AO «MeauIMHCKUN YHUBEPCUTET ACTaHA»

Bpoxnennsie HapylieHnss Mmeradonn3ma, BeisbiBatoue nopaxenue XKKT y nerei

(remoxpomMaro3, TUpa3uHo3, 00Jie3Hs Bunbcona-KoHoBanoBa, CHHAPOM AJTaXuJis,
neduuut - @HTUTPHIICHHA, 0oJie3Hb bailnepa, MyKOBUCIIUI03).

Beimomaunna: Kagar A.T.
['pymma 683




OnpepneneHne remoxpomaro3s

[  TsKenoe MHOTOCUCTEMHOE 3a00JIeBaHUE, CBI3aHHOE C
TCHETUYCCKUMHU Jie(heKTaMHU, OIIPEICISIONIMMU OBBIIIICHUE
BCAChIBAHMS JKEJI€3a B KEYIOUYHO-KUIIIEYHOM TPAKTE, €ro
HaKOILJICHUE B TKAHSIX OpraHr3Ma, M Kak MpaBUJIO NPUBOAAIICE K
HapymeHuto ¢pyHkuuii nedenu, IDK, cepana, runodusa.

OTHOJIOTUS
[l myTamums renHa, cuermieHHOTo ¢ A-1okycoM komiuiekca HLA Ha

KOPOTKOM IlIeue 6-i Xxpomocombl- C282Y (3aMelleHue IMCTEMHA Ha
TUPO3HH).
DIHUJIEMUOJIOTUS
[0 BwICcOKas wacTota BcTpeuaemMocTu HI'X (1Mo 3apyOekHbIM JaHHBIM-
1o 8 ciydaeB Ha 1000 HaceneHus B rof, B cpeaHeM-0,5%)

IPEINOJIAracT reTePO3UrOTHOEC HOCUTEIIBCTBO MATOJIOTHYECKOTO
reHa y 10-13% Hacenenus.




Knaccuukauyms

HFE ( knaccuyeckaga doopma)- Knaccuyeckaqa Tpuaga npusHaKkos,
4acToO B COMETaHUM cUMATOMaMK NopaxeHus cepgua u
9HOOKPUHHBIX Xere3 Ha POHE NOBbILLEHNST CbIBOPOTOYHbIX
nokasaTtenen obMeHa xenesa.

HFE 2 (remoxpomaTtos 2-ro Tuna, toBeHunbHass dpopma): BO3HUKAET
Ha poHe neperpyskun xeneso, ANarHOCTUPYT B MONOAOM BO3pacTe.
[daHHaa dpopma BCTpeyaeTcsa peako 1 HacnegyeTca no ayTocoMHo-
peLeccruBHOMY TUMY.

HFE 3(remoxpomaTtos 3-ro Tmna) HacnegyeTtcsi N0 ayTOCOMHO-
peueccnMBHOMY TUMY, KMMMHUYECKN Mano OTnM4aeTcs oT
Kraccu4yeckou popmbl.

HFE 4 (ayTocOMHO-OOMUHAHTHbLIN remoxpomato3s). [1pu atom Tune
3aboneBaHusA Xeneso oTKNaabliBaeTcs NPenmyLecTBEHHO B
peTuKynoaHgoTenmanbHom cucteme ( B knetkax Kyndpepa).




= [laTtoreHes HI'. Tokcnyeckoe
ﬁ BO3JEeNCTBUE Xeneaa:

[ ycuneHve nepekncHoro OKUCIEeHNs
IMNWOOB 3a CYET KaTtanmanpoBaHUS
Xernesom cBobogHopagmKarnbHbIX
peakuuu;

] ycuneHne obpasoBaHua KonsareHa B
MecCTax OTNOXeHUs XKeneaa;

[l B3ammogeucteue xenesa c JHK,
npuBoAsiLLEE K NPAMOMY ee
NOBPEXOEHMIO.




PucyHok 1. HopmanbHbiit o6MeH Xxenesa B opraimsme

ApUTPpOLMTLI

Paspyw e
IPHTPOUMTOR
MaKkpodarammu

o .

<

Bupad’gnﬁl

IPHUTPOUMNTOR B
KOSTHOM MoOsre

“ fjt.,.,.>‘u
eneso: wereso'

20 mrine mrinens
1-2 mrigexs 1-2 mrigens
nocrynnexte yAaneHme
wenesa wenesa




PucyHok 2. MHoroghakTopHas cTpykrypa naroredesa HFE

' FOMO3UrOTHOTO reMOXpoMaTo3a. AanTupoBaHo u3 [14]

MeHCTPyauMK. AueTa. B
GepeMeHHOCTL. KPOBOMOTEPH ;:

DakTophbi
He CBAZaHHBIe C " ~ D e sasmives S e e b
HFE. snuaoume x:::“:" il I YnorpeSnenue anKorona. TanacceMmna, NeYeHoYHan
Ha NIMeHeHHe P ' nopchepUA. HHPEKUNN. HEANKOroNbHLIA CTEATOreNnaTHT.
cdenoTMna ' BUPYCHBIN renarur

|

'

HemamenenHbIE reHbI ronCHANKA, FeHpl. yHacTRyOWHE B

M°M¢"m_ I’OHOOOBOl;an. |)el.leC!Top-1 TPaHC- amuoxcuamoa salmTe,
reHb! CHHA, UyepynonnasMmHa i resa TKaHW

oxcaasel 1
)

e

OCHOBHbIe SRISaNwh sy KA
yPOBeHb > ypoBeHL oBpexaeHue
6"::::::::“‘ nenesas wenesas opraHa
nnasmMe Kposu TKaHn
v v
Mossiwenne MossiweHne ChIBOPOTOMHBIA DePPUTHH
HackilleHUA ChIBOPOTOMHO- >1000 ng/mi: natonornveckune
TPAHCDEPPHUHA ro heppUTHHA NOKA3aATe NN NEYEHOYHOro U
IHAOKPHHHOTO CNeKTpa
Coorsercrsme

romosurorHoro C282Y
ANA BhIABNEHUA
NaTONOrMMK

100% 75% 50% 25% 0%




KnuHnyeckue NnpoABJIEHUA reMOXpoOMaToO3a
e« CuMNTOMBI Y NPU3HAKHK

e HavanbHble CUMNTOMBI pa3BepHyTOM cTagum
reMoxpomarto3sa: Pgnﬁg)?;gﬁggosa'

Cnaboctb FenaTtomeranus ~ 90-95%
YToMnsieMocCTb MurmeHTauus Koxu ~ 85-90%
MNoTteps Beca CnneHomeranusa ~ 50%
N3MeHeHnA OKpaCKU KOXHU Cocyauctblie 3Be3004ku ~ 30%
(AHManaﬂ) ApronaTym ~ 25-50%

Bonu B XXusoTte CaxapHbIX guaGeT ~ 65%
CuMNTOMbI caxapHoro avabeTa ﬁ(%tm;;jﬂ 20%
CHMXXeHMe NonoBoro BrieYeHus. CepaeuHas aputmmsi ~ 10%
rinscisiicdl 3acTonHasa cepageyHas
e {s ; HegocTtaTo4YHocTb ~10%

O6nbiceHme = PR T I/Icqe3|-|OB°e|-w|e OBOJIOCEHUA Ha

3a6onesaHus " Tene ~ 20 A’

5:3:::u:2:?m ,f' ' FlenaTomeranusa,

3 nosbilueHne
\ aKTUBHOCTU hepmeTOoB,

MenaHoaep- uppos3

Musa
_ CaxapHein analer

AtTpodua anuex,
MMNOTEHUMS




= | AnddepeHumnanbHy0 AUarHOCTUKY
ﬁ NpoBOAUM MNpU OOHapYKEeHUN:

[l renatomerannm HEACHOro reHes3a;

[ HenokanusoBaHHbLIX YNOpHbLIX Bonen B
XXUBOTE;

caxapHoro gunabera 2-ro Tmna;
OJereHepatuBHoU apTponaTuu;
rmnoroHagmama HesICHOU 3TUOSIOIMUMN;
rTMNEPNUrMEHTaLIUN KOXMN.




JleyeHne

0 anetoTepanua.

- 3aIIpeT Ha BBEACHUE Keje3a

- YMEpPEHHOE MOTpeOIeHNE MsICa, UCKIIOUNUTh MPOIYKThI C BHICOKUM cojiepxkanueM Fe:
CyIlI€HbIE OelIble TPUOBI, IEYCHb U TTOYKH, IEPCUKHU, AOPUKOCHI, POXKb, 3€JICHb

NeTPYUIKHU, KapTo(dennb, permyaThlil 1yK, THIKBA, CBEKJIa, ailBa, rpyIiu, ¢hacodb,
YEUYEBUI1IA, TOJIOKHO, TOPOX, KYPUHOE SN0, INTTUHAT;

- u30erarhb yrnoTpeOaeHHs aJKoros
- orpannueHue norpednaenus Butamuna C (10 500 Mr/neHn)

- 3aMECTHUTEIIbHas Tepanus MUHEpAIaMU TOJIbKO B CIIy4ae HATMYUS CHMIITOMOB MX
neduimra
[l cuMmTOMarmd4ecKas Teparmsi:

- HaYaJIbHBIN KypC JI€YEHUsI- KPOBOIMyCKaHMs B o0beMe S00 MJT1 B HEJEI0, IPOBOJISIT B
aMOynaropHbIX ycinoBusix. [lapaienbHO B TMHAMUKE OTCIICKUBAIOT COACPKaHUE
remorioouHa. [lepuoauuecku onpeaesioT KOHIEHTPALUIO ChIBOPOTOYHOTO
dbeppuTHHa 10 OTyYeHUs Mmokazarens 50 MKr/J.

[l MmemmkaMeHTO3Has Tepalwus: IPUMEHSIOT aucdepan B 103¢ 1 r/cyT B/M.
D¢ (HEKTUBHOCTH OIEHUBAIOT ITyTEM OINPEICIICHUS BBIACICHUS JKeJe3a C MOYOH;

| Ha oHe amuTenbHOro mMpuMEeHEHHs BO3MOXKHO TTOMYTHEHHUE XpyCTaanKa Iiasa.




@DeHnjIaJaHUH — HeE3aMeHHMass aMHMHOKHCIOTA, TaK
KaK B KJETKAaX UBOTHBIX HE CHUHTE3UPYETCA €€
OCH30JIBHOE KOJIBIIO, ININKOKETOIeHHA.,

»
..
N

Tupo3dun - yciioBHO3aMEHHUMAas aMHUHOKHKCIIOTA,
MOXKET  CHHTE3UpOBaTbCid M3  (pEHHUIAJTAHHWHA,
[JIMKOKETOTEHHAS.




CuHTe3 KaTexoJJaMUHOB
(HAAMOYEeYHU KN, HEPBHAS TKAHDb)
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X Kara6oamn3m deHn1ajIaHMHA ¥ TUPO3UHA B MEYEHHU ?‘__

Tupo3uHaMHHOT- »
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Bpoxaennsie HapymieHus oomeHa ®EH u TP

benku (muiy v TKaHe)

DeHuaIaHuH- Tupo3uHasa
TUIPOKCHUIIA3a (MEeIaHOLUTHI)
Gen [ Penwike- || Tup { Anpbunusm [ JJODA ——- MenaHuHb
TOHYPUS |
\ ' Tuposzunemus 11
TupoznHaMUHO- CeMelHbIN TaMno-
DeHuwImupyBar TpaHcdepasza THPeO3 (KPETUHH3M)
[Taparuapox- -~
cu(peHuInupyBar I'opmoHBI
deHnnaKkTar ! - PO IIUTOBM THOM
denunanerar Tuposunemus 111 CU()CHHUIIIIUPYBAT- et
I JTMOKCHUTEHa3a
I'oMorenTu3rnHOBas K-Ta
|
AJIKanTOHYpHS JInoKkcureHasa romore-
l HU3UPOBAHHOU KHUCJIOTHI
Dymapunaleroanerar
1
dyMapuiIaneTo- S
Tupo3unemus I (TUpo3UHO3) 5 2

—

anerarruapoiiasa & ﬁ )

dymapoBas Arneroarerar = 5 T




Tuposunemun

Hapymienust karabojiim3ma TUPO3WHA B IIEUYCHU IPUBOAUT K ;
MPO3MHEMUHY U TUPO3UHYpUM. Paznuyaror 3 Tua TUPO3UHEMUM: -

1) Tupo3unemusi Tumna 1 (rupozuno3s). [Ilpuunna — gedekr
(bepMeHTa (hyMapuiIaleTOACTaTTUIPOIA3HI.

KimHnyeckue nOposiBICHUST Y HOBOPOKJICHHBIX — JWapes,
pBOTa, 3aJ€pXKKa B pa3BUTUU. be3 JjeueHus NI€TH MOrHOaroT B
BO3pacTe J>-8 MECSIEB M3-3a PA3BUBAIOIICHCS HENOCTATOYHOCTHU
[ICYCHMU.

JIlIst  JIedeHusT HUCHOJB3YIOT JUETY C IOHWKEHHBIM
coAepKaHUEM TUPO3MHA U (DeHUIAJIaHUHA.

dOymapuiianeToaleTarruaposiasza

dymapar P
dymapuiianeroanerar I < 5\
AxneToaneTar! |




Tuposunemun

) Tuposunemuss Ttuna 2 (CungpoMm Puxnepa —Xanxopra).

PUYMHOU sIBISIETCS ACPEKT (PepMEeHTa THUPO3MHAMUHOTPAHC-
bepaszbl. i1 3a000eBaHUs XapaKTEPHbl NOPAKEHUS 1143 U KOXKH,
YMEpEHHAass YMCTBEHHAsi OTCTAJOCTh, HApyIICHUS KOOPAWHALIUS
/

[BUYKEHUU.
TuposunamuHoTpaHcdepasa

THUP I > N-TUJAPOKCU(DEHUITUPYBAT

3) Tupo3uHeMuss HOBOPOXKICHHBIX (KpaTkoBpeMeHHas). [IpuunnHa
- TeeKT (pepMeHTa M- TUAPOKCU(PCHUIMUPYBATINOKCUTeHA3bl. B
(POBY TMOBBIIIAETCS KOHIIEHTPALMS MN-TUAPOKCU(DEHUIIAIETATA,
'MpO3WHA U (DeHUJIATaHUHA.

[ -

N-TUPOKCU () CHUIIITN-
pyBaTIMOKCUTEHA3a

N-TUAPOKCU(DEHUITTUPYBAT I > ['OMOreHTHM3nHOBAs K-Ta

[Ipu stIeueHnn Ha3HAYAOT MATOOEIIKOBYIO TUETY U BUTaMUH C.

3
s
2




'« bone3Hb BunbcoHa — KoHoBanoBa
(renaTouepebpanbHaa guctpodus,
renaTtosieHTUKyNsipHaa gereHepauus,
bone3Hb Becthana — BunbcoHa —
KoHoBanoBa) — HacrneacTtBeHHOE HapyLlueHue
bnocnHTe3a uepynonnasMmmHa u TpaHcrnopTa
Mean, NPMBOASLLEE K YBENMUYEHUIO COOEPKAHUS
MeON B TKaHAX U OpraHax, npexae Bcero B
Ne4YeHn N rorioBHOM MO3re.




Y 3abonesaHus
ayTOCOMHO-pPeLEeCCUBHbLIN
TUN HacnegosaHus. To
eCTb O0NbHOW OOMKEH
Nony4nTb AePEKTHbIN reH
OoT oboux poagutenen (Cm.
Ha pucyHke). Jliogu
TONMbKO C OQHUM
MYTaHTHbIM FrEHOM
Ha3bIBaOTCS HOCUTENAMMU
(reTeposunroThbl). Y HUX
MOryT BO3HUKaTb
craboBblpaXXeHHble
HapyLUEHNS
MeTabonusama megu.

AYyTOCOMHO-PELIECCUBHBIN TUM HacnegoBaHUA
6onesHn BunbcoHa. 25 % BeposATHOCTb
poXxaeHns 0oNbLHOro y poauTenemn-

reTeposunroT




[laToreHes

Mefb BbINONMHAET MHOXECTBO (PYHKUMW B opraHmsme. B OoCHOBHOM
OHa BbICTYNaeT B Ka4yeCcTBe KodpaKkTopa ANd HEKOTOPbLIX PEePMEHTOB,
TaKUX Kak uepynonnasmumH, LMToxpom c-okcnaaszaMenb BbINONHAET
MHOXEeCTBO (PYHKLWNIN B OpraHm3ame. B oCHOBHOM OHa BLICTYMNaeT B
KadecTBe KodhakTopa A9 HEKOTOPbIX EPMEHTOB, TaKNX Kak
LepynonnasmMmunH, LMTOXpPOM c-okcuaasa, nodamMmuH beta
rmgpokcunasa, cynepokcungaoncmyrtasa n TmposmnHasa

Mepgb BcacbIiBaeTca U3 xeryao4Ho-kmiedyHoro tpakraMenb
BCacbIBaeTCA U3 Xenyao4HO-KULLEYHOro TpakTa. TpaHCNoOpTHbLIN
B©enok Ha kneTkax ToHkou knwknMeab BcacblBAETCHA U3 XenyaodHo-
KMLLIEYHOro Tpakta. TpaHCNOPTHbLIN BENOK Ha KNETKaxX TOHKOW KULLIKU
CMT1 nepemelyaetr meab BHYTPb KNeTok. HacTb Mean cBA3bIBaeTCS
c metannornoHenHomMenb BcacbiBaeTCA U3 XKenyaodHO-KULWEeYHOoro
TpakTa. TpaHCMNOpPTHLIN BENOK Ha KIeTkax TOHKoW knwkn CMT1
nepemMeLlaeT Meab BHYTPb KreTok. HacTb Mean CBA3bIBAETCHA C
MeTarnnmoTUOHEMHOM, a Apyras — NnepeMeLLaeTcs B CeTh
LonbaxkrMenb BcacblBaeTCA M3 XKENMyado4YHO-KULWEYHOro TpakTa.
TpaHcnopTHbIN 6enok Ha KneTkax TOHKOW knwkn CMT1 nepemellaet
MeOb BHYTPb KNeToK. YacTb Meau cBsA3bIBaeTCs C
METasrinoTUOHEMHOM, a Apyras — nepemMeLlaeTca B ceTb [onbaxkum
nomoLybo TpaHcnopTHoro 6enka ATOX1. B annapate lonbaxun B
OTBET Ha NOBbILLIEHNE KOHUEHTpaunn mean goepmeHT ATP7A




[laToreHeTn4yeckme ctagumu
bone3Hn BunbcoHa-KoHoBanos

* HavanbHbIN Nepuog HakonmneHna meau (NPenMyLecTBEHHO B
rnevyeHn).

« PacnpegeneHne mean B Ne4eH U Ha4ano BbiXOA4a B CUCTEMHBbIN
KPOBOTOK.

« HakonneHne mean B roffloBHOM MO3re 1 Jpyrnux opraHax.
« [ocTtmxeHune banaHca meam bnarogaps XxenupyLlen Tepanuu.




KnnHuka

* [lopakeHne nevyeHu NPoTeKkaeT no TUNy XPOHUYECKOro
renatmta nMbo umpposa u KNnHn4eckn.3aboresaHmne
Ha4YNMHAETCHA OCTPO, C PA3BUTUSA XKENTYXN ,
aCTEHNYECKOro cuHapomMa, aHOpeKCUn, NOoBbILLIEHUS
Temnepartypbl. MoxeT HabnogaTbCca CTeartos;
pa3BMBaAETCH NevYeHo4YHasi He4OCTaTOYHOCTD.

[ enaTtomeranueun, reMmonnuTuYecKkon aHemmen,
TpoMOOLUTOMNEHUEN, NEUKONEHNEN. TaKxke
HabnogaeTca nopaxeHne HEPBHOM CUCTEMBI
(rMnepkuHesbl, NOBbILLEHHbIN MbILLEYHbLIN TOHYC N\NIK
napanuyu, atetos, anunenTuyeckme npunankm,
CIIOHOTEYEHNe, AN3apTpus, HapyLLEHNA NoBeOeHUS,
peun).

» Takxe Habnopaetcs —
[MHOKO3ypuda, ammHoaumnaypus, docdarypus,
ypatypusi, NPOTEUHYPUS.




OTnoxeHne mMeaun B AecLEMETOBON MeMbpaHe poroBuLibl
nposaBnaeTcs popmupoBaHmnem Konew Kansepa-enenvwepa. B
POroBULIE OTNOXEHNE MeaN MPOUCXOAUT NOYTU OOQHOBPEMEHHO C
NosIBNIEHMEM HENPOMNCUXMUYECKON CUMITOMATUKN (rocre
HacblLLEHNA Meablo NeYyeHn). HakonneHne meam B AeCLEMETOBOM
MemMbpaHe poroBuLbl NPUBOAUT K 0Opa3oBaHUO NMUrMEHTaLNN
XXENnTo-KOPUYHEBOIO (MHOrOA 3eyieHOBaTOro) UBeTa: Konbua
Kanzepa-®nenwepa.

[Tpn BGbICTPOM NOCTYNNIEHUM BONBLLUMX KONUYECTB MEAM B KPOBb
pa3BMBaETCS 3HaUMTENbHasA Kynpemus, n meab, QUKCUPYSCb Ha
MeMbpaHe apuUTpoLUUTOB 1 0Opasyst KOMMeKchbl ¢ benkamum,
NPOBOLMPYET pa3BuTMe reMmonutTnyeckon aHemun. Noatomy y 15%
OorbHbIX 3aboneBaHne NPoSABAETCS reMaTonorM4eckumm
cuHOpoMamMu, npexae Bcero reMmosinTu4eckon aHeMUnen.

Takxke nopaxaetcsa Koxa (ronyodble NyHKM Yy HOITeBOro foXa,
rmnepnmrmeHTaunmn), cepaue (kapgunommonaTumn), KOCTH
(CrOHTaHHbLIE NEPENOMbI), CycTaBbl (apTponaTtnumn), 3HAOKPUHHAS
cuctema (rMHeKomacTus).







[lnarHocTuka

» OCHOBOM ONArHOCTUKKN ABNSeTCA KapTuHa 6bonesHun. [lnarHos 3aboneBaHus
NoaATBEPXOAETCS:

* Hanuuumewm konbua Kansepa-OnenwepaHanmunem konbua Kansepa-
dnenwepa nnn ero «0BNOMKOB». OCMOTP C MOMOLLbIO LLIETTEBOM
namvnsiHannuamnem konbua Kansepa-dnenwepa nnm ero «00romMKoB» .
OCMOTP C NMOMOLLbIO LeneBon namnol (3eneHoe konsuo Kansepa-
dnenwepa Ha porosuLe y nnvida)

« OAK: yeennyenne COD3.

 OAM: BO3MOXHa NPOTEUHYPUSA, aMUHOALMOYPUSA, NOBbILLEHNE 3KCKpeLumn
veaun 6onblie 100 mr/cyT.

« BbX: ysennyenne AnAT, bunnpybuHa, wenodHon pocgoTasbl,y-rnobynmHos,
He CBSI3aHHbIN C LepynonnamMmmHoM Mean B CbiBOPTOKE KpoBu (300MKr/n n
bonee), CHUXeHNEe Unn OTCYTCTBME aKTUBHOCTU LiepynonnasmuHa B
CbIBOPOTOKE KPOBW.

*  CHWXeHne KoHUeHTpauum LiepyronnasmHa Hmke 20 mr Ha 100 mn




'ﬁ MIHCTpyMeHTanbHble OaHHbIe

"+ Y3/ 1 pagnonsoTonHoe ckaHMpoBaHue
NeyYeHu: yBenmyeHme nevyeHn, ceneseHku,
ONAPAPY3HbIE UBMEHEHUA.

* buoncus nevyeHn: kKapTmMHa XPOHNYECKOIO
aKTUBHOrO renaTtuTa, Lmppo3a neyeHu,
N30bITOYHOE coaepXaHne Meau B TKaHU
neyeHun( 6ornee 250MKkr B 1 1 cyxoro
BeLlecTBa.




=)
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ﬁ  CuHgpom Anaxumns — cuHapomaribHas

- (popMa naTtonoruu, BKntoYatoLlas
cCoYeTaHMne He MeHee TPEX U3 NATU
OCHOBHbIX NPU3HAKOB: XPOHUYECKNU
XOJiecTas, B OCHOBE KOTOPOro NeXuT
BpPOXAEHHAas rmnonnasus
BHYTPUNEYEHOYHbIX XXEN4YHbIX MPOTOKOB,
cepaeYvyHo-cocyanucTble OedeKThl,
aHOManmn No3BOHOYHUKA, AedeKTbl Mnas,
XapaKTePHbIE YePENHO-NNLEBLIE
NPU3HaKN.




« OTUOJIOIMMNA

CuHgpom AnaXnns MeeT ayToOCOMHO-A0OMUHAHTHbIN
TUN HacneagoBaHUSA. [ eHHbIM OedEKT CBSA3aH C
YyacTUYHOWU Aeneumen KkopoTtkoro nneva 20-u
Xxpomocombl (20p11-12), rae nokanuayetca JAG1 reH.
OTO N3MEHEHNE B HEDOSLLLOM MPOLEHTE Cly4aes
(3,6%) BEpMOULMPYIOT C NOMOLLbIO
LMTOreHeTn4yeckoro uccriegosaHuda. OgHako B
nocrieaHme rogbl B CBA3U C MPUMEHEHNEM
MOJIEKYIAPHO-FEHETUYECKNX METOAOB ANArHOCTUKN
MyTaumn reHa JAG1 Bepudukaumns natorornyeckmx
MyTaLuin 3TOro 3aboneBaHnst JOCTUTAET yXKe
npumepHo 70% cny4yaes.




[MATOI'EHES

B ocHOBe namMmeHeHnn nevyeHu npu cuHapome Anaxuns nexmT
BPOXAEHHAA rnmnonnasns BHYTPUNEYEHOUHbIX XKENYHbIX NPOTOKOB,
CTeneHb BbIPaXXEHHOCTU KOTOPOMN MOXET LUMPOKO BapbupoBaTh U
onpenensTb Kak BpeMsi NOSABMIEHNA MepBbIX KNUHUYECKUX
CMMNTOMOB, Tak U NPOrHo3 3aboneBaHus.

[Mnonnasns BHYTPUNEYEHOYHbIX XXEJTYHbIX NPOTOKOB 3aTPYAHAET
OTTOK XXEN4K, YTO NPUBOAUT K HAKOMIEHUIO €€ KOMNOHEHTOB B
renaToounmapHom cCMCTEME U NOBbILLEHHOMY NOCTYMNIEHNIO B KPOBb.
N30bITOYHOE coaepXaHne KOMMOHEHTOB »KeyYn B CUCTEMHOM
KPOBOTOKE CNOCcOBOCTBYET pa3BUTUIO KOXXHOrO 3yda U kcaHToM. C
LPYrol CTOPOHbI, HEJOCTaTOYHOE MOCTYMNNEHME XKENYn B KALLIEYHUK
NPUBOANT K HAPYLLEHMIO NPOLIECCOB BCACbIBaHWUS XXNPOB U
XXMPOPaCTBOPUMbIX BUTAMUHOB.




KIMHUWYECKAA KAPTUHA

CuHOpom xornecTtasa nosiBrideTcs B nepuon
HOBOPOXOEHHOCTWN, peXe B TEYEHUE NEPBbIX MECSLEB KU3HMN.
OTmeyvaeTcs XKenTyxa C 3efieHOBaTbiM OTTEHKOM KOXW,
yBenuyeHne pasmepoB neyveHun, HenoCcTossHHasa axonus cTyna,
TEMHbIU UBET MoYn. B ganbHenwem, K 4-6-my mecsuam
XXU3HW, HabnaalT YMEHbLUEHNE UNN UCYE3HOBEHUE
XEenTyxu, HopManusauuio uBeTta ctyna u modun. OgHako
NOABNAETCHA KOXHbIU 3yA,

KOTOPbIW B AaribHEULLEM YCUNMMBAETCSH U CTAHOBUTCA
BeayLLUMM KINUHUYECKMM CUMMTOMOM 3aborneBaHus, Torga Kak
Opyrue rnposBneHna MMEKT rnepemexatolnmncs xapakrep.




« IOWMATHOCTUKA
dusmkanbHOEe nccrnegoBaHue

Heo6xoauMo OLIeHUTb LIBET KOXXHOIO NMOKPOBa W CKIep, pa3mepbl NeYeHn U CENEe3eHK!,
LBET CTyna 1 Moun. Y aeTen ctaplle 3 MecsiLieB XU3HM MOXET ObiTb KOXHbIN 3y,

JTabopaTtopHble nccnegoBaHus

[NoBbIWEeHME MapKepoB xoriectasa (npsamas dpakuus bunnpybuHa, LW®, I'TT, xonecTepuH,
P-nunonpotenaos, XXen4yHble KUCIOThl). YMepEHHOE NoBbIleHNne epMEHTOB LNTONN3a
(ANT, ACT).

NHCTpyMeHTanbHble UccreaoBaHus

Mpun Y3U BbISBNSAOT Hecneumpuyeckne nsMeHeHusi B BUae yMePEHHOro yBennyeHnsd
pa3MepoB MNeYyeHn, NOBbILLIEHNE 3XOr€HHOCTU NapeHXUMbI.

[Mpwn rucTonormyeckom nuccnenoBaHnm buontara NeYeHn xapakTepHa runonnasus
BHYTPUNEYEHOYHbIX XXEeMYHbIX NPOTOKOB. o rmnonnasuen cnegyetr NOHUMaTb CHUXKEHNE
OTHOLLIEHUS BHYTPMMNEYEHOUYHbIX XKEeJTYHbIX NPOTOKOB K NopTaribHbiM TpakTam meHee 0,9. Y
OONbHLIX C CUMHAPOMOM Anaxuns 3ToT KO3 ULMEHT, Kak npasuno, sapbmpyeT ot 0 go 0,4.




KIMHNYECKAA KAPTUHA
Bo3amoxHbl ABa BapnaHTa TeveHnss 6onesHu.

[Mpn nerkom BapuaHTe OTMeYatoT KyNMMpOBaHNE KIMHUYECKUX NPosiBNeHW 60ne3Hn K KOHLY NepBOoro rofa XXu3Hu
MNP COXPaHEHUN BMOXUMUNYECKNX M3MEHEHWUI, BKITHOYAOLLNX NOBLILLEHNE akTUBHOCTU bepmenTa T, P,
XonecTepuHa 1 TpaHcaMmnHas. 3Tu nabopaTopHbIe OTKNOHEHNSA MOTYT COXPaHATLCSA B TEYEHMUE BCEWN XXMU3HU, HE
HapyLuas ee Ka4yecTBo.

[Mpun TsHkenom BapuaHTe NO Mepe NporpeccnpoBaHus 3aboneBaHnsa HapacTatoT OCNOXHEHUSA ANIUTENBHO
coxpaHstoLerocs xonectasa. OTMevarloT oTcTaBaHMe AeTen B (oM3MYECKOM pas3BUTUU, NPU3HaKK aeduumta
XMPOPacTBOPMMbIX BUTAMUHOB, KOXHbIV 3y U KCaHTOMbI (puc. 33-3, CM. UB. BKNEWKy). 3T NaTonornyeckme
COCTOSIHUS 3HAYMTENbHO HapyLLaT Ka4yecTBO XN3HM 60MbHOro (NokasaHe K NPOBEAEHMIO TPaAHCNIaHTauum
neyeHun). Bmecte ¢ Tem hopMmpoBaHME LMppPO3a NEYEHN HE TUMNYHO AN AaHHOW 60Ne3Hu.

Y 60nbLlKHCTBA OOMNBbHBIX U3MEHEHUS NEYEHN — BeayLliee npoasrieHne 3aboneBaHusd, Torga Kak aHoManum unm
MOPOKN APYrnx opraHoB 1 CUCTEM MOIYT MUMETb J1NLLb ONAarHoCTn4eckoe 3Ha4YeHue.

*  TvnNWYHble opraHbl-MULLIEHN NPY CUHAPOME ANaXWUns: opraHbl CEpAe4YHO-COCYANUCTON CUCTEMbI, OpraH 3peHus,
MO3BOHOYHUK M MOYKM.

M3mMeHeHus cepoeyHo-cocyanucTon CUCTEMBI

Hanbonee yacto (85% cny4aeB) BCTpedaeTcs reMognHaMMUyYeCckn He3HauMMbI nepudepuyecknii CTEHO3 Unu
rmnonnasus nerodHon aptepun (Alagille et al, 1987). 3ToT BpoXXAEHHbIN MOPOK MOXET BbITb N30MPOBAHHBIM
(55%) nnn coveTaTbCs € Apyrmmn nopokamu cepgua (oedekTbl Neperopoaok, KoapKkTaums aopTel U Apyrumn). Y
psaa geten onucaxbl rpyosie BI1C, Takue kak TeTpaga ®anno, TpaHCno3nums MarmcTpanbHbIX COCY4OB, KOTOPbIE
onpeaensoT TSXKECTb COCTOSAHUSA NPU POXAEHUM U MOTYT CIY>XUTb MPUYNHON CMEPTUN BONbHbIX.




N3meHeHuns rmas

Haunbonee Tunu4yHoe n3ameHeHne — 3agHuU AMOPMOTOKCOH (Manas aHomanus pasButus B BUAe KofbLEBUOHOMO MOMYTHEHNS 1
yTonweHusa nuHum Lean6e (Schwalbe's ring) Ha natepanbHO rpaHuue pagyxku), Bctpedaetcs y 80% 60nbHbIX C CMHOPOMOM Anaxuns
(puc. 33-4, cMm. UB. BKMENKY).

Y 10% Oeten onncaHbl ApyrMe U3MEHEHNS: XOpeopeTMHansHasa atpodus, MMrMeHTHas peTMHONaTns 1 Apyrne NUrMeHTHbIE U3MEHEHNS,
cxofsileecs UM pacxogsLieecs Kocornasue, 3KTonus 3payka, aHomanuv aMcka 3puTenbHOro HepBa UNK BeH, HapyLLeHUs pedpakumu.
N3meHeHuns ckeneta

Y 6onblUMHCTBA BOMbHbBIX C CUHAPOMOM ANaxuns OTMeYaroT aHoManuy Ten NO3BOHKOB M MPEeXAe BCEro MX pacluensieHve B Buae
«netawen 6aboykn» (puc. 33-5, cm. LB. Bknewnky). OBbi4HbI OCTEONOPO3 1 3agepkka KOCTHOro pocTa. B psige cnyyaeB otmevatot
YMEHbLLUEHNE PACCTOSAHUSA Mexay bb 1 1v, CTMHHOMO3IOBYIO FPbIKY, KOPOTKME AUCTarnbHbIE hanaHr KUCTU UM YKOPOYEHUE FIOKTEBOW
KOCTW, BPOXXAEHHbIE AedhekTbl pebep (cnusHne pebdep).

OcobeHHOCTM CTPOEeHMS NULIEBOIo Yepena

[Mpn ocmoTpe GonbHoro obpatlarT Ha cebss BHUMaHWE XxapakTepHble 0COOEHHOCTM CTPOEHUS NIULIEBOTO Yepena: LUMPOKUH,
BbICTYynawoLwun nob, runonsnasus cpeaHen Tpety nuua, rmybokonocaXeHHble, LUIMPOKOpacCTaBneHHbIe rmnasa (rmneprenopusm), ANHHbIV
MPSIMON HOC C YTOSLLEHNEM Ha KOHYMKe, BbICTyNatoLwmi NogbopoaokK. YilHbIe pakoBUHbI YacTo OTTONbIpeHbl. OnncaHHbIe 0COBEHHOCTH
UMEIOT BaXKHOE AMarHOCTMYeCcKoe 3HavYeHne Npy AaHHOM CMHAPOME, OAHAKO He BCeraa yoaeTcs UX onpeaenuTb cpasy nocrne poxaeHus
pebeHka.

MN3ameHeHus novek

Y 57% 60nbHbIX BCTPEYAKTCA U3MEHEHNSI NOYEK, BKITOYAIOLLME rMMNONMasunto, KOTopas MOXET OblTb CO CTEHO30M NOYEYHOW apTepuu,
YABOEHNE MOYETOYHMKA, ANCTOMUIO NOYEK, TYOYNOMHTEPCTULMANbBHY HEPPONATUIO, MEMOPaAHO3HbLIE FMOMEPYSAPHbIE OTNIOXEHNUS
NMNMAOB, NPoNMdePaTUBHbIN FMOMEPYNOHEDPUT C TPAH3UTOPHbLIM KaHasbLEBbIM aLnao30M, KUCTO3 NMOYEK M MOYEKAMEHHYI0 6OMNE3Hb.

ONOOEPEHLIMATNIBHAA OVNATHOCTUKA

[MpoBogaT ¢ apyrumu 3aboneBaHuAMU renatobunnapHon CUCTEMbI, NPOSABAAOLLMMUCA BHYTPUNEHYEHOYHBIM CUHAPOMOM XOfecTasa, a
Takke ABXII.

[MokasaHa KoHCyNbTaLms KIIMHUYECKOrO reHeTUKa C LieNbio BbIABNEHMS (PEHOTUMNNYECKUX OCOBEHHOCTEN, KOHCYNbTaLMs OKynucTa Ans
BbISIBNIEHNSI SMOPUOTOKCOHA.




JIEMEHUE

[MaToreHeTnyeckoe.

Llenn nevyeHuns: Koppekumnsi OCNOXHEHUI ONNTESNbHO COXPaHAIOLLIErocs XoecTtasa.
HemegukameHTO3HOE nevyexHne

JleuebHoe NuTaHue C NOBbLILEHHBLIM COAEP)KAHMEM CPeaHELIENOYEYHbIX TPUMNLEPUOOB.
MepgnkameHTo3HOoEe fievyeHmne

Cwm. ABXT1. Y geten 6onee crapLuero Bo3pacra npu passuTm KOXXHOIO 3yAa UCNonb3yoT
cooTBeTcTBYtoWMe npenapatbl (cM. «[MCBX | Tuna»).

Xupypruyeckoe neyeHve

[Mpn pasBUTUM NATONOMMYECKNX COCTOSHUI, HApyLUAIOLLNX Ka4eCTBO KNU3HN BONbHOMO (KOXHbIN 3y,
OoTCTaBaHue B (PM3NYECKOM PasBUTUN, NU3MEHEHUS!, OBYCNOBNEHHbIE 4eULMTOM XKNMPOPaCTBOPUMbBIX
BUTAMMHOB) MPOBOAAT TPaHCMaHTaUMI0 NeYeHN.

[anbHenwee segeHne

MeaunkameHTO3HOoe fedeHne BKoYaeT NOCTOSHHbIN NPUEM YPCOOEe30KCUXONEBOW KUCMOThI, MPUeEM
XNPOpPacTBOPUMbIX BUTAMUHOB, MaKpo- N MUKPO3riemeHToB (cM. neveHne ABXT). uHamuyeckoe
ambynatopHoe obcrnenoBaHue Kaxable 1-2 Mec unm no nokasaHusM.




% Necpuumnt A1AT

AyTOCOMHO-peLeccnBHoe 3aboneBaHue,
Bbl3bIBAEMOE HapyLUEHMEM CUHTE3A
anb@a 1-aHTuTpUnNcuHa

* [loHmwxeHHasa akTuBHOCTbL A1AT B KpOBU U B NETKNX =>
aMmdunsema

e HakonneHue HepyHKUMOHanNbHoro A1AT =>
3aboneBaHus Ne4YeHn




< * Anbda-1-aHTUTPUIICUH — GEJIOK, KOTOPBIH
BbIPA0ATHIBACTCS EUYCHBIO. OH IMMOMOTraeT
OpPTaHM3My B HHAKTHUBAIUU (PEPMEHTOB, IIPU
9TOM OCHOBHAas €ro (D)yHKIUS COCTOUT B
3aIIUTE JIETKUX OT 3J1acTa3bl — OHA
IPOMU3BOAUTCS HEUTPO(UIAMH B OTBET HA
ITOBPEXKIACHUS U BOCIIAJICHU. JJIacTasa
pacCIICILISICT OCIKH, KOTOPBIC 3aTEM
nepepadaTbIBaOTCs OPraHUu3MOM U YIAISIOTCS.
Eciin ee akTHBHOCTh HE KOHTPOJIHUPYETCS
anb(da-1-aHTUTPUIICHHOM, OHAa HAYMHAET
pa3pyiarh TKAHU JCTKUX.




Cunre3 anbda- 1 -aHTUTPUTICUHA PETYIUPYETCS IBYMS
KOIIMSIMHU F'€Ha MPOTEa3HOr0 HHruOUTOpa ceprmrHa-1. 1o TaKk
Ha3bIBA€MbIM KOJJOMUHAHTHBIN I'€H, TO €CTh KaX/J1as KOIHS
reéHa ceprnuHa-1 oTBevaeT 3a 00pa30BaHKE MTOJIOBUHBI F'€HA
anbda-1-anTuTpuncuHa. Ilpyn U3MEHEHUAX WU MYTaLUIX
OJIHOM MJIM 00eHX KOIIMI I'eHa 00pa3yeTcsl MEHbIIIEE
KOJIMYECTBO alib(a- 1 -aHTuTpUIicuHa 1100 ero
nuc(yHKIIMOHAIbHAsT Pa3sHOBUAHOCTL. Eciu B pe3ynbrare
3TOr0 MPOAYKIUS alib(a-l-aHTUTPUIICHHA ITagaeT 00JIce YeM
Ha 30 % HUXKE HOPMBI, TO HACTYIIAET PACCTPOUCTRO,
Ha3bIBaeMoe Jae@uuuToM anbda-1-anturpuncuta. Ilpu aTom
MIOBBIIIAETCS PUCK BOSHUKHOBEHHUS SM(DU3EMBI, 4 TAKXKE
00JIE3HEM JIETKMX B HaYaJI€ IIOJI0BOTO co3peBanus. Kypenue u
PETYIAPHBIA KOHTAKT C JBIMOM M IBLUIBIO YCKOPSIOT PA3BUTHUE
00JIE3HU U YCIIOKHSIOT €€ TCUCHUE M3-3a TTOBPEKICHUS
JETKUX.




& A1AT

* [lpeacrtaBuTenb cemencTea CEpNUHOB

— CepnuHbl 9BNAOTCS NHIMOUTOPaMU CEPUHOBBIX
nporteas

e OcHOBHasaA BYHKLUNA — MHIIMOMpPOBaHME

3J1aCTa3bl

— JnacTasa - PepMeHT, paspyLuaroLmnm
COEAVHUTESNBbHYIO TKaHb NENKNX

* CnHTE3MNpYyeEeTCH
— B oCHOBHOM B ne4yeHwu

— Heutpodounammn, makpodaramu, SHTEPOLIUTAMM. ..




BA1AT: reH

« SERPINA1 (1nu Pi)
. 14932.1
. 12,2 kbp

 / 3K30HOB (4 KoaunpyroLwmx, 3
HeKoaMpyoLmx), 6 MHTPOHOB




KonudectBo mpou3BoauMoro aibga-1-aHTUTPUIICHHA U €70 aKTUBHOCTD
3aBUCSAT OT TUIIA YHACJIEAOBAaHHOW MyTalnu. HecMoTps Ha TO 4TO I'eH
cepnuH-1 ecTh Oosee yem B 75 ajuiensax, JUIIb HECKOJIbKO U3 HUX HauboJee
pacrnipocTpanensl. Yarie apyrux BcTpedarorcs aedekTHbie GopMbl reHa S U Z.
CyI1ecTBYIOT pa3InyHble BApUAHTHI UX HACJICIOBaHUSI.

Opnna xonust M u ogHa xonust S wiin Z (MS nnn MZ). B atoMm citydae
KOJIMYECTBO ayib(a-1-aHTUTPUIICHHA XOTS U IMTOHM)KEHHOE, HO IOCTAaTOYHOE
JUTS 3aIATH Oprafu3Ma. [larmeHTsl ¢ TaKUM COYETaHUEM TeHOB SBIISFOTCS
HOCHUTENISIMH 00JIE3HU U MOTYT MepeaaTh € 1Mo HaClIeACTBY CBOUM JETSM.

JIBe xonmuu S (SS) 00bIYHO HE MPUBOMST K KIMHUYECKH BBIPAXKCHHOMY
(GYHKIIMOHAIBHOMY ACDUIIUTY aHTUTPHUIICMHA OO0 00yCIIaBIMBAIOT JHUIIIb
YMEpPEHHOE YMEHBIIIEHHE €ro cuHTe3a (00pa3yroT okoj1o 60 % HeoOX0AMMOro
anb(a-1-aHTUTPUTICUHA).

Opna konus S 1 ofHa Z (SZ) MOBBIIIAIOT PUCK BOSHUKHOBEHUS SM(PU3EMbI
(o6pazyercs okono 40 % anbda-1-aHTUTpUTICHHA OT HOPMAJILHOTO
KOJIMYECTBA).

JIBe xonuu Z (Z7)) ABns0TCs NPpUUYMHON Hanbosee TshkEnoi hopmoit 0one3Hn
(oOpazyetcs auib okojio 10 % HeoOxoauMoro anb(a-1-antutpurncuna). Eciu
TaKOW BapUaHT HACJEJOBAHUS COYETACTCS C HACIEAOBAHUEM JIBYX PEAKUX
KOTIMI reHa cepIuHa-1, To BO3HUKAeT Tak Ha3bIBaeMas HyJieBas
Pa3HOBUJHOCTh I'€HA, MPU KOTOPOH alb(da-1-aHTUTPUIICUH HE 0OpazyeTcs
COBCEM.




'ﬁA’IAT: Ooenok (CTpykTypa)

e 52 k[la
e 394 aMNHOKNCIOTHbIX
OCTaTKOB, 3

rmgpokapboHaTHbIe
Lenu

« RCL — reactive centre

Ioop (y3HaBaHue

NPOTEUHKMHA3bI N NEPBUYHOE
B3aMMOOENCTBME C HEN)




“1A1AT: 6enok (MexaHn3m
MHrMbuposaHus) (1)

« RCL koBaneHTHO
CBSA3bIBaeTCH C
npoTeasoun

« KoH®opMaLMOHHEIE
N3MEHEHMUS




=1A1AT: 6enok (MexaHu3m
MHrIMbupoBaHua) (2)

* [lpoTeasa artakyet RCL

 RCL BcTpanBaetcsa B beTa-nucT A,
obpa3syst HeTBEPTbIN beETA-NNUCT

» Komnnekc “nporeasa-nHrnbmntop”
noaBepraeTcs NM3ocomMmaribHOW

nerpagaumuu




élA’IAT: MyTaLnn

* [lpBOOAT K HENpaBUNbLHOMY (PONAUHTY,
nonnmepusauuu, ceasbiBaHmio asyx A1AT apyr c

APYIroMm
« Hanbonee BaxHble myTauuu - B RCL, shutter,
breach

« Camasd vyactaga mytauusa: lys342glu - pacwumpser
B-nuct A; RCL ogHon monekyrnbl BCTpanBaeTcs
B 3-nucTt A apyrou

* HapyweHHble A1AT He cekpeTupytoTcsa =>
HeJoCTaTO4YHOCTb B NErknx + HakannmBalTCA B

NnevyeH"




i MokasaHus k onpeaeHuio A1AT:

- Ecnu xenTtyxa y HOBOPOXKJIEHHOTO WUJIA MAJIOJIETHETO
peOeHKa AIUTCS Joablie 1-2 Heaenb, TPy 3TOM Y HEro €CTh
IIPU3HAKH TTOPaKEHUS TeUeHU (YBEIUUCHUE CEIIC3CHKH,
OproliHas BOASHKA, 3y/1).

Koraa manuent mosoxe 40 JIeT )kanyeTcss Ha XPHUIIbI,
XPOHUYECKHN KaIlI€Ib WJIM OPOHXHUT, TSHKETYIO OJIBIIIKY
nocJie (PU3NYECKUX Harpy30kK, a TaKKe Ha JPyTue
CHMIITOMBI SM(HU3EMbI. DTO 0COOCHHO BaKHO, KOT/Ia
YEJIOBEK HE KYPUT, HE KOHTAKTUPYET C Pa3apakUTEIISIMU
JETKHAX U TPU 3TOM Y HETO IMArHOCTUPOBAHO MOBPEKICHUE
HU>KHEH 4aCcTH JIETKUX.

Ecnu y nauuenta numeercs OJU3KAM POJICTBEHHHUK,
CTpaJaroluii oT ainbda-1-aHTUTPUIICUHOBOM
HEIOCTAaTOYHOCTH.




T IMPun3ema

 Hepgoctatok A1AT (HopmManbHOe codepkaHue —
1,5-3,5 r/n) => HEKOHTpoONMpyemasa akTUBHOCTb
npoTeas, paspyLleHne TKaHeu nerkmx (gaxe
cuHTesnpyembit A1AT He PYHKLNOHUPYET)

 A1AT — npoTnBoBOCNanNUTENbHbLIE CBONCTBA
(perynatop akcnpeccuu
NpoTMBOBOCNANUTENbHbIX LMTOKUHOB). [1pn
BOCMNalieHn — HapyLlaeTcs aKcnpeccus,
CTUMYNMPYETCA CUCTEMHOE BOCnaneHme




& [lnarHocTupoBaHue

* 95% cny4aeB — He gMarHoCTUpPoOBaHO

» CoaoepxaHmne A1AT B CbIBOPOTKE UM
nasme KpoBu (He onpenennTb
reTeposmnroThl)

* ®eHoTunupoBaHne A1AT (onpeneneHue
M30dopMbl C MOMOLLILHO
N303MNEKTPNYECKOro POKyCcupoBaHUA)

* [eHoTUNNMpoBaHMe ATAT




i leyeHme

e JleueHne cumMnNTOMOB

* PerynapHoe BeegeHune A1AT
(BHYTpPMBEHHbIE NHJY3UN N3 OOHOPHOWN
nasmbl KPOBU, a3p030/1Nn)

* icnonb3oBaHne apyrmx MHIMMOUTOPOB
anacrasbl

* [eHHaqa Tepanus
 [lepecagka nevyeHu
e XMMMNYeCKne LwanepoHbl




bone3Hb baunepa — 310 peakoe HacnenCcTBeHHOe (NepeaaroLleecs OT poanTenen K
netam) sabonesaHue, B OCHOBE KOTOPOro NEXUT HeQoCTaToK doepMeHTa (bernka,
YCKOPSIIOLEro XMMnyeckne peakumm B opraHname) N-tnna AT®asbl, nrparoLLero BaXkHyto
posib B TpaHcnopTe (NepeHoce) XKenYHbIX KUCIOT (KUCMOT, 00pasyowmxcs B NeYEHN U
BblaensiemMblx B 12-nepCTHy0 KULLKY) Yepe3 o00onoYyky renatoumra.

Momnmo 6onesHu, Takke BblaensoT cuHOpom balunepa — HacneacTtBeHHoe 3abonesaHue,
XapaKkTepuayoLleecs Xoiectasom — NaToiorm4eckmm (OTCyTCTBYHOLUM B HOPME)
NPOLIECCOM, CBSAI3aHHbIM C HapyLleHMeEM cMHTe3a (0bpa3oBaHusl), cekpeuunmn (BblaeneHns) n
NOCTYNMEHUS XKenyn (KMOKOCTU, BblipabaTbiBaeMOWN NEYEHbIO) UNW ee OTAENbHbIX
KOMMOHEHTOB B 12-NepCTHYIO KULLKY. Taknm obpasom, B renatoumTax (Knetkax neyveHu)
NPOUCXOAUT HAKOMSEHUE XKENMYHbIX KUCITOT (KOMMOHEHTOB Xesdn), KoTopble NoBpexaatoT
ee. [1pn aTOM HapyLlaeTcsl NOCTYMIEHME XKEMYHbIX KUCIOT B 12-NePCTHYIO KULLKY, YTO
NPUBOAUT K HAPYLLUEHUIO BCACbIBaHUS B KULLEYHUKE NUTATENbHbLIX BELWECTB N BUTAMUHOB, B
TOM 4YUCIle XupopacTeopumMbIX BUTaMuHoB A, D, E, K. Tpu cnHgpome bannepa
otcytcTByeT [N-rnukonenTtug (benkoBo-yrreBoaHOe CoeauHEHNE, TakKe y4acTBYoLLEee B
OCYLLECTBMNEeHUM TPaHCMNopTa Xen4HbIX KUCNOT Yepe3d 000MnoYky renatoumTa).




CumnTtombl 6onesHb bannepa
3aboneBaHne NposABNSETCS CUHOPOMOM xonecTasa. [inst Hero xapakTepeH psa CMMMTOMOB.

[MaBHbIM CUMMATOMOM X0rleCcTasa SABNseTcs 3ya KOXWH, KOTOprVI OECMNOKOUT HOYbIO, AHEM YMEHbLLUAETCA. HeKOTOpre
OTMeYarT ycuneHune 3yaa 3smMmoun. Honroe BpeM4A KOXHbIU 3ya ABnaeTcd eanHCTBEHHbIM CUMITTOMOM 3aboneBaHus.

KcaHToMbl (He60.l'lbLIJI/Ie 06pa3OBaHVIﬂ XKenToro unn Kopn4yHeBaToro LBeTa, pacnonararoLwimnecd Yalle Bcero Ha rpyaun, cnmHe,
J'IOKTHX), nX nosdasrieHne CBA3aHO C OT/I0XeHneM nmnnaoB ()KVIpOB) B pe3ynbrate nx HapyLeHHOoro obmeHa.

KcaHTenaambl (HeGOJ'IbUJI/Ie 06pa3OBaHVIFI XEJIToro nrimn Kopmn4yHeBaTtoro uBeTa, pacrnoJsiararomecd CUMMETPUYHO Ha BEKaX,
CBA3aHHbIE C HApYyLUEeHUAMA obMeHa XMpOoB B opraHmsme).

JKentyxa (noxenteHue Koxu 1 cknep (6enkos rnas)). MNMosienserca BcneacTBue NoBbILEHUS B KPOBU U TKAHAX YPOBHS
OunnpybuHa (Ken4yHoro NUrMeHTa (KpacsLero Belectsa)). XXentyxa nmeeT nepemexaloLLnincs xapakrep (To nosBngeTcs,
TO MCYE3AET), C KaXAbIM NMPUCTYNOM NHTEHCUBHOCTb €€ YBENMYMBAETCS.

lenatomeranus (yBenmyeHne neyeHn).
CnneHomeranug.

Creartopes, koTopasi 06ycnoBrneHa HeoCTaTO4YHbIM BCacbiBaHMEM XUPOB B KULLEYHUKE, B pe3yrbkTaTte 3TOoro kan CTaHOBUTCS
XUAKUM, XXMPHbBIM, KallMLeo6pasHbIM, C HEMPUATHBLIM 3anaxoM, C TPYAOM CMbIBaeTCsi CO CTEHOK YHMTa3a.

M3amMeHeHMe LBeTa Kana n Moyu (I'IOTeMHeHI/Ie MO4M 1 obecLBeYMBaHNE Kana).

Kpome Toro, y naumeHToB ¢ 6onesHbio Bainepa BcTpeyatoTes cnegytoume CUMNTOMbI.

3agepxka pocTa.

[MnoBMTaMUHO3bI (CHI/I)KeHI/Ie NnocTynneHna n cogepxaHmqda BUTaMnMHOB B opraHM3me), CBA3aHHbIE€ C HapyLleHnem
BCacCblBaHUA XNPOPaCTBOPUMbIX BUTAMNUHOB B KNLLEYHUKE:

—  BUTamMuHa A — « KypuHas cnernota» (HapyLleHne CyMepeyHoro 3peHus (YenoBek nnoxo BUAMT B TEMHOTE), CYXOCTb
KOXW U CAN3UCTbIX 0B0OYEK, CKNep rnas);

— ButamuHa D — ocTeonopos, nepenombl KOCTEMN;
—  BuTamuHa K — remopparmyeckum cMHapom (CUHLOPOM, XapaKTepU3YOLLNMNCS NOBLILUEHHON KPOBOTOYMBOCTLIO);
— BuUTamMuHa E — mbllleyvHas cnaboctb, becnnoaue.




* [1pnynHbI

* B ocHOBe cuHapoma u bonesHn bannepa
NEXNT HapyLleHue TpaHcnopTa (nepeHoca)
XKENYHbIX KNCIOT (KUCNoT, obpasyrolmnxcs B
NeyYeHn 1 Bblaensemblix B 12-NepCTHYO
KULLIKY) Yepe3 000mo4Ky renaToLmnToB
nedyeHn. Oba naTonornvyecknx
(OTCYTCTBYHOLLMX B HOPME) COCTOAHUA
ABMAKOTCHA HACNeaCTBEHHbIMU, TO ECTb
nepepnaroTcs OT pOOAUTENEN K OETAM.




InarHocTtuka

AHanus aHamHe3a 3aboneBaHus 1 xanood nauneHTta (KOFD,a (KaK D,aBHO) NOABUJIUCH XerTyXa (I'IO)KeJ'ITeHI/Ie KOXWN 1 CKnep
(6eJ'IKOB rna3)), KOXHbIM 3yA, NnoBbllWEeHHaA KpOBOTOYMBOCTb, C YeM NauneHT CBA3blBaeT BOSHUKHOBEHNE 3TUX CI/IMI'ITOMOB).

dunsnkanbHble AaHHbIE (D,aHHbIe OCMOTpa Bpal-la). Bpaq MOXET O6paTVITb BHMMaHMe Ha crneayruime rnpn3Haku:

3afiepXkka pocTa 1 ou3nM4ecKoro pa3BuTUsi NaLmneHTa,
npu nepkyccun (BbICTYKMBaHUM) NEYEHN ee BEPXHUIA Kpaw onpeaensieTcs Huke peGepHom oyru.

JlabopatopHble gaHHbIE.

OBLLEKNTNHNYECKUIA aHaNM3 KPOBU: BO3MOXHO CHUXKEHWE TPOMOBOLMTOB (KNETOYHBLIX 3NIEMEHTOB KPOBM, Y4aCTBYIOLLIMX
B MpoLiecce CBepPTbIBAHWUSI KPOBW), MOBbILLEHNE NENKOLUTOB (GENbIX KNETOK KPOBU); B ClyYae KpOBOTEYEHMS 13
pacLUMPEHHbIX BEH NMLLEBOAA BO3MOXHA aHEMYS.

Broxnmmnyeckuin aHanma KpoBK: NOBbLILLEHNE YPOBHSA anaHuHamuHoTpaHcdepasbl (AT, hepmeHTa (6enka,
YCKOPSOLLIErOo XUMUYECKNE NPOLIECCHI B OpraHn3me) neveHn, yBenmyeHne KoHUEeHTpauumn B KpOBU KOTOPOro
CBUOETENbCTBYET O MOBPEXAEHUM TKaHW NeYeHn), bunmpybumHa (KenqyHoro nurMeHTa (Kpacsawero BeLlecTsa),
obpasytoLerocs B pesyrnbrate pa3pyLUeHUs 3puUTpoUMTOB (KPaCHbIX KIETOK KPOBW)), raMma-rinyTamunTpaHcnentnaasol
(dbepmeHTa neveHn 1 NogKenyao4HON Xenesbl, YypOBEHb KOTOPOro B KPOBM BO3pacTaeT Npu HEKOTOPbIX 3aboneBaHnsax
neyeHun), nenunHaMmmHonenTMaasbl (PepmMeHTa, y4acTByOLWEro B pacluenneHnn 6enkos), rmoTaMunTpaHcnenTmMaasbl
(dbepmeHTa neveHn n NogKenyao4HoON Xenesbl, YpOBEHb KOTOPOro B KPOBW MOBbILIAETCA Npy 3a60neBaHnAX neyeHu),
5-HykneoTnaasbl (pepmeHTa, y4acTByOLEro B pacLuensieHun Hykneotnaos — anemeHtos JHK
(Ae30KCUPNBOHYKNENHOBOW KUCIOTbI, OTBETCTBEHHOW 3@ XpaHEeHWe 1 nepegady reHeTnyeckon nHgpopmaummn)). Takke
OTMEYaETCs NOBLILIEHNE LLEeNoYHON dhocthaTasbl (hbepMeHTa neveHn, yBenmyeHme KOHUEHTpaumum B KPOBU KOTOPOro
CBUOETENbCTBYET O NOBPEXAEHMUMN €€ TKaHWN), OQHAKO cneayeT NOMHUTb, YTO B AETCKOM BO3pacTe OHO MOXET ObITb
PU3nonorn4eckmm (BapmaHToM BO3PaCTHOM HOPMbI).

Koarynorpamma (VICCJ'IeLl,OBaHI/Ie KpoBU, No3BoJidoLlee onpenernntb HapyLleHuns ee CBeprIBaeMOCTI/I) BbIABIIAET
3amMensieHne ceepTbiBaHNA KPOBU 3a CHET YMEeHbLUEeHUA Kornmyecrtea (baKTOpOB cBepTbiBaHUA (BeLLl,eCTB,
coepiKallnxcd B nna3me ()KVID,KOVI 4acTtn KpOBI/I) n CI'IOCO6CTByI'OLU,VIX CBepTbIBaHUIO KpOBI/I), KOTOpble o6pa3y+0Tc;| B
nevyeHun, n ButammHa K (BVITaMVIHa, ydacTBYyroLlEero B npoueccax ceeptbiBaHNA KpOBI/I), KOTOprI;l B HOPpME BCaCbIBaETCA
B TOHKOW KULLIKE.

Buoxmmnyeckme mapkepbl (nokasarenu) hrubposa neveHy (NPOUCXOANT NPU OCNOXHEHUAX 6onesHn 1 cnHapoma
Bavnepa) — PGA-nHgekc:

* npoTpobmnHoBbIN HAEKC (P) — nokasaTtenb CBepTbIBAEMOCTU KPOBU: Npu hmbpose CHXKaeTcs;

* ramma-rmyTtamunTtpaHcnentugasa (G) — bepMeHT nevYeHun, KOHLEHTpaUns B KPOBU KOTOPOro YBENUYNBAETCH
npv 3aboneBaHUAX nevYeHn n anoynotpebneHnm ankoronem: npu pmbpose NnosbiLAETCS;

* anunonpotenH A1 (A) — Genok KpoBM, OTBEYAIOLLINIA 32 TPAHCMOPTMPOBKY XOrecTepuHa (3KMponogobHoro
BELLECTBA, NPOAYKTa 0OMeHa BELLECTB 1 XXUPOB) B opraHn3me: npu pnbpose CHuKaeTcs.




3HaueHunsa PGA konebntotea ot 0 go 12. Ecnu PGA<2, BepoaTHOCTb Uumppo3a (auddy3Horo (obLwmpHoro) 3aboneBaHue
NMeYeHn, Npy KOTOPOM MPOMCXOOUT rMBenb TkaHu NeveHn 1 npouecc pubposa) pasHa Hyno. Ecrnin PGA>9, To BEpOSATHOCTb
unpposa coctasnseT 86%.

WHcTpymeHTanbHble AaHHbIE.

YnbrpasBykoBoe uccnegosaHue (Y3W) 6ptolLHOM NOMOCTN — HeMHBa3nBHOE (6€3 NPOHNKHOBEHUS YEPE3 KOXY Ui
CrnM3ncTble 000N0YKM) NCCNEAOBAHNE OpraHM3ma YenoBeka C MOMOLLbIO YNbTPa3BYKOBbIX BOMH. [pumeHsieTca ansi
BbISIBNIEHUS] YBENUYEHUS CENE3eHKM (CrrieHomeranum) n nevyenn (renatomeraninm), ANarHOCTUKN OCNOXHEHWIA.

O30garoractpoayogeHockonua (QPrAC) — ocmoTp cnmamcTon 060Mn0YkM NuweBoaa, Xenyaka u 12-nepCTHOM KULLIKK
C NMOMOLLbIO CNeUmManbHOro annapara (3H4ocKomna) — BbIMOSHSAETCS B Cllyvae BO3HUKHOBEHUS XEMNYA0YHO-KMLLEYHbIX
KPOBOTEYEHU.

MarHuTHo-pe3oHaHcHasa Tomorpadus (MPT) — BbICOKOMHGOPMAaTUBHBIA ANArHOCTUYECKUN METOA, MPUMEHSIOLLNIACS, B
OCHOBHOM, A5 UCCriefoBaHUSA NaTofiorMyeckux (OTCyTCTBYHOLLMX B HOPME) NPOLIECCOB B MATKMUX TKAHAX (MbILLLAX,
BHYTPEHHUX opraHax). No3BonseT nony4nTb TOYHOE n3obpaxeHne nccnegyemMblx OpraHoB (MeYeHN, CENneseHku),
BbISIBUTb OCITOXXHEHUS.

Onactorpadus (doubpockaHNpoBaHUE NeYeHN) — UccneoBaHUe TKaHW NeYeHu, BbIMOMHAEMOoe A5 OLEHKUN ee
COCTOSIHWS C NMOMOLLbIO crieuuanbHOro annapara.

Broncusa neyeHn — MMKpoOCKONUYECKoe UccnegoBaHne TKaH NeYeHn, NOy4YEHHOW NPYU NOMOLLM TOHKOW UMbl NOA
KOHTporem Y3, KoTopoe NO3BOMSIET BbIIBUTb TKAHEBbIE HAPYLLUEHUS, MOMOraeT NOCTaBUTb OKOHYATENbHbIM ANArHO3.
KomnbtoTepHas Tomorpadums (KT) opraHoB 6prOLLHOM MOMOCTU — METOA, NMO3BOSIAIOLLNIN CKaHMPOBaTb Pa3fiMyHbIEe
opraHbl MOCIONHO C UCMOMb30BaHNEM PEHTIEHOBCKOrO MU3ryyeHus. NpoBoantca Ang ANarHoCTUKMU OCOXHEHWI.

PeHTreHonornyeckoe nccrnegoBaHue opraHoB 6p}OLLIHOl7I NoyfioCTh NpoBOAUTCA AOJ14 BbIABIIEHNA YBEJTIMHEHUA NEYEHMN,
OVNarHoCTUKN OCITOXKHEHUA.

B03MOXHbI Takke KOHCynbTauun TeQaI'IeBTaBOSMO)KHbI TaKXe KOHCyInbTrauun TepaneBta, MEANLIMHCKOIO reHeTunKa.




JleueHne GonesHb Gannepa

BbioensoT koHcepeamueHoe (6e3onepayUuoHHOE) N Xupypau4ecKoe
JieyeHue 3aboneBaHus, a Takke obuwjue pekomMeHOayuu.

K o6wum pekomeHOayusiMm OTHOCUTCS ANETOTEpanus.

— Crton Ne5 no I'IeBsHepy (,qmeTa C NnoBbIWEeHHbIM coAep>XaHNeM Jerkoycsoaemoro bernka,
BUTaMWUHOB N MUHEPAJIbHbIX BELWLECTB N OrpaHn4eHnem XnMpos (OCO6€HHO )KVIBOTHbIX)).

—  WckntoyeHne ynotpebneHust ankoronsi.

KoHcepeamueHoe sie4yeHuUe HanpaBrneHo Ha yCTpaHeHWe CUMNTOMOB 3aboneBaHus.

= ButamnHHble npenapartbl (Ha3Haan-0T ANsa KOMMeHcaumMm HexBaTku BUTaMUHOB, BbI3BaHHOM HapyLleHnem mnx
BCaCbIBaHNA B KVILLle‘-IHI/IKe).

—  AHTUrMCTaMMHHbIE (MPOTUBOANIEPrMYECKNE) NpenapaThl — AN NpekpalleHns 3yaa.

— [enatonpoTekTopsbl (MpenapaTbl, 3aluLiaoLme TKaHb NeYeHn OT NOBPEXAEHNS) — MPUMEHSIOTCA AN Kak
MOXHO Boriee ANUTENbHOMO COXPaHEHUSA PYHKLMIA NeYeHn (BbIpaboTkK XXenyun (KUAKOCTH, YHaCTBYIOLLEN B
NULLEBAPEHNN), HAKOMMNEHUS NUTaTENbHbIX BELWECTB, 06e3BpeXnBaHNa TOKCUHOB (S40B) U T.4.)

Xupypaudeckoe sie4eHue. EQUHCTBEHHbBIM AENCTBEHHBIM CNIOCOOOM NeveHns cnHapoma 1 bonesHn bannepa Ha
CErofHALHNA OeHb SBNSETCH TpaHCNNaHTauus (nepecagka) nevyeHun. Yaue Bcero BbIMOMHAETCS TpaHCNIaHTauus YacTtu
nevyeHn 6nmskoro poacTBeHHUKa.

Mpu ebipaxeHHOU cnyieHoMe2aauu NPUMeHsIemcs:

CrnJ1IeH3KTOMUA (y/J,aneHme CGJ'IGSGHKVI),

aMbBonusaums (3akpbITMe NPOCBETA) CENe3eHOYHON apTepn — NPUBOAMUT K rMBenu ceneseHku, YTo NoBbILLAET CPOK KU3HM
KNETOK KPOBM.

BocnosnHeHue Kpoegoriomepu — HympueeHHoe esedeHue cnedyfou.gux cpedcme:

3pUTPOMAaCChI (3PUTPOLIMTOB — KPACHbIX KITETOK KPOBU — AIOHOPA (YernoBeka, KpOBb KOTOPOro MEPENMBAIOT MALUEHTY));
nnasmbl (3KUWOKOW YacTu KPOBU AOHOPA);

nnasmo3amMeHuTenen (npenapartos, MPUMEHSIIOLLNXCS C NIe4eOHON Lenblo Ansi 3aMeHbl Niasmbl).

OcnoXHeHUs 1 NocneacTeus

YKenyno4yHo-kuilieyHoe KpoBOTEYEHME.

Linppo3s neyeHu.

Pak neyeHwu.

AcLInT.
MeyeHoYHas 3HLechanonarus.

MeuyeHouHan koma (Tskenoe coctosinme, BbI3BAaHHOE MNMpeKpaweHunem nnu rnyGOKVIM yrHeteHuem Bcex
hbyHKLMM nevyeHn (BbIPAabOTKM Kenuun (KMAKOCTU, y4acTBYHOLLEN B NULLIEBapPEeHUMN),
HaKonmeHus1 NUTaTenbHbIX BewecTB, 06e3BpeXXnBaHUsi TOKCMHOB (40B) U T.4.).




MykoBucuugos




MexaHu3m pa3BuUTUA




Knaccudunkauums
MyKoBUcUMao3a

» CmellaHHas (J1erodHo-KMLIEeYHas) ¢
NopaXxeHUeM Xenygo4yHo-KNLIEYHOro
TpakTa 1 OPOHXONEero4HON CUCTEMD
(75—80%).

* JlerovHas (15—20%).

* KuweyHasg (5%).

» Pa3a peMnccun: * akTUBHOCTD:
— Manas;




KnnHnyeckne npoaBneHuns

XPOHNYECKNW Kallenb, peunansmpytowimne
NMHEBMOHWUN U aTeneKTasbl, NepepacTskeHne
nerkoro, 6apabaHHble nano4kum (cBoeobpasHasa gedopmauus
HOrTeBbIX danaHr nanbLueB), NOCTOAHHbIE XPUMNbI NPWU
ayCcKyrnberauun, Harnm4ine B MOKPOTE CMHETHOWMHOM Mariovku,
cTaPuUiokokka, knebecuensel, rpubos, KpOBOXapKaHbE,
NOMNo3 HOCOBOW MOMOCTU;

cTeaTopes (kMp B Kane), XpoHn4eckasi anapes,
BbiNaZieHne NPSAMON KULLKW, LMPPO3 NEYEHU, XONELMCTUT,
KULLEYHble 3aBarnbl;

3aJepXXKa pocTa, CHUKEHNE YPOBHS
6ernka B KPOBU, aHEMUN U OTEKM Y MNaaeHLIEB.




InarHo3 n pekomeHayemble
KNMMHNYeCKne nccrieaoBaHus

NMoToBas npoba
U3mepeHue pa3HOCTU Ha3albHbIX NOTEHUMNaNoB

C uenblo yCTaHOBMEHUA AnarHosa NpoBoanUTCs NpAMoe
ornpeaeneHme HocuTenbCcTBa AeMEKTHOro reHa.
[1o nokazaHmMsIM NMPOBOASAT PEHTIEHONOrM4Yeckne
obcnenoBaHus, Y3W (oLeHMBaOT COCTOSAHME
NomKenyago4YHOW XKeresbl), OMOXUMNYECKUE U
NMMYHOOrM4yecKkme nceriegoBaHus




OcnoxHeHusa MyKkoBucLuao3a

* HegocTtaTok BUTamMmnHa E nposasnaetca
reMosIMTU4eCKoOu aHeMunen y
HOBOPOXXOEHHbLIX N HEBPOJIOrMYECKOU
CUMNTOMATUKOWU Y OeTeN cTapLlero
BO3pacTa.

» OBCTPYKUMSA ANCTanbHbIX OTOENOB TOHKOM
KNLLIKK BCTpeYvaeTcs y 2% ageten mnaglue
5 nert, y 27% nauneHToB B BO3pacTe
ctapwe 30 net, 7—15% nauneHToB BCEX
BO3pAacCTOB.




OcnoXHeHna MykoBucLupOo3a

« CaxapHbi anabert Bhigenaetca y 20%
B3POCIbIX NALMEHTOB C MYKOBUCLIUOO30M.

« dbpPoO3 neveHu, passnBarOLLNNCA B TOW
NN MHOW CTEMEHU MOYTU Y BCEX
naLneHToB ¢ MyKkoBmcUmnao3om, B 5—10%
HabnaeHU NPOrpeccupyeT A0 TSXKENOoro
3aboneBaHns NevYeHn ¢ OUnMapHbIm
LMPPO30OM U nNopTanbHOU rMnepTeH3nen.




OOLwmre NpUHUMNbI JIe4YeHus

* nogaepxaHne obpasa X1U3HU naymeHTa, MakCumaribHO
NPUBITMKEHHOTO K XXWU3HU 300POBLIX AETEN;

* npodunakTuka n neveHmne obocTpeHnm BPOHXONEroYHbIX
3aboneBaHuu;

« obecnevyeHne ageKkBaTHOro NUTaHUA.

® ° MEeToAMKM ApeHnpoBaHUs BpoHXManbHOro AgepeBa U
nevyebHas punskynesTypa;

* OANeToTepanus;

* MYKONUTUYECKasi Tepanus;

« aHTUbaKkTepmnanbHas Tepanus;

e 3aMeCcTuUTeNbHada Tepanus npenapartaMmn NomKenyao4Hom
Xernesbl;

* BUTAMUHOTEPANUS;

* fle4eHne OCMNOXHEHUN MYyKOBUCLIMAO3A.




