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CutyauumoHHas 3apa4a 0001

12 BomnpocoB - [eHeTuKa - Boiclwiee obpa3oBaHme

1. YCJIOBUE CUTYALMUOHHOU 3A0A4YN
1.1. Cutyauus

ObpaTunacbk MaTb pebeHka ona yTOYHEeHUs AmMarHosa y cbiHa. Manbunk 1,5 ropa.

1.2. XKanoObl

Ha oTcTaBaHue B poCcTe U MOTOPHOM 1 PasBUTMU, TYronoABMXHOCTb CyCTaBOB.

1.3. AHaMHe3 3abosieBaHuUA

C poxxaeHuns 3aTpyAHEHHOE HOCOBOE AbiXxaHne. B nepBble Mecsiubl XXN3HWN AMarHOCTUPOBaHa
ancnnasna TazobenpeHHbIX CyCTaBOB, ABYCTOPOHHSA NaxoBas rpbixka. B 1,5 roga - nynoyHas
rpbi>ka. MoTopHoe pa3BuUTUE C 3aeP>XKON: CAMOCTOSATESNIbHO CMAUT C 1 roga, XoAuT C
noanep>xKon. 3agep>xka pocTa.

Ha BTOPOM roay >Xm3sHu nosaBnniacb TyronoaBm>XHoOCTb CyCTaBOB. B 1,5rona
KOHCY/IbTUPOBaH oPpTasibMOSIOrOM, YCTAHOBJIEHO NOMYTHEHME POroBuLlbI.

1.4. AHaAMHe3 >XXU3HHU

Manb4nk oT 2 6epeMeHHOCTH, POAUICS B CPOK, NpWN poXXaeHnn Mmacca 3950r, gavHa 55cmMm.
OueHka no wkane AMNrAP 7/86. Poauncs B yaOBAeTBOPUTENbHOM COCTOSHUN.

eHeanorn4yecknin aHamHes: 6pak He KPOBHOPOACTBEHHbIN, POAOC/IOBHAsA HE OTSArOLLEeHa.
Pooutenu 3pgopoBbl. CTapwmnin 6paTt 10 neT KANHMYECKN 300POB.

1.5. O6beKTUBHbINA CTATyC

PocT 73 cm (MmeHee 3 ueHTens), Bec 11,5 kr (50 ueHTeNb), OKPYKHOCTbL Fos1oBbl 52 cm (bonee
97 ueHTensn). Npybble 4epTbl MMUa (LUMPOKasa NepeHocnLa, rmnonja3na cpeaHen TpeTu
nvua, nyxsble rybbl, NPUOTKPbLITBIN POT, MaKpPOrjoccus), TYronoABMXXHOCTb M KOHTPaKTYpbl
JIOKTEBbIX W KOJIEHHbIX CYCTaBOB, YBEJINYEHNE PAa3MEPOB XXNBOTA, NyNoYHas rpbixa,
yBe/nyYeHne neyveHun (+3 cM n3 nopn kKpasa pebepHon oyrn), OBYCTOPOHHAA NaxoBas rpbixa.

1. AmarHos

Bonpoc 1

Haunbonee BepOSTHLIM MPeArnosiaraeéMbiM KJIMHUYECKUM AMArHO30M B NAaHHOW CUTyaLum
aBnsieTcsa 3aboseBaHne U3 rpynmnsl

1 HapyLlWeHNA MUTOXOHAPMANbHOFO 6€Ta-0KNCIEHNS XKUPHbBIX KUCIOT
2 TJIMKOreHO30B
3 HacneacTBEHHbIX MUONATUN

@ mykononucaxapuposos

MpaBuabHbIA OTBET:

4 - MyKonoJsiucaxapuao3oB
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OBOCHOBAHME

KoMmmeHTapumn: CoyeTaHne KJIMHUYECKUX NMPOosBAEHUIA B BUae rpybbix 4epT nvua,
TYronoABU)XHOCTU CyCTaBOB, 3a[leP>XXKM POCTa, MaKpPOKPaHUN, MOMYTHEHWS POrOBULLbI,
rpbI>XX MO3BOJIAET Bpayy NpeanosioxXnTb MyKOMNOJIMCAaXapuaos 1 sBJISIETCS OCHOBaHUEM
ONs gasbHelwero obcnenoBaHus.

MeToOunyeckne peKoMeHaaumy rno paHHen onarHoCTUKe MyKonoancaapnosos, 2019r.
(cTp. 10-11)

KoMmeHTapuun: OCHOBHbIE KIIMHUYECKIKE NPOSIBJIEHUS: rpybble YepTbl IMLa, YMCTBEHHAS
OTCTaJIOCTb, MOMYTHEHME POroBULLbl, TYFrOMOABUXXHOCTbL CycTaBoB [1-3].

KnnHnyeckne pekoMeHgaumn. Mykononmcaxapunos | Tuna y geten. (1)

2. NMnaH obcnepoBaHus

Bonpoc 2

Onsa yTo4yHeHna gmnarHo3sa, nepsbiM 3TanoMm, Hanbonee yenecoobpasHO NPOBECTU
1 KapuoTUnupoBaHMe
2 unNccnepfoBaHWe CriekTpa aMUHOKMUCAOT MOYM MEeTOoL0M XpoMaTorpadumu
3 unccaegoBaHMeE 3KCKpeuun megm ¢ MoYon
Q uccnepoBaHue aKTUBHOCTHU JIMO30COMHbIX hepMeHTOB (ruaponas)
(5

uccnenoBaHMe 3KCKpPeLumn rmkKo3aMMHOINJIMKOHOB (aepMaTaHcyabdaTta u
renapaHcynbgarta) c Mo4YoM

6 wnccsiegoBaHUe XenyHbIX KUCAO0T MOYYN

MpaBunbHbIEe OTBETHI:
4 - nccnepoBaHMe aKTUBHOCTM JINO3OCOMHbIX (pepMeHTOB (rnaponas)

5 - nccnepoBaHue 3KCKpeLuum rimKo3aMMHOIJIMKOHOB (aepmMmaTtaHcynbgaTta m
renapaHcynbgarta) c Moyon

OBOCHOBAHME

KoMMeHTapuu: nokasaTenm akTUBHOCTU (DEPMEHTOB JIN30COM SABJIAOTCH OCHOBHbIMU
nabopaTtopHbiMu KpuTepuamu MIMC. Y naymneHtos ¢ MIMC | Tnna onpepensertcs
CHM>XXEHMEe aKTUBHOCTU anbda-L-naypoHuaassbl.

KnnHnyeckne pekoMmeHgaumn. Mykononmcaxapnnos | Tuna y geten. (1)

KoMmmeHTapuu: MNaymeHTaM € NOO03PEHNEM Ha MyKOMOJIMCaxapuao3 NepBbiM 3Tarnom
obcnenoBaHNA PEKOMEHA0BAHO MCCIef0BaHNE SKCKpeLn gepMaTaHcyibgaTa 1
renapaHcyfbata C MOYOW. DTN NoKa3aTeNn ABAAKTCA OCHOBHbIMY NabopaTopHbLIM
Kputepuamm Mykononucaxapugosa 1 tuna (MMC 1 Tina): onpenensaeTcsa NoBblLLIEHHbIN
YPOBEHb AepMaTaHcyibdaTa 1 renapaHcyibgaTa B MOYe.

KnnHnyeckne pekoMeHgaumn. Mykononmcaxapnnos | Tuna y geten. (1)
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4. Pe3ynbTaThbl 06CnepoBaHus

4.1. UccnepoBaHue 3KCKpPeLUuUumn NMKO3aMUHOIJIMKOHOB (AepMaTaHcynbdaTta n
renapaHcynbgarta) ¢ MOUYOH

Mo pe3ynbTaTaM 0OAHOMEPHOrO 3JIeKTpogopesa rMKo3aMMHOMINKAHOB BbisiBJIEHA

MOBbILLEHHAs 3KCKpeLumnsa renapaHcyabdaTta n gepmaTtaHcysbdaTta C MOYOWN, YTO XapaKTEPHO
ona MMNC I, Il n VIl Tmnos

4.2. UccnepoBaHue aKTUBHOCTHM JIMO30COMHbIX (pepMeHTOB (ruagponas)

Mo pe3ynbTaTaM NCCNEOO0BaHNS BbISIBJIEHO PE3KOE CHUXXEHMNE aKTUBHOCTU
anb@a-ngyponHnaassl go 0,03 mkM/n/4 (Hopma 1-25 MkM/n/4)

3. AAropmTM MoNeKynsspHO-reHeTU4YecKoro obcnepoBaHua (anarHosa)

Bonpoc 3

onsa YTO4YHEHNA OMNarHO3a Ha BTOPOM 3Tale noka3aHO npoeeneHme
MOJIEKYNNIAPHO-TreHETUHECKOE NccnegoBaHme reHa

1 _GALE_ (OMIM: * 606953)
2 _PAH_ (OMIM: * 612349)
© _IDUA_ (OMIM:* 252800)
4 _GALK1_(OMIM: * 604313)

MpaBunbHbLIN OTBET:

3 - IDUA_ (OMIM:*

OBOCHOBAHME

PebeHKy C KNMHMKO- NabopaTopHbIMU AaHHBIMN MyKOMNJIMCaxapuao3a peKoMeH40BaHOo
rnposefeHne MOJNEKYIIPHO-FreHETUYECKOro UCCIelOBaHUSA: BbiABE€HNEe MyTaLuln B reHe
_IDUA _, kogupytouieM anba-L-naypoHmnaasy.

KnnHnyeckne pekoMmeHgaumn. Mykononmcaxapnnos | Tuna y geten. (1)

6. Pe3ynbTaTbl MOJIEKY/IAPHO-reHeTU4YeCKOro uccsieoBaHus reHa
6.1. IDUA (OMIM:* 252800)

MeToOoOM NPSAMOro aBTOMaTU4YeCKOro CEKBEHUPOBAHUSA NMPOBEAEH MOJIHbIA aHAIN3 reHa
_IDUA_ (OMIM:* 252800; NM_000199.3) B 3k30He 2 reHa _IDUA_ BbIfiBJIEH BapuaHT
HyKneoTugHom nocnegosaTesbHoCcTU €.208C>T (GIN70TER) B rOMO3MIrOTHOM COCTOSHUN.
BapnaHT onncaH Kak naToreHHbln B 6a3e gaHHbIX No MyTaumam HGMD (CM930424).

6.4. PAH (OMIM:* 612349)

N3meHeHunn, B reHe PAH_ He BbiiBNEHO

MedikCase - medikcase.ru cTp. 4
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4. OnarHos

Bonpoc 4

Ha oCcHOBaHMW NMOJy4eHHbIX pe3ybTaToB KJ'II/IHVIKO-}'Ia60paTOprIX nccnenoBaHumn r|po6aH,u,y
YCTaHOBJIEH ANArHO3

o Mykononucaxapupno3 1 tuna. Cuigpom Nypnep
2 [anakTo3emunsa 1 tuna
3 [nukoreHoBas 6onesHb 1 Tuna

4 Mykonoaucaxapuaos 2 Tuna. CuHApoM XaHTepa

MpaBunbHbLIN OTBET:

1 - Mykonosucaxapupos 1 tuna. CuHppom N'ypnep

OBOCHOBAHMUE

KommeHTapun: OnarHos MIMC | ycTaHaBMBaeTCa Ha OCHOBaHUM COBOKYMHOCTW
KJINHNYECKNX OaHHbIX, pe3ysbTaToB JabopaToOpHOro nccaenoBaHus m
MOJIEKYJIIPHO-FEHETUYECKOro aHan3a.

KnnHnyeckne pekomeHgaumn. Mykononmcaxapngos | Tuna y geten. (1)

8. AnarHos
8.1. Mykononucaxapupo3 1 tTuna. CuHgpom lNypnep

8.2. N'Aanakrosemus 1 Tuna

5. npOd)VIJ'IaKTVIKa (MepukKo-reHeTn4Yeckoe KOHchIbTVIpOBaHVIE)

Bonpoc 5

Tun HacnegoBaHUA Mykonoaucaxapugosa 1 Tuna (OMIM:* 607014)
1 X-cuernsieHHbIN peLecCuBHbIN
2 QayTOCOMHO-OOMWHAHTHbIN
€ ayToCOMHO-peuecCUBHbIH

4 X-cuenneHHbIN 4OMUHAHTHBIN

MpaBunbHbLIA OTBET:

3 - ayTOCOMHO-peLu,ecCUBHbIN

OBOCHOBAHMUE

KnnHnyeckne pekoMmeHgaumn. Mykononmcaxapngos | Tuna y geten. (1)

MedikCase - medikcase.ru cTp. 5
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Bonpoc 6

Puck noBTOpHOro poxaeHusa 6onbHoro pebéHka ¢ aTum 3abonesaHnem B ob6cnenoBaHHOMN
cemMbe

1 cocTaBnsaeT 50% He3aBMCMMO OT NnoJsa
2 cocTaBnsgeTt 15% He3aBnCcMMoO OT nosa
€) cocraBnsaeTt 25% He3aBMCMMO OT noJsa

4 OTCyTCTBYyeT

MpaBunbHLIN OTBET:

3 - coctaBngaeT 25% He3aBMCUMMO OT noJsa

OBOCHOBAHME
B cnyyYae ayTOCOMHO-peL.eccBHbIX 3aboneBaHnin, peEKYPPEHTHbIN PUCK CoCTaBnsaeT 25%

Mpu ayTOCOMHO-peLeccMBHOM 3a60sIeBaHNN POOAUTENN SBASIOTCA FreTepOo3UrOTHBLIMYU
HOCUTEJNIIMU MYTaHTHOrO reHa

KoMmMeHTapuin: AyTOCOMHO-PELLECCUMBHLIN TUM HacJie40BaHNA XapakTepunlyeTcs
nepepnayen 3aboneBaHnsa OT 340POBbLIX POOUTENEN AETSAM C BEPOSATHOCTbIO 25%

FeHeTuKa. Y4ebHuk gna sysos/log. pea. akagem. PAMH B.W. MiBaHoBa. - M.: UKL
«AKageMkHura», 2006, 2007 - 639 c.:un., cTp. 453, cTp. 455

Bonpoc 7

B naHHOM 6paKe C BbICOKMM puUCKOM Mykononucaxapupgosa |l Tuna

@ pekoMeHAaOBaHO NpoBeAeHUe NpeHaTaIbHOW AWArHOCTUKK NpU
HacCTynJieHuu cnepyiowen 6epeMeHHOCTH

2 [JanbHelllee AeTOPOXKAEHMe NMPOTUBOMNOKa3aHo

3 JdanbHenwee hJeTopoXxgeHne pekoMeHayeTca C UCnoJib30BaHNeEM OOHOPCKUMX
MOM0OBbIX KJIETOK

4 TnpeHaTaJlbHaa AMarHoOCTUKa He NMoKa3aHa

MpaBuNbHbLIA OTBET:

1 - peKOMeHA0BaHO NpoBeAeHue NpeHaTaJIbHOW AVMArHOCTUKMU NpHU
HaCTYNJIeHUU crepylolen 6epeMeHHOCTH

OBOCHOBAHMUE

KomMeHTapuu: NpeHaTasnbHasa AMarHOCTUKa peKoMeHaoBaHa ans ntobon nocnepyoLllen
6epeMeHHOCTN B CEMbAX, OTArOLEHHbLIX XOTS 6bl 0g4HUM ciydaem MICI.

KnnHnyeckne pekoMeHgaumn. Mykononmcaxapnnos | Tuna y geten. (1)

MedikCase - medikcase.ru cTp. 6
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6. JleyeHue

Bonpoc 8

TpaHCNNaHTauMnm KOCTHOro mosra (TKM) naumeHTaM C MyKomnoamcaxapnaosom 1 tuna
1 He pekoMeHOoBaHa
e peKkoMeHOOBaHa A0 AOCTUXKEHMUA 2-X JIETHero Bo3pacra
3 peKkoMeHoBaHa

4 pekoMeHpoBaHa nocsie 10 neTHero Bo3pacTa

MpaBunbHLIN OTBET:

2 - PeKoOMeHAOBaHa 00 OOoCTUXeHusn 2-X neTHero BO3pacTa

OBOCHOBAHME

KomMeHTapuu: PekoMmeHO0BaHO NpoBefeHne TpaHCnJaHTauum KOCTHOro Mo3ra
nauveHTam ¢ MIMNC 1 ¢ peHoTUnoM Nypnep cMHapoMa 40 OOCTUXKEHUSA BO3pacTa ABYX
net. TKM BefeT K yMEHbLUEHUIO Pa3MepPOB NEYEHU U CeNe3EeHKMN, YYHLLIEHNIO PYHKL NN
OblXaTeslbHON N cepaevYHO-COCyANCTON CUCTEM.

KnnHnyeckne pekoMmeHgaumn. Mykononmcaxapngos | Tuna y geten. (1)

Bonpoc 9

Bcem peTam c MyKkomnoamcaxapnao3om 1 Tuna rnokasaHo npoBeneHne
1 JueTtoTepanun C UCKIIOYEHMEM Ka3eMHCOL4ep KallnX NpoaoyKTOB
2 TpaHCMJaHTauMn NeyeHun
3 TreHHOM Tepanuu

O thbepMeHT3aMecTUTeJSIbHOM Tepanum JlapoHuaga3on M3 pacyerta 100 ELl/kr B
Buge B/B MH(Y3UM eXXeHenesbHO

MpaBunbHbLIN OTBET:

4 - hbepMeHT3aMecTUTEeJSIbHON Tepanum JlJapoHuaason 3 pacyerta 100 ELL/Kr B
Buae B/B UH(PY3UMN eXXxeHepesibHO

OBOCHOBAHME

KoMmMeHTapumn: PeKoMeHA0BaHO npoBefeHne hepMeHTHON 3aMeCTUTEeNbLHON Tepanumn
(®3T). ©3T nposoanTca napoHungason (kog ATX A16ABO05).

KnnHnyeckne pekomeHgaumn. Mykononmcaxapngos | Tuna y geten. (1)

KommeHTapuun: B 1 ma pactBopa cogepxutca 100 EO (npnbnmsntensHo 0,58 mr)
NapoHngasbl. 9TO peKoMbrnHaHTHasa popMa YesioBeyYeckom anbda-L-naypoHnaassl,
Npon3BoAMMas C UCMOJIb30BaHNEM TEXHOIOM M pekoMbrHaHTHOM [HK B KneTo4HoM
KYJbType KNTancKkmx xoma4kos. ®3T npegHa3HavyeHa 419 BOCCTAaHOBIEHNA YPOBHSA
SH3MMaTNYECKON aKTUBHOCTW, LOCTATOYHOr O AJ11 TMAPOIM3a HAKOMIEHHbIX
rIMKO3aMUHOIMIMKaHOB 1 A1 NpefoTBpaLleHns nx gasbHenwero HakonsierHus. Mocne
BBeAEHUA lapoHuaa3a 6bICTPO BbIBOAUTCSA M3 CUCTEMHOIO KPOBOTOKA M MoroLuiaeTcs
KJlIeTKaMu, NoCcTynas B UX JIN30COMbl Yepe3 MaHHO030-6-hocaTHbIe peuenTopsbl.
PekoMeHOOBaHHbIN peXxnM A03UPOoBaHUSA: exxeHeenbHoe BBefeHne B Ao3e 100 EL/Kr B

MedikCase - medikcase.ru cTp. 7
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BuAe B/B MH(Y3nN. (2)

Bonpoc 10
depMeHT 3aMecTUTesSIbHaa Tepannua AeTaM C TpaHCniaHTaunen KocTtHoro Mmosra (TKM)
1 MpOBOAMTCH TOJIbKO A0 NPOBEAEHMS onepaLuunmn

9 npoBoautca Ao TKM u B TeueHum 3-x mecsaueB nocse TKM (po
BOCCTaHOBJIEHMA HOPMaJIbHOrO YPOBHA cOOGCTBEeHHOro pepMeHTa)

3 He npoBoaNTCA

4 TMNpPOTMBOMOKAa3aHa M3-3a BO3MOXHbIX aJIEPruvYecKkmnX peakumm nu pocta aHTUTeEN K
thepMeHTy

MpaBunbHbLIN OTBET:

2 - npoBoautca oo TKM u B TeyeHmm 3-x mecsues nocsie TKM (po
BOCCTAaHOBJIEHUA HOPMAJZIbLHOIo YPOBHSA COOCTBEHHOro (pepMeHTa)

OBOCHOBAHME

KoMMeHTapuun: hepMeHT 3aMeCcTUTESIbHY0 Tepanuio JTapoHNAA30M MOXKHO
NCMoNb30BaTb Nepef TpaHCMJaHTaUMen KOCTHOro Mo3ra, HEMOCPEACTBEHHO MOC/E Hee,
a Tak)Xe nocJsie TpaHCnaaHTaumun.

KnnHnyeckne pekoMeHgaumn. Mykononmcaxapunos | Tuna y geten. (1)

7. BapuaTtus

Bonpoc 11

MauymeHTaM C MyKonosamcaxapuaosom 1 Tmna, peabnnntaumoHHbIE MEPOMPUATUS U
dunsmoTepannsa

1 TroKa3aHbl C 5-neTHero Bo3pacTa

2 MoKa3aHbl NaUuMeHTaM, He MoJlyvatolWmnmM hepMeHT 3aMeCcTUTENIbHYO Tepanuio

3 He NMokKa3aHbl

() nokasaHbl M pa3pabaTbiBalOTCA UHANBUAYANLHO

MpaBunbHbLIA OTBET:

4 - noKa3aHbl U pa3pabaTbiBalOTCA UHAUBUAYAJIBHO

OBOCHOBAHME

KoMmmeHTapuu: MNaymeHTy C Mykonosancaxapmuaosom | Tuna pusnotepanesToM u
Bpa4yoM-JIOK pa3pabaTbiBaeTCa MHANBMAYAIbHbLIN KypC peabunntaynm, BKIKOYaAOLWNNA
Maccax, sie4ebHyto pnskynbTypy, hmnsmoTepaneBTUYECKNE NpoLenypbl
(MarHuToTepanuio, TepMOTEpPanunio, yoapHoO-BOJIHOBYO Tepanuto, MeToa brnonornyeckom
obpaTHOM CBA3U N Apyrue npouenypsbl).

KnnHnyeckne pekoMmeHgaumn. Mykononmcaxapnnos | Tuna y geten. (1)

KomMeHTapuun: PeabunutaumoHHblie Kypcbl (Maccax, JI®OK, dmsmnonpouenypsl,
NCUXO0NOro-rnefgarornyeckas noOMoLLb) XenaTebHO NPOBOANTb B YCJIOBUAX ALHEBHOIMO
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https://library.mededtech.ru/rest/documents/cr_49/#list_item_ak297
https://library.mededtech.ru/rest/documents/cr_49
https://library.mededtech.ru/rest/documents/cr_49/#paragraph_2pr15
https://library.mededtech.ru/rest/documents/cr_49
https://library.mededtech.ru/rest/documents/cr_49/#paragraph_569c8

CuTyaumoHHas 3apaya 0001 FeHeTuKa

CTauMoHapa NpPoBOAMTCSA C YacToToM 3-4 pa3a B rof, AJINTENIbHOCTb - ONpenesnseTcs
TSXKECTbIO COCTOSIHUA U OTBETOM Ha NPOBOAUMbIE MeponpuaTus. (2)

Bonpoc 12

MaumeHTam c MyKonosincaxapmnosom 1 Tuna, B TOM 4Yucse nosyvarowmm pepmeHT
3aMeCTUTEeJIbHYIO Tepanuio, CMMNTOMaTUYeCcKas Tepanus

1 roKa3aHa A0 Ha3Ha4YeHUs PEePMEHT 3aMeCcTUTesIbHOW Tepanumn
2 NOKa3aHa TOJIbKO B CTalMOHAPHbIX YCIOBUAX
3 He NnokasaHa

@) nokasaHa

MpaBuAbHLIA OTBET:

4 - noKa3aHa

OBOCHOBAHME

KomMeHTapun: 3abonieBaHne NMeeT MyJIbTUCUCTEMHYIO MPUPOAY U HeobpaTuMble,
nporpeccupytoLne KInHN4Yecke nposiBeHns, 4To obycnoBsMBaeT HeobXoAUMOCTb
HabMOOEeHUSA He TOMBbKO Y3KMMY CreunannctaMmm (0TOpMHOJIAapUHIoIoraMu,
XMpypramu-optornegamMmm, oTasbMoJIOraMu, KapamnoJsoraMu, nyabMOHO0ramMu,
HEeBPOMaTOJIoramMun, CTOMaToJIorammn), Ho U u3noTepaneBTamMu, Joronenamu,
ncmuxoJsioraMm 1 paboTHUKAMU MasINAaTUBHBIX CyX6.

KnnHnyeckne pekoMmeHgaumn. Mykononmcaxapngos | Tuna y geten. (1)
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https://library.mededtech.ru/rest/documents/cr_49/#paragraph_569c8
https://library.mededtech.ru/rest/documents/cr_49
https://library.mededtech.ru/rest/documents/cr_49/#paragraph_1qnbe

