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MaTepuanbl npeaHa3Ha4dYeHbl Ana UcToyHUK MaTepuasnos - PM3A

OAHoro rIOKynaTenﬂ BOﬂpOCbI N CNTYyaUMOHHbIe 3a4a4K NoJly4eHbl TOJIbKO
Ncnonb3ynTe aisibl TOSIbKO A5 INYHOM 13 ony6/IMKOBaHHbIX MaTepuranos MeToan4yeckoro
noAroToBkU. He nepepasanTe NX TpeTbUM InULaM, He LUEeHTpa akkpeanTauny cneunanmncTos.

nybnvkynTe, He pa3MeLllanTe B OTKPLITOM AoCTyne n
He nepernpoaaBanTe MONHOCTbIO AN YaCTUYHO.

OduumanbHbIi canTt fmza.ru >

OTBEeTbl MOXKHO NPOBEPUTHL CocTaB MaTepuanos MOXeT
CaMoCToATEeJIbHO obHOBNATbLCA

Ncnonb3ynTe KOMNIEKT MPU NMPOXOXXAEHNN DOM3A MOXKET U3MeHSATb POPMYJINPOBKN, MOPAAOK U
peneTULMOHHOro 3K3amMeHa 1 ybenmtech, 4To cocTaB 3adaHuii. Mepen NOArOTOBKOWM UCMONb3YyATE
BblbpaHHble 0TBETbI COBNAAaOT C pe3ysbTaToM aKTyaJIbHYl0 BEPCMIO KOMMJIEKTa 1 CBEpANTECH C
onumManbHOM CUCTEMBI. ourumanbHbIM NCTOYHUKOM.

OTKpbITb peneTuu.uoqulﬁ 3K3aMeH >

BaxkHo: MedikCase cuctemaTtunsmpyet matepuanbl PM3A ona CaMoCTOATENIbHOW NOAFOTOBKM, HE N3MEHSASA CMbIC/T BONPOCOB N OTBETOB.
AKTYaJIbHOCTb KOMMJIEKTa MOXKHO MPOBEPUTH B 0PULINANBHOM PENETULMOHHOM 3K3aMeHe.

CaunT, obHOBNIEeHMA U noppep>XKa

® medikcase.ru
@® Telegram: @medikcase

@® support@medikcase.ru

Telegram



https://fmza.ru/
https://selftest.mededtech.ru/
https://medikcase.ru/
https://t.me/medikcase
mailto:support@medikcase.ru
https://medikcase.ru/
https://t.me/medikcase

CutyauuoHHas 3apaya 0001
O6pa3oBaHue: Bricluee obpa3oBaHue | CreunanbHOCTb: eHeTrKa
1. YCIOBUE CUTYALLUOHHOW 3A0A4YU

1.1. Cutyauusna

ObpaTunnack MaTb pebeHka Ond YTOYHEHUA AnarHosa y cbiHa. Manbyuk 1,5 roga.

1.2. XKanoObl

Ha oTcTaBaHuMe B poCcTe M MOTOPHOM U Pa3BUTUKN, TYronoaBUXXHOCTb CYCTaBOB.

1.3. AHaMHe3 3a0oseBaHuA

C poxaeHunsa 3aTpyaHEHHOE HOCOBOE AbiXaHMe. B nepBble Mecsaubl XXNU3HN narHOCTUPOBaHa
ancnnasus TazobeapeHHbIX CyCcTaBOB, ABYCTOPOHHSA NaxoBas rpbika. B 1,5 roga - nynoyHas rpbibka.
MoTopHOE pa3BuUTUE C 3a4EPXKKON: CaMOCTOATENIbHO CMANT C 1 roaa, XoAuT C NOAAEP>KKOMN.
3ajep>XKa pocTa.

Ha BTOpOM rofy »XuUsHun nosasuaacb TyronogBM>XHOCTb CyCcTaBoB. B 1,5 roga KoHCynbTMpoOBaH
o)TasIbMOJIOrOM, YCTAHOBJIEHO NMOMYTHEHNE POrOBULLbI.

1.4. AHaMHe3 XXU3HHU

Masnb4umk oT 2 BepeMeHHOCTN, POAUNICS B CPOK, NpU poxxaeHun macca 3950r, anmHa 55cm. OueHka no
wkane AMrAP 7/86. Pognnca B yaOBNETBOPUTENbHOM COCTOSAHUN.

FeHeanorm4yecknin aHamHes: 6pak He KPOBHOPOACTBEHHLIN, POAOCNOBHAA He oTAroweHa. Pogntenn
3p0poBbl. CTapwunii 6paTt 10 neT KIMHNYECKU 3400P0B.

1.5. OObLEeKTUBHbBIN CTATyC

PocT 73 cM (MeHee 3 ueHTens), Bec 11,5 kr (50 ueHTeNb), OKPY>XHOCTb ros1oBbl 52 cm (6onee 97
ueHTens). 'pybbie YyepThbl MMUa (LWLMPOKasa MepeHoCcuUa, rMnonaasnsa cpegHen TpeTun amua, nyxsble
ry6bl, MPUOTKPLITLIN POT, MaKpPOrI0CCKSA), TYFrONOABUXXHOCTb U KOHTPAKTYPbl JIOKTEBbIX U KOJIEHHbIX
CyCTaBOB, YBE/IMYEHNE Pa3MepPOB XUBOTa, NyNoYHas rpbKa, yBesmveHne nevyeHn (+3 cM 13 noj Kpas
pebepHon ayrun), LBYCTOPOHHSAS NaxoBas rpbhka.

1. AnarHos

Bonpoc 1.

Hanbonee BepoATHbLIM NpenosiaraeMblM KINMHUYECKUM OMarHO30M B l@HHOM CUTyauun SABNSETCA
3aboneBaHune n3 rpynnsol

1. HapyweHNn MNTOXOHAPWANLHOro 6eTa-0KNCAEHNA XUPHBLIX KNCNOT
2. TJINKOreHo30B
3. Hac/sedCTBEHHbIX MMOMATUN

MYKOMoJInCaxapmnao3os

MpaBunbHLIK OTBET:

4 - MyKOnoJiucaxapmano3os

KoMmeHTapumn: CoyeTaHne KINHUYECKUX NPOSIBJIEHWI B BUAe rpybbix YepT /ivua, TYronoaBUXXHOCTU
CYCTaBOB, 3a4€PXXKN POCTa, MAaKPOKPaHWUW, MOMYTHEHWS POrOBULbI, FPbIXK MO3BOJISIET Bpayvy
NMpeanosioXXNTb MyKOMOJIMCAaxXapnao3 1 aBAsSETCS OCHOBaHMEM AJia AaJibHelwero obcnenoBaHus.

MeToanyeckne pekoMmeHgaunum No paHHen gnarHoCTuke Mykononancaapgosos, 2019r. (cTtp. 10-11)

KoMMeHTapumn: OCHOBHbIE KJIMHUYECKME NPOsiBAeHUs: rpybble YepThl LA, YMCTBEHHAs OTCTaNoCThb,
NMOMYTHEHWNE POroBULLbI, TYrOMoABMXXHOCTb CycTaBoB [1-3].

KnuHuyeckne pekomeHaauum. Mykononnmcaxapuaos | Tuna y geTen.
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(1)

2. NMnaH obcnepoBaHua

Bonpoc 2.

[ns yToyHeHWs gmnarHosa, nepsBbiM 3TanoM, Hanbosnee uenecoobpasHo NpoBecTH

1. KapuoTunMpoBaHue

2. uccregoBaHue CrekTpa aMMHOKKCIOT MOYU MEeTOAOM XpoMaTorpacum

3. nccnepoBaHue 3KCKpeuunm Meam ¢ MO4on

@ nccsiefoBaHnUe akTUBHOCTU JIMO30COMHbIX (DepMeHTOB (rmgponas)
nccriefoBaHNE 3KCKpPeLn MIMKO3aMUHOMIMKOHOB (AepMaTaHCcynbdaTa 1 renapaHcynbdaTa) C
MOYOW

6. vccienoBaHME XeNYHbIX KACIOT MOYU

MpaBunbHbIE OTBEThI:
4 - uccnepoBaHue aKTUBHOCTM JIMO30COMHbIX (pepMeHTOB (ruaponas)

5 - nccnepoBaHMe 3KCKpEeLUM riMKo3aMMHOIJIMKOHOB (AepMmaTaHcyibdaTa m
renapaHcynbcgarta) c MO4YOH

KoMMeHTapuu: nokasaTenn akTUBHOCTM (DEPMEHTOB JIM30COM SBASIOTCA OCHOBHbIMU SlabopaToOpHbIMYK
KpuTtepuamm MIMC. Y naymeHToB ¢ MINC | Tnna onpepenseTcsa CHUKEeHNe akTUBHOCTU
anba-L-naypoHnpasbl.

KnnHuyeckne pekomeHaaumm. Mykononancaxapuaos | Tuna y geTern.
(1)

KomMmeHTapuu: MNauneHTaM C MOAO3PEHNEM HA MYKOMOJINCaxapuao3 nepebiM 3TanoMm obcnenoBaHms
pPEKOMEHO0BaHO UCCieJ0BaHME 3KCKpeLnn aepMaTaHcynbdaTa 1 renapaHcyibdaTa ¢ MOYON. ITU
rMokKasaTenun SBAATCA OCHOBHbIMK NabopaTopHbIM KpuTepmusamn Mykononucaxapuposa 1 tuna (MMAC 1
TUMa): onpefenseTcs NoBbILEHHbIN YPOBEHb AepMaTaHCynbdaTa 1 renapaHcynbdaTa B MoYe.

KnuHndeckne pekomeHaaumm. Mykononncaxapmaos | Tmna y neTten.

(1)

3. ANroputMm MoJieKyJiipHO-reHeTu4eckoro obcneposaHusa (AuarHosa)

Bonpoc 3.

Ons yTo4yHeHns gmarHosa Ha BTOPOM 3Tane NnokasaHo nposefeHne MOJIeKyJIAPHO-reHeTn4yeckoe
nccienoBaHme reHa

1. GALE_(OMIM: * 606953)
2. PAH_(OMIM: * 612349)
(3) _IDUA_ (OMIM:* 252800)

4. GALK1_(OMIM: * 604313)

MpaBunbHbLIA OTBET:

3 - _IDUA_ (OMIM:*

PebeHKy C KNMHMKO- NabopaToOpHbIMM AAaHHBIMU MYKOMJINCaxapuao3a peKOMeHLOBaHO NpoBeaeHme
MONEKYNAPHO-reHeTU4YeCcKoro NccneioBaHus: BbiaBeHne MyTauuinm B reHe IDUA_, koaupyoLiem
anba-L-noypoHnaasy.

KnunHuyeckne pekomeHaauum. Mykononncaxapunaos | Tuna y geTen.

(1)
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4. InarHos

Bonpoc 4.

Ha ocHOBaHWW MOJIy4EeHHbIX pe3y/ibTaToOB KJ'II/IHI/IKO-J'Ia60paTOprIX nccnenoBaHum I'Ip06aHJJ,y
YCTaHOBJ1IEH ANAlrHO3

@ Mykononncaxapugo3 1 tuna. CnHapom Nypnep

2. lanakTtosemusa 1 Tuna
3. nmkoreHoBas 6onesHb 1 Tuna
4. Mykononncaxapmgos 2 tuna. CuHapoMm XaHTepa

MpaBusbHbIA OTBET:

1 - Mykononucaxapupos 1 tTuna. Cuvgpom lNypnep

KomMmeHTapumn: narHos MMNC | ycTaHaB/MBaeTCA Ha OCHOBAHNMN COBOKYMHOCTU KJIMHNYECKMX LAHHbIX,
pe3ynbTaToB NabopaTOPHOro NCCefoBaHUA N MOJIEKYISIPHO-FEHEeTUYECKOro aHaam3a.

KnuHunyeckmne pekomeHgaumm. Mykononncaxapmaos | Tmna y geTten.

(1)

5. I1po¢mnaKTuKa (Mepuko-reHeTu4eckoe KOHcyanVIpOBaHVIe)

Bonpoc 5.

Tun HacnepoBaHMsA Mykornosmcaxapmagosa 1 Tuna (OMIM:* 607014)
1. X-cuenneHHbIN peLecCuBHbIN

2. ayTOCOMHO-OOMUHAHTHbIN

@ ayTOCOMHO-PEeLIeCCUBHbIN

4. X-cuenneHHbI OOMUHAHTHbIN

MpaBunbHLIK OTBET:

3 - ayTOCOMHO-peLeCcCUBHbIN

KnunHunyeckune pekomeHgaumn. Mykononmcaxapuaos | Tuna y geten.

(1)

Bonpoc 6.

Puck noBTopHOro poxxaeHusa 6oabHoro pebéHka c aTum 3aboneBaHnem B obcnefoBaHHON ceMbe
1. cocTtaBnseT 50% He3aBUCMMO OT Nosa

2. cocTaBngeT 15% He3aBUCKMMO OT Mnosa

@ coctaBnseT 25% He3aBUCUMO OT MnoJia

4. oTCcyTCTBYET

MpaBusbHbIA OTBET:

3 - cocTaBngeTt 25% He3aBMCUMO OT NoJia

B cny4vae ayTOCOMHO-peLLeccBHbIX 3ab60/1eBaHNN, PEKYPPEHTHbIA PUCK COCTaBnaeT 25%

Mpn ayTOCOMHO-peLeccMBHOM 3aboneBaHuu poanTenn ABNAKOTCA reTepo3nroTHbIMnN HOCNTENAMN
MYTaHTHOIO reHa

KoMMeHTapuin: AyTOCOMHO-peLLeCCMBHbIA TUM Hace0BaHMA XapakTepnlyeTca nepegayen
3aboneBaHns OT 340pPOBbIX POAUTENEN AETAM C BEPOATHOCTbIO 25%
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leHeTuka. Y4yebHuk onsa sy3os/lNon. pen. akagem. PAMH B.U. iBaHoBa. - M.: UKL, «AKkageMKHuUra»,
2006, 2007 - 639 c.:un., cTp. 453, cTp. 455

Bonpoc 7.
B OJaHHOM 6paKe C BbICOKUM PUCKOM MyKononmcaxapMp,o3a | TMNa

@ pPEKOMEHO0BaHO NPOBeAEHNE NPEHATANbHON ANArHOCTUKN NPW HACTYNAeHUn cnenytoLlen
bepeMeHHOCTH

2. [aNbHenwee AeTopoxxaeHme npoTmeBornokKa3saHo
3. panbHenwee geTtopoXxaoeHme pekoMmeHayeTcda C UCNoJsib3oBaHMeEM OJOHOPCKUX MOJIOBbIX K/NETOK
4

. NpeHaTallbHad ONarHOCTUKa He NokKa3aHa

MpaBunbHbIA OTBET:

1 - peKOMeH,0BaHOo NpoBeaeHue NpeHaTaJibHOM AMArHOCTUKU NPU HACTYNJIEHUMU
cnepyowen 6epeMeHHOCTH

KomMeHTapuu: NpeHaTanbHas AnarHoCcTuUKa pekoMeHaoBaHa s ntobon nocnenytoien
6epeMeHHOCTN B CEMbSAX, OTAMOLWEHHbIX XO0TS 6bl 0gHMM cnydYaem MICI.

KnunHunyeckune pekomeHgaumu. Mykononncaxapuaos | Tuna y geten.

(1)

6. JleueHue

Bonpoc 8.
TpaHcnAaHTaumMm KOCTHoro mosra (TKM) nauneHTaM € MyKonoamcaxapugo3om 1 tuna

1. He pekoMeHAoOBaHa
@ pekoMeHAoBaHa A0 AOCTUXKEHUS 2-X JIeTHEero Bo3pacTa

3. pekoMeHOoBaHa

4. pekoMeHIoOBaHa nocJsie 10 neTHero Bo3pacTta

MpaBunbHbLIA OTBET:

2 - PeKoOMeHOoOBaHa A0 A0CTUXXEeHMA 2-X NneTHero BO3pacTa

KoMMeHTapumn: PeKOMeHI0BaHO NPoBeAEeHNEe TPaHCMIaHTaLuM KOCTHORo Mo3ra nauneHTam c MMNC 1 ¢
theHoTUNOM MN'ypriep CMHAPOMA A0 OOCTMIXXEHUS Bo3pacTa ABYX JieT. TKM BeeT K yMeHbLUEHUIO
pa3MepoB MeYeHn 1 cefie3eHKU, Yy4LlleHNo PYHKLUNA ablXaTeNbHOW N cepaevHo-CcoCyaAnCToM
cucTem.

KnuHundeckmne pekomeHgaumm. Mykononncaxapmaos | Tmna y geTten.

(1)

Bonpoc 9.

Bcem peTsam ¢ MykornonmMcaxapvao3om 1 Tuna nokasaHo rnposefeHune

1. aveToTepanuu C UCKJIIOYEHNEM Ka3enHcoLepKallmx rnpoayKToB

2. TpaHCnaaHTauum nevyeHu

3. reHHom Tepanuu

@ dhepMeHT3aMeCcTUTEeNbLHON Tepannn napoHngason n3 pacdyeta 100 EL/kr B Buae B/B NHpy3nm

exeHenenbHo

MpaBunbHbLIA OTBET:

4 - pepMeHT3aMeCcTUTEJIbLHOM Tepanuu apoHuapason u3s pacyera 100 EQ/xr B Buge B/B
MHY3UMN exxeHepenbHOo
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KoMmmMeHTapumn: PekoMeH[0BaHO NnpoBeneHne epMeHTHON 3amecTuTensHom Tepanum (O3T). O3T
npoBoanTCA napoHupason (kog ATX A16ABO05).

KnnHuyeckne pekomeHaaumm. Mykononncaxapuaos | Tuna y geTern.
(1)

KommeHTapuu: B 1 ma pactBopa cogepxutca 100 EL, (npubnusutensHo 0,58 Mr) napoHugasbl. 370
pekoMbuHaHTHasa hopMa YesioBeveckon anbda-L-naypoHnaassl, Npon3BoanMas ¢ UCNOJb30BaHUEM
TEXHONOrMn pekoMbrHaHTHOM OHK B KNETOYHOM Ky/ibType KUTAaNCKNX XOMAYKOB. P3T
npefHa3Ha4YyeHa A1 BOCCTaHOBJIEHNSA YPOBHSA SH3MMaTUYECKON aKTUBHOCTU, AOCTATOYHOro s
rMAPOSaIN3a HAKOMJIEHHbIX MINKO3aMUHOIMIMKaHOB U 418 NpefoTBpaLleHnsa Nx AasibHenLWero
HakonneHus. MNMocne BBefeHnNsa napoHnaasa 6bICTPO BbIBOAMTCA N3 CUCTEMHOINO KPOBOTOKA U
norjoLwaeTca KJeTkaMu, nocTyrnas B UX JIN30COMbl Yepe3 MaHH030-6-hocaTHbIe peuenTopbl.
PekoMeHOOBaHHLIN PEXUM O03UPOBaHUSA: exeHenenbHoe BBeaeHne B Aose 100 EL/kr B Buae B/B
NHY3UN.

(2)

Bonpoc 10.
(DepMEHT 3aMecTuTeJIbHada Tepanna AeTam C TpaHCFIJ'IaHTaLI,I/Ieﬁ KOCTHOIo Mmo3ra (TKM)

1. npoBoAUTCA TOJNILKO 00 NpoBedeHus ornepaunmn

npoBoanTca 4o TKM n B Te4eHnmn 3-x mecsues nociae TKM (40 BOCCTaHOBIEHMSA HOPMaJsibHOIroO
YypOBHS cObCTBEHHOrO hepMeHTa)

3. He nNpoBOOUTCA

4. NpoOTMBOMOKa3aHa N3-3a BO3MOXHbIX a/lJIepPrnyeckux peakumin U pocTa aHTUTeN K GepMeHTy

MpaBunbHbIA OTBET:

2 - npoBoauTtca go TKM u B TeueHum 3-x mecsaues nocne TKM (po0 BoccTaHOBJIeHMA
HOPMaJZIbHOro YPoBHA cOGCTBEeHHOro chepMeHTa)

KoMMeHTapuu: (pepMeHT 3aMeCcTUTEsIbHYI0 Tepanuio JapoHMAa30i MOXXHO UCMO/b30BaTh Nepes
TpaHCcnaHTauuen KoCTHOro Mo3ra, HenMocpeaCcTBEHHO NOC/Ie Hee, a TakXKe Mocsie TpaHCnaaHTauun.

KnunHunyeckune pekomeHgaumn. Mykononncaxapuaos | Tuna y geten.

(1)

7. BapuaTtus

Bonpoc 11.

MaymeHTaM C Mykonoancaxapnaosom 1 tmna, peabunmtaunoHHble MeponpuaTusa u dmnsnotTepanms
1. nokasaHbl ¢ 5-neTHero BospacTa

2. MoKasaHbl NayMeHTaMm, He noJiyyarLwmm pepMeHT 3aMeCcTUTENLHYIO Tepanuto

3. He rnokasaHbl

NMoKa3aHbl U pa3pa6aTb|Bar0Tc9| nHOonBMayaJjibHO

MpaBunbHbLIA OTBET:

4 - noKa3aHbl U pa3pa6aTb|Ba|0Tc;| UWHAOUWBUAYAJIbHO

KoMmMeHTapuu: MNMauneHTy ¢ MyKonosancaxapmnnosom | Tuna usmorepanesTom v BpavyoM-JIOK
pa3pabaTbiBaeTCA MHANBUAYAJIbHBIN KypC peabunmTaumm, BKAOYaOWMA Maccax, ievyebryio
bU3KYynbTYpY, husnoTepanesTUYECcKMe npouenypbl (MarHuToTepanuio, TepmoTepanuio,
yOapHO-BOJIHOBYIO Tepanuto, MeTog buosiornyeckom obpaTHOM CBA3M N Apyrue rnpouenypsbl).

KnunHunyeckmne pekomeHgaumm. Mykononncaxapmaos | Tmna y geTten.

(1)
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KoMmmeHTapumn: PeabnnmtaunmoHHble Kypcbl (Maccax, JI®K, dumnsnonpouenypsl,
rncuxosioro-rnegarornyeckast NoOMoOLLb) XXenaTesibHO NPOBOAUTL B YC/IOBUSAX AHEBHOIM0 cTauMoHapa
MPOBOAUNTCS C HacToTon 3-4 pa3a B rofl, AJINTENIbHOCTb - ONpefesiieTCa TAXECTbIO COCTOAHUS U
OTBETOM Ha NPOBOAUMbIE MEPOMPUATUS.

(2)

Bonpoc 12.

MaumeHTam C Mykonoancaxapmnosom 1 Tmna, B TOM 4YUcse Noay4vaowmM (hepMeHT 3aMeCTUTESNbHYIO
Tepanuio, CMMNToMaTU4YecKasa Tepanus

1. noka3aHa [0 Ha3HayeHus hepMeHT 3aMeCcTUTEsNbHOM Tepanun
2. rokKasaHa TOJIbKO B CTallMOHAPHbIX YC/IOBUAX
3. He nNokasaHa

NMOoKa3aHa

MpaBunbHLIK OTBET:

4 - noKasaHa

KoMmeHTapuu: 3abosieBaHne UMeeT MyJIbTUCUCTEMHYIO MPUPOLY U HeobpaTuMele, NporpeccupyoLine
KJIMHMYEeCKne NposiB/IeHns, YTo 0byciioBMBaeT HEO6X0AUMOCTb HabIlOAeHUSA HE TOJIbKO Y3KUMU
cneunannucTamMmmn (OTOPMHOJIAPMHIOJIoraMu, XMpypramMmu-optToneaamm, opTaabMosioraMu,
Kapauosioramu, nysbMOHOI0OFraMn, HEBPOMaToJIoraMn, CTOMaToJIoraMun), HO U U3nMoTepaneBTaMu,
siorornenamu, NCUxosoramMmm n paboTHMKaMM NaanaTUBHbIX CIyX6.

KnnHuyeckne pekomeHaaumm. Mykononancaxapuaos | Tuna y geTern.

(1)
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