[eHHbLIe 3a00neBaHuNA

Kadegpa akyllepcTia,
rTMHEKONOrnn n penpoayKkTUBHOMU
meanumHbl P10




[eHHble 3aboneBaHus (I'3)

e 3TO pasHOpPOAHas NO KNNMHUYECKMM NPOSIBNEHNSIM
rpynna 3abonesaHunin, 00yCnoBNeHHbIX MyTaLnUsMK
Ha reHHOM YPOBHEe

DopMbI reHHbIX MyTaLWiA:

o lMonHble o6GycrnoeneHbl MyTauusimu B rameTtax. B
3TOM CIyyae naTtonorndyeckme reHbl 0bHapyXnearoT
BO BCEX KNneTkax opraHnama

o Mo3aunyHble 0bycroBneHbl MyTaUuuaMU, KOT.
BO3HMKAIOT HA paHHUX CTaausax ApobrneHns 3uroTtbl B
OOHOWN U3 KIMETOK



000
JTnonorusa (reHHble MyTauumn, KoTopble eoee
OOycnoBNMBaKOT HacneacTBeHHbIe -4
3aboneBaHuA) .

o ToueyHble MyTaLMmM — 3aMeHa OHOIO HyKneoTuaa ApYyrum
KOMMMNeMeHTapHbIM UM HEKOMMMEMEHTaPHbIM

o MwucceHc myTaummn — 3aMeHa HykrneoTuaa, KoTopbli CONPOBOXAAETCS
3aMEHON aMMHOKMCNOTHOrO LWndpa KoaoHa 1 BEAET K 3aMeHe
aMMHOKNCNOTbI B cocTaBe bernka

o HoHceHc — 3ameHa HykneoTnaa, KOTOPbIA NPUBOANT K 3aMELLEHUIO
MHPOPMAaLMOHHO 3HAYMMOrO KOOHa CTO-KOJJOHOM W COMPOBOXAAeTCs
npexaeBpeMeHHbIM 00pbIBOM TpaHCASALUK

o [eneuunn — myTauma, KOTOpbIN BeAET K NOoTepe onpeaerieHHoro yyacrtka
monekynsl AHK

e WHcepuum — BCTaBKM onpeneneHHoro y4acrtka monekynsl JHK B
CTPYKTYpPY reHa

o CpaBur pamku cYuTbIBaHUA — BCNEACTBME BCTaBKW, AyNiMKaumMm Unm
aeneumn

o HapyuweHune cnnancuHra - HapyweHune cospeBaHus PHK
e JKcnaHcua (yBenmueHme ymcna) TPUHYKINeoTUAHbIX NOBTOPOB



MexaHn3mbl pa3sutua '3
(BapnaHTbl NepBUYHbIX MyTaHTHbIX annenen)

OTcyTCTBME CUMHTE3a NONMUNENTUAHON Lenn
(benka)

CnHTE3 aHOMasrIbHOM NO NepPBUYHOU
CTPYKTYpe NonmnenTtuaHon uenu

KonnyectBeHHO HeOQOCTaATOUYHbIN CUHTES
nonunenTuaHou uenu

KonnyectBeHHO N30bITOYHbIN CUHTES3
nonunenTuaHou uenu



BapunaHTbl HapyLweHnn oyHKLUNN
benka npu '3

[MoTepa dyHKUUN — 3a CHET NHIMBMpPOBaHUSA npoLlecca
TPaHCKPUNUUU/TpaHCNALMM Unn 3a c4HET U3MEHEHUM
doyHKUMOHANbHbLIX CBOUCTB

[TosiBneHne HOBOW (OYHKLUMN - Y MYTAHTHOIO berika BMecTe C
HOopManbHOU PyHKUMEN NOABIIAKTCA HOBblE LIMTOTOKCUYECKME
CBOWCTBA, KOTOpPble NMPUBOAAT K rmbenn KneTok

[JOMWHAHTHbLIN HEraTUBHbLIN 3PIEKT — NEPBUYHbLIN MPOAYKT
MYTaHTHOro annenst UHrmbmnpyet OyHKLMIO HOpMaribHbIX OEnkoB

N3meHeHne A03bl reHa (aeneuvm unu gynnukaumm) — MoXeT
NPUBOANTL K HAPYLUEHWIO NPOCTPaHCTBEHHOW KOHMUIypaumm
MOJIEKYNSAPHOIo NpoaykTa



dPeHoTUNUNYeckue ahdektbl I3
(KNMMHUYeckKue)

[namopdoreHes (BpoXxXaeHHbIE MOPOKU
pPa3BUTUS)

HapyLweHHbIn OOMEH BeLLIECTB

CmMeLllaHHble 3pdeKTbI



Cpoku peanusauuu
naTosfiorM4eckux Mytauumn

BHYTpnyTpOoOHO — 25%

B ponybeptaTtHoM nepuoae — 45%
[TybepTar, toHowecknn Bo3pacT — 20%
Ctapwe 20 net — 10%




e [eHOKoONUKM — 3aboneBaHNa co CXOOHOW KITMHUKOMN,
HO pa3sfnn4yHOW reHeTU4eCcKom OCHOBOW (MyTaumun B
pas3HbIX NTOKycax)

e (PeHOKOMNUU — PEHOTUMNYECKNE NPOABNEHUS,
nmutupytowme I3 (B criyyae 4encTBUA BHELLHUX
dakTopoB BHYTPUYTPOOHO)

« HopmokonupoBaHue — B criyyae, Korga MyTaHTHbIN
reHoTUN He nNpoaBnaAeTcsa PeHOTUNNYECKU (Npu
MeONKaMEHTO3HOM BO3OENCTBUN, NTMDO KOPPEKLINK
auetotepanuen n T.4.)



Knaccudumkaumsa reHHbIX
3aboneBaHuu

o [10 reHeTU4YEeCKOMY NMPUHLINNY:

AyTOCOMHO-OOMUHAHTHbIE
AyTOCOMHO-pPeLEeCCUBHbI
X-cuenneHHble JOMUHAHTHbIE
X-CUenneHHbIE peleccmBHbIE
Y-cuenneHHble (ronaHgpuyeckue)
MuTtoxoHapuanbHble




Mo KNUHUYECKOMY NPUHLUNY

(npopomkeHune):
HepBHbIE
HepBHO-MbILLEYHLIE
KOXHble
‘NnasHble

bonesHn onopHo-ABUraTensLHOro annapara u ap.
(B 3aBUCUMOCTU OT CUCTEMbI, Hanbornee
BOBI1€YEHHOW B naTnpoLecc)



[TaToreHeTM4YeCKUU NPUHLMN

(npopomkeHune):

HapyLweHne obmeHa BeLlecTB (YrrneBogHbIN,
aMWHOKUCNOTHbIN, 0OMEH BUTaMWUHOB, NTMNNAOB,
MeTansos 1 ap.)

BpoxkaeHHble MOpoKnN pas3BUTUS

KoMbB1HMpOBaHHbIE COCTOAHMS



OOLWwue 3aKOHOMEPHOCTU NaToreHesa

o MyTaHTHbLIN annenb
o [laTonornyecknm nepBUYHbLIN NPOAYKT

!
o Llenb nocneayowmx GUOXMMNYECKNX
v
npoLeccoB

|
o KneTku

. OpI'aILIbI

. Opraﬁmlvl



AxoHAponna3us.

o Yactora BcTtpevaemoctn — 1:100 000
o CooTHoweHue nonos. — 1:1
o Kputepumn gnarHocTukm:
Husknm poct
bonbLuon yepen ¢ BbICTYNaLWKMM 3aTbINTKOM
BorHytasa nepeHocuua
[TlporHaTnam y B3pOCIbIX

YKkopo4yeHne KOHEYHOCTEN 3a CHET YKOPOUEHUS NPOKCUMarbHbIX
OTAENnoB

Knctu Wwnpokme, KopoTkmne, nanblbl B BUAe Tpudybua BapaXXeHHbI
NMOSICHWYHBIN NTOPA03

VHTennekT He cTpagaet
[lnarHocTnka nopTpeTHas

o Megunko-reHeTUYECKOE KOHCYIbTUPOBaHMe: puck anga notomkos 50%.
[MpeHaTanbHas gnarHocTtuka B 24-26 Hegenb 6epeMeHHOCTU

o JleyeHne cumntTomatmnyeckoe. OpTonegmnyeckas KOppekLus.







AxoHpgponna3ug (npoponxeHue)




Cungpom MapdaHa

YacTtoTta BcTtpeyaemoctm — 1:10 000
CooTHoLleHune nosnos — 1:1

75% - 6onbHbI poanTenu; 25% - pesynstat HOBOW
MyTaLmm

[NlomnHaHTHOe 3aboneBaHne coeauHUTENTbHOWN TKaHU

[MpynynHa — myTauum B reHe ombpunnmnHa, KOToOpbIn
OTBEYaeT 3a CUHTE3 COeaMHUTENbHOTKAHHOro benka
dbunbpunnnHa n Kak cneacteme — NoBbiLLIEHHAS
PACTSXKMMOCTb COEANHUTENBHOWN TKaHW



CuHpapom MapdaHa

e XapakTepeH KINHUYEeCK NonMmMopdon3m:

KoCTHO-MbILLEYHas cuctema — apaxHoOOaKTUMNKUS, BbICOKUIA POCT,
aedopmaunmn rpyaHon KNeTkn, rmnepmMoobunbHOCTbL CyCTaBOB,
MNNOCKOCTONME, MblLUEeYHas TMNOTOHUSA, HeJopa3BUTUE
BEPTNY>KHOW BrNaauHbI U Ap.

[a3a — noABbIBUX XpyCcTanunka, MMOMNUsi, OTCIOWKa CETHYATKMN,
YMIOLLIEHWE POTrOBULbI, YBENUYEHNE AJTMHBI OCU rMa3Horo Abnoka

CCC — aopTtarnbHas peryprutayms, paccrioeHme aopThl,
MUTparnbHas peryprutaums, 3acTomHblE CepAeYHbIe HapYLLUEHNS,
aON3puTMuUS 1 ap.

PecnnpatopHbIU TPaAKT — CNOHTaHHbIM NMHEBMOTOPAKC

LIHC — akTasuns tBepaon Mo3roBon 0060mno4kn, aHoMmanum
pasBUTUS

Koxka — naxoBble rpbixu, atpoduyeckne ctpum

o [InarHocTtuka: NnoBbILLEHNE B MOYe YPOBHA OKCUMNPOJITNHa U
MHOKO3aMUHOITIMKaHOB






CuHgpom Anepca-faHnoca

o [eTeporeHHOe HacneacTBEHHOE
3aboneBaHne coeanHUTENbHOW TKaHU C
pa3fnn4YHbIMMN TUNAMKU HacnegoBaHUs

e Al TN —-1,7.8

e AP TN -6

e X-CUENMEeHHbIN — 5 1 9 TUNbI
e Bcero 10 Tunos C3[




Kputepumn anarHoCTuUKM:

o Koxa — runeppactskumocTtb, 6apxaTUCTOCTb, KPOBOTOUNBOCTb, CTPUN B
obnacTtn nosicHUUbI, pybLbl, NOOKOXHbIE Y3eSKu

o KoHe4yHOCTU — BAPUKO3HbIE BEHDbI, NMOAKOXHbIE Y3EJTIKN Ha FOJ1IEHAX

o CycTaBbl — naccuBHoe pasrmbaHue B cycTaBax KUCTeN, nepepasrmbaHue
KPYMHbIX CycTaBoB (B 3aBUCUMOCTM OT Tvna C3[)

o [nasa - nTo3, oTCcnonka ceT4yaTkn, paspblB rnasHoro A6soka

e 3yObl —YyacTM4YHasa agoHTUSA, onanecumpyrowasa aMarb, NapoaoHTO3,
MHOXXE€CTBEHHbIN Kapnec

e YUN — rMneppacTsXXUMoCTb

o [pyoHas knetka — ckonunos, KMos, nopaos, nrockada cnuHa, sBaasneHne
rPyauHBbI

e Cepaue — NMK, aputmun, BC[]

e XXMBOT — rpbiXK, COHTaHHaA nepdopaumsa KMLWeYHMKa

e BHyTpeHHMe opraHbl — NTO3 Xenyaka, NovYek N MaTku

o Mo3r — aHeBpu3ma cocynosB, cybapaxHomnaarnbHble KpOBOUSNUSHNUSA

o CTpemutenbHble poabl



-[laHnoca

CuHapom dnnepca




ApopeHoreHUTarnbHbIU CUHAPOM (BpOXAeHHas
runepnra3mvsa Kopbl HaaMNO4Ye4YHUKOB)

o [lonynauymoHHasa yactota — 1:5000 HOBOPOXOEHHbIX
o AyTOCOMHO-peLeccuBHOe 3aborieBaHne

o OTHOCKTCSA K rpynre HacneacTBEHHbIX HapyLLEHNN
BMocnHTE3a CTEPOUNAHBIX TOPMOHOB. M3BECTHO 5
pPa3HOBUOHOCTEW HAcNeACTBEHHbIX AeULINTOB
doepMeHTOB

o Hanbonee pacnpocTtpaHeHHasa doopma — gedounumT
21-rngpokcunasbl, metowasa 4 KNMHNYEeCKUX
BapuaHTa:

ConbTrepstoLas

[1lpocTaqa BupunbHagd
[To3oHsAA (Heknaccuyeckas)
JlaTeHTHasa (beccumnToMHas)



AapeHoreHnTanbHbIN CUHOPOM

Conbrepawwiaga — norHbin - aepuunt pepmeHTa, NpoABnseTcd
HapyLeHUeM coneBoro obmeHa (aedonunTt MmHepanokopTukongos). C
nepBbIX OHEN — CPbIrTMBaAHUA, pBOTA, HEOAOCTAaTOYHOCTb
nepndepnyeckoro KpoBoobpalleHUsa, COHNMNMBOCTb. buoxnmmns —
rmnepkanmemMusi, rmnoHaTpmemMmsi, aumuaos.

MpocTana BupunbHas — NporpeccupytoLllasl BUpuUnansauns, paHHee
coMaTtunyeckoe pasBuTue. Y AeBOYEK — pasHasi CTeNeHb
MacKynMHu3aumn. JnarHo3 cTaBUTCMS Ha 5-7 roaly KU3HU Npwu
NOSIBNEHUN NPU3HAKOB NPEeXaeBpPeEMEHHOr0 NONIOBOro pasBUTUS.

Mo3gHsaa (Heknaccuyeckas BUpMNuayoLlas) popma — NposiBrsieTcA B
NOAPOCTKOBOM BO3pacTe: CUMMTOMbI M30bITKa aHOpPOreHOB y AEBOYEK —
YCKOpPEHMEe KOCTHOro pocTa, HapyLLleHne MEHCTPYyarbHOro LMKNa,
MPCYTU3M; Y Manb4YMKOB — YCKOPEHMe KOCTHOro PocCTa,
npexxgeBpeMeHHOe OBOSIOCEHME

JlaTeHTHaaA oopma — HET KIMHNYECKNX NPOSABIIEHNN, HO B CbIBOPOTKE —
NOBbILLEHNE YPOBHS NpeaLlecTBEHHMKOB KOPTU30sa




[IpocTasg sBupumnbHag chopma 022

o Ha doTto npeacrasneHa 42-
neTHa4a HM3kopocnas (146 cwm)
nauneHTKa c
agpeHoreHnTanbHbIM
cuHgpomom (AI'C) ¢ myxckom
BHELLHOCTbIO, HU3KUM
rornocomM, BblpaXXeHHOW
MYCKynaTypou, LUMPOKOK
rpyAHON KNETKOW, HEMOJTHOM
NBICUHOW N MY>XCKUM TUMNOM
OBOJTOCEHUA (TMPCYTU3M).

e Y NauymeHTKM B BO3pacTe 6 net
BO3HMKITN MPU3HaKM
npeXxaeBpeMeHHOro NosoBOro
co3peBaHus, B 8 et
NpeKkpaTuricst pocT
(NnpexxaoeBpeMeEHHOE 3aKpbITHNE
anndwunsos). NpuumHon AIC B
OaHHOM cry4vae ABIsieTCS
aedpnunt 21-rngpokcunassi.




HapyweHne aMMHOKUCIIOTHOIO
obmMeHa - peHUNKeToHypus

Uactota BcTpedaemoctn — 1:10 000, yactota retepo3nroTHOro
HocutenbctBa — 1:50 — 1:100

CooTHoLweHue nono. — 1:1

Tun HacnegoBaHUA — ayTOCOMHO-PELECCUBHLIN, TAXECTb
TEeYEeHUs 3aBUCUT OT SKCMPECCMBHOCTU reHa

[laToreHes — HegoCTaToOYHOCTb (PeHUNaNaHNHIMapPoKcuasol, B
pesynerate Yyero A He npespallaeTcs B TUPO3UH. [poayKThl
MeTabonnama BnuaAKT Ha pasBUTUE HEPBHOM CUCTEMBI
(HapywaeTcsa hopmMmpoBaHne MMEMHOBOMN 0OOMNOYKN, CUHTES
[AMK u cepoToHMHa). HapylueHne cnHTesa TMpo3nHa BedeT K
CHMXXEHWUIO CMHTEe3a MenaHuHa, agpeHanuHa, TMPOKCUHa,
oopamunHa

BoamoxkHa MOJEKYINApPHO-reHeETU4HeCKasd npeHartalibHad
ANarHoOCTUKa U BbldABI1IEHUE TETEPO3NTOT



CKPWUHUHr-TECTbI:

BbISIBMEHME
hEHNNNNPOBUHOrPALHOM
KMCIIOTbI B MOYE MM
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'YX
[eTn poxaatoTcs °s?
300POBbIMU, HO C 2-X ®

mecsues (rnpu
NOCTYMNSIEHUN C MOJSTOKOM
matepu PA)

pa3BNBaAETCA KITIMHUKA:
nepmatut
OCBETMEeHME BOSOC U
pazyxKu,
reHepann3oBaHHble
CYA0pOru
YMCTBEHHas
OTCTanocTb

MUKpouedanus
«MbILLNHBINY 3anax
Tena,
rmneppedonekcus

NOBbLILLUEHHbLIA TOHYC
MblLLL




JleyeHue

o Oe3benkoBas aneta c
rmgponusaramm 6erka,
KOTOpble HE coaepXaT
®A 0o 19-tn net noa
KoHTposiem QA (B
npegenax 3,5 mr%)




Llenuakus.

(rntoTeHoBasi 6bornesHb, bonesHb [U-I'epTepa-
[enbHepa) — HenepeHOCUMOCTb MnagnHa, KoTopblit
COAEPXKNTCA B KNENKOBUHE

YactoTta BcTpeyaemoctn — 1:3000

AyTOCOMHO-OOMWUHAHTHbLIW TUM C HEMOJTHOW
NEeHETPaAHTHOCTbLIO

KnnHuka nosiBnseTcs nocrie BBeaeHnd npoayKTos,
KOTOpble coaeparT rmioTeH (xred, maHHas Kalua)

[locTOsiHHAA cTeaTtopes, NoTeps Macchl Tena,
OEPULINTHBLIE COCTOSAHUS

IleveHune — bes3rntoTeHoBas AneTta (pucoBas,
coeBad, rpevyaHas Mmyka, 00e3XmpeHHOe MOOKO)






BpoXxaeHHbIU runoTupeos

UactoTta BcTpevaemocTtn — 1:3500 — 1:4000
OTHoweHne nonos. — 1:1
[TPNYUHBI:

[lncreHe3ns WUTOBUOHOW Xenesbl

AyTOCOMHO-PELIECCUBHOE HapyLLIEHNE CUHTE3a FOPMOHOB LLIUTOBUHOW
Xenesbl

Oedpvunt TTI nnm TMpeoTponUHPUNU3NHITOPOMOHA
HeuysctButenoHocTs WK k TTI

[Mepudepunyeckasa He4yBCTBUTENBLHOCTb K ropMmoHam LK Bcneacrtene
OEenCcTBMA npenapaTtoB BO BpeMs 0epeMeHHOCTU

HNednunt noga (aHAEMUYECKUIN KPETUHU3M)
Kputepuu anarHoCTmKuU:

OnutenbHaga xenrtyxa

CpbirmBaHus, 3anopsl

Makpornoccua, MuKkpocomMmust, rpybsin ronoc

YBenunyeHune XnBoTa, NynodYHasa rpbhxka

Mnopednekcus, aHemus, Gpagunkapans

[MoBbiweHne TTI U cHWXKeHne ypoBHSA T4

MaccoBbI CKPUHUHI — Ha 2-5 AeHb XXN3HU onpeaenenne TTT n T4
JleveHune — L-tupokcuH no 0,01mr/kr/cyTkn




MykoBucumnaos
(ocobeHHOCTHN HacnegoBaHUA)
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[laToreHes MyKOoBUCLMNAOO3a

o [laToreHes obycroBneH MmyTaunsiMn B reHe
CFTR, KOTOpbIN KOOUPYET CTPYKTYpY benka -
TpaHCMeMOpaHHOro perynartopa
npoBoaumocTu. 'eH CFTR HaxoguTcs Ha 7-u

Xpomocome (7g31).

o [lpouncxoguTt HapyLLeHne TpaHcnopTa MOHOB
XJiopa 1 HaTpud Yyepes3 MmemobpaHbl, YTO BeOeT
K Ype3MEepPHOMY BbIBEAEHUIO XNOPUAOB, U, Kak
cneacTBue, rmnepcekpeLmmn ryctom cnmsm
Xernesamu.



PdopmMma MykoBucLuMao3a

HhowWN

CMmemannas B 75-80%
Jlerounas 15-20%
Kumegnas 5%
Penxue GpopMsbl

PeTeHuMOHHAs XKeTyXxa

M301rpoBaHHas AIEKTPOIUTHAS (KOIIATOUIHAS )
MeKOHUAITLHBIN WIEYC Y HOBOPOXKICHHBIX
Jluctpoduueckas

OTe4yHO-aHEMUYECKAs



[TopaXeHue opraHoOB AblIXaHuUs

Y 1/3 6onbHBIX M MaHM(ECTUPYET HA IEPBOM IOy KU3HU
JIETOYHBIMHU MHMEKIUSAMHU.

CUMIITOMBI;

KallleJIb - CYyXOl, MyYUYUTEIIbHBIN C TPYAHOOTACIIEMOU MOKPOTOH,
YaCTO HOCUT MAapOKCU3MAJBbHBIN XapaKTep U COMPOBOKIATHCSA
pBOTOM (OIIMOOYHO JTUATHOCTUPYETCS KOKIIIOII)

OJbIIIKA

Y neteil ctapiiero Bo3pacra U B3pOCIbIX Kallleb HanooIee
BBIPAXKEH YTPOM, MOCIIE (PU3NUCCKOM HArpy3KH M Maccaka



[MopaxeHue XXKT

e MeKoHHaIBbHBIN HICYC (IIEPHUO HOBOPOXKICHHOCTH )

o IemonmuTnueckas anemus (B IIEPUOT
HOBOPOXJICHHOCTH )

e HuBarnnanus

o Jlmapesi/cTearopes

o JleduuuT >KUpOpaCTBOPUMBIX BUTAMHUHOB
e Ortexu (rumONpPOTECHUHEMHS )

e 3aJepKKa (PU3NYECKOTO Pa3BUTHS

e BrinmageHue npsaMoun KAIIKA

e JlvcTanpHBI MHTECTUHAIBHBIA OOCTPYKTHBHBIN
CUHJIPOM



OcnoxHeHue - becnnogue

o Cniyyaun nonHoro 6ecnnogua y *XeHuWunH
(Hanpumep, NoNHOE OTCYTCTBUE OBYNALIUN)
KpanHe peaku, Yalle npobrnema B BA3KOMU
CNN3Kn, KoTopas 3aTpyaHAET ABUXKEHUE
CrepMmbil.

e 95% 6onbHbIX MB MyX4unH cTpagatoT
becnnognem. OCHOBHaA nNpuynHa — nosiHas
3aKynopka CeMABbIBOASLLNX KaHalbLEB.






BO3MOXHOCTU OMArHOCTUKM

[ eHeTn4yeckn aHanuns (Meanko-reHeTu4eckoe
KOHCYNnbTUpOBaHMe)

[lpeHaTanbHas anarHocTuka

HeoHaTanbHas AgnarHocTuka
NocTHaTanbHas AOANAarHOCTUKa —
XapaKTepHble KITMHNYECKNE CUMMNTOMBbI, MOTOBbLIU
Tect, PBJl, konporpamma, noceB MOKpPOTHiI,
peHTreHorpamma Ol'K, Y3 OBbI'1, 3KIT,

caTypaumsa KMcrnopoaom, aHtponomeTtpus 1 pas
B 3 MecC

TecT Ha PepTUNBLHOCTb



NMoTOBLIUN TEeCT

HyxHo HEe meHee 100MT IT0TOBOM KHUIKOCTH,
ITIOBTOPSIETCSA MUHUMYM TPYKIIBI

HauuHaThk HcciiegoBaHue 1eaeco00pa3Ho IIpH
TOCTUXEHUU MAaCChl HE MEeHEE 3KT

JIMarHOCTUYECKNUM KPpUTEPHUH — BbIIIE 60MMOJIB/JT y
nererd u 70MMOJIb/JI Y TOAPOCTKOB B B3POCIIBIX

VY 310pOBBIX JIMI KOHLICHTPALMS HATPHUs OOBIYHO BBIIIIE,
4eM XJ10pa, y 001bHBIX M — XJ10pa 0oJiblile, YeM HaTpUs

CymMMa MOHOB HaTpHs U XJ10pa y 310poBbeIX MeHbIe 140, a
y 001bHBIX M Oobiie 140 Mmoab/n



IleyeHue

Jluera

OCHOBHOM NMPHUHLMI — OBBIIICHUE YHEPTETUUECKOU
neHHoCcTH rmunm Ha 20-25%:

KUPHI - 40-45%, 0enku - 15% u yrneBoas! - 45-50%;
-YBEIIMYCHHE MTOJIMHECHACHIIIICHHBIX )KUPOB;
-IOTIOJIHUTEIILHOE MOJICAJIMBAHUE TTHIIU

OnTuManbHOE BCKAPMIIMBAHUE — IPYAHOE,
MCKYCCTBEHHBIE CMECH, COJICpKAIIAE
CPEIHELICIIOYECYHBIC KUPHBIE KUCIIOTHI



3amMmecTUTenbHaa Tepanus -
depMeHTbI

e JlomkHa OBITh MOKU3HEHHOM, OCCIIPEPBIBHOM,
OOCTATOYHOM, C (PU3HOTOTHICCKAM
COOTHOILICHUEM JIMIA3bI, IPOTEA3bl, AMUJIA3bI

e Jlo3upoBaHueE: 1€TIM paHHETO BO3pacTa
ok0J10 4000 ME numna3zsr Ha 100-150Mn
MmoJioka; crapme 1 roga — 2000-6000 ME/kr B
CYTKHU



AHTnOaKTepunanbHasa Tepanus

e Jlo 2 met xxu3HU peOcHKA HanOoIee 4acTon
OakTepHuaabHOU (DJIOPOMU SABISIOTCS St.aureus,
Haemophilus influenzae. C Bo3pacTtom yacTora
BbIACIICHUS Ps.aeruginosa yBeIn4YrMBacTCHl.

o IIpodumakruueckoe B/B Ha3HAYCHUE
AHTUOWOTUKOTEPAIIMHU PETYISIPHBIMUA KypCaMu
HE3aBHMCHUMO OT KJIMHUKH C OIPEACIICHHBIMU
uHTepBaiamu (1 pa3 B 3-4 mecsia) B/B

HanOoJiiee mupoKo UCIIOIb3YIOTCS:

Asznonuiug, LHedrazuaum, A3rpeonam , TueHam,
[ eHTaMHULIMH, TOOpaMUIIH



MyKOJIUTHKH

AneTuinucTenH (MHTaIsu, CUPON)
AMOpoOeHe (MHTaNISIIH, CUPOIT)
PexomOunanTHas JIHK-aza «IlynbMo3um»

DdusnyecKre METOAbI IBAKYallM MOKPOTHI
[TocTtypasibHBIN IpEHAK

AYTOFGHHBIfI APCHAXK — C IIOMOIIIBIO IbIXAaTCJIIbHBIX I[BI/I)KGHI/Iﬁ BO BpCM:I
BJ10Xa 1 BbIAOXA

JIOK ¢ akTUBHBIM LIMKJIOM JIBIXaHUS «XadPUHTY - yepel0BaHUE
CITIOKOMHBIX IIUKJIOB C (DOPCUPOBAHHBIM BbIIOXOM B TeueHue 10-15mun



Cnacun6o 3a BHMMaHue!

nataliatucozinu



