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Cunapom AJubnopra?

HacneacrBennsiit Heput (00Jiee N3BECTHOE Ha3BAaHUE —
CUHAPOM AJbIOPTa) — MATOJIOTHs 10CTaTodHO peakas. [1o
odurmanbHbIM g1aHHbIM, B Poccuu Ha 100 000
HOBOPOXKJCHHBIX MaJIbllIeH MPpUXoauTcs 17 ¢ Takou
aHoMaymen pa3Butus. A 2,3% omnepalnuil 1o nepecagke
IIOYKH JIEJIAI0T MaleHTaM ¢ 3TUM JUATrHO30M.

DTO MOCTOSTHHO MPOTrPECCUPYIOIIEe 3a00I€BAHHUE MOYEK,
KOTOPOE YaCTO UJAET MapauieIbHO C IIOTEPEN CillyXa U
CEpBhE3HBIMHU MPOOIEMaMHU CO 3peHrueM. BpoxienHoe

pPacCTPOMCTBO MOYECYHOM (PYHKIIMU MPOSBIISIETCS y AETEN YXKE B
3-5 jieT, BO3HHUKAET M3-3a MyTallMil OJTHOTO X TPEX TEHOB,
KOTOpBIE€ OTBEUYAIOT 3a BHIPAOOTKY KoJiareHa [V tumna.

YeTBeprast Koj1areHoBasi pa3HOBUIHOCTh COCTABIISIET OCHOBY
Oa3aJIbHBIX MEMOpPaH MOYEYHBIX KITYOOUKOB, KOXJIEAPHOTO
amnrapara (qaCTB BHYTPEHHETO yxa), a TaK>Ke KarCyJsbl htto://kakzdraviepom/ sindrom-alporta-nefrit-redkoe-nasledstv
xpycranuka. OTcroga — u OTHOBPEMEHHbBIC HAPYILICHUS paOOThI ennoe-zabolevanie/
MOYECK, CJIyXa U 3PEHUSI.




IlpruvHbI BOSHUKHOBEHUSA

[ 1aBHAsS 1 CANHCTBCHHAA IIPUYHHA, I10
v H reM PaHHuilt MosaHuid
KOTOPOH ACTHU POKAAKOTCA C CUHAPOMOM opiiaiHan CHHapoM ANLNopTa CuHAPOM AnknopTa

AJ'IBHOpTa, — 9TO I'CHCTHUYCCKAsl MYTallHs.

I ~ BHACTEANN T BHAGTONWR ™~
OBPCKAACTCA OAHUH U3 TPCX I'CHOB — CEie ( :
COLAAS. COLAAG, COLAAS. [en COLAAS o oe et ean  ZHEadlod o, ot
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V) THSHTUKDHYC
Yarie Bcero mMoBPEKACHHBIN IeH IepeaacTCss MBIy OT n nav e i ISP
poauteneii. Korma 00j1€3Hb IOYEK MEePEeXoauT Mo X-XpOMOCOME, TO
MAaTh MOYKET CTaTh MEPEIATYNKOM AaHOMAJINU U ChIHY, U JI0YEPH. ‘

Oren — TonbKO J04Yepu. BeposSTHOCTH TOTO, YTO MaJIbII POAUTCS C MpoTeuHypR U CHYDKEHWE

yrHapms noyex

MOPAXKEHUEM MTOYEK, YBEIIMUYUBACTCS B Pa3bl, €CJIIU B POY €CTh
JTIOU ¢ OOJIE3HSIMU MOYEBBIJICTUTEIILHON CUCTEMBI (B IMEPBYIO
ouepepb XHH) ) http://nature.web.ru/db/msg.html?mid=1167292&uri=index.html
Ho B 20% citydaeB getv ¢ CHHIAPOMOM AJBIIOPTA POKIAOTCA B
CEMBbSIX, [I€ Y BCEX POJICTBEHHUKOB UJI€AJIBHO 3/I0POBBIC TTOYKH.
3/1€Ch peub UJET O CIIYYAMHBIX, CIIOHTAHHBIX TEHETUYECKUX
MyTaIUsIX.



Cumnmomol cunopoma Anvnopma

Cumnromer CHApPOM AABIIOPTA, KaK IIPaBIAO, BIIEPBLIE AaeT O
ceOe 3HATD y AeTell B BO3pacTe OT ILATU A0 ACCATU AeT U
IIPOSIBASIETC B BUIAe TeMaTypun (HaXOXAeHle KPOBU B MOYe).

Kpowme Toro, cungpom Aabriopra posIBASETC U B BUAE TaK
Ha3bIBa€MBIX CTUTM AU3DMOpUOreHesa:

- 9NMKaHT (HeOobIlas CKAaA04uKa y BHyTpeHHeroO yrolka raasa),
- BBICOKOe HeOO,

- He3HauYUTeAbHYIO depopMannio 0OeNX YIIHBIX pPaKOBUH I
Apyrue IIpu3HaKu,

- 1I0CA€A0BaTeAbHOE CHI KEHNE CAyXa, IIPNYEM TYyIrOoyXOCTb
HaMHOTI'O 9aIme ANnarnoCTmpyeTcia MMEHHO Y Ma/Ab49I1KOB.

Bce BrIlIenepeyncaeHHble CMMIITOMBI Yallle BCero
OOHapy>KMBAIOTCS B IIOAPOCTKOBOM BO3pacTe, B TO BpeM: Kak
pacrpocTpaHeHHasl XpOHMYecKasl [ToYeyHas He40CTaTOYHOCTD

AaeT o ceOe 3HATh AUIID B IePIOA COBEPIIEHHOAETILA




Kiaaccudpukanusa cMHAPOMA AJIBIIOPTA Y JeTer

Cywecmeyem 08e K1acCupukauuu CUuHOpoma
Anvnopma y oemeti.

FeHeaneCKaﬂ, II0 THITY HACJICAOBAHUA aHOMAJINMN.

B cooTBeTCTBUHU C 3TOM KiIaccudUKAIIMEH BIICISAIOT
TPHU TUIA BPOXKIECHHOTO HEPpUTA.

OcHoBHasl KJIaccu(pUKaLNs HA3BIBAET TPH
BAPHMAHTA MOYEYHOI0 3200J1€eBAHNS.

[IepBble 1Ba BapuaHTa — 3TO IIPOrPECCUPYIOLIEE
OYE€YHOE 3a00J€BaHNE, HEN30EKHBIM UTOT KOTOPOTO
— XpOHUYECKas MOYEYHAasi HENOCTAaTOUHOCTh. [Ipu
n100pokadyecTBEHHOM ceMeiHol rematypuu XIIH He
Pa3BUBAETCS, @ KAUECTBO U MTPOINOJIKUATEIBHOCTD
KU3HU HUKAK HE CTPAJAIOT.

OcHosBHas
KAacCrpMKarst

I'emeTnmueckas

KaaccupyKarys

Hedpwur, conpoBoxnatommuiics
reMaTypuein, TyroyXoCTbIO U
npobieMamMu co 3peHHEM
(mopakenwst riaz). 1o X-
JIOMUHAHTHBIW TUI BPOXKIECHHOTO
IIOPOKa.

X-CIEIJICHHBIM JOMUHAHTHBIN, UJIN
Kiaccuaeckuit (okoso 80% Beex
naiueHToB ¢ CA);

Hedput c remarypueit, Ho 6e3
MOPaYKEHUSI OPTaHOB YyBCTB.
CoOTBETCTBYET ayTOCOMHO-
perieccuBHOM (popme.

ayTOCOMHO-petieccuBHbIi (15% nereii ¢
BPOXKJICHHOW aHOMAJIUEH );

ayTOCOMHO-JOMHMHAHTHBIN (camblil peakuil  JoOpoxadecTBeHHas ceMeliHas
THUI, OKOJIO 5% MalMeHTOB) reMaTypuis



J/lmarnocruka

B niepBy1o ouepesp py AUarHOCTUKE CHHAPOMA
AJIbIIOpPTa TPUHUMAETCS BO BHUMAHUE CEMEHUHBIM
aHaMHE3.

[Tocite TMYHOTO OCMOTpPA M BHISICHCHHS aHaMHE?3a,
Bpad MOXET Ha3HAUYUTh TaKue JIabopaToOpHbIE
aHaJIM3bI:

0oOIIMi aHaIN3 MOYMH;
oO11IMi1 aHATU3 KPOBU;
OMOXMMUYECKHUI aHAJIU3 KPOBH.

B cranaapTHyro nporpaMMy WHCTPYMEHTAIBHBIX
UCCIIEJOBAHUM BXOAUT CIIEAYIOLIEE:

V3U noyek 1 HaAIIOUYCYHUKOB;
PEHTICH TOYEK;
OMOTICHS TOYCK.

B HeKoTOphIX chaydasx Bpad MOKET Ha3HAUUTD
CHeagbHbIe TCHETUUECKUE UCCIICTOBAHMS.
JIOTIOMHUTENBHO MOXKET MOHAI00UTHCS
KOHCYJIBTALlUSl Y MEAUIIMHCKOTO TeHEeTUKA U
Hedpoora.

http://kakzdravie.com/sindrom-alporta-nefrit-redkoe-

nasledstvennoe-zabolevanie/




JleyeHue cuHaApoMa AJILNIOPTA

MenrukaMeHTO3HOE JICUEHUE CHHAPOMA
Aunbrniopra couertaercs ¢ queron. Ctout
OTMETUTh, YTO CIEHU(PUUECKUX ITPEIAPATOB,
HaIpPaBJICHHBIX UMEHHO HA YCTPAHEHUE 3TOTO
T€HETUYECKOT0 HeAyTa, HeT. Bce nmpenaparsl
HaIpaBJICHbl HA HOPMaJIM3aIUI0 PadOThI
MOYEK.

JlJ1s1 meTen queTa MponruChIBA€TCSl CTPOTO
WHIUBHUAYaIbHO. B OOJBIIMHCTBE CilydaeB
TaKoOro panroHa 00JILHOMY HY>KHO
MPUICP>KUBATHCS BCIO )KU3Hb. B HEKOTOPBIX
ClIydasix He0OXOAMMO MPOBECTU
ornepadesIbHOE BMEIIATEIbCTRO.

JIns1 ieTer Takue onepanuu IpoBOISIT TOIBKO
IO JTOCTIOKEHUIO UMU 15—18 neT.
TpaHcTIaHTAMS TOYKHA MOKET MOJTHOCTBIO

YCTPAHUTh HEIYT. |
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Ilporuos

[Iporuno3s npu cuHapoMe AJIBIIOPTA 3aBUCUT OT ABYX (JaKTOPOB: BapuaHTa O0JIE3HU U
=3 noJsia peoeHkKa. beicTpee Bcero mporpeccupyer Kiaaccudeckasi, X-10MUHAHTHASA
(popma cuHapOMa ANBIIOPTA Y MAJIBYUKOB.

B stom ciiyuae XITH auarnoctupyroT y Bcex 0onbHbIX A0 60 jet, a y 50% — o 25 sner.
Ecnu B ceMbe €CTh My KYMHBI C TAKUM K€ BApUAHTOM HEe(PpPUTA, TO BpEMSI HACTYTIJICHUS
TEPMHUHAJIBHOW CTAJIUH MOYEYHOW HETOCTATOYHOCTH MOYKHO JIETKO CIIPOTHO3UPOBATh,
OHO OY/IET TaKUM €. Y >KCHILNH TaKO 3aBUCUMOCTH HET.

* IIpu ayTOCOMHO-pElieCCUBHOM THIIE II0YE€UYHAA HEIOCTATOYHOCTh PA3BUBAECTCS
HEMHOT'O MEJJIEHHEE, HO €CTh PUCK TOro, yTo XITH nepenaer B TepMUHATIbHYIO
craauto yxe K 30 romam.

http://kakzdravie.com/sindrom-alporta-

B (N Mir. T | 1 M Co e e * [Ipu ayTocOMHO-T1OMMHAHTHOMI opMe TeueHHE U IPOTHO3bI HanboIee

nie/ OJTaronpusATHBIC: XPOHUYECKOW MOYEYHON HEIOCTATOUHOCTH CUTYAIUsl HE TOXOIUT.
DTta (popma COOTBETCTBYET JOOPOKAYECTBEHHOM CEMEHHOM reMaTypHu.
Cnenuduueckas Tepamnus B 3TOM ClIy4ae He MPOBOJIUTCS, HAIMYUE KPOBU B MOUYE HE
YIPOXKAET )KU3HU YesroBeka. HeoOxoauM Juliib MOCTOSTHHBIA Bpau€OHBIN KOHTPOJIb 32
COCTOSIHUEM TAI[UEHTA.
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