HeoHaraabHbIM CKPUHUT



MeToabl MEIUITMHCKON T€HETUKU

v/ KimmHuko-reseajsoruyecKkuu

v/ binsHenoseIt

v/ llonynsaruoOHHO-CTaTUCTHYECKUM
v/ buoxummnueckue

v/ MoJeKyIsIpHO-TCHETUYECKHUE



bunoxuMmmnueckue MeTOIbI

v/ IlpeHaranbHbI CKPUHUHT

v/ HeoHnaranbHbIM CKPUHUHT



HeoHarajJbHbIA CKPMHHUHI - MEIUIIMHCKAS JUATHOCTUYECKAS
TEXHOJIOTHS CIUIOIIHOrO O€3BBIOOPOYHOro J1abOPaTOPHOIO
oOCleI0BaHUsI BCE€X  HOBOPOXIACHHBIX HAa  HEKOTOPHIE
3a001€BaHUs OOMEHA BEIIECTB, MpPHU3BaHHAs OOECICUYUTH
CBOEBPEMEHHOE BBISIBJICHUE W HAYaAJIO JICUCHUS OOJIbHBIX JIETEH
C LIEJIbI0 NPEIOTBPAICHUS NX MHBAIUIN3ALIM.



Llenu ckpuHUHrA:

[ JlokimmHHYEecKast TUarHoCTHKa 3a001eBaHui

[ YcranoBieHme 4acTOTHI 3a00I€BaHUS CPEIH
HOBOPOXKJICHHBIX

[l Ha3naueHue paHHEro MaTOreHETUYECKOTO JICUCHUS,
KOTOPOE€ TO3BOJISIET NMPEIOTBPATUTH MIIAJICHUECKYIO
CMEPTHOCTD U JICTCKYIO0 MHBAIUAA3ALHIO

[0 Meanko-TeHeTHUeCKOE KOHCYIETUPOBAHUE CEMEH C
1[eJ1bI0 NIPO(UIAKTUKHI HACIEACTBEHHBIX
3a00JICBaHNI



Kpurepun 3a00j1€BaHUM JJIS1 CKPUHUHTA:

3a001€BaHME UMEET YETKO BBIPAKECHHYIO
KJIMHAYECKYIO0 KaPTUHY

M3BecTHa yacToTa B MOMYJISAIAN

3a001€BaHUE CBSI3aHO C BBICOKOM CMEPTHOCTBIO
Ecthb nocTynHoe u 3P(HEKTUBHOE JI€UCHUE
PanHee JIedeHnE yIIydInaeT uCXo.

ECTh NpOCTON U HAASKHBIN METOJI TECTUPOBAHUSA



TpeOoBaHUs K JUAarHOCTUYECKUM TECTAM:

YyscTBuTenpHOCTH 100%
Cnemudpuunocts 100%
IIpocTora ucnoaHeHus
Hanéxnoctn
DKOHOMHUYHOCTD

Hcnons3oBanue JICTKOJOCTYIIHOI'O MaTcpuaia IJId
dHaJIN34



IIporpaMmel CKprUHHHTA:

v/ MaccoBrle
v/ CeJleKTUBHBIE
v/ PeruonaabHbIE



DTalbl CKPpUHUPYIOMIUX IIPOrPaAMM:

1. IlepBuyHasg IMAarHOCTUKA
2. lloarBepxaeHue
3. JuddepeHnnanbHas quarHoCTHKA



KpoBs y peOeHka Oepercs Ha 4-5 CyTKH Yy
JOHOILIEHHBIX; HA 7 CYTKH Y HEIOHOIIICHHBIX.

Ecan pesyiaprarbl  HMCCIEIOBAHUA IMOKA3aJIn
OTKJIOHEHHUSI OT OHOXMMMYECKOM  HOPMBI, TO
IIPOBOAUTCS ITOBTOPHBIA aHAIU3.
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Oo0s13aTe/IbHbIA CKPUHMHI 10 YTBEPKACHHOU HAIIMOHAJIBLHOU
IporpaMme, BKJIKYACT AUMATHOCTUKY S 3a00/1eBaAHMIA:

* DeHWIKETOHYpUS

* MyKOBHUCIIHIO03

* ["anakrozemMus

* AIPEHOTECHUTAIILHBIN CUHIPOM
* BpOoXJICHHBIN TUTIOTUPEO3

* AyIMONOTUYECKUN CKPUHUHT



AyIAOIOTUYECKUN CKPUHUHT

[Iporpamma aynpoIOri4eCKOro CKPHHHUHTA BKIIFOUAET 2 dTana:
1 oTan (CKpUHUTOBBIN):

Ha stoMm sTare npoBOaUTCsA 00CIEIOBAHUE CITyXa B POIAIOMAX
y BCEX HOBOPOKICHHBIX B BO3pacTe 3-4 JTHEN.

2 syran (InarHoCTUYECKU):

OH IIPOBOAUTCS B CYPIOJOTMYECKOM IIEHTPE B BO3paACTE 10 3
MECSIIEB C MOMOIIBIO peructpanuu BOAD, KOPOTKOJIATEHTHBIX
CIyxoBbIX BbI3BaHHBIX mnoTeHuMaioB (KCBII) u apyrux
METOHOB ACTSIM, Y KOTOPhIX OTOAKyCTHUYECKAsl DIMUCCHS HE ObLia
3apETUCTPUpOBaHAa Ha 1-OoM »9Tame, a Takke BCEM OCTSM,
UMEIOIIUM (PAKTOPBI pUCKA MO TYTOYXOCTH.




CTeneHu TyroyxocTu

. chzumc nop.or.u Bocnpusitie Bocnpusirue
Crenens CJYXA Ha 4acToTax ) ; . e
CHMAKECHMS CJIyXa 500, 1000, 2000 pasrouolu)mm s
4000 T H IPOMKOI peun peun
Hopma 0-25 nb >10 m 6 M
| 26—40 nb 6—-3 M 2M —yyxa
11 41-55 nb 3M— yyxa Her — y yxa
I11 56—70 nb [poMmKasi peub y yxa Her
A% 71-90 nb Kpuk vy yxa Her
[7iyxoTa >91 nb Her Her




AYANONOTMYECKUN CKPUHUHT

Yucno geten,
obcnepgosaHHbIX Ha |l sTane
4409 18146 28588 34538 41470 39336 10986
CKPMHMHIa
abconoTHoE YKCno
-M3 HAX: BbISIBJIEHO C
HapyLwieHUeM cniyxa

3925 4656 5468 5468 5819 5657 1574

abconoTHOE YKMCNO

Yucno gertei, KoTopbim

nposeaena koxneapnas P11 1) 461 1121 1116 1103 1154 238

MMIaHTaunAa

N MUHUCTEPCTBO
" 3NPABOOXPAHEHMSA
POCCUICKOWN ®EQEPALIVM




AN NI N N N N N N N N N N N N N

DaKTOPBI PUCKA TYTOYXOCTH

OTsroieHHas HACJIEICTBEHHOCTh O CIYXY

HacnencrBeHHasi cCuHipoMaibHasi HaTOJ0THS

NH}peKkImoHHbIE ¥ BUPYCHBIE 3200JIEBaHUSI MAaTEPU BO BpeMsi OEpEMEHHOCTH
Tokcuko3bl OEpEMEHHOCTH

Tspkenast anTe- U UHTpaHaTa bHAsI TUIIOKCHUS TUIOAA

Acdukcusi HOBOPOXKJIEHHOTO

I'my0Ookasi cTeneHb HeJIOHOIICHHOCTH

IlepeHoIIEHHOCTD

OuyeHb HU3KAs U SKCTPEMaJIbHO HU3Kasi Macca Teja Ipu poxKIeHUH 9
BpoxkaeHnHast maTojaoTusi YeII0CTHO-JIUIIEBOTO CKeJleTa
BuyTpuuepenHnas pogoBas TpaBMa

Tskenoe runokcudecku-umemMudeckoe nopaxenue [IHC

Tsxenmoe runokcuuecku-reMmopparunyeckoe nopaxenue [[HC
['emonuTnyeckast 00JI€3Hb HOBOPOXKIEHHOTO

Hcnonb3oBaHue 15 JICUCHUS HOBOPOXKJICHHOTO PeOCHKA JIEKaPCTBEHHBIX IIpe-
1apaToB C MOTEHIMAILHBIM OTOTOKCUYECKUM I(H(PEKTOM.






OEHUJIKETOHYPUA



@eHUJIKETOHYPUSI - TpyNla ayTOCOMHO- PELECCHBHBIX
3a00Ji€BaHUM,  OOYCJIOBIICHHBIX  HapylIeHHUEM  OOMEHa
HE3aMEHHUMON aMUHOKHUCIIOTHI (DeHUIaJaHUHA.



Yacrora BcTpeuaeMoctu OKY

Crpana Yacrora

besopyccus 1:5500
Poccus 1:7000
AHIINA 1:14000

CIIIA 1:15000
Mekcuka 1:45000

Anouus 1:100000



OOMeH (peHuITaIaHuHA

DexHunanasuH
H,BMN 0Oz ®deHunanaHuH-
H,BM H,O ™apokcunasa
TUpo3uH- TupoauH
aMmuHoTpaHcepasa T
W T onTuponuset
a-KIr HqBIM Oz  Tuposuu-
Mapa-rugpokeu-  ny H.BMN H,O ™apokcunasa
theHunnupysar (Fe*") LWuroBuaHan
n-I'mapokcu- AODA xenesa
0, theHunnupysar- Tupo3uHasa [O®A-
CO2 AxoKcHUreHasa (Cu) pexapbokcunaaa
(eur. C) | o, (No®)
FomoreHTHan- MWH
HOBas kKWCNOTa AODA
[voxcureHasa HBM O, o
0, FOMOrE@HTUIHHOBOM t HoBM H,0 n%:w
KMCNOTHI "mp(:m. C)
(8u. C. Fe®)  pooAxpom Hopagpenanu
Dymapun-
SproaeTaT SAM j MeTunTpasceepasa
SAr
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=on-O B L g W

(o [0y 4-mONOOKCU2ENaA3A COoO~
PeHunanaHnuH TUpOo3unH




IIaToreues

biok nipeBpatienus GpeHuanaHuHa
B TUPO3UH

Hakomuienue enunnasanuHa 1 €ro
TOKCHYECKUX META0OJUTOB B
OMOJIOTHUECKUX KUIKOCTSIX
OOJILHOTO OpraHu3Ma

Tokcuueckoe nelicTBUE Ha
HEPBHYIO CUCTEMY




Knaccudukanus OKY

110 CTEEHY TAXKECTH:
= Jlerkas (120-600 MKMOJIB/JT)
= YmepenHas (600-1200 MxkMoIb/1)

= Tspxenas (0onbie 1200 MKMOIB/ 1)



Knaccudukanus OKY

DTUOJOTHYECKAL:

= OeHUnKeTonypus 1 tumna
= OECHUJIKETOHYPHUSA 2 TUTIA

» OCHUIKETOHYPHUS 3 TUIIA



OKY -1

DKY - 1 o0ycioBieHa gepuiuToM pepMeHTa (PeHUIaIaHMHTUAPOKCHIIa3a
(DATI), BenymuM K HAKOIUICHUIO (PeHMIalaHMHA U MIPOJYKTOB €r0 pacnajia
B OMOJIOTUYECKHUX JKUAKOCTAX. 3a00JeBaHHE BbI3BAHO MYTallMEl TIeHa
(benunanmanuaruapokcunassl (PAH), mokanusyromerocs Ha JJIMHHOM IJI€4Ye
XpOoMOCOMBI 12, yaactke 12q22- q24.1.



DKY - 2 o0ycioBieHa aepuiuToM auruapontepuanapenykrassl (DHPR),
BCJICJICTBME KOTOPOTO PAa3BHUBAIOTCS META0OJIMYECKHE OJIOKM Ha MyTAX
npeBpaileHuss (QeHuIajJlaHhHa B TUPO3WH, a Takxke o0pa3oBaHMs
MPE/IIICCTBEHHUKOB HEUPOMETUATOPOB KaT€X0JIaMUHOBOTO u
CepoTOHMHOBOTO psiga L-mopel u  S-oxkcurpunrtodaHa. 3abojeBaHUE
BBI3BAHO  MYTallME€d  CTPYKTYpHOrO  TI'€Ha  JUII  IUTO30JbHOM
muruaponrepuauapenykrassl  QDPR. Ten QDPR  nokanuzoBan Ha
xpomocome 4pl5.3.



DKY - 3 cBs3aHa C HENOCTATOYHOCTHIO 6- MUPYBOMIITETPATAIPONTEPUHCUHTASBI
(PTPS), yuacTtByromieii B TMpolecce CHHTe3a TeTParuaApoOUONTEpUHA U3
auruaponeontepud Tpudocdara. 3adoaeBaHre BbI3BAHO MYyTallMe CTPYKTYPHOTO
reHa Uil [UTO30JIbHOM 6- THpyBOMATETparugpontepun cuHrasel PTS, 4rto
IIPUBOJUT K €€ HEJOCTATOYHOCTH B NE€YEHU M dputTpouuTax. ['en PTS pacronoxen
Ha JUIMHHOM IUIe4e XpoMocoMbl 11 B panione q22.3-23.3.
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Poanabnblii 10M (CTauHoHAp, NOIHKIHHHKA)

v

Jlaboparopust maccoBoro ckpunnara MI'K

9 v,
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Habmoneuune 8 MT'K




Metonnl ntmarioctTuku OKY

Tect I'atpu

Xpomarorpadus

OnroopumeTpus

TangeMHas Macc-CIEKTPOMETPUS
MoneKyIIpHO-TEHETUYECKUE METO/IbI



Tect l'arpn

[1OTyKOMIMYECTBEHHBIN MHUKPOOMOIOTHYECKUM TECT IS
ONpeJeNICHUST KOHILIEHTpalluu (PeHuIalaHnHa B KpoBU. B ero
OCHOBE JIC)KUT HMHTHOMPOBAHHE OAKTEPUAIBHOU KYJIbTYPHI
Bacillus  subtilis. Topmozsiiee  BaussHME  MHTHOUTOpA
YCTPaHSIETCS npu MOBBIIIICHHBIX KOHLICHTPaLMSIX
(eHmIanannHa B KpoBu oOciaeayemoro. Copaepkanue PA B
KpOBH  ONpEACIsieTCs IYyTEM HWM3MEPEHMs 30H  pOCTa
MUKPOOPIraHU3MOB M CPaBHECHHUS HX C COOTBETCTBYIOIIUMU
CTaHJapTaMH.



MoJIEKyIIIpHO-TEHETUUYECKHUE METOBI

[IpssMON MOUCK MyTalMK C HOMOIIBIO 30HI0B
CEeKBEHUPOBAHUE
[TJIP® (KOCBEHHBIN METO/I)
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Kinnanueckasa kapruHa OKY -1

MaHI/I(l)GCTaI_[I/I}I 3a001eBaHUs IMPOUCXOIUT HaA IICPBOM 104y KU3HHU MCCIILICB

BSUIOCTh, OTCYTCTBHUE MHTEpPECA K OKPY KAIOIIEMY, MHOI/Ia TTOBBIIIICHHAS
Pa3APAKUTEIBHOCTD

HapylIEHUE MBIIIEYHOTO TOHYCa (Yallle MbIIIIEYHas TMIOTOHUSA), CYIOPOTH,
MPU3HAKA AJUIEPTHYECKOTO JIEPMaTHUTA.

3a/IepPKKa CTAaTUKOMOTOPHOTO M TICUXOPEYEBOT0 pa3BUTHS,

BO3MOXXHO (D)OpPMHUPOBAHKE MUKPOILIEhHATINHU U THIpOoLe TN,
TUIIONUTMEHTAIUS KOXKH, BOJIOC, PATyKHOW O00JIOUKH II1a3.
CBOEOOPA3HBIN «MBIIITUHBIN 3amaXx MOUYM OOJIbHBIX

SMWICHTAYECKUE TPUCTYTIBI

YMCTBEHHAsl OTCTAJIOCTh JIOCTUTAET, KaK MpaBuiio, NIyOOKou creneHu, 1Q
COCTaBJIISIET OKOJIO 20 e TMHUIT

JIBUTATEIIbHBIC CTEPEOTUIINH, HACUIILCTBEHHBIC JBU)KCHUS,
MICUXOIATOINOA00HBIE WITH MMU30(PPEHONOA00HBIE HAPYILICHUS



OOOOO0OO0O0O0O0O0OCOO.dOdd

Kinnanueckasa kaprtuHa OKY -2

XapaKTepu3yeTcss MaHU(ecTaleil Ha IEpPBOM IOy KM3HHU

HapyILIEHUE TICUXOMOTOPHOTO Pa3BUTHS

MTOBBIIIICHHYO BO30YIMMOCTb

TUIIOTOHUIO

CYXOXXHUJIbHYIO TUNEPPEPICKCHIO

CIIAaCTUYECKUM TETpAIapes

MHOKJIOHUYECKYIO SUJICTICUIO

MHUKpOLEHATHIO

['unepcironoreueHue

Jlnxopanaku

Ocobennoctamu OKVY-II sBistoTcs TuOeb HEUPOHOB, KAIbIU(MUKALUS U
aHOpMaJIbHAsl BaCKYJIIpHU3allisl B IIEHTPaJIbHON KOpe, OEJI0M BEIIECTBE,
Oa3aJbHBIX FAHIJIMAX U TajJaMyce, a TaK)Ke HapyIIeHrue MeTadoaIn3Ma
(dbosaroB.

Tedenue 00JIE3HN MPOTPECCUPYIOIICE U HEPEJIKO MPUBOJUT K CMEPTH B
BO3pacTe 2-3 JIET.



Kiananueckasa kaprtuHa OKY - 3

OcHOBHBIEC TpOSIBIICHUS JIeHUITUTA
MUPYBOMJITETPATUAPONTEPUHCUHTETA3bI HAITIOMUHAKOT TAKOBBIE
npu 0oJie3Hu [lapKruHCOHA, UTO CBUAETENLCTBYET O HEXBATKE
JO0IIaMKUHa B 0a3aJIbHBIX TaHIJIUSAX.

(runoxkunesus
[0 TpynHOCTH TTOXOAKH

[ runepcanuBaus






JleyeHne

[ Inerorepamnus

[ IIpemaparsr:

L-noda;
S-oxkcutpunTodaH;
TETParuAPOOUONITEPHH;

dhopmunreTparuapodoar



Jluerorepanus

v/ lloxn3HeHHas
v «lIumeBoit cBeTOPOpP»
v/ IIporpamMmesl It pacdyera JUETHI






IIpodumakrrka

IIpOCIEKTUBHOE MEIUKO-TEHETUYECKOE KOHCYJIBTUPOBAHUE TIap,
IIJIAHUPYIOIIUX OEPEMEHHOCTh C PpeKOMEHaIe 00cne0BaHus Ha
TrE€TEPO3UTOTHOE HOCUTEIBCTBO YacThiX MyTanui B rene PAH. I1pu
BbIsiBIIcHUU 27 ®KY B ceMbe — 00ClIeJOBaHUE POJCTBEHHUKOB IS
YTOYHEHUS IT'€TEPO3UTOTHOIO HOCUTEIBCTBA MYTAIIUH.

B cembe, rae umeercs pedeHok c¢ DKY, npu cruepyromei
OEpPEMEHHOCTH IMPOBEJICHUE IIPEHATAIbHOM JHArHOCTUKH JJIs
YTOUYHEHUS HAJTAYMS ITATOJIOTHH Y TUIOAA.

[IpoBeieHNE HEOHATAILHOTO CKPUHUHTA C IIPAKTUYECKUM OXBaTOM
100%  HOBOpPOXACHHBIX, MO3BOJISIFOIIETO  PAHO  BBISIBUTH
3a00JIcBaHUE, CBOCBPEMEHHO HaudaThb JEYeHHe U H30exkaTh
TSHKEJIBIX MPOSIBICHUN MATOJIOT M.



TAJTAKTO3EMUA



Tl'ataKkTO3eMHUsA — HACJIEACTBEHHOE ayTOCOMHO-PELIECCUBHOE HAPYIIICHUE
oOMEHa yIJIEBOAOB, IPH KOTOPOM B OPTraHU3ME HAKAIIMBACTCS M30BITOK
rajakTo3bl M €€ MeTa00IUTOB (TanakTo3o-1-gocdara U rajgakTUToNa), YTO
00yCJIOBIMBAET KJIWHUYECKYI0 KapTHUHY 3a0o0jeBaHUs U (HOPMHUPOBAHHE
OTCPOYECHHBIX OCJIOKHEHUU.

YacTroTa rajakTo3eMUM MO JaHHBIM MAacCOBOTO OOCJIEIOBAHUSA
HOBOPOXKJIEHHBIX B Poccuu cocrapnsiet 1: 16 242,



OOMEH raJIaKTO3bl

Ypaumn
H2 I'uukmoxunau H2 HO—CH3 Pu6|oza
] %Z?» ®
Aro AL® S ® > ®-
Fanakrosa S i P e YA®-ranaxTosa
Snumepasa
Ypauun

Hz HO=CH3
H Oocdiounoxo- ®
Mymasa
Fnmoxozo-1- g
kit Boctur |\ gpedammpecgeress YRGS
Mwxoso-6-
Qocamaza
i yTe o0
H Hz
H H
H

Fmoxoaa



DepMeHT Ha3Banue rena Jlokaau3anus reHa

rajakro3o-1-gocdar- GALT 9p13.3
ypuaumiTpadcdepasza

(TAJIT)

rajgaktokrnHasza (I'AJIK) GALKI1 17q25.1
Y ®-ranakro30-4- GALE 1p36.11
snumepasa (F'AJID,

AIMMEpasa)



IIaTorenes

HenocratouHQceth pepMeHTa
B kpoBHU NOBBIIIAETCS KOHIIEHTPAILUS TaJaKTO3bI
Haxkormienue TOKC*GCKHX IPOAYKTOB
TopmoxeHue HpOHeCC& YIJIEBOJHOTO OOMEHA

FI/IHOI‘JIHKGMI/I‘!CKI/Iﬁ CUHJIPOM



THUel razakro3eMHuu:

Knaccuueckas - ramakrozemus I tuma, oOycioBiieHHas J1e(QUIIUTOM
(dbepMmeHTa TanakTo3o-1-gochar-ypuaunrtpancdepassr (I'AJIT). Dtot
THMN TaJaKTO3EMHUU TAK)KE BKJIFOYAET B ce0st BapuaHT JlyapTe.

Henocrarounocts ranaktokuHasbl (I'AJIK) (ramakrozemus 11 tuma).

Hebumur ypuauaaudocdar-ramakro3o-4-anumepassl  (IAJID  wunm
snUMepasbl) — ramakrosemus 11 Turma.



["amakTo3zemus 1 Tuma

[I3aboneBanne 0ObIYHO MaHH(BECTUPYET B IIEPBBIC THM - HEJCIH KU3HH,
OBICTPO  MNPOTPECCUPYET W B  OTCYTCTBUM  JICUCHUS  HOCHUT
KUZHEYTPOXKAOIIUU XapaKTEP

(ua ¢oHe BCcKapMIMBaHUS MOJOKOM y HOBOPOXKIACHHOTO ITOSIBIISICTCS
pBOTa, AUApPEs, MbIIICYHAS THIIOTOHMS, COHIIMBOCTb, BAJIOCTh

locranaBnuBaercss mpubaBKa B Macce Tella, HAOMIOAACTCS BSJIOE
COCaHHE, TMOSABISIOTCS W HApacTalOT IMPU3HAKHA TMOPAXCHUS IEYCHH,
4acTO  CONPOBOXKIAKOIIUECH  TUIOIIIMKEMUEHU,  KEITYXOM U
reIaToMerajne

(uepenko oTMeyaeTcss KPOBOTOYHMBOCTD B CBSI3M C THIIOKOATYJISIIHECH

[y MHOTHX OOJIBHBIX BO3HUKACT HapyIlleHHe (DyHKIIUH KaHAIBIICB ITOYEK
Hcemncuc



["amakTo3zemus 2 TUIA

KIIMHUYCCKAA CUMIITOMATHKA MCHCC SPKasid

€IMHCTBECHHBIM IIPOSBICHUEM Y MHOTHX OOJBbHBIX
MOYKET OBITH (P)OPMHUPOBAHNE KaTapaKThI

rajlakTo3ypHusi, TUIIEPraJaKTO3eMUs

OTCTABAHHC POCTA U MACChI TCJId BBIPAKCHO
HC3HAYUTCIIBHO



["amakTo3eMusda 3 THIIA

JloOpokayecTBeHHAs
(M30/1MpOBaAHHAS)

[

Kimmanyeckue mposiBISHUS MOTYT
OTCYTCTBOBATh U 3a00JICBaHNUE
BBISBJISICTCS CAy4YaliHO TIpU
0OHaPYKCHUH TTOBBIIICHHOTO YPOBHS
rajgakTo3bl B KPOBU

yPOBEHb aKTUBHOCTHU (pepMeHTa
MOBBIIIICH TOJBKO B KIIETKaX
nepudepruuecKkoil KpOBH, B TO BpeMs
KaK B IICUCHU, KYIbTYpe
(bubdpo0IaCTOB ¥ AKTUBUPOBAHHBIX
auMQOITUTaX COXPaHISTCS Ha
HOPMAaJIbHBIX 3HAYCHUSIX.

Tsaxenasn
(reHepaJIM30BAHHAA)

KEITyXa

pBOTA

MBIITICYHAs! TUTTOTOHUS
3aJIepKKa pa3BUTUS
renaToMeranus
YBEIIMUEHUE CEJIE3CHKU

3aJIEPKKa IICUXOMOTOPHOTO Pa3BUTHSA
Y HEUPOCEHCOPHAs TIIyX0Ta

IIPU UCCIICIOBAaHUM aKTUBHOCTH
(dbepMeHTa onpeesIieTCsl CHUKESHUE
€ro aKTUBHOCTH HE TOJIBKO B KpacHOMU
KPOBH, HO U B IICUCHH, KOKHBIX
bubpoodaacrax



NospexAaeHne ronoBHOro MoO3ra

Karapakra

NoepexaeHne Kocren

NospexaeHne nevyeHn

NoepexaeHne Novex



HeoHarajibHbI CKPUHUHT

PesynbTaTr YpoBeHb TOTarNbHOM ranakTo3bl B
CbIBOPOTKE KpoBMU (Mr/an)

OTpuuartesnbHbIN <7,2

[TorpaHnyHbIN (TpebyeTca NOBTOPHOE 7,2-10
nccnegoBaHue)

[MonoxutenbHbIN >10



AJNTOpUTM HMOATBEPKIAIOIMICH JUATHOCTUKHU

[NoBbiteHye ypoBHS
TOTAIBLHOMN rallakTO3bl
[PH HEOHATAILHOM
CKpUHHUHTE >7 2 Mr/an

l

Onpefenesne akTHBHOCTH
["AJIT, Tect Ha 4acTbie MyTaLHK
B reHe GALT, sapuanrt [lyapte

AxtusHocTh [AJIT B AxtusHocts [AJIT B
BBICYILIEHHBIX MATHAX KPOBH < BBICYILIEHHBIX ATHAX KPOBH
2.5 E/rHb, B uensHoii kpoBu - > 2.5 E/rHb, B uensHoii
< 1,3 E/rHb kposu - > 1.3 E/rHb
JlBe Onna Her Onna Her
4acTble yacras 4aCThIX yacras 4aCThIX
MyTaluun MyTauus MyTauuii MyTaLus MyTaLui

A )\ 4

| [TonHeiii aHanu3 reHa I

l 1

Haiineno nase Haiinena
MyTalun oJiHa
MYyTalus
Y y A4
I'ereposurorHoe Knaccuueckas
Knaccuueckas
HOCHTEJILCTBO ralaKTO3eMHH, rajlakTo3eMust
ragaKTo3eMus
BapuaHT Jlyapre, Bapuant UCKJIIOYEHa
NOJTBEPIK/IeHA
Jlyapre/ranakrozemus




v
v

v

Jleuenue

Jluerorepanus

Y HOBOPOKJIECHHOTO MOXET ITOTPEOOBATHCS JICUCHUE
KEJITYXH, CETICHCA, HAPYIICHUN (PYHKIIMH IICYCHU U
MOYEK, [IEHTPAIbHON HEPBHOM CUCTEMBEL.

[TognepxuBaroiias Tepanus OObIYHO BKIIOYAET B
ce0s CTaHIAPTHBIE OOIIETPUHATHIE MEPOTIPHUITHS:
BHYTPHBECHHOE BBEJACHUE KUJIKOCTH 151 OOPHOBI C
00€3BOKMBAHUEM, TTOIJICPKAHUE HOPMAJIBHOTO
YPOBHS INIFOKO3bI B KPOBH, aHTHOMOTUKOTEPAIIHIO,
JICYCHUE THIOKOAT YIS Y.



IIpodunakruka

[l Meanko — reHeTH4eCKOE KOHCYJIFTHUPOBAHNUE

[l ITpenaTanpHast AUATHOCTHUKA C
MCIOJIb30BaHUEM KOPJIOIICHTE3a



BPOXIEHHBIU THITIOTUPEO3



Perymsauuyst ceKpeluu TUPEOUIHBIX TOPMOHOB

Perynsuua cekpeuuu Tupeovml-lblx rOPMOHOB.

Bbrcwumne yeHTpsi

1 ! 5 '
\2 | | 3 /a4
Mmnoranamyc —— % o/
ComaroctatuH
Ilocpamun
TuponubepuH
MMwokokopTUKOMAL!
IMmnogpmnsz " -
+ ‘
ScTporets!
WnrosngHas
»enesa
NMepugphepnyeckne
TKaHu

2 — COpPOTOHMH; 3 — 3HAOPMhMHLI; 4 — Temneparypa; 5 — crpecc

1 — HOpagpeHanuH-a-aapPeHepru4ecKkoe BrnuaHme;




BpoXaeHHBIM  TUNOTUPEO3 — TIpylla MOHOIEHHBIX U
MYJIbTA(AKTOPUATIBHBIX  3a00J€BaHUN, XapaKTECPU3YIOLINXCS
CHH>KEHUEM HJIM OTCYTCTBUEM (DYHKIIUM IIUTOBUIHOM KEJIE3HI.



OpxHo n3 HanboJIee YaCTO BCTPEUAIOIIUXCS BPOKICHHBIX
3200JICBAaHUN IITUTOBUIHOM KEJI€3bI Y JICTCH.

YacToTa BpOXKJIEHHOTO THIIOTUPEO3a Kojeoaercsa ot 1
ciay4dasa Ha 4000-5000 HoBopOXIeHHBIX B EBpoIIe 1
CeBepHOll AMEpHKe

J1o 1 caydas na 6000-7000 HOBOPpOXJICHHBIX B ANOHUH.

VY nur HerpongHOM packl 3a00JIEBaHNUE BCTPEUACTCS
nocrtarodHo peako (1: 30 000),

Cpeau naTuHOaMepHUKaHIleB, HanIpoTuB, yacto (1:2000).

*Y neBoUek 3a001€BaHUE BCTpeyaeTcs B 2 — 2,5 pasa yallie,
4eM Y MaJIbYMKOB.



[ IprurHBI BpOXXIECHHOIO THIIOTUPEO03A

* Aromanuu pazsutud LK (nucronus, annaszus,
aTHPEO3)

* AyTOMMYHHBIC/HH(PEKIIMOHHBIC 3a00JICBAaHUSA
MaTepu

 TokcHuUyecKkoe NeNCTBUE MEIUKAMEHTOB
* OOny4ueHune
* Hepocrarok 1oja BO BpeMss OCpEMEHHOCTH

 Myrauuu B renax TITF1, TITF2, FOXE1, PAXS.



Knaccudukamus

1o »THomOrNM:

1.

2.

IlepBUYHBINA, WX THPEOreHHbIN. [laTtonornueckne N3MEHEHUs
BO3HUKAIOT HEMOCPEACTBEHHO B TKAHAX IIIUTOBUIHOM JKEJIE3HI.

Bropuunbiii. PazpuBatorcs HapyIieHus: paboThl afeHorunodusa,
IpU KOTOPHIX BO3HHMKAeT JACOHUIIMT CHHTE3a THPEOTPOITHOTO
ropmoHa (TTT).

Tperuunbii. HenocTarouHOCTH U TOBUIHOU KEJIE3HbI,
BO3HUKAaWIasg nOpu  Acpuumre OJXHOTO U3  TOPMOHOB
rurorajaMmyca — THpoianOepuHa. BMmecte ¢ BTopuyHOM (Dopmoi
OTHOCHUTCS K IIEHTPAJIbHBIM TUIIOTHPEO3aM.

Ilepudepuuecknid. Henocrarounocts  3¢p@pekra  ropMOHOB
oOyciioBieHa Je(EeKTOM HWJIM OTCYTCTBUEM PEILECITOPOB B
TPOIHBIX TKAHSAX WJIM HapyIlIeHuEeM KOHBepcuu ThupokcuHa (T4) B
TPUNOATUPOHUH (T3).



Knaccudukamus

B 3aBUCHMMOCTH OT 3 CKTHUBHOCTH JICUHCHUA .

0 komMmeHcHpoBaHHBIN - Ha (OHE MPOBOJAUMOIO JICUCHHS SIBIICHHS THUIIOTHPEO3a
ucue3arot, konueHTpauus 111, T3, T4 B mumazMe KpoBU — B IPEAETIaX HOPMBI;

O HeKOMHeHCHpOBaHHblﬁ - JaXXC Ha (I)OHC aZICKBATHOT'O JICUCHHA HMCIOTCA
KIIMHUYCCKUC U na6opaToprle IMPOABJICHUA T'MIIOTUPCO3a.

ITo nIpOAOIKUTENLHOCTH:
0 TpaunsuTopHbIii - 3a0ojcBaHKMe pa3BUBacTCS Ha (OHE BO3JCHUCTBUS AHTUTEIN
matepu k TTT pebenka. [[nmutensHocTh — OT 7 1HEH 1o 1 mecsna.

0 mepMaHeHTHBIH - TpeOyeT MPOBEACHUS MOKU3HCHHOW 3aMECTHTEIILHON Tepamuu.
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KiunHnyeckas kKapTuHa

OospIias Macca Tena mnpu poxaeHuu (6onee 4000 r);

—IMIPU3HAKU HE3PEJIOCTH MPU TOHOIICHHOM 1O CPOKY OEPEMEHHOCTH,

—IIyIIOYHAas TPhDKa;

—3aTAHyBIIAsICS (U3MOJOTHUECKAsl KEJITyXa, CBSI3aHHAs C 3aJ€P)KKON CO3peBaHUS
CHUCTEMBI KOHBIOTAITUH TIIIOKYPOHHUIOB;

—TPYAHOCTH NPH BCKAPMIIMBAHUM (CHMKCHHBIN aIllICTUT, 3aTPyJAHCHUS IPU ITIOTAHHH,
IIMaHO3, IPUCTYIIHI aITHOD IIPU KOPMIJICHUH);

—II03/THEE OTXOXKICHUE MCKOHHS;

—MaKpOTJIOCCHS;

—HEeJI0CTaTOYHAas MpruOaBKa MacChl TEIa;

—CKJIOHHOCTbD K 3a1opam, METeOpHU3M, OOJIBbIION KHUBOT;

—COHJIMBOCTb, BSJIOCTD;

—HM3KUK TeMOp roJjioca;

—rurope}aeKcus, MpIIedHast TUIIOTOHHS.
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KiunHnyeckas kKapTuHa

[TostHas KIIMHUYECKAsh KapTUHA PAa3BUBAECTCS K 3-6 Mecsam
Hwuskas temneparypa tena

[’ pyObIe yepThl JIUIIA

OTcTaBaHuE B POCTE U CO3PEBAHUU CKEJIETA

Hapymenus uaTennexkra






CxpuHuHT Ha BI'

T
HOPMA >20, <50 MkEa/mn >50 MkEa/mMn
MoBTOPHOE -
BPO EHHbBIU
OHpSrolsHvD [rmné?mpmos}
(8 CbIBOPOTKE)
T4, TTI
. }
T4<HOPMbI HOPMA
TTIr>HOopMBbI l

BPOXIEHHbIN TPAH3UTOPHbIV
rmnoTuPMNO3 rmnoTnPHO3




LLikana Anrap npv nogo3peHnn Ha BPOXAEHHbIU

rmnoTupeos
MpusHak OueHka 6ann
Myno4Has rpbixa 2
OTé4yHoCTb 2
Mo3aHee oTxoxaeHUa MekoHusa (>20 yacos) 2
XeHckuit non 1
BneaHocTs, runoTepmus 1
Makpornoccus 1
MbiweyHas runoToHUs 1
MponoHrupoBaHHasn xentyxa (>3 CyToK) 1
Fpybas, cyxas koxa, wenylweHue 1
OTKpbITLIA ManbIi POAHUYOK (LWKpe 5 MMm) 1
MepeHoweHHan 6epeMeHHOCTL (40 Hepgenb) 1
Bonblwasa macca tena npu poxaeHus (3500 r) 1

Cymma 6annoB > 5 asnsieTca nogo3purensHou Ha BT u kputepuem
oTOopa Ans ero ropMoHanbLHOW Bepudukauum




[103bl L-TUpOKCMHA ANnsa nevyeHus
OEeTEU C BPOXAEHHBLIM MTMNOTUPEO3IOM

BocpacTt L-TUPOKCWUH, L-TUPOKCUH,
MKI/CyT MKI/Kr/CyT
0-3 mecaua 15-50 10-15
[1na HeJOHOLLEHHbIX - 8-10
3-6 mecsueB 25-50 8-10
6-12 mecaues 50-75 6-8
1-3 roga 75-100 4-6
3-10 nert 100-150 3-4
10-15 nert 100-150 2-4
Ctapwie 15 net 100-200 2-3




AJIPEHOTEHUTAJIBHBIU
CUHIPOM



AJIPEHOT'EHUTAJIBHBI CUHPOM - (BposkneHHas OUCHYHKIUS KOPHI
HaJINOYECYHUKOB, BPOXKJICHHASI TMIIEPILIa3usl KOPbl HAAMOYEUHUKOB) - TpyIlna
HACJICACTBEHHBIX OOJIE3HEW, B OCHOBE KOTOPBIX JIEKUT HEIOCTATOYHOCTH
(bepMEHTOB Ha Pa3JIMYHBIX YPOBHSX CHHTE3a CTEPOUJHBIX TOPMOHOB KOPBI
HaJINOYEYHUKOB - KOPTH30J1a U aJIbJI0CTEPOHA.



Yacrora 1: :6500
Yacrora rerepo3urotHoro HocureabeTBa 1:20-50 yenosex.

Cpenu npeacTaBUTENIEd €EBPOIIEUCKON PACHI
PaCIPOCTPAHEHHOCTD KIIACCUYECKHUX BAPUAHTOB
(COJIBTEPAIONIMN M MPOCTOM BUPUJIBbHBIN) Aeduiura 21-
TUAPOKCHIIa3kl cocTapisaeT npumepHo 1 Ha 14000
HOBOPOXJICHHBIX.

Cpenn 3¢CKMMOCOB AJISICKM PAaCIIPOCTPAHEHHOCTD
Kj1accudeckux gopm 1 Ha 282 HOBOPOXKICHHBIX.



CHUHTE3 CTEpOUIHBIX TOPMOHOB

XonecrepuH

(Yxopouenue 6okoson uenw)

Mpersexonod —— (17a-mapo- — 17-MApPOKCUNPErHEHONOH —— (S:;;z? —» [ernapo3anuaHapoCTepoH
KCcwunasa) | I
3B-rmapoxcucTepona 3p-ruapokcucTepoua 3B-rmapokcucTepona
AerMaporeHasa-u3omepasa AeruaporeHasa-usomepasa aeruaporeHasa-uiomepasa
X Apoma- 3cTpoH
nporei:Tepou —_— (17u-mnp;>- — 17-rvmpoxcurporecrepo” —_— (;?::332;)'—’ AHAPOCTEHANUOH -—( ra3a) — (DONNUKYNHH)
Kcunasa
(21-mppoxcunaaa) (21-rmopokcunasa) 17-rmapoKcucTepona- (1 7-mapoxcucrepoua-'
pernaporeHasa perwaporexasa
11-0E830KCHKOPTUKOCTEPOH 11-pe3okcuKkopTU3oN l (Apoma-
| | TecTocTepoH ra3a) — Ocrpaguon
1 KCUnasa) 11B- cunasa |
( B-mnpf (118 rvmpfx ) AHOPOrEH (160_mp;>_
xcunasa
KopTtukoctepoH Koptuaon l
B | ; TNIOKOKOPTUKOMA SeTpvon

i

18-mppoxcucrepoua-
permaporexHasa
AnbaocTepoH

MWHEPANKOPTUKOMUA



xonecrepon

NPErHEHONOH

Arcli
3p

HSD

cveP17

ArC1
Arcv

NporecTepor

-

Arciit

KOPTMKOCTEPOH

AE30KCH- .

KOPTMKOCTEPOH

r

ArcYy
17-ruapoxeu- | AErnapoany-
NPECHEHONOH AHAPOCTEPOH
CYP17
17-ruapokew- ANADOCTERAWON ICTPOH
NPCrecTepox
17(HSD
CYP 19
11-AL30KCH- TECTOCTEPOH -1 3CTpaguon
XOpTW30N
SRD5A
avrwape-
YECTOCTEPOH
AUHKH AUYHUKY

HAZINOMESHUKH




AI'C-1

BceTpeuaercs oueHb peIKO
Myranus B rene CYP — 11A
JlebuuuT X01€CTEPOT — JAECMOIa3bl

JleuuT npereHeHoa0Ha MPUBOAUT K JUCHYHKIIHU KOPBI
HaAMOYCYHUKOB

JKentbie KOJKHBIE ITOKPOBEL

ApTrepuanbHas TUITOTEH3USA

Y MaJILUUKOB: TUIIOIUIA3Ug/areHe3usI TOHAaI

Y neBOoYEK IMPU3HAKY BUPUIM3AIUU

Bce 001bHBIE TOrHOAKOT B IEPBBIN T'OJl JKU3HU



AI'C -2

0 Jedumut 3B-rugpoKCUCTEPOUIHON AeTHAPOTCHA3EI
(KaTaJIM3UPYyET OpeBpalllcHUE IPETHEHOJIOHA B
IIPOTre€CTEPOH)

| JloxkHBIA repMadpOIUTU3M Y MAITBYMKOB

| T'mneprpodus KIuTopa y 1eBOYEK

| HagmoyeunukoBasg HEJIOCTATOYHOCTD



AI'C-3

v/ Cocrasiser 95%
v/ Mytanus B rene CYP21

v’ 4 GopMBI: conbTEPSIONIAs, BUPHIbHAS,
MO3IHsIS (HEKJIACCHYECKas ), IAaTCHTHAs
(beccumMnTOMHAas )



Conprepsromias popMma

Bupunuzanus y 1€BOYEK

[Ipexx ieBpeMEHHOE MOJIOBOE CO3PEBAHUE Y
MaJIYMKOB

BripakeHHas IaToOJI0THs COJIEBOr0 0OMEHa

Hapyuienne pyHKIMOHUPOBAHUS PEHUH —
aJIbJIOCTEPOHOBOM CUCTEMBI

A1nmos



BupunsHas ¢popma

Y HeBOYEK NPU3HAKU MACKYJIMHU3ALUA
[Ipexx1eBpEMEHHOE TI0JIOBOE CO3PEBAHUE
becmmnonue

YCKOPEHHBIN POCT Y MOAPOCTKOB



AI'C —4:
Hedbuuut 11B-ruagpokcumnaszpl

Knununka kak y AI'C — 3
BripaxkeHHas aprepruaibHas TUIIEPTCH3US

IlaTosornyecknue M3MEHEHUs IJIA3HOTO JIHA, COCYIOB, CEpJlla U
MMOYEK.

AI'C —5:
Bcerpeuaercs kpaHe pesiko

bJ10K 1IpeBpaleHus IpOrecTepOHa B THAPOKCUIIPOTECTEPOH
Knnnuka kak y AI'C-2



MYKOBUCIIMI03



MyKOBHCHHI03 — TSDKEIOE BPOXKICHHOE 3a00JIeBaHIE,
MPOSIBIIAIOIICECS  MOPAXKEHHMEM  TKAaHEM W HapyLIICHHEM
CEKPETOPHOM AEATCABHOCTH DJK30KPHHHBIX JKEJIE3, a TaKXKe
(DYHKIIMOHAJIbHBIMH  PACCTPOMCTBAMH, IIPEXKIE BCETO, CO
CTOPOHBI JBIXaT€IbHON W IHUILCBAPUTEIBHON CHUCTEM, CBSI3aHHOE
¢ mytanusamu B rene CFTR.

AyTOCOMHO-PEIIECCUBHOE HACJIEIOBAHUE.



YacToTa BCTpeuyaeMOCTH MYKOBUCIIH03a B EBpoIie

Crpana Berpeuaemocts

3ananHas Yexwus 1:9100
BenukoOpuTanus 1:2700 — 1:2850
Wranus 1:2500 — 1:5200
ABcTpus 1:3500

Hcnanus 1:4000 — 1:10 500
Opanus 1:4700

[Toxpima 1:5000



YacToTa BCTpedaeMOCTH MyKOBHUCIM103a B Poccnu

Peruon Berpeuaemocts

MockBa, MockoBckast 00J1acThb 1:9000-1:10 000
Cankr-IleTrepOypr 1:7578
AJTaliCKuM Kpau 1:10 123
Boponex 1:4700
BiaguBoctok 1:6000

TamOoB 1:4890

Tomck 1:2374



SKSKKX

N KX

len CFTR

Jlokann30BaH HAa JJIMHHOM ILIEYE 7 XPOMOCOMBI
[IporsxkeHHOCTD: 250 T.I1.H.

2’/ BK30HOB

OTHOCHUTCS K TEHaM «JOMAIITHETO XO3SMCTBa»

[Ipy myTanuum TeHa HapymaeTcs CTPYKTypa UM (QYHKIHAU
oenka CFTR, xoTopelii pacnosiaraeTcsi Ha ITOBEPXHOCTH
SIUTEIIMAJIBHBIX KJIETOK W (PYHKIHOHHUPYET Kak HAMOD-
3aBUCUMBIN XJIOPHBIN KaHAJI.

I'en CFTR Takxe y4acTBYET B PETYISALMU JPYTUX MOHHBIX
KaHaJI0B U MEMOPAHHOTO TpaHCHOPTA.

Nnentudunupopano Ooxee 1600 wmytamuin u 250
OJIMMOP(PH3MOB.



CFTR-Gen

0 50 100 150 200 250 kb
5 6b8 12 14al517b 23

4 6a7 910 11 1314b1l7a 19 20 21 2224
16 18

7p22.2 —-.'
7p21.3 Transkription
7p21.1 i
7p15.2 - < 4.
' . £
7p143 = & MmRNA
7p14.1 3% 1 3 5 6b 8 10 12 14al5 17al18 20 22 24
. € N T 7T N T[T B 600 bp
7p12.3 ==
7p12] — » 2 4 6@ 7 9 11 13 14b16 17b19 21 23
7q11.22 — . Translation
7921.11 i
_ — Extrazellularraum Glykosllierung CFTR_
7q21.13
jorla - Protein
7922.2 —
7g31.1 k = - Zellmembran
" 7g31.2 ———-—
[
7931.33
3 7932.2 -—
7933 Zytoplasma O
- N
7935 —
7936.2 - R-Domane

Phosphorylierung




Yacrora myrtanui reHa CFTR B Poccun

Myranus Bcerpeuaemocts

F508del 58%
CFTRdele2,3 6,3%
NI1303K 2,4%
21841nsA 1,8%
2143delT 2,0%
W1282X 2,7%
G542X 1,9%
1,5%3849+10kbC-T 1,5%
R334W 07%

S1196X 0,5%



Kiaccwl myTanun
(Tsui1, 1992, Welsh and Smith, 1993, Kerem, 1996)

biiok cuHTE€3a HapylleHWE  HapyIICHWE  CHIKCHUE CHUYKEHHE
Oeska OPOIECCUHTa  PEryJsaluu IPOBOJAUMOCT  YPOBHSI
Oeska OeJka Y MOHOB HOPMaJIbHOM
XJopa PHK nin

Oenka

G542X DelF508 G551D R334W 3849+10kbC-
T

W1282X dI507 G1244E R347P A455E

R553X S5491 S1255P R117H 5T

621+1G-T S549R 1811+1,6kbA
-G

2143delT N1303K
1677delTA



IIaTorenes

Mytauuu rena MB

Auchyurumsa konupvemoro 6enka (Cl-kanana) MBTP

Hﬂp}'lllCH"C BOAHO-3NCKTPOIHTHOrO GanaHca
B 3MUTIHATBHBX KJICTKAX GPOHX0/IErOUMHON CHCTEMBI

\

M3meHeHNnst BSI3KOIacTHUEC KHX CBOfCTB
OPOHXHATTLHOIO CEKpeTa

Mponvkims
CIIH3H

Hudexuns O6cTpyKums

Y

JIecTpyKIMS TKAHEBLIX CTPYKTYP OPOHXO/IErOuHOro annapara



KimmHu4yeckas kapTuHa

CyIIeCTBYET HECKOABKO hopm MB:
nerounas (15-20%)

kuiregras (10%)

cMmenranHas popma (70%)
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Kumeunas ¢popma

HaunHaeTcsd B paHHEM JIETCKOM BO3PaCTe

Kuimeunasa HEMpOXoaAUMOCTh

HNHuToKCcuKkalus, IEPUTOHUT

['HUIIOCTHBIE POLECCHI B KUIIICYHUKE, CKOTUICHUE Ta30B, B3yTUE
Yacras nedekanms

CTys 3710BOHHBIHM, CBETJIBIM, C OOJIBIIMM KOJIUYECTBOM >KHUPaA
BrinageHue npsamMoun KUK

CyX0CTh BO pTY (M3-32 BBICOKOM BSI3KOCTH CIIFOHBI)

['unoTpodus

['unoBuramMmuHoO3

KupoBast uHQUIBTpaIYsI IEYCHU, XOJIE€CTaTUUYECKUI renaTuT,
UPPO3



Jlerounas ¢popma

Bremnuit Bua: Oi1eqHas KoKa C 3€MIINCTBIM OTTEHKOM,
aKpOILMAHO3, OJIbIIIIKA B IOKOE, 00uKko0Opa3Has opma
IPYIHOM KJIETKH, Ae(hOopMalus KOHIEBBIX (pajlaHT 1o
TUNY «0apaOaHHBIX MAJIOYEK

OFpaHI/I‘ICHI/IC I[BHF&TCHBHOﬁ dAKTUBHOCTHU, CHUKCHHUC
AlIIICTUTA 1 YMCHBIIICHHUC MACCHI TCJIA.

OOCTPYKTUBHBIM CUHAPOM
[IpucoeguHeHNE BTOPUYHON MH(DEKITAU
[ HOMHO-OOCTPYKTUBHBIN OPOHXUT
Tsxenple THEBMOHUHA

BTopuuHblie M13MEeHEHUS:OpOHX03KTa3bl, dIM(PHU3eMa,
ITHEBMOCKJIEPO3, «JICTOYHOE CEPALIEH



Creptoie opmbl MB

[l 3aboneBanne IUArHOCTUPYETCS BO B3POCIOM
BO3PACTE CIIYYarlHO

[ ITpoTrekaeT mox pa3aUuUHBIMUA «MAaCKaMu» - CHHYCHT,
PELUIUBUPYIOIIUN OPOHXHUT, XPOHUYECKHE
OOCTPYKTHUBHBIC OOJIC3HU JIETKHUX, IIUPPO3 IICUCHH,
MY>KCKO€ O€CILIOIMNE



v/ Uem Mitaaiire peOCHOK K MOMEHTY MaHH(eCTalluu
00JIe3HU, TEM TshKeJIee TeUeHUE U 0oJiee
HEOJIaronpHUsITEH IIPOTHO3.

v/ Iloutu y Bcex 0onbHBIX MB my>xuuH (97%)
Pa3BHUBACTCS a300CIEPMHUS U KaK CICACTBUE,
OecCILIOnHUE.

v/ VY OOJILIIMHCTBA JKEHIWH, 3a00JIEBAHME
COIIPOBOXKIACTCS CHMXKCHUEM (DEPTUIIBHOCTH.









['peropu IlemapLuans,
dopaHLUy3CKnmn neseL,

annc MaptuHo, bputaHckas
nesnua




CKpHUHUHT

AHANN3 KPOBU HA UPT
(AOHOWEHHBIE = 4=5-12 AeHb, HEAOHOLIEHHbIE = /=8« f1eHb )

==+ WPT <70 Hr/mn = Hopma

PETECT WPT — 21-28-1 peHb

B — WPT 2 70 wr/mn

— = WPT < 40 Hr/mn — Hopma

WUPT 2 40 Hr/mn =

MNOTOBAS NMPOBA

OtpuuatensHan =~

” -~
< 60 MMOnb/n p N
MorpasndHan ¢ MonoxutensHaa
60—-80 mMmonb /n ;>80 Mmons/n \
\
HaBniogerue no M/ x :

I
KoHcyneTaums e 1rog,

/ 2 MyTaumm
Het myTaumn | NHK=-AHANK3

/
\ '
. MB /
\ /

~ 7
Habniopenne 8 uertpe MB, -
3nacrasa-1, NOBTOPHLIE NOTOBLE NPODLI

\

i
|
|

!

L TmyTaums !
\




IToToBas mpooOa

1. C nomomuipio ¢1a00ro 3IEKTPUYECKOro TOKa mpenapar
MAJIOKAPIIMH BBOAUTCS B KOXKY M CTUMYJIHUPYET IOTOBBIC
KEJIE3Hbl.

2. CoOpaHHBIN MOT B3BEIIMBACTCS.

3. OmnpenensieTcss KOHICHTPpAMsd MOHOB HATPUS U XJIOPA.

J{711 BBIOJIHEHMS T€CTa HE0OX0AUMO coOpaTh MUHUMYM 100 Mr
ToTa.

B HACTOAIICC BPCM:A UCIIOJIb3YIOT IIOTOBBIC dHAJIU3aTOPLI.

Y 310pOBBIX AECTEU KOHIIEHTPALIUU HATPUS U XJI0PA B CEKPETE
MIOTOBBIX K€JI€3 HE MpeBbIaroT 40 MMOJIb/I.



JlnarHocruka

v/ KimmHnyeckas KkapThHa

v/ PeHTreHosiornyeckas KapTUHA JIETKUX

v/ bponxorpadus, OpoHXOCKOIMS, criuporpadus
v/ Komnporpamma

v/ lccrnenoBanue nyoaeHaIBHOIO COACPKUMOTO

v/ JIHK — nquarnoctuka (rpsimasi 1 KOCBEHHas )



JleueHue

[l depmenToTepanus mpernaparaMy DOAKEIyI0UHON
KEeJ1e3bl

| MykonuTryeckas Tepamnus

| JleueOHas Ppu3KyIbTYypa

| AHTHMHKpOOHAs Tepamus

| IIporuBoBOCHANUTEIBHAS TEPANUA

| Jluerorepanus
| BuramuHOTEpanus

| Jleuenue ocinoxxHeHU MB



[1porHos

Crpana Meauana IIpoueHt
BBIXKUBA€MOCTH, | 00JILHBIX
roabl

Hunepnanab 27 42

[HIBetins 25 43

Nranus 25 40

Jlanus 40 477

Benukoopuranus 29 41

Poccus 25 28



