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Honuxkucmo3s nouex -
3TO BPOKICHHAA
KHCTO3HAA
TpaHchopMmanus
MMOYECYHOH
[MAPEeHXUMBI,
NPUBOAAIIAS K
NPOrpecCUPYOLIEMY
CHHKEHUI0 QYHKIIMHA
MmoYekx.



/1o cux mop HesiCHO, MOYEeMYy

BO3HUKAIOT ¢IMHUYHbIEC

[MapeHXuMaTro3Hble KUCThI. UHOrma ux

Pa3BUTHE HAYUHAECTCS MOCJIe TPABMBI.

IHOIMKHUCTO3 CYUTAKOT FreHeTUYECKUM

- 3a00/1eBaHHeM. BbISICHEHO, YTO IIPHU

| ayTOCOMHO-JTOMHHAHTHOM THIIE

- mpoucxoauT Mmyranus B rene PKD1 —

3T0 85% Bcex cayuyaeB wiu B PKD2 —

15%. Ecau y oqHOro U3 poaure/ien

ecThb nojioMka B rese PKD1 nian

- PKD2, T0 BeposATHOCTDH 00J1€3HH Y
pedoenka — 50% (1:40000) .

~ AyToCcOMHO-peneccuBHas (popma OoJiee

. peakasi, 00J1e3Hb Y HACJI€THUKOB

' BO3MOKHA NPHU HAJTUYMU Y 000HUX

poauteen nepexkrnoro rena PKHD1

(1:1000) .



B cTpykType npu4unH,
NPUBOAAIIMX K TCPMHUHAJIHLHOHU
craauu XI1H, 3-e mecTo mociie
IJIOMepyJdoHehpuTa U

| nUeJIoOHedpHuTAa 3aHUMAET

| HOJIMKHUCTO3 mouek. 1o
TAHHBIM JJUTEPATYPhI
IMOJIUKHCTO3 IPUBOIUT K
PA3BUTHUIO TEPMUHAJILHOH

. IIOYCYHOHN HEAOCTATOUYHOCTH Y
- 10-14 % Hedposornyeckux

| 00JIBHBIX.

- 3TUONOMNS




J1o HacTOAIIEer0 BpeMEeHU BOIPOCHI
ITHOJIOTUU U MATOreHEe3a MOYCYHbIX
KHUCT 10 KOHIIA He BHISICHEHDI,
CYIIEeTYeT MHOKECTBO TEOPUH
KHCTO0OpA30BaAHHUS, HO HU O{HA U3
HHUX 10 KOHIIA HE PACKPBIBAET BCEX
TOHKOCTEH 3TOr0 SABJICHUSL.

1)Teopust HApyLIEeHHOT 0
IMOPUOHAJIBHOIO PA3BUTHUSA, COIVIACHO
KOTOPOH, IPOUCXOAUT HAPYIIICHUE
pocTa Me30He(PPOreHHOI0 FITUTEIH .
2) Teopusi moOBBILLIEHHOM
PACTSIKUMOCTH 0a32JIbHOU MEMOPAHBI
KaHAJIbIEB.

3)Teopust HAPYIIEHHOM CEKPeEIUH.
4)Teopust npoaudpepanuu.



Pa3BuTHe NOJMKHCTO3A M0YEK CBA3HIBAIOT C
HAPYLIIEHUSIMM SMOpHOreHe3a B epBbie
HeAeJH, YTO NPUBOAMT K 00pa30BaHUIO
[JIOMEPYJISIPHBIX, TYOYJSIPHBIX H
IKCKPETOPHBIX KHUCT.

I nomepysisipHbIEC KUCTHI HE UMEIOT CBA3H C
[MOYEeYHbIMH KAHAJIbIAMH, YTO
00yCJIOBJIMBAET PAHHEEe PAa3BUTHE MMOYCHYHOM
HeA0CTATOYHOCTH. TyOy/sipHbIe KHUCTHI,
oOpasyroumecs U3 M3BUTHIX KAHAJIbIIEB, U
IKCKPETOPHbIE KHCThI, BOSHUKAIIIME U3
cooMpaTeJIbHbIX TPYOOK, MOCTENEHHO
YBEJIUYUBAIOTCH B CBSI3H € 3aTPYIHEHUEM HX
OIOPOKHEHUS U MOTYT JOCTUIATh 00JIbIIHUX
pa3zMepoB. KHCTHI C1aBJIMBAIOT OCTABIYIOCH
IMOYCYHYIO MTAPEHXUMY, B KOTOPOH
Pa3BUBAIOTCS aTpo(puIecKue,
CKJIEPOTHYECKHE U BOCHAJUTEIbHbIE
npouecchbl. CTeHKAa KHCT HCTOHYAETCH H
NHOIIA Pa3pbIBAETCHA, YTO CIIOCOOCTBYET
MOJACPKAHUIO BOCIIAJICHUS B ITapeHXUMe
MOYeK.
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MATO] LIECK AS ITOJMKHCTO3HDbIE MOYKH HAIIOMUHAIOT

" AHATOMMUS

PRI RESE

00JIbIIIMEe BUHOTPAJAHbIE T'PO3/AbA.
TKaHb UX COCTOUT U3 MHOKECTBA
KHUCT PA3JIMYHON BEJIUYUHBI U

(bopMBbI, 3aII0JTHEHHBIX CEPO3HOHU

L KHMIKOCTHI0, KOJLVIOMAHBIMHA MaccaMHu
| MJIM K€ MOJYKUAKAM COACePKUMbIM
IMOKOJAAHOI0o nBera. Kucrol

BbICTJIAHBI KYOUYeCKUM
VILIOIMECHHBIM 3nuTeaueM. UHorma B
CTEHKE KUCThI HAXOAAT CMOPIIEHHBIN

. cocyaucToid kKiayoouek. [loueunas

TKAaHb MCK1Y KUCTaAaMM

¥ aTrpo¢gupoBana. Hepeako MoJIMHKHUCTO3
' IIOYEK COoYeTAaeTCS ¢ MOJIMKHUCTO30M

IEeYECHU, MOMKETYTOTHOM kKeae3bl U
ANYHUKOB.



K n M _ E Cmaouu:

| 1. Ctaguss KOMIIEHCAIIUH:

¥ K A PTM H A ® YyBCTBO JIABJICHUS B MOSACHUIIE;

| HeoNpeIeICHHbIC 00U B )KUBOTE4

AU3ypHsl, 00YCIOBICHHBIC PACTSIKCHUEM ITOYEK;
YTOMJISIEMOCTbD, TOJIOBHAS OOJIb;

reMarypusi HESICHOTO T'€He3a.

DyHKIMS TOYEK OCTAETCA HE HAPYILIEHHOM.
2. Craaust CyOKOMIIEHCAIIUH : HAPACTAIOT
MIPU3HAKU TIOYEYHON HEAOCTATOYHOCTH,
MIPOSIBJIAIOIIMECS TOIMHOTOU, CYXOCTBhIO BO PTY,
KAXKIOU, MPUCTYIIAMUA MUTPEHU, CTOUKOUN U
BBICOKOW apTEpUaATbHON TMIICPTECH3UEH.
XapaKTEpU3YHOTCS MOJIUYPUEH C U30CTEHYPHUEN,
SPUTPOLIUTYPUEH, IUITUHPYPUEN, IPU
BO3HUKHOBECHUHU NHEI0HE(DpUTA -
JEUKOLUTYPUEN. B cilyyae HarHOEHUS KUCT
MIPUCOEIUHACTCA TUX0PAJIKA, KHTOKCUKALIMS,
O3HOOBI; MPU KaMHSX B OYKAaX Pa3BUBAIOTCS
MIPUCTYIIbI TOYEYHOU KOJIMKU.

3. B 1eKOMIIEHCUPOBAHHOM CTAAUHU 00JI€3HU
BO3HUKAET XPOHUYECKAS YPEMUSI.




OCI0XHEHHUS:

® NH(UIMPOBAHUE KUCT C MOSABICHHUEM OOJIN U
JTAXOPAIKHU;

® Pa3pbIB KUCTHI COMPOBOXKIACTCS PE3KOM OOIBIO
U MOCJICAYIOIIUM ITOSIBJICHUEM KPOBH B MOYE;

® HApYIICHHUE OTTOKA MOYM.

e 00pa3oBaHHE KaMHEH M Pa3BUTHE MOUYCUHOM
KOJIMKH IIPH UX OTXOKICHUU;

® 11pu juMtesibHOM TeueHuu | 1bl1 Bo3HUKaeT
noTepst PyHKIMU C Pa3BUTHEM ITOYECYHOM
HEIOCTATOYHOCTH U HEOOXOTUMOCTBIO
TEMOJIMAIN3A - UCKYCCTBEHHOM MOYKH;

® CTOMKOE ITOBBIIICHUE KPOBSIHOTO JIABJICHUS CO
BPEMEHEM MOXKET OCHOKHATHCS runepTpoduei
JIEBOTO KEJTY0YKa, MPOJIAIICOM MUTPAIILHOTO
KJ1araHa U CepACYHON HEIOCTATOYHOCTBIO,
AHEBPU3MOM COCYIIOB MO3ra U
rEMOPPArnd4eCKUM HHCYIBTOM;

® pPa3BUTHE MO3IHUX TOKCUKO30B OEPEMEHHOCTH -
IPEIKIAMIICUH 1 DKJIAMIICHH.




1. UHcTpyMeHTAILHBIE METOAbI:
e Y3 nouek;
® DKCKpPETOpHas yporpadusi;
e He(ppoCLMHTUTpA(HSI;
#eMPT u KT nmouek;
| ® CCIICKTHBHAS aHruorpadus;
| epeTporpaiHas muesorpadus;
®1104YCYHAas aHTrHorpadus.
2. JIabopaTropHbIe MeTObI:
® [IPOBOJISIT UCCIICIOBAHUS MOYH
~ (oOmui aHaau3, Ipooy
- 3uMHuIKOrO U Pebepra);
Y @ GHOXMMHUUECKOE UCCIICJOBAHUE
: KpPOBH.
3. 'eHeTH4YeCKOE UCCIICTOBAHUE.




1. HazHayeHne npenaparoB npu
MOBBIIIEHHOM apTepHaJIbHOM
JaBJjIeHNU. B kauecTBe nepBOM JUHUH
Ha3HAYAI0T HHTHOUTOPBI
AHTMOTEH3UHIIPEeBPALAIOIIET0
¢pepmenTa ( po3UHONPHUJL, IHATATIPHIL,
JU3HHOIIPHJI), CAPTAaHbI (BajicApTAaH,
npoecapras, jozapran). llpu
HeA0CTATOUYHOM 3P (eKTe 100aBIAIOT
AHTATOHUCTHI KAJbIMSI.

2. bopn6a ¢ 60JeBLIM CHHIPOMOM.
Ha3znayaror nmapauneramos. Ilpn
CHJIbHOU 00JIM Bpa4 MO:KeT BbINMUCATD

. KOJEeWH WJIM TPpaMajo.J.

= 3. YerpaHeHne MH(peKIH

|  MOYEBBLIBOASIIIINX MYTEIi. Kypc

AHTHOMOTHUKOB, MOAOOPAHHBIX 110

pe3yjabTaraM 0aKmoceBa MO4M,

cocrasJsieT 7-14 nHeii.




- MPOOUNAKTUKA

CBoeBpeMeHHas1 KOppPeKIHUs
apTepuaJIbLHON TMIIePTEH3NHU U
ycTpaHeHue HH(PEKIUNA MOYEBbIX IIyTeH
IMO3BOJIAIOT 3aMeIJINTh
[HpPOorpeccCupoBaHue MOJUKHCTO3a
nouyexk. Tem He MeHee, y 00JIbIIMHCTBA
00JILHBIX C MOJIUKHUCTO30M IOYEK B
pa3jin4YHbIe CPOKH OT BbISIBJIEHHUS
00J/1e3HHU pa3BUBAETCS MOYEUHAS
HeA0CTATOYHOCTD. IIpu ceMeMHBIX
(popMax MOTUKHCTO3A MOYEK
HEe00X0AMMAa KOHCYJIbTAallUsl Bpaya-
reHeTHKA AJIA ONpee/IeHUsI PUCKOB
pPoxIeHUA pedeHKa ¢ MOA00HOMI
noueyHou anomasueu. Illpn
YCTAaHOBJIEHHOM TMATrHO3€e TpeldyeTcs
IHOCTOSTHHOE HAO/II0OeHHE MAIMEeHTAa
BpauoM-He(dpPoJ10rom.



Ecau BoisiBiaeHa I1BII, To Hy:kHO u30erarhb
CUTYAlMH, IPH KOTOPBIX CTEHKA BOASIHUCTOIO
My3bIPS MOKET NOPBATHCS U BbI3BATH
KpoBoTedeHue. He cTrourT 3aHMMAaTHCH
CJIeAYIOIIUMHU BUIAMHU CIIOPTA:
KOHTAKTHBIMHU €IMNHOOOPCTBAMM, I/1€
BO3MOKHbI YIAPhI 10 )KUBOTY UJIH CIIUHE
perou
PpyTd0I0M
KaTaHUEM HAa TOPHBIX JIbIKAX
CKEUTOOPAUHIOM
BEJIOCUIICTHOM €3/10M 10 NMepeceYCHHOn
MECTHOCTH.
Ecau naBJjieHne CTa0NJIbHO BBICOKOE, ITIOKA3aHO
OrPAHUYCHHUE KOJUYECTBA COJIU 10 S rpaMMoOB B
cyTku. Illpn HopMmanu3anuu gaBjaeHus OyayT
1oJIe3HbI IJIaBaHMe, X0Ab04a, JieueOHas
(pu3KyJIbTYpA.
IIpu pa3BUTHM NMMOYEYHON HEAOCTATOYHOCTH
YMEHBIIAT KOJUYECTBO KMBOTHOIO 0ejIKa B
panuoHe, kajaus, pocopa.
IIpu IIBII Hepeako BuIACIeHHE 00JIBIIOTO
KOJIHYeCcTBAa MOUYH. B 3TOM ciiyyae HeJIb3sl
OrPAHUYMBATH YHOTPeOaeHue KuaKocTu. Takixe
He OrPAHUYUBAIOT MOBAPEHHYIO COJIb.




