEHHMS PECITYBJIMKHU
BEJIAPYChH
5 mas 2023 1. Ne 73

OO0 yTBep:KIeHNN KIMHUYECKOr0 MPOTOKO0JIA

Ha ocnoBanum a03ama neBsitoro yactu mepBoi ctathu 1 3akoHa PecnyOnuku bemapych
ot 18 urons 1993 r. Ne 2435-XII «O 31paBoOXpaHEeHUN», MOAMYHKTa 8.3 MyHKTa &, moAnyHkKTa 9.1
nyakra 9 Tlomoxkenuss o MunHcTepcTBe 3apaBooxpaHeHusi PecnyOnuku — bemapych,
yTBepkJIeHHOro noctaHoBieHueM Cosera Munuctpos PecnyOmuku benapych ot 28 okTsOps
2011 r. Ne 1446, MunucrepcTBo 3apaBooxpanenus Pecriyonuku benapycs [IOCTAHOBIIAET:

1. YTBepauTh KIuHUYECKUM TPOTOKON «OKa3zaHWE MEIMIIMHCKONW MOMOIIM MalMeHTaM
JIETCKOT'O BO3pacTa CO CIIMHAIBHON MBIIIEYHOU aTpoduei» (mpuaaraercs).

2. Hacrosiiee mocTaHOBIEHHE BCTYIAET B CUITY IOCIIE €0 O(UIIMAIBHOTO Oy OJIMKOBAHUSI.
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MunncTEpCTBa 31PaBOOXPAHEHUS
PecrryOnuku Benapych
05.05.2023 Ne 73

KJIWHUYECKUM ITPOTOKO.T
«Oxka3aHne MeIMIMHCKON MOMOIIM NAMEHTAM JIeTCKOro BO3pacra
€O CIIMHAJIbHOW MbILIEYHOH aTpoduei»

I'JIABA 1
OBIIUE ITOJIOKEHUA

1. Hacrosimuii KIMHUYECKUN MPOTOKOJN YCTaHaBIMBAET 00IIue TpeOOBaHMS K OKa3aHHIO
MEIMLMHCKOW TMOMOIIM MalMeHTaM JETCKOro Bo3pacTa (Jajiee — MalUeHThl) CO CIIMHAIBHOU
MblIIIeyHoU arpodueit (mmdp mo MexayHapoaHOM CTaTUCTHUECKON KiIacCu(pUKAIMK O0JIe3HEN 1



mpoOJyieM, CBSI3aHHBIX CO 37I0pOBbeM, gnecsatoro mepecmorpa— G112 (G12.0 ChnumnHanbHas
mbiieyHast atpodust 1 tuna; G12.1 Jpyrue HacieCTBEHHBIE CIMHAIBHBIE MBIILICYHbIE aTpodun).

2. TpeOoBaHUSI HACTOSILEr0 KIMHUYECKOTO IPOTOKOJIA SIBISIIOTCS 00S3aTeNbHBIMM IS
IOPUJIMYECKUX JIUI U WHJIWBUAYAIbHBIX MPEAIPUHUMATENEH, OCYIIECTBISIIOIUX MEAUIUHCKYIO
NEeATEIbHOCTh B OPAJIKE, YCTAHOBIEHHOM 3aKOHOAATEIBCTBOM.

3. Anst meneil HaCTOSIIET0 KIMHUYECKOTO MPOTOKOJIA HUCIOIb3YIOTCS OCHOBHBIE TEPMUHBI
M UX OIpeleieHus] B 3HAUEHUSX, YCTaHOBIEHHBIX 3akoHoM Pecnybnuku bBemapych
«O 31paBOOXpaHEHUNY, & TAKXKE CIEAYIOIINA TEPMUH U €ro ONpe/IeNiCHUE:

cnuHajgbHas MblmeyHass artpodus (mamee — CMA)-— rpynma  HaciaeACTBEHHBIX
HEHpPOMBIIIEYHBIX  3a00J€BaHUN, XapaKTEPU3YIOIUXCS  MPOrPECCUPYIOUICH  MBIIICYHOM
aTpoduell, BSUIBIMU NapajudyaMy BcJeACTBHE Je(eKTa B reHe BbDKMBAEMOCTH MOTOHEMpPOHOB
1 (SMN1) u nereneparnueii anb(pa-MOTOHEHPOHOB CIIMHHOTO MO3Ta, KOMIUICKCHBIM MOPAKCHHEM
MHOTHX CHCTEM, IIUPOKUM JHana3oHOM (EHOTUIIOB HAPYIIEHUS JBUraTeIbHOM (QYHKIHMU
Y COMYTCTBYIOIINX OCIOXHEHUH.

4. T'enernueckas mnpuunHa CMA — TOMO3WTOTHBIE JCNCIHMH WIM TOTeps (YHKIUH
B pe3ynbrate MyTanuu B rene SMN1 (survival motoneuron — BEDKMBa€MOCTh MOTOHEHPOHOB).

BonbmmrHCTBO manuenToB HacieAyroT nenennto rena SMN1 ot poguteneid, B 2 % cinydasx
BCTpeuaeTcs HezaBucuMas (de-novo) nenenus B OHON U3 ABYX alljiele.

5.Jlokyc SMN HaxoAuTCs Ha Y4YacTKE TE€HOMHOW WHBEPTUPOBAHHOW IYIUIMKAIUU
5 XpoMOCOMBI YEJI0BEKa, CoepKallel napagoruyubii reH SMN2. V nanueHToB, cTpagaromx
CMA, SMN2 ne uzmeneH. Yucno xonuit SMN2 mMosxeT ObITh pa3nuyHbIM (B nuama3one ot 0 1o
4). ¥V naunenroB co CMA B Hanuuuu Kak MUHUMYM 1 konus SMN2.

6. Ha ocHoBanum BoO3pacTa TMpOSIBICHUS KIMHUYECKUX CHMIITOMOB 3a00JeBaHUS
Y MaKCUMaIbHOW JIOCTHTAeMOW JBUTATENbHOW (QYHKIHH (C TOCIEAYIOIUM €€ PEerpeccom)
BbIAEIAIOTCA TUIIEI CMA

CMA 0 tuma— peanu3anus KIMHAYECKUX CHMIITOMOB 3a0OJIEBaHUSI IMPOMCXOMIUT
BHYTPUYTPOOHO M MPUBOAUT K TMOENH IJI0Ja aHTEHATAIbHO WIN B NEPBbIE JHU, HEAETHU MOCIe
POXICHHUS;

CMA 1 Tuna — peanuzanus KITMHUYECKUX CUMITTOMOB 3a00J1€BaHUSI IPOUCXOINUT B BO3PACTE
nanyeHTa 10 6 MecsIIEB;

CMA 2 tuna — peanuzanus KITMHIIECKUX CUMITTOMOB 3a00JI€BaHUS IPOUCXOIUT B BO3PACTE
nanyenTa ¢ 6 1o 18 mecsiies;

CMA 3 tuna — peanuzanus KITMHUYECKUX CUMITTOMOB 3a00J1€BaHUS IPOUCXOIUT B BO3PACTE
nanuenTa crapuie 18 mecsues;

CMA 4 tuna— peanu3anusi KIMHUYECKUX CHMITOMOB 3a00J€BaHUS MPOUCXOIAUT
y HalMeHToB cTapuie 18 jer.

7. Hacrosimuii KITMHUYECKUH MPOTOKOJ ONpPEIesieT MUHUMAIBHBIM 00BbEM MEIUIIMHCKON
nomomu namueHTam co CMA mnpu oKa3aHUU CHEIUATU3UPOBAHHON MEAUIIMHCKOW MOMOIIH
BpauaMy — JETCKMMH HEBpOJOramMH, BpauyaMU-T€HETUKAaM{, BpadaMH-peaOuINTOIOramMH,
BpayaMU-TPaBMaTOJIOTAMHU-OPTONEIAMH, BpayaMU-yJIbMOHOJIOTaMH, Bpayamu-
racTposHTeposioraMu M (WiIM) BpadyaMu-AMETOJIOraMH, BpadyaMy OOIIEel MpaKTHKH, BpadamH-
neauaTpamMu, CHEIHAMCTaMHU CIIyKObl TMaUIMaTUBHON MEIUIIMHCKOW TOMOIIM M JIPYTHMH
BpayaMU-CIENUATUCTAMU C YYETOM MEAMIIMHCKHUX MTOKAa3aHUN B KOHKPETHOM CIIyYae.

8. Insa sddextuBHOoro Bemenus mamueHnta co CMA Tpebyercst KOOpAMHAIMS pPabOTHI
Bpayei-CIENUAINCTOB B PAMKaX MYJIbTUAUCUUIUIMHAPHOIO MOAXOAA C YYETOM TEKYLIUX
Y TIPOTHO3HPYEMBIX MPOOIIEM.

9. Koopaunarusi paboThl Bpadyei-CHEIUAINCTOB W KOHTPOJIb OKa3aHUS MEIUIIMHCKON
MOMOIIM OCYUIECTBIISIIOTCS BpPauoM — JETCKUM HEBPOJOTrOM Ha OCHOBAaHUM 3aKIJIIOUECHHS
BpaueOHOr0 KOHCUIIMYMa, TPOBEJEHHOTO B PECITYOIMKAHCKOM IIEHTPE HACIEACTBEHHBIX HEPBHO-
MBIIIEYHBIX 3a00IeBaHmil y manueHToB 10 18 met (manee — LleHTp) Ha 6a3e rocynapCTBEHHOTO
yupexaeHus «PecnyOIukaHCKUN HAyYHO-TIPaKTHIeCKui eHTp «Matb u quts» (mamee — PHIIL]
«Matp u guTs») ¢ ydactueM pykoBoautens LleHTpa (Bpaya — JETCKOTO HEBpOJIOra), Bpaua-
TreHeTHKa, Bpauya-peablIuToNora, Bpaya-TpaBMaTOJIOra-opToIea, Bpayda-racTPOIHTEPOIIOra
U (W) — Bpavya-IMeTONIorTa, WM Bpada-liequarpa W APYTUX  Bpayeil-CcrenuaIrcToB
[0 METUIIMHCKAM  TOKa3aHWsM  (Bpada-IyJbMOHOJOra,  Bpayda-CHeIHaIuCTa  CIY>KOBbI
MaJJTHATUBHON METUIIMHCKOM TTOMOIIIN ).



I'JTABA 2
JANATHOCTHKA CMA 5Q

10. Inaraoctuka CMA 5q OCHOBBIBA€TCSI Ha MOJIEKYJISIPHO-TEHETHYECKOM OOCIIeTOBAHUH
renoB SMN1/SMN2 u ucnosnb3yercsi B KauecTBe IUAarHOCTUYECKOTO METOa MEePBON JIMHUU MIPH
nojo3pennu Ha CMA.

11. Ins onpenenennss CMA ucnosnb3yeTcst KoauuecTBeHHbIN aHain3 reHoB SMN1 u SMN2
C TTIOMOIIIbIO MYJIbTUIIIIEKCHON aMIUTH(PUKAIIUK JIMTHPOBAHHBIX 30H10B (MLPA), konmnuecTBeHHOM
noJinMepasHoi nienHoi peakuuu (nanee — I11P) nnu cexkBennposanust HoBoro nokosieHus (NGS).

12.Tlpu otcyrctBum oOeux momHbIX Komuid SMNI1 amarnoz CMA moaTBepkaeH
TE€HETUYECKHU.

13. 'omozurothyto aenenuto SMN1 moxHO BeIsIBUTE ntocpeactBoM [P ¢ mocneayromum
aHAJIM30M PECTPUKIMOHHBIX (DPAarMEHTOB.

14. HeobxoammocTh TpoBeicHUST ceKBeHUpoBaHus reHa SMN1 omnpezensieTcss BpaueOHbIM
koHcunuyMoM B llentpe na 6aze PHIIL «Matp u auts» ¢ yyactueMm pykoBoautens Llentpa
(Bpaya — IETCKOT0 HEBPOJIOTa), Bpaya-reHeTHKa, APYTruX Bpaueh-CreliMaJucToB 10 METUIIMTHCKUM
IIOKA3aHUsM, Ha3HAYaeTCs, ECIINU:

npucytctByetr 1 mosnas komust SMN1 mpu KIuHUYECKOM (DEHOTHUIIE COOTBETCTBYIOIICH
CMA;

MPUCYTCTBYIOT nBe TosiHbie kKo SMNI1 (mmarao3 CMA ManmoBeposATeH) y MalueHTa
C BBIPQXKECHHBIM THUIUYHBIM (PEHOTHUIIOM, XapakTepHbIM it CMA ¥ yCTaHOBJIICHHBIM KPOBHBIM
POACTBOM POAUTENIEH.

15. lnarno3 CMA ycTaHaBIuBaeTcsi TOJBKO IIOCIE MOJIYYEHHUS IOJIOKHUTEIbHBIX
pe3yabTaTOB TeHeTHYecKoro ooOcnenoBanuss Ha CMA, pganee mnpuHUMAETCS peIICHUE
0 Ha3HAYEHUU NAaTOI€HETUYECKON TEPAIINH.

I'JTABA 3
JIEHEHHUE TAIIMEHTOB CO CMA 5Q

16. MenukamenTo3Has Tepanusi CMA 5q noapasnensercs Ha 1Ba HalPaBJICHHUS:
MaTOTEHETHYECKAas TepaIus, HalpaBlieHHas: Ha BocmoHeHue nedunura 6enxka SMN;
CUMITOMaTH4ecKas Tepanus (KOppeKIus OTAEIbHBIX CAMITOMOB 3a00JI€BaHU).

17. Ilarorenernyeckas Tepamnus MOKET BKIIIOUYATh:

17.1. npumeHeHe MOAM(PHUKATOPOB CIUTAMCHMHTAa (T€HETUYECKOW MOoAu(pUKaAIMK) TeHa
SMN?2, yBeTHYHUBAIOIINUX YKCIIPECCHIO MOJTHOPA3MEPHBIX (PYHKIIMOHATBHBIX OSITKOB, HITU BEKTOpa
JUJIs TEHHOM Teparuy JJIsl I0OCTaBKH B KJIeTKK reHa SMNI:

JIEKapCTBEHHBIN Mpenapar ¢ MEXaHU3MOM JCHCTBHS aHTUCMBICIIOBOTO OJUTOHYKICOTHAA
CrimHpasa' MexmyHapogHOe HemaTeHTOBaHHOe HamMeHoBanue (manee — MHH) Nusinersen
3apEruCTPUPOBAH JJIs JledeHus BceX TunoB CMA 5q, BBOIUTCS HHTPATEKATbHO;

nexapcTBeHHbI npemapar Dspucau' (MHH Risdiplam) (myTh BBejeHHS TepopaibHBIii)
nipu sieuenuu 1, 2, 3 tTunoB CMA 5q;

17.2. nexapcTBEHHBIN ITpenapaT BUPYC-BEKTOP JJIsl TEHHOM Tepanuu 711 JOCTABKHU B KJIETKHU
rera SMN1 — 3onrencma' (MHH oHacemHoren aGenapBoBeK) ¢ OJHOKPATHBIM BHYTPUBEHHBIM
BBeneHUEM. JlekapcTtBeHHbIM mperapar 3onrencma (MHH onacemHoren abemapBoBek)
IpeaCcTaBisieT coboil GyHKIMOHANBHYIO Komuio reHa SMN 1 0CTaHOBKH HPOTPECCUPOBAHUS
3a0071€BaHUs TOCPEICTBOM YCTOMUMBOM dKcipeccuu Oemka SMN.

OyHkuroHanbHas komus reHa SMN BBOAUTCS € MOMOIIBIO aJIEHOACCOIMUPOBAHHOTO
Bupyca (AVV) ceporuna 9, KOTOpbIii ClOCOOEH MPE010JIeBaTh reMaTodHIehaTuIecKuid dapbep
U IPOHUKATh B KJIETKH, HE U3MEHs cylecTBytonyto JJHK.

Bcem manmenTtam 10 U nocie UHQY3UH JIEKapCTBEHHOIO IpernapaTa 30JreHcMa BBOJSATCS
CUCTEMHBIE KOPTUKOCTEPOUIBI.

Cxema, 1032, peKHUM U JJIUTEIBHOCTh CTEPOUIHOM Tepanuu onpeensiercs pyKoBOIUTeIeM
IlenTpa Ha OCHOBAHWH BBIPAXKEHHOCTH HEXKEJIATENbHBIX SBICHUHN JIEKApPCTBEHHOTO Mperapara
3onrencma (MHH onacemHoren abGemapBOBEK), COCTOSIHHS MAlIMEHTAa U C YU4E€TOM TpeOOBaHMIA,
YKa3aHHBIX B UHCTPYKIMU [0 METUITTHCKOMY TPHUMEHEHUIO (JIMCTKE-BKIIAIBIIIE).




'He Bxmouen B PecrmyOnukanckuii (opMynsp IeKapCTBEHHBIX CPEICTB M IEPEYEHb OCHOBHBIX
JICKAPCTBCHHBIX CPEICTB M B COOTBETCTBHHM C 4YacThio msAToi crathu 38 3akona PecnyOmuku benapychk
«O 3IpaBOOXpaHCHUM» MOXET OBITh HAa3HAYCH JUIsI MPUOOPETCHUS 3a CYST COOCTBCHHBIX CPEICTB, CPEICTB
IOPUANYECKHX JIUL U UHBIX HCTOUYHUKOB, HE 3alpelIeHHbIX 3aKOHOJaTeIbCTBOM.

2 [IpoBeneHUe JMOMOANBHON NYHKIMHM MOYET OBITh BBIIOJIHEHO IIOJ, MECTHOM MIM oOmieil aHecTesueit
(o pemeHUI0 BpaueOHOT0 KOHCHIINYMa).

18. [Ipu npoBeieHUH MaTOr€HETHYECKON Teparuu:

HaunHaTh namueHtam co CMA 5q mnocie TOCTaHOBKM KJIMHHUYECKOTO JMarHosa
¢ 00s13aTeIbHBIM T€HETUIECKUM TOTBEPKICHUEM;

HE MPUMEHATh KOMOMHHMPOBAHHYIO TEpamui0 C Ha3HAYEHHEM JIBYX JIEKapCTBEHHBIX
MpermapaToB MAaTOTEHETHYECKON TEepamuu, MPU STOM OJHOKPATHOE BBEICHUE JIEKAPCTBEHHOTO
npenapara 3onreHcMa (MHH onacemHoren abenmapBOBEK) CUHMTATh 3aKOHYCHHBIM KYpPCOM
[IaTOr€HETUYECKOU TEepallny;

HE MPUMEHSTH JIEKapCTBEHHBIE MpenapaThl NaTOTeHETHUECKON Tepanuy Ha 000 cTaauu
CMA 5q c reHeTMYecKHd MOATBEP)KIEHHBIM JUArHo30M M € KOJIMYECTBOM Konui reHa SMN2
Opmm 1;

BBIOODP OJTHOTO W3 JICKAPCTBEHHBIX MPENapaToB MaTOTeHETUIECKON Teparuy OMpeeseTcs
pelieHreM BpaueOHOro KOHCHUINYMa;

OTCYTCTBHE TMOJIOKHUTEIPHON KIMHUYECKOW IUHAMHKH 4Yepe3 TOA C OTCYTCTBHUEM
3(PEeKTUBHOCTH TPOBOJMMON Tepanuu (OICHKA JBUTATEIbHONW (YHKIMH TI0 IIKaJe HEPBHO-
MbimeqHoro obcnenoBanus mianennes HINE, CHOP INTEND (B Bo3pacte a0 ABYX JIeT)
n XamMMmepcMuTa (C JBYX JIET), SIBIIACTCS OCHOBAaHHMEM I PEIICHUS O IeJIeCO00pa3sHOCTH
JalbHEUIIeH MaToreHeTHIeCKON Tepanuu (1o PelIeHHI0 BpaueOHOr0 KOHCUIINYMA).

19. Cumnromatuueckass tepanusi npu CMA BKJIIOYAeT JIEKaPCTBEHHBIE Ipenaparthl,
Ha3HaYaeMble JUIsi KOPPEKIMH COMyTCTBYIONIMX 3a00J€BaHUN MO MEIUIIMHCKUM ITOKA3aHUIM,
B TOM YHCIIE:

aHTHOMOTHKU,

JIEKApCTBEHHBIC CpencTBa (MUIIEBbIE 00ABKH), OOECIEYMBAIONINE MUHEPATU3AINIO
KocTel: BuTaMuH D, kanbiuii u Oucdochonar (Butamut D mpenMyniecTBEHHO MPUMEHSIOT MIPH
SIBHOM HEOOXOIMMOCTH (HAIMYNU Ne(hUIINTA);

JIEKapCTBEHHBIE CPEICTBA sl JICUeHUs (PYHKIIMOHAJIBHBIX HAPYIICHUN JKETyT0YHO-
kumeunoro tpakra (manee — XKKT) (ractpoazodareanbHblii pedItoKc).

I'JIABA 4
OIIEHKA COCTOSIHUSI HEUPOMBIIIEYHOMW CUCTEMBI 1 OIIOPHO-
JABUT'ATEJIBHOI'O AIIITAPATA Y TIAIIMEHTOB CO CMA

20. OneHKa COCTOSIHUSI HEHPOMBIIIEYHOW CHCTEMBI M OMOPHO-IBUTATEIBHOTO armapara
y nanueHToB co CMA BK/IIOYaerT:

(hU3UYECKU OCMOTP U OIICHKY (YHKIIMOHATBHBIX HAPYIICHUH;

OIICHKY 00beMa JIBIKEHUH B CyCTaBax;

OIICHKY JBUTATEIIbHON (DYHKIIMH T10 ITKaJie HEPBHO-MBIIIICYHOT'O 00CIICTIOBAaHUSI MJIaJICHIICB
HINE, BbmonHsieT Bpau — IETCKUM HEBPOJIOT OTIEICHUS HACIEICTBEHHBIX HEPBHO-MBILIEYHBIX
3aboneBanuii ;s nerei B PHIIL] «Matb u nuts» ninm pykoBoautens LleHTpa;

oueHky cuibl Mbii no mkaire CHOP INTEND (B Bo3pacte 10 ABYX j1eT) 1 XaMMepcMuUTa
(c mByX JeT), BBHINOJHSET Bpad — JCTCKUW HEBPOJIOT OTHAEJEHUS HACJICICTBEHHBIX HEPBHO-
MbIIIeyHbIX 3a0oneBanmii s aereit B PHIIL] «Matb u autsa» nim pykoBoaurens Llentpa.

21.Ilpu coxpaHeHWHM [BHUTaTEIbHON AaKTUBHOCTH, OIlEHKA JBUTATEIHHOM (YHKIIMH I10
1IKajaM MpOBOJUTCS BpadyaMu-crienianuctamu B LleHTpe, perynsipHo Kaxble 6 MecsleB mpu
OTCYTCTBHHM OCOOBIX OOCTOSATENBCTB, TPEOYIOIMMUX MHOTO PEXUMa MEAUITMHCKOTO HAOIIOIEHUS
nanuvenTa co CMA.

I''TABA §
OPTONIEJNYECKAA MEJUIIMHCKASA IOMOLIIb ITAIIMEHTAM CO CMA

22. O1eHKYy COCTOSIHHSI OMOPHO-IABUIaTENIbHOW cucTeMbl manueHntam co CMA mpoBonsT
C OKa3aHHEM OPTONEeANYECKOW METUIIMHCKON MOMOIIY BPauoM-TPaBMaTOJIOrOM-OPTOIIEIOM.



23. O0BbeM MEIUIMHCKUX BMEIIATEIILCTB MPH OKa3aHWH OPTOMEIMYECKOW MEIUIIMHCKOMN
oMoty nanuentam co CMA:

23.1. nnaHoBas KOHCYJIbTallMsl Bpaya-TPaBMATOJIOra-oOpTOIe/la MPOBOAMUTCS  KaxIble
6 MecsLEB 10 JOCTHKEHHSI CKEJIETHOM 3peoCTH U OIMH pa3 B IO [1OCJIE TOCTHXKEHUS CKEJIETHON
3penoctu nanuentam co CMA 1 u 2 tumna;

23.2. UCTIONIB30BAHKUE JKECTKUX (PUKCATOPOB, MO3BOJSAIOMIMX COXPAHATh CTAOUIIBHOCTD
B CUJSTYEM IOJIOKEHUU JJI HECUAAYNX [TaLllUEHTOB;

23.3. UCnob30BaHNE KECTKUX OPTE30B-TyTOPOB HA HUKHHE KOHEUYHOCTHU C IIAPHUPAMHU Ha
YPOBHE Ta300€APEHHBIX, KOJIEHHBIX U TOJICHOCTOIHBIX CyCTaBOB JUIsl HECTOALIMX MALlUEHTOB;

23.4. ucnonp30BaHNE JKECTKUX OPTE30B-KOPCETOB HA MO3BOHOYHMK JUISI CHUISYMX
U XOJSAIIMX ManueHToB. [Ipy Ha3HauYeHMM KOPCETHOTO JICUEHUS CIIELYeT PYKOBOACTBOBAThHCS
KIMHUYECKUM TIPOTOKOJIOM «JlMarHocTWKa M JieueHHe MalueHTOB ¢ jAedopManusmu
[IO3BOHOYHHUKA B aMOYJIAaTOPHBIX YCJIOBUSAX», YTBEPKICHHBIM IOCTAHOBJIEHHEM MMHUCTEPCTBA
3npaBooxpanenust Pecniyonmku benapycs ot 1 uronst 2017 1. Ne 51;

23.5. Xupypruueckrue BMeNaTeIbCTBa:

XUPYPTUYEecKoe JIeYeHHE IO MOBOAY JAedopManuy MO3BOHOYHHKA MPOBOJIUTH IMOCTE
JOCTHKEHUS Bo3pacTa 4 JieT (MpH peleH!H 00 ONepaTUBHONW KOPPEKIMH TO3BOHOYHUKA CIIETyeT
PYKOBOJCTBOBATbCSl KIMHUYECKUM IPOTOKOJIOM «J{MarHOCTUKAa M XUPYprudyecKkoe JICUEHHE
NAIMEeHTOB ¢ AedopMalisIMU MO3BOHOYHHUKA (CKOJIMO30M) C MPUMEHEHHEM HMMILIAHTUPYEMBIX
METAJUIOKOHCTPYKUMH M TpaHCIUIaHTalMed (parMeHTOB KOCTEH € KOPTHUKAJIBHBIM CIIOEMY,
YTBEPKJICHHBIM IOCTaHOBIEHHEM MuHHcTepcTBa 3/ApaBooxpaHeHus PecmyOnuku benapychs
ot 1 utonst 2017 r. Ne 51);

OJHOCTOPOHHSSL U JIBYCTOPOHHSSI HEYCTOWYMBOCTb O€llpa YCTpaHSAETCsl XUPYPrUYECKUM
MyTEM TOJIbKO B TE€X CIIy4asiX, KOT/Ia OHA JIOCTaBJISIeT MAI[MEHTY CUIIbHYIO OOJIb;

IIpU IeperoMax, B TOM YUCIIe HU3KOTPAaBMAaTUYHBIX MEPEIoMax BCIEICTBHE TUCHYHKLIUU
JBUTAaTEIbHOIO ammapara, 0CTe0Nopo3a U HU3KOro ypoBHs BUTamuHa D y manuenrtoB co CMA
1 n 2 Tuna:

Ul JIe)KauuX MAalMEHTOB CIIEAYET NMPEUMMYLIECTBEHHO HCIIOJIB30BATh 3aKPBITOE JICUEHUE
C HApY»XKHOM MMMOOWIIM3AIMed, TpU 3TOM H30eraTh JJIUTEIBHON THUIICOBOW HWMMOOWIM3AlUN
(Oonmee 4 Henmenb), TOCKOJNBKY OHA YCyryOnseT COCTOSHUE  MBIIMIEYHOH  arpoduun
U 1UCYHKIMOHAIBHBIN OCTEOIIOPO3;

Ui XOASYUX TMAIMEHTOB C TepelioMaMM JUIMHHBIX (TpyO4aTblX) KOCTEH HUKHHUX
KOHEUHOCTEH M JIekauux MalMEeHTOB C IepeiaoMamMHu Oezipa 1es1ecoo0pa3HO MPOBOIUTH
XUPYPTUYECKYIO CTAOMIM3ALHUIO MTPH MOMOIIM HHTPaMENyJUISIPHBIX ITH(PTOB, 00eCTIeYNBAIOIIUX
BOCCTAHOBJICHHE YCTOMYMBOCTH KOCTEH M ONITUMAJIBHYIO ABUTATEIbHYIO aKTUBHOCTh HA PaHHHUX
JTarnax BOCCTaHOBJICHHUS.

I'JTABA 6
IF'ACTPOSHTEPOJIOTHYECKASA (IUETOJIOI'MYECKASA) MEIULIUMHCKASA
IHoOMO1b MAIIMEHTAM CO CMA

24. Onenky muchynkiuu JKKT, koHTponms Maccel Tema y mnamueHToB co CMA
OCYIIECTBISIOT Bpay-racTpO’HTEPOJIOr U (WJIKM) Bpau-AHETONOr, Bpauy-Neauarp, OLEHKY
HapyIICHHs] TJIOTAaHUS — C TPUBICYCHHEM Bpa4a-OTOPHHOJIAPUHIOIOrAa W Bpada — JETCKOTO
HEBpPOJIOTa.

25.1lpu pabore c¢ mamueHtamMu co CMA nr000r0 THIAa YTOYHSIOTCS U BHOCATCS
B MEAMIIMHCKUE TIOKYMEHTHI CBE/ICHHUS, Kacalolecsi CUMITOMOB, cBsi3aHHBIX ¢ JKKT:

HaJIMYKE TacTpod3odareaabHoOro peduirokca, 3amnopa;

MIpHEM JIEKapCTBEHHBIX MPENapaToB, PEryIUPYIOMUX pabOTy MUILEBAPUTENHLHOTO TPAKTA;

HaJU4Ke 3aJeP>KKU OTIOPOKHEHHUS JKEyIKa, PBOTHI, IpyTHE.

26. O0beM MEIUIIMHCKOW TOMOIIM, MEIWIIMHCKAX BMEIIATEIBCTB TP OKa3aHHH
racTPO’HTEPOIOTUYECKOH (IUETOIOTNYECKOI ) MEIMIMHCKON TToMoIH narenTam co CMA:

26.1. n1g HecuaA4YuX MalyeHTOB:

HCCIIEI0BAaHUE TJIOTAHUSI HEMOCPEACTBEHHO IMOCJE MOCTAHOBKU JUArHo3a W MpU HATUYUHU
KIIMHAYECKUX CHUMNTOMOB jgucharuu (cimabblii  cocaTelnbHBI  pedieKe, YyTOMISIEMOCTD,
«BIIAXHBIN» TOJIOC, CIIy4ad MTHEBMOHUH ), 3aTPYJHCHHSI IPH KOPMIICHUH (3a€pKUBAHUE ITUIIN BO
pTy 6€3 TIoTaHus, KOHTPAKTYPhI UETIOCTH, YBEIHMUEHUE ITUTEIbHOCTH MIpHeMa MULIH);



JUETOJIOTMYECKHM aHaIu3 JaHHBIX O IPUHUMAaeMOH NHIle (peXuMe MUTAHNUA);

AHTPOIIOMETPUS B TUHAMUKE;

MEAUIIMHCKOE Ha0JII0IeHUE MPU OKa3aHUU HEOTIONKHONW MEAUIIMHCKON MTOMOIIIH;

HCCIIEI0OBaHUE YPOBHSA 25-THIpoKcUBUTaMUHA D;

aHaJIN3 IIOTHOCTH KOCTEH;

OLICHKA HaJM4Ms 3a1opa;

B Clly4yae YCHEIIHOTO MPOXO0KJIECHMSI MCCIENOBAHMS IJIOTAHUS — HAIpaBJICHUE MallMeHTa
K Bpady-racTpOSHTEPOJIOTY U (UJIM) Bpady-IUETOJIOTY;

B Clydae OTPULATENIBHOIO pe3yjbTaTa B XOAE MCCIECIOBAaHUS IVIOTAaHWUS WU B CiIy4yae
3aIEpKKH  POCTa — YCTAaHOBKAa B TMPEBEHTHBHBIX IEJIIX HA30€IOHATBHOIO 30HAA U €ro
WCIIOJIB30BAaHUE O TEX IOp, MOKAa HE CTAaHET BO3MOXKHOW YCTAHOBKA MKEIYJOYHOI'O 30HA,
cornpoBoXxaaromascs GyHaormkanueit mo Hucceny;

BO BCEX CiyyasX MOCTAaHOBKHM HA30€IOHAJIBHOTO 30HJA MPEIyCMOTPETh HEOOXOIMMOCTH
BBITIONTHEHUS QyHIOIUTMKAUY T0 HucceHny u racTpocToMuu;

KOPPEKTUPOBKA KaJOPUUHOCTH TMOTPEOJIIEMONM THIINHM, KOJIMYECTBa MOTpeOsieMoit
KUJKOCTH, MAaKpO- M MHUKPORJIEMEHTOB, a TakKXe paclucaHusi MPUEMOB MHUIIM BpavyOM-
racTPOdHTEPOJIOrOM U (MJIN) BPayOM-IHETOIOIOM, HIIM BpauOM-TIeIUaTPOM;

MUHUMU3ALUS JITUTEIIEHOCTH TOJOJaHus (OHA JOJDKHA COCTAaBIATH MeHee 6 4YacoB)
B MEPHO]T OKa3aHUS HEOTIOKHOW MEIUIIMHCKON TOMOIIIH;

obecrnieueHre Ha/IIeKAIEero NoTpedIeHNUS )KUIKOCTH B aKTHBHOW CTaUU 3a00JICBAHUS;

KOHTPOJIb U TPU HEOOXOIMMOCTH KOPPEKTHUPOBKA AIIEKTPOJIUTHOTO OanaHca;

KOHTPOJIb YPOBHS TIFOKO3BI B IIEJSIX yCTPAHEHUS MOTEHIIMAIBHOMN TUIO-/TUTIEPTIINKEMHIH,

nojjep>KaHue ONTUMAIBHOTO YPOBHS MOTPeOIeHHs Kalbliusg U BUTaMuHa D;

Ha3HAaYeHUE NMPU HEOOXOAMMOCTH JIEKAPCTBEHHBIX CPEICTB IS JieueHUs (QYHKIIMOHATBHBIX
Hapyumenuii XKKT;

oOciemoBaHue y Bpada-racCTpoOdHTepoJiora 1 (WIn) Bpada-AHeToora Kaxbie 3—6 MecsIeB
HecuasuuM nanuentam co CMA B Bo3pacte 110 | roga, onus pa3 B rog — crapiie 1 rona;

26.2. nad CUAAYUX MaIlUEHTOB:

HampaBlIeHWE TMalMeHTa K Bpayy-racTPOdHTEPOJOry M (WJIM) Bpady-IHUETOJIOTY, €Cld
[JIOTAHUE HE MPEACTABIISIET OMACHOCTH ISl MAlIUeHTa;

YCTaHOBKA HOCOBOTO 30H[Ia JUIsl MUTaHUSI B COOTBETCTBUU C MEJULMHCKUMU MOKa3aHUSIMHU
U UCIOJIb30BAaHUE €ro J0 TeX MOp, MOKa HE CTAHET BO3MOXKHOW YCTaHOBKA JOJITOCPOYHOIO
KEIyJ0YHOTO 30HJa, B ClIydasx, €CIU MalMeHT He CIOCOOEH IIOTaTh WU MPOU3BOAMMOIO
MEIUILUHCKOTO BMEIIATENbCTBA HEJOCTATOYHO;

Ipu  3aJepKKe pocTa— obecredyeHre MOTPeOJeHUsT MalUeHTOM JIOTOJHUTEIbHBIX
MUTATENIbHBIX BEUIECTB, HAIPABJIICHHWE MAIMEHTa K Bpadyy-racTPOIHTEPOJOry U (WIK) Bpady-
JUETOJIOTY B KOHCYJIbTATUBHBIX 1IEJIAX M0 YBEIWYCHHUIO KAJTOPUMHOCTH MULIH ITyTeM 100aBlIeHUs
B HEE MIPOJYKTOB C BBICOKOM ITUTATEIIbHON LIEHHOCTHIO;

KOPPEKTUPOBKA KaJOPUUHOCTH TMOTPEOJIIEMON THIIHM, KOJIMYECTBA MOTpeOIsieMoit
XKUJIKOCTH, MAKPO- U MUKPO3JIEMEHTOB HA OCHOBAHHH JIaHHBIX O POCTE OpraHru3Ma U MUTaHUU;

OrpaHUYEHUE KAIOPUHHOCTH MOTPEOIIeMON MUK U MAKCUMU3ALIUS €€ TUTATeIbHOCTH ISt
MMAIlEHTOB ¢ U30BITOYHON MAaccCoil Tea;

MHUHHMMU3ALHs] JJIMTEIbHOCTH TOJIOJAHUs B MEPUOJ OKa3aHMS HEOTJIOKHOW MEIUIIMHCKON
MIOMOIIIY;

oOecrieueHre HaJIeKAIIEro MOTPEOICHUS KUIKOCTH B aKTHBHOM CTaIuK 3a00J1€BaHNS;

KOHTPOJIb U TIPH HEOOXOIUMOCTH KOPPEKTHPOBKA IIIEKTPOIUTHOTO OaaHca;

KOHTPOJIb YPOBHS TUIIOKO3bI B LIESAX YCTPAaHEHUS MOTEHIHMAIBbHON T'MIIO-/TUIIEPTIUKEMUN
(moKa3aHO MalMEeHTaM C TOBBIICHHBIM COACPKAHWEM >KUPOB B OpPraHU3ME WU JIPYTUMU
npeaanadbeTHIeCKMMU CUMIITOMAaMHU );

moJ/iep>KaHue ONTUMAIBHOTO YPOBHS MOTPEOICHHS KNbIUs U BUTaMuHa D;

BKJIIOUEHHE B pPalMOH OOJIBIIOTO KOJWYECTBA KIETYATKU MJSl YJIY4YIIeHUs MOTOPHUKHU
KeJTyJIKa U CHHXKEHHS BEPOSATHOCTH 3a110pa;

IpU yBEJIMYEHUH KOJMYECTBA MOTPEOIsieMOl KJIeT4aTKU — obOecredeHre MoTpedseHus
JOCTaTOYHOTO KOJTMYECTBA )KUIKOCTH, Ha3HAYCHHUE MPU HEOOXOAUMOCTH MPHEeMa JIEKapCTBEHHBIX
CpenCTB M1 ieueHus] GyHKIMOHAIBHBIX HapymeHnid KKT;



oOcneoBaHUE y Bpavya-racTpodIHTEpoJIora M (WJIM) Bpada-AHeTOIoTa Kaxabple 3—6 MecsIeB
cuasunM nanuentam co CMA B Bo3pacte 10 1 roga, onuH pa3 B rog — crapiie 1 roaa;

26.3. n1g XOOA4uX MaleHTOB:

KOHCYJIbTaIUs Bpaua-racTPOIHTEPOIIOTa U (MIIK) Bpaya-IueToIora P HaJIMYUU OTaCeHU
0 TIOBO/Y HEOCTATOYHOCTH MM U30BITOUHOCTH MUTAHUS;

JUETOJIOTUYECKHI aHaH3 B Clydae HEIOCTATOYHOCTH WIIH N30BITOYHOCTH MACCHI TETIa;

JOJITOCPOYHASI aHTPOMOMETPHS (POCT, Macca Teja, JIOOHO3aTHUIOYHBINA pa3Mep);

UCCIIeIOBaHHE METa00IN3Ma TITIOKO3BI;

HCCIIEIOBAHUE YPOBHS 25-TUIipoKcuBUTaMuHa D;

obecriedeHre NoTpedsIeHUs] ONTUMAIBHOTO KOJMUECTBA MAaKPO- U MUKPOAJIEMEHTOB;

OrpaHUYEHUE KaJOPUITHOCTH MOTPEOIIEMON MUIKU C IENIbI0 MPEJOTBPAIICHUS OXKUPEHUS
MIPY HAJTMYUH COOTBETCTBYIOIIMX MEIUIIMHCKHUX TTOKa3aHUM;

MUHUMU3ALUS JUIUTEILHOCTH TOJOJaHUs B TEPUO OKa3aHMs HEOTIONKHON MEIUIIMHCKON
MTOMOIIIH;

26.4. BpeMeHHas YCTaHOBKA HA30racTpajbHOrO WJIM HA30C€IOHAIIBHOTO 30HJa U €ro
UCTOJb30BAaHUE JI0 TEX TOp, IOKa HE CTaHeT BO3MOXKHOW YCTAaHOBKA IOCTOSIHHOM
racCTPOCTOMHYECKON TpyOKH, B Cilydae 3aepKKu pocta mamnueHTa co CMA u OTpHIIaTeIbHOTO
pe3ysbTara B X0O/€ UCCIICIOBAHUS TTIOTAHUS;

26.5. onpesieNieHre THIMA PAliOHa W COoco0a MUTAaHWS Ha OCHOBAHWM WHIWBHAYaTbHOMN
NIEPEHOCUMOCTH TMalMeHTA!

HaJJieXxallee BOCIOJHEHHE TMOTepb JKUAKOCTH, IIPUEM JIEKapCTBEHHBIX CPENCTB
s nedenus (pyHknuoHanbHbIX HapymieHud JKKT, NpOKHHETHKOB HW TPOOMOTHKOB IS
o0JierdeHusi CAMITOMOB 3amnopa u HapymeHust Mmotopuku JKKT;

n30eranue TOJONAHUS Uil TPEJOTBPAIICHHS PA3BUTHS METa0OIMYECKOro aIuao3a,
HapylLIeHU 0OMEHa KUPHBIX KUCIOT U TUIIEP-/TUIIOTIIMKEMUM;

o0ecrieueHre MUTAHUS TAIUEHTa KaKIble 6 9acoB C BKIIOUEHUEM B PAIOH MCTOYHHKA
OeKa MpH OCTPBIX HAPYLICHUSX, TPEOYIOIINX OKa3aHUS HEOTJIOKHON MEeTMIIMHCKOMN MTOMOIIIH;

26.6. B nemsix obecreyeHus HaiIe)allero pocrta opranmusma:

MEepPUONYECKOe U3MEPEHHE MaCChl Tela U POCTa;

KOHTPOJIb YPOBHS TIFOKO3BI B KPOBH;

KOHTPOJIb YPOBHSA 25-THAPOKCUBUTaMUHA D;

26.7. mpoBeqieHUE OOCIIEIOBaHUI HA TPEIMET OXKHPEHHUs, a TaKKe HAIWYUS HapyIICHUs
MeTaboIM3Ma IIII0KO03bl Y CUASIUMX MMAllUeHTOB ¢ U30BITOYHON MaccoM Telna;

26.8. IByXdHEpreTHIecKass pEHTTeHOBCKask abcopOnomMeTpus (€KeroHO);

26.9. KOHTPOJb YPOBHA BUTaMHHa D B KpoBHU U moTpediieHns BuTamMruua D (exeromaHo);

26.10. BBeZIeHHE B PallMOH COOTBETCTBYIOIIUX MHIIEBBIX JO0OABOK B Clydyae OOHAPYKEHHS
HU3KOTO YPOBHA BUTaMuHa D WM Mpy HATUYUU OCTEONEHUN;

26.11. B ciy4yae 4acTOoro BO3HMKHOBEHMsI Yy NAIlMEHTa IIEPEIOMOB, IPU OCTEONEHMH,
MPUMEHSTh JIEKAPCTBEHHBIC IMpENapaThl BIUAIONINE HAa CTPYKTYPY U MUHEpAIH3AlMIO KOCTEH
(6ucdoconarsr).

I'JIABA 7
KOHTPOJIb 3A PECIIMPATOPHOM ®YHKIIMEN Y MAIIMEHTOB CO CMA

27. Kontpousb 3a pecnimpatopHoil ¢yHkmuer y manuenta co CMA ocyIecTBIsOT Bpay-
MyJBMOHOJIOT, Bpad-leAnaTp U (WIM) Bpay-CIEHUAIUCT CIY>KObl NAITMATUBHONW MEIMIIMHCKOM
MTOMOLITH.

28. JIns MOBBIIICHUS] KAauyecTBa KU3HU MAUNIMATUBHYIO TEPANUI0 HAYMHATH HA PaHHHUX
JTanax.

29. O6beM MEIUIIMHCKOW TOMOILIM B IIENAX KOHTPOJS 3a pecrnuparopHOd (yHKUUEH
y nanueHToB co CMA:

29.1. nag HeCUAAYUX MAIUEHTOB:

KOHTPOJIb 32 peCIUPATOPHON (DYHKIMEH Kaxable 3 MecsIa (IepBOHAYaIbHO);

¢usnueckuit ocMorp 1pa3 B 3 Mecsina (IepBOHAYaNIbHO), JO MOMEHTa IMepexoia
Ha TIOCTOSIHHOE YIIpaBiIsieMOe JIbIXaHHWE C MOMOIUIbIO ammapaTa HWCKYCCTBEHHOM BEHTHIISILIMU
JIETKUX;



nynbcokcumeTpuss 1 pa3 B 3 Mecsna (mepBOHAayalbHO), JO MOMEHTa Iiepexoja
Ha TIOCTOSTHHOE YIIPaBJsIeMOE [JIbIXaHWE C TOMOIIBIO ammapaTa HWCKYCCTBEHHOW BEHTHIISIIIAH
JIETKUX;

OIIpEZICJIEHUE Ta30BOT0 COCTaBa KPOBHU, OIPENEICHHE KHCIOTHO-ILEIOYHOIO COCTOSHUS
1 pa3 B 3 Mecsiia (mepBoHavaibHO), 40 MOMEHTA IEPEX0/1a Ha MOCTOSHHOE YIPABIISEMOE IbIXaHNE
C TIOMOIIIBIO amMapaTa UCKYCCTBEHHOW BEHTUIISIIUM JICTKUX;

IpU TMOJO3PEHUMH Ha TUMOBEHTWISALMIO JIETKUX M JJs ONpeAeNieHUus: HeoOXOIUMOCTH
WCIIONB30BaHUS CPEACTB HEMHBA3MBHOM BeHTwAnuu (ganee — HMB) ¢ monoxuTenbHbIM
JIaBJICHUEM 11€JIeCO00pa3HO UCCIeI0BaHUE CHA WM MTHEBMOrpaMMa ¢ MOHUTOpUHTOM COz;

CaHalMsl JBIXaTeIbHBIX MyTEeH C HKCIOJIb30BAHMEM PYUYHBIX WM ammmapaTHBIX METOJOB
(MpoBOIUTCS TPEBEHTUBHO WJIM HAa OCHOBAaHUU KJIMHHYECKOH OLEHKH 3()PEeKTUBHOCTU
OTKAIILJIMBAHUS, MJTM HA OCHOBAHUH U3MEPEHUSI MAaKCUMAITBHON CKOPOCTH BBIZIOXA MPH Kalllie);

IIPU UCMOJb30BAaHUU allllapaTOB-OTKAlUIMBATENeH IMOBbIIICHUE OaBieHus MHCYuauun
1 3Kccy P GIIALINU 10 MAKCUMAIIBHO MTEPEHOCUMOT0;

o0OecrieueHre OYHIIECHUS IbIXaTeNbHBIX MyTEeH OTCAChIBAHMEM dYepe3 POT MpPH IOMOIIU
MEXaHHYECKOTO aCIHUPAIIMOHHOTO HAacoca U KaTeTepa sl BCeX HeCHASuuX nanueHToB co CMA
C HEeI0CTaTOYHOU (D PEKTUBHOCTHIO OTKAIITUBAHUS;

HUB ¢ monoXuTeNnbHBIM AaBICHUEM — Y BCEX HOBOPOXKICHHBIX, Y KOTOPBIX MPOSBHUINCH
HapylUIeHHUs] TUMOBEHTW AWK, a TaKXKe Y HECHASYUX MAlMEeHTOB A0 MOSIBICHUS MPU3HAKOB
JBIXaTeNFHOM  HEAOCTATOYHOCTH  (ammapar HEMpPEephHIBHOTO  IMOJIOKHUTEIBLHOTO  JAaBIICHUS
B nbixarenbHbIX MyTsx (Continuous Positive Airway Pressure, CPAP) He q0/KeH UCToIb30BaThCs
JUTSL JIEYEHUSI XPOHUYECKOU JbIXaTeIbHON HETOCTaTOUHOCTH y manueHToB co CMA);

OTXapKHUBAIOIINE JIEKAPCTBEHHBIE cpeacTBa (marmueHtaM co CMA He HCMIOIb30BaTh
JONTOCPOYHOE TPUMEHEHHUE JICKAPCTBEHHBIX CPEJICTB, PA3KMKAIOIIUX MOKPOTY);

29.2. n1d CUOSYUX IMAllMEHTOB:

¢busnveckuit ocMoTp;

cnupomeTpus (110 BO3MOKHOCTH, B 3aBUCUMOCTHU OT BO3pacTa U COJICHCTBUS MAIlMEHTA);

UCCIIEIOBAaHNE CHA WM TMHEBMOTpaMMa TpHU TOJO3PCHHH CUMOTOMOB HOYHOMH
TUTMOBEHTUISIIINY JIETKHUX;

OLIEHKa Ha MpeaMeT racTpos3odareaabHOro pedIrokca;

MEpPOMPUATHS MO TMOAJEPKKE OUYUCTKU JbIXaTelIbHBIX IMyTeH Mg BCeX MalleHTOB
C HEIOCTaTOYHON (P (EKTUBHOCTHIO OTKAILIUBAHUS C UCIOJIB30BAHUEM METOJOB MaHyaJIbHOU
Tepanuy TPyJHOW KIETKHM WM allapaTHBIX METOJIOB C MOMOINbIO MPUOOpa-OTKAIINBATENS
s uHCY G ursiinu/sKkccy phasumu;

JIEKapCTBEHHbIE CPEACTBA JIIs JIEUEHUsI OOCTPYKTUBHBIX 3a00JI€BaHUM JIbIXaTEebHbBIX MyTeH
(y maupentoB co CMA mnpu OpOHXHMATbHOM acTME WIM TOJOXHTEIBHON peakiuu
Ha OPOHXOJIUTUKHU MCIIOJIb30BaTh UX B HEOYIM3UPOBAHHOM (PACIBUICHHOM) BU/IE;

29.3. s X0AA4MX NAlUEHTOB:

KIIMHAYECKOE 00CJIeIOBAaHUE C OIEHKOW 3(P(GEKTHBHOCTH OTKAIUIUBAHUS W IPOBEPKOM
Ha HAJIMYME MPU3HAKOB HOUYHOUM TMITOBEHTHIISAIIUY JIETKUX MPH €€ MOT03PEHUH;

JIEKapCTBEHHbIE CPEACTBA JIIs JIEUEHUsI OOCTPYKTUBHBIX 3a00I€BaHUM JIbIXaTeNIbHBIX MyTeH
(y maupentoB co CMA 1npu OpoOHXHMATbHOM acTME WIM TOJOXHTEIBHON peakiuu
Ha OPOHXOJIUTUKH MCTIOJIL30BaTh MX B HEOYIM3UPOBAaHHOM (PacCIbICHHOM) BUJIE.



