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reTeporeHHas rpyImmia
HACAEACTBEHHBIX U
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HMMEIOIIHX PA3AHYHOE
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KnaccupuxanHs:
l.IlepBHYHEBlE H BTOPHYHBIE;
2.HacneacTBeHHbBle H NPpHOOpeTeHHEBlE;
3.C noxanHu3anuen sedexra CHCTEM KaHARBIIEBOI'O
TPaHCIOpTa- NPOKCHMAaAbHblE, AHCTAABHELE,
NIPOKCHMAaAbHBblE H AHCTAABHBIE;

4.C BeAyIIHM KAHHHYECKHM CHHAPOMOM- IIOAHYPHH,
rHnepKxasHeMHH, THIIOKAAHEeMHH, MeTabonrHueCcKOoro
KaHaAbI[€BOI'0 AllHAO03a, MeTabonHYeCcKOro
KaHanAbIEeBOI'0 aAKanA03a, HeppoKARBIIHHO3A H
VPOAHTHA3a, PAXHTONOAOOHBIH CHHAPOM;

5.C yyeTOM reHeTHYECKHX HapYIIEeHHH TPAHCIOPTHHLX
CHCTEM B KaHaAnbIlaX H COOHpaTeABHBIX TPYOOUKaX;
6.C yueToM MexaHH3Ma HAPYUIEHHH KACTOYHO-
cnenH(pHUYECKOr'0 TPAHCNIOPTa B KaHAABIIaAX H
cobHpaTeAbHBIX TPY6OUKaAX.




Knaccudpuxanusa TybyaonaTHH 110
oxaaH3auHH Aepexra (FO.E.BeasTHIIEB, O.

A.FOpseBa 1978r.)

Noxanrzauns TySyronarui

NOPRXE AR
NepawYmNe BIOPUYMMIS

MNpokcumans- BonesHs e Toun—[Nebpe— Uncrunoa, cuunpom Jloy,
HEE Karab- DankKoHH, MMoKo3aMuHOBHIE THUPOIMHEMMS, Fanaxio3eMus,
Ll amader, rawxkoaypun, pocdar- FAUKOTreHO3L, HachenacTeeH-
onater, aMmuHOauMnypena HaA HEeNepeHOCHUMOCTL
{(UMCTHURYPUR, aMUHOT AMUMHY - PPYKTOSbI, NPV OTRABNSHUAX
pua, GConeaus MNapreana, ramn- CONAMN TRXSNLIX MeTannNos,
UMHYDWS ), NOoYeSHER TyOynsp- NAIONOM,. KPEe3onom, Terpa-
sl aumaos, vywn N UMKNMHOM M Op., Soneans
Bumscosa—Koxosanosa, nep-
BUMYHEIA runrepnaparnpeoun-
anam, rmnogochaTaznng,
USnuaxus, cuHapom Onnop-
Ta, NepeuYHans rmnepoxcany-
p#a, caxapHuit anader,
KCAHTHRYDUA

AwncrancHue Mouveurnit HecaxapHeli auader, NMuenowedpur
MNIBUTHE KA~ NOMEYHLIA TYSYNAPDHNIFA aum o3,

HansWws: ™MN 1, NCeBROrMNDAaNs-
cobuparens- QOCTepoHusm

HEEe NPpOoOTOoKK

OSwee no-
BpexaeHne
KaHRansueso -
ro annaparva




Knaccugpukanusa Ty6yasonaTHH B 3aBHCHMOCTH

OT BeAYIUHX CHHAPOMOB
(FO.E.BeasTHIIEB, J.A.IOpreBa 1978r.)

Beaywmii cun-
ApoM

Tybyaonaruu

[lepBHynbIe

Bropaynsie (GeHOTHNHYHO
CXOAHBIC)

[Mo.mypus

AHOMAIHH CKe -
aera (MoYevHRe
OCTCOINTHH)

Hedpoanuan

IToveunas MOKO3YPHA,
NoYeYHKIH uaber, mogey-
HBLIHA coeBoif anader (1cen-
JIOTHITOATLISCTEPOHHIM)
Mocdar-auader, Golteuin

ne loun—/ledpe—PanKonn,
HOYCU LI TYOVIspH LA
aTHI03

HucTunypus, IIHULHHYPUS 1
HMHHOTIITHITHHY PH S

Hedponodius Qankonn,
NMHEJOHSDPNUT, MACTHHO3,
ruposuneMus, XITH

Burasui D-sapucu Mui
paxur, runodocharazng,
HEJMAKHA, HCEBAOTHIIOApA-
THPEOHTHIM

OKca103 ¥ Bropyyas rue-
POKCaJIVPHSI, KCAHTHHYPHA,
cunapoM Jema  Hafixana




A.B.lIlanasu, B.B.Kpacuasuuxos (1997r.):

1)IlepBHYHBlE TYOYAOIIATHH C
NIPEeHMYILECTBEHHBIM NMMOPAXKEHHEM
NIPOKCHMAABHBIX H3BHTHIX KaHAABLIIEB

2)IlepBHYHBlEe TYOYAOIIATHH C
NPEeHMYUIeCTBEHHBIM IIOPAXKEHHEM AHCTAABHbI1X
H3BHTBH1X KaHAABIEB H COGHpaTenAbHBIX TPY6OoUueK

3)IlepBHUYHBlE TYOYAOIIATHH C IIOBPEXXACHHEM
BCEro KaHanbI[eBOI'O almmapara

4)BTopH4YHble TYOYAONIATHH NIPH HACAEAOBAHHH
IIaTOAOTHH MeTaboaHUYEeCKOI'o XxapaKTepa



AMHHOQALIHAYPHS - yBEeAHYECHHE SKCKPEIHH C MOYOH
aMHHOKHCAOT. O6yCcAOBAEHEI A6(DEKTOM TPAHCIOPTA
AMHHOKHCAOT B IPOKCHMAaAbHbIX KAHAAbLAX IIOYEK.

Knaccudpuxanusa HacAeACTBEeHHbB1X aMHHOAIUHAYPHH:
I AMHHOAIIMYPHSA OCHOBHBIX AaMHHOKHUCAOT
- Knaccuueckas IUCTHHYPHUSI
- U3onupoBaHHAaA ITUCTHHYPHUSI
- AMMHOAITMAYPHSA ABYOCHOBHBIX aMHHOKHCAOT
- AMHHOAITHAYPHSI ABYOCHOBHBIX aMHHOKHCAOT II THIIa
- U3onupoBaHHASA AU3UHYPHUSI
II AMHUHOAIIUAYPHSA HEUTPAABHBIX aMHUHOKHCAOT
- BonesHs XapTHYIIA
-'ucTHuAMHYPUA
- MeTuoOHUHYPHUSA
IIl UMMHUHOAITUAYPHS U I'AUITHHYPHSA
- AMMUHOTAUITHHYPUS
- U3onupoBaHHAA I'MHUITUHYPHUSI
IV AMUHOAITUAYPHSA KHUCABIX AMHHOKHCAOT
V AMHHOAIIUAYPHUSI KHCABIX 3-aMHHOKHCAOT



1.IIHCTHHYPHA-aYTOCOMHO-PEIIECCHBHAS AllUAYPHSI, OOYCAOBACHHAS
HapyVILIEeHHEM CHCTEMBI KAETOYHOI'O TPAHCIIOPTA B IIPOKCUMAABHbBIX
KaHAaNBIIaX U IIOBBIIIEHHOM YKCKPEIlHeH C MOYOH IIUCTHHA,

ABYOCHOBHbBIX aMHUHOKHCAOT:

PasnmyatoT Tun A(2 xp). Tun B(9 xp) Tun AB(2 1 9 xp).

Knuunia:

- 3aMevaloT B 'PYAHOM M paHHEM BO3pacTe

- OTcraBaHue B (hu3. pa3BUTHU(IIOTEPS AMHHOKUCAOT)

- [loBhIIIEHHE t TERA, AU3YPHUECKHE PACCTPONCTBA, O0OAH B XXKHBOTE,
pPenuAUBHUPVIOIINE HHPEKIIMHY MOYEBOH CHCTEMBI, I'eMaTypPH.

K 3-5 rosaM-KOHKpPEMEHTEI B ITIOYKAaX, YPOAHUTHAS C IIOUYEYHON KOAHUKOH.
-Y AeBOYEK 4aCTO 6€CCHUMIITOMHO.

Na6opaTopHo:

Kpucrannse! IIMCTHHA ITPH MHKPOCKOIIHNY MOYH; IIOBLIIIIEHHE S3KCKPEIIHH C
MOYOM aMHHOKHUCAOT.

NeueHHe:

1. ArieTa 1 BBICOKHH BOAHBIN PEXXHM

2. YpuHapHas arKanusalusg AAS CHIDKEHUS KOHIIEHTPAIIUY IIUCTHHA B MOYe
3. Papmakonoruueckas Koppekuusa nucTuHypuu(D-nIeHuIIUARaMUH, O-
MEPKAITOIPONPHOHUA-TAUIINH, Vit C, KanTonpHun)

4. A\uToTpHIICHSA

IInoxoH nmporxuo3, nporpeccuposanue B XBII.




2.AMHHOAQIIHAVPHS HeHTPAALHBIX aMHHOKHCAOT

I'HCTHAHHYPHS - ayTOCOMHO-
peneccuBHoe. 3aiep>XKa YMCTBEHHOT'O
Pa3BHTHS.

MeTHOHHHYPHSA - AaYTOCOMHO-
peneccuBHoe. 3aiep>XKa YMCTBEHHOTI'O

PAa3BHTHSA H SAIITMCHHAPOM.

Bone3ns XapTHyna -3aboneBaHue,
KOTOPOE UMEET COUYETAaHHbBIN AePEKT

HapPYIIeHHS TPAaHCIOPTA HEHTPAAbHBIX
AMHHOKHCAOT B KHIIIEYHHKE H IIOYKaX.
KauHHKa: MO3)XEeUKOBasi aTaKCHSI,
IICHUXHYECKHE pacc'f'pof:CTBa, IIeAnarpa, e, N
DKCKPEILHSI C MOYOH aMHHOKHCAOT i T;ﬁ
(TpunrodpaH, anaHHUH, CEPHUH, THPO3HH, 1‘ ‘**f‘m %
I'HCTHAHUH, TAYTAMHH, BALHH,

deHNRaRaHUH ).

Reuenue: borarag 6enkom sHUeTa,

HHUKOTHHAMHA,




3. AMHHOAIIHAVPHSI ABYOCHOBHB1IX aMHHOKHcAOT II THnIIa -
ayTOCOMHO-PEIIeCCHBHOE 3a00NEeBaHHU, XapaKTEPHU3YIOIIeeCcs HaPYIIeHHOH
abcopbuuelr ABYOCHOBHBIX aMHUHOKHCAOT(ANW3HH, aprHHUH).
Knuuuxa: dHOPEKCHS, PBOTA, I'€IIaTOCIINCHOMEI'anHs, MbIIIIEYHAsA I'HIIOTOHHNSI,
SQIIHACIITHYECKHE IIPHUIIAAKH, KOMaA.

4 AMMHHOAUHAYVPHSA H TAHIHHVPHS -ayTOCOMHO-PELIECCUBHOE
3aboneBaHNe, XapaKTEePHUIYIOIIEeEeCs HapYIIeHHEM TPaHCIIOPTAa IIPOAHHA,
I'HAPOKCHIIPOAMHA, FAHIIHHA B IIOYKAX U KHIIIEUYHHKE.

KaHHHKa: 33iep>KKa YMCTBEHHOI'O PA3BHUTHS, HEPPOYPOAHUTHAS,
HEHPOCEHCOPHAs I'AYX0Ta, PeLUANUBHPYIOIIAS HHGEKIINSI MOUYEBOH CHCTEMEI.
Mo>keT 6bITh KaK AOOPOKAUECTBEHHO TeUeHHe, TaK U ucxos B XBII.

NeueHHe: TOABKO AeUEeHHE HEPPOYPOAHUTHASA.

S5.AMHHOAIIHAVPHSI KHCABLX B-aMHHOKHCAOT -ayTOCOMHO-
PEelleCCHBHOE, B OCHOBE AEXXUT HAPYVIIEHHE TPAHCIOPTA TaypPHHA B
6azonaTepanbHON MeMOpaHe KAETOK IIPOKCHMAABHBIX KaHAABIIEB IIOYEK.




Glomerular diseases

« Congenital steroid-resistant nephrotic syndrome

» Denys-Drash syndrome, Frasier's syndrome

» Wilms' tumour, aniridia, genitourinary abnormalities,
and mental retardation (WAGR) syndrome

+ Pierson’s syndrome

» Nail-patella syndrome

+ Schimke immuno-osseous dystrophy

« Mitochondrial disorders with steroid-resistant
nephrotic syndrome

» Fabry's disease

+ Alport’s syndrome

» Benign familial haematuria (thin basement membrane)

» Fechtner syndrome (Alport’s syndrome with
macrothrombocytopenia)

« Alport’s syndrome with leiomyomatosis

« Familial amyloidosis

Proximal tubule

+ Renal glucosuria

+ Dicarboylic aminoaciduria

+ Lysinuric protein intolerance

» Proximal renal tubular acidosis

+ Hypophosphataemic rickets

« Nephropathic cystinosis

+ Primary renal Fanconi's syndrome |
» Fanconi-Bickel syndrome (hepatorenal glycogenosis)
« Lowe's syndrome | '

« Dent'sdisease, types 1 and 2

‘« Hereditary renal hypouricaemia
+ Cystinuria, types 1-3
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Thick ascending limb and distal

convoluted tubule

+ Bartter's syndrome, types 1-4

« Familial hypocalciuric hypercalcaemia

« Neonatal severe hyperparathyroidism

« Autosomal dominant hypocalcaemia

« Gitelman’s syndrome

+ Pseudohypoaldosteronism type 2 (Gordon's
syndrome)

+ SeSAME syndrome (EAST syndrome)

« Hypomagnesaemia, types 1-6

« Familial juvenile hyperuricaemic nephropath:

Collecting duct

+ Liddle’s syndrome

« Distal renal tubular acidosis

» Pseudohypoaldosteronism type 1

» Nephrogenic diabetes insipidus, types 1and

« Nephrogenic syndrome of inappropriate
antidiuresis




IoyeurHasa raroKo3ypHs -
HAaCAeACTBEHHAas

obycaoBaeHHAas
HapyHIeHHEeM CHCTEMbI
TPAHCIIOPTA I'NFOKO3bI B
IIDOKCHMAaAbHBIH
KaHaAbIlax,
IIDOSIBASIFOILIASICS
rAroKo3ypHen 6e3
THIIEPIrAHKE MHH.
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‘THUII HacKeAOBAHHUA: aYyTOCOMHO-
AOMHUHAHTHBIN 1 aYyTOCOMHO-
PEeLeCCHBHBIH.

MyTalumu B 3THX 'eHax
IIPHUBOAAT K PA3BUTHIO
PEeHANbHOM I'NIOKO3YPHH:



Renal Glucose Reabsorption

S1 segment of
proximal tubule

~90%
Reabsorption

NO GLUCOSE
From Chao EC, Henry RR. Nat Rev Drug Discov. 2010;9:551-559.7)



THNIBlL peHAABHOH I'’NIOKO3VPHH:

1)Tun A - "knaccuueckass peHanbHas I'AIOKO3YPHA ', IPH KOTOPOM CHIDKEH
MaKCHMAaAbHBLIA YPOBEHDb peabCcopOiitii B HM3BUTHIX IPOKCHMAABHbBIX

KaHanbIllax, sedpeKT peabcopbiiri B KHIIIEYHUKE OTCYTCTBYET.

2)Tun B - peHanbHaA I'AIOKO3YPHS U raiakKTO3eMHA, C sedheKToM
peabcopbiiuy I'nI0K030-ranakKTo3a B KHIIIEUYHHKE.

BHAB1 MOYEYHOH I'"IOKO3VPHH:

1) [lepBuuHasa peHanbHasa I'AIOKO3YPUSI ayTOCOMHO-AOMUHAHTHAS K
ayTOCOMHO- PELIECCHUBHAS - IPOABAIETCS U30AHNPOBAHHON I'IOKO3YPHEH.

2) BropuuHasa peHanbHASA I'AIOKO3YPHS SBAIETCSI OAHOM M3 CHMIITOMOB IIPH:
-HacneancTtBeHHOM cuHapoMme e Touu-Aebpe-PankoHu

-['RIOKOTAUITUHYPHHU

-Cunazpome PaHKOHU, ACCOLIMUPOBAHHOM C 'aAakKTO3€EMHEH, HACAEACTBEHHOH
PPYKTO3HON HHTOAEPAHTHOCTDBIO, THPO3HHEMHEH U T. A

-ITprobpeTéHHOM peHanbHOM CHHAPOME PaHKOHM. aCCOLIMUPOBAHHOM C
OTPaBAECHUSIMH, 3A0KAYECTBEHHBIMHU Oy XOAIMHU

-OHAOKPHHHBIX 3a00N€BaHUAX

-Cunzspome llIsaxmana



KnuHuka:

I/I3OAI/IpOBaHHa.$I IIO4YeYHas I'NIOKO3YPHSA - 6eCCHMIITOMHO.

"RIOKO3YPHIO AHATHOCTHPYIO OOBIYHO B 'PYAHOM, PAHHEM H AOIIKOABHOM
BO3pPACTE Ha OCHOBAHHUH OOHAPY>XEHHS I'NIOKO3bI B Moue. Y
HOBOPO>XXAEHHBIX U I'PYAHBIX AETEH I'NIOKO3YPHSI MOXET OBITH
TPAH3UTOPHOM B CAEACTBHH HE3PEAOCTH TPAHCIIOPTA I'AIOKO3HI.

HpH TSAOKENOM TeYEeHHH peHaABHOﬁ I'AIOKO3YPHH OTMEYaeTCd IIONNYPHII,
CAa.6OCT]':, 9YyBCTBO I'OALOAQ, THIIOKANHEMHSI.

Na6opaTopHo:
-I'nroxo3ypusa

-Hopmoraukemus

-I'nnoxanveMusa

-TecT Ha TOREPAHTHOCTE K I'IOKO3€ HE U3MEHEH

-PyHKIIHS IToUEK IO nTpobam Pebepra 1 3SMMHHIIKOTO HE HapyLIEHA
-KOC He HapylIeH



AHarsocruka

CyTOYHOM I'NIOKO3YPHH U I'araKTO3EMHUU

-TecT Ha PPYKTO3YpPHIO, AMHUHOAIIUAYPHIO H I'aAaKTO3EMHIO
-OnpesenuTs YPOBEHD I'NIOKO3bI B KPOBH HATOIIAK

-KOC

-O0611u# aHAKK3 MOYH

-Onpenenure B KPOBH U MOYE MONAOYHOMN B MOYEBOH KHCAOTEI
-OnpeseneHne KOAMYECTBA BRIITUTOHN K BhIAEACHHOMN XXUAKOCTHU
-Onpesenenue Kaneiusa, pocdopa u uenodHon dpocdarassl B KPOBHU
-OnpeseneHne CYTOYHOH DKCKPEINH C MOYOH KaAabllusa U dpocdopa

AuddepennnansHaga AHArHOCTHKA MEXAY IIEPBHYHBIMH U
BTOPHUYHBIMHU I'NIOKO3YPHEH, ACCOIIMUPOBAHHON HACAEACTBEHHBIMH
3a60nEeBaHUIM.

CA (ompenensioT I'AlIOKO3Y B MOY€e ¥ KPOBH, I’AMKHUANPOBAHHBIN
reMOTA0OHH)

NeueHHe:
Crnenndrueckoro rne4yeHusI HeT. NOIIOAHUTEABHBIN IPHUEM
XXHUAKOCTH, 'RIOKO3BI ¥ KARHA.



I'mnogpocharemuuyeckun paxHr -cbocpar Anaber

=HACAE€ACTBEHHAST TyOyAONaTHS, XaPaKTEPH3YIOMasiCT
HapyIlIeHHeM CHCTeM TPAaHCIopTa ¢pocghaToB B
IIDOKCHMAaAbHBIX KAHAAbLAX IIOYEK.

3 reHeTHYECKHX BapHaHTa runodocdareMHUIECKOr'0o paxHurTa:

1) T'unodocdaremuueckui paxuT X-ClEIIACHHBIN
AOMHHAHTHBIN

2) 'mnodocdareMruueCKul paxuT ayTOCOMHO-AOMHHAHTHBIN

3) HacneacTBenHbit runodpocdare MHIECKHH PAXUT C
I'HIIEPKAABIINYPHEH aYyTOCOMHO-PEIIECCUBHBIN



1) I'unodocdharemMuuecku paxuT X-CllenAeHHbIH AOMHHAHTHB1H

XapakTepHu3yeTcs HapyIIeHueM TpaHcnopTa pocdaToB B IPOKCHMAALHBIX
KaHAaABIIaX.

BenyIiye CHMOTOMBI:

m Pocdarypus

m ['unodocdaremus, IOBBIIIIEHHUE IIIEAOYHOM (pocdaTassl (06I1eH 1 KOCTHOHN
dopaxiim)

m PaxuTHuyeckue nsMeHeHHa KocTel ckeneta ¢ O-obpasHon sedhopManen
HIDKHHUX KOHEYHOCTEH

m «Huskumny pocT BCreiCcTBHE AePOpMAIlHH HIDKHUX KOHEYHOCTEH

m Pe3uCTEeHTHOCTE K CTaHAAPTHLIM A03aM BUTaMHHA D.

3aboneBaHuEe IIPOSIBASETCA HA BTOPOM I'OAY >XU3HH, KOTAA AETH HAYHUHAIOT
XOAUTD.

MEeIIIeYHBIN TOHYC YVAOBAECTBOPHUTEAECH HAM CHIDKEH. I'unnodocdareMuueCcKUHN
PaxuT, AUarHOCTHPYEMBIH Y AEeTEH, PE3UCTEHTEH K CTAHAAPTHEIM A03aM
BUTaMHUHa D, npuMeHseMbIM IIpH D-AePUITUTHOM paxuTe.

[\abopaTopHLIe AAHHBIE:

docdarypusa 6onee 20 mr/kr/cyt unu 6onee 20-30 MMOAB/ K;
runodocdaTeMus; IOBBILIEHHE aKTHBHOCTH IIIE€A0YHON pocdaTassl (0O1IeH u
KOCTHOM (bpakiini), HopMmokanbsiuemus. [Ipu runodocdaremuueckom paxure
C HapyLIEHHEM BCachIBaHUA pocdaToB B KHIIeUHUKe pocdaTypHsa He
npessbItaeT 20Mr/Kr/cyT.

Konneunrpanus 1,25 (OH)2 D3 u napaTropMoHa B CEIBOPOTKE KPOBH
HOopManbHasg. OTCYTCTBYIOT F'HIIEPAMHUHOAIUAYPHS M MeTa0ORHYEeCKHH allHAOS.




Bo3MOXXHO pa3BUTHE BTOPUYHOI'O AUCTAABLHOI'O IIOYEYHOI'O KaHAABIIEBOI'O
anxAo3a 1 Tuna B cayuasx OTCyTCTBHA Tepanuu docdaTHeIM 6ydepom u
meTabonutTamu D3.

HHTennekTyanbHOE Pa3BUTHE AETEH He cTpasaeT. O6HuAYNBOCTD U
3aMKHYTOCTbD ITAIIHEHTOB OOBACHAECTCS IEPEXXHUBAHUEM IIO IIOBOAY
umerlomierncsa O-obpas3uon sehopMallli HUXKHIX KOHEYHOCTEH, YaCTO
IIOAYEPKUBAEMOM CBEPCTHHKAMH.

OmnucaH HePpPOKARBIIMHO3 ¥ AeTeH ¢ runodocdaTeMHIEeCKUM paxuTom X-
CILIEIIAEHHBIM, PA3BHTHE KOTOPOT'O OOBACHSIOT Tepanuekn docdaramu u
MeTabonuTamMu BuTaMuHa D3 B 60ABIINX A03aX.

ITanrenTaMm c runodocdaTeMUYeCKUM PaXUTOM HA3HAYAIOT hocdaTHBIH
6ydep 1 aKkTHUBHBIE METAOOANUTEI BUTaMKHA D3, peKOMOHMHAHTHBIN TOPMOH
pocTa YeROBEKA.

EcTb 5 PeKTHBHOCTE TEPAIIHH PEKOMOHNHAHTHLIM 'OPMOHOM POCTA
runodocdaTeMUIECKOro paxuTra y seTet. CoMaTOTPONHBIN 'OPMOH 0bnasaeT
CTHMYAHPYIOIIUM 3P PEKTOM B OTHOILIEHHNH XOHAPOIIUTOB U OCTEOOAACTOB,
OIIOCPEAOBAHHO IIOBBIIIAET PEHAABHYIO TYOYAIPHYIO peabcopbiiiio u
YPOBEHL hpoCcHhaTOB B KPOBH.

Tax>xxe obHapyxeHa 9P PEKTUBHOCTD TPAHCIIAAHTAIINN KAETOK KOCTHOTI'O
Mo3ra npu X-ClelnnaeHHOM IrurrodoocaTe MHIEeCKOM pPaxHuTe.

ITpu apekBaTHOM KOHCEPBATHBHOM H OPTOIEAHYECKOM ACUEHHH IIPOTHO3
docdaT suabeTa ONATONIPHUATHDIH.







2)AyTOCOMHO-AOMHHAHTHB1H
runodocdareMuYecCKHH

H

O6ycnoBaeH sedheKkToM
TpaHcIopTa docdaToB B
IIPOKCHUMAaAbHBIX KaHAABIIAX
rouek, docdarypuen u
runodocdareMuYeCKHEM
PaxuToOM, aCCOIIMUPOBAHHBIM C
HOPMAanbHBIM YPOBHEM
IUPKYAUPYIOLIEro B KpoBH 1,25
(OH)2D3 (xanbIIUTPHOAA).
KnuHnyeckue OPOIBACHUS
BO3HHKAIOT HAa BTOPOM I'OAY
>KH3HHU B BUAE BUTaMHUH D-
PE3HUCTEHTHOI'O PaxuTa C
AedopMalier KOHEYHOCTEH,
HU3KHUM POCTOM, docdhaTypuen
U runodgocdareMueH.




3)AyTOCOMHO-pEeLeCCHBHBIH rHnodocdareMHUYECKHH PAXHT C
rHIEePKAAbUHYPHEH

XapaKTepusyeTcs: CHHXXeHHeEM peabcopbiinu docdaTos B
IIPOKCHMAABHBIX KaHAABIIaX HE(PPOHOB, IIPOIBAIETCH
ruriepdgocdarypueH, runepkanbluypueH, runodgocdareMueH,
IIOBBILIIEHHEM ChIBOPOTOYHOHN KOHIIeHTpauuu 1,25 (OH)2D3, cHmkeHHEM
IIUPKYAUPYIOIIETO B KPOBHU ITAPATHPEOHUAHOI'O 'OPMOHA.

TyOynomnaTus NPOIBAIETC H3 y XKH3HH, KOT'AA 5E
HAQYHMHAIOT XOAUTh.

[Toxonka neTelr HeyBEepPEHHAd,
yTHHAA.

Bripa>xeH
rurnodpocdaTeMUIEeCKUH
paxuT ¢ docdaTypHeH U
KaABIIUYPHEH, OCTEOMAaRIIIHEH.




NleueHHe MpeAyCMAaTPHBAET Ha3HAUYEHHE aKTHBHLIX METaOONUTOB BUTAMHKHA
D3, dochaToB 1 XUPYPrUIECKYIO OPTOIEANYECKYIO KOPPEKIIHIO.

m Pocdatusiri 6ydep (dbocdat HaTpusa - 136,0 r + docdopHas xucnora 60,0
+ 1000 Ma suCTHARUPOBAHHOM BOALI) 10 10-20 Ma yepes poT 5 pas B CyTKH.
CyT.no3a 3-5T.

m [IpentapaTer dpocdopa

m AKTHBHBIE METAOOANTEI BUTaMuHa D3:

Oxcuzaenur (la-oxcusuramun D3) - 0,5-2,0 Mkr B cyTKH

a xanbuuuAuoAn (laruapoxcusuramuH D3) - 1,0-1,5 MKT B cyTKu

kanbUTpHOL (1,25 ruapoxkcuBuTamMuH D3) - 0,5-1,0 MKr B CyTKH, HAU
KOMOHMHHUPOBAHHBIE IIpeNapaThl, COAepKallue Kanbliui, docdop,
KanbIIUTPHOA.

m PexoMbOHHAHTHBIN TOPMOH POCTAa YEAOBEKA.

m KaneruronuH nococs (Muokansuk) B so3e 50 ME-200 ME B aeHsb
HHTpPaHa3anbHO. MBI IPHMMEHUAH Y AETEH C ayTOCOMHO-PEILI€CCUBHBIM
rurodpocdaTeMHIECKUM PaXUTOM C I'HIIEPKAABIINYPHEH, OCTEOMARIIIHEHN H
IIepeioOMaMHU, BOSHUKIINUMH B IIOCACOIIEPAIIIOHHOM IIEPHOAEL.

m XUpyprudeckoe opTonefHYeCcKoe AeUYEeHHEe ITAITHEHTOB ¢ pocdaT suabeTom
yCTpaHseT AedOpMaIlHIO HIDKHUX KOHeYHOCTeH. OAHAKO KOHCEpPBaTHUBHAA
Tepanus AONKHA IIPOBOAUTECS IIOCAE OIIEPAIUU TOXXU3HEHHO.

B KOHTPOAB KanbIHd, pocdopa, IenovHON dpocdaTassl B KPOBH, CYTOYHOH
MOYEBOH DKCKpeInH Kanbliua 1 docdopa, kourpons 25(0OH)2, 1,25(OH)2D3h
ImapaTropMoHa B kposu, KOC.

ITporuos runodocdareMHIECKOro paxuTa OAaronIpHUATHBIN IPH aA€KBAaTHO




Cuuapom Ae Toun-Aebpe-PaHKOHH
XapaKTepH3yeTCca KAHHHIKO-
Aa60paTOPHHIM CHMIOTOMOKOMIOAEKCOM

-gpochaTypHs, KaAbLIHYPHS , TAFOKO3YPHS
-IIOAHAHIICHS, IIOAHYPHS

-THIIePaMHHOALHAYPHSI

-rurogpocgpbaTe MHYeCKHH PaxXHT C
I'HIIOKAAbIJHEMHEH HAH HOPMOKAAbIIHEMHEH
-IIDOKCHMAaAbHbIH KAHAAbIIEBELIH MeTabOAHYECKHH
alHAO3 C runokaiunemuen Il tumna
-aMHHOALIHAYPHS BCEX KAaCCOB




OTHOAOTHS:

I. HacneacTBEHHBIH
1. UsyonaTuyecKuH

—2. HueTiHo3
3. bones3us Bunscona
4. CuaspomM Lowe — oxyno-11epebpo- peHanbHbBIN
5. 'anakTozemus
6. Tupo3uHEeMUI
1. HacreACTBEHHBIN (PPYKTOBAS HHTORECPAHTHOCTD
8. Hedppo-meanynnapHas KHCTO3HAA OOnE3HD
II. [TprobpeTeHHbIN
1. OTpaBrerue conaMu TsxKenrsix merannos (Pb,Cd, Hg,U)
2. N\exapcTBeHHBIX ( a/0: TETPALIMKANH, "€ HTAMHUIIHH,
11epanoOCIOPHH, CTPEIITOMHIINH)
3. XuMHuKaThI ( AU3O0R)
4. 3nokauecTBeHHEbIe onyxoau (MHOXecTBeHHAT MHEROMA)
5. AedouruT BuT.D, runeprapaTHpeoiu3M
II1. [Toyeuynbie Gone3HHU
1. HedopoTuueckuri CHEAPOM
2. [loueuHasa TpaHCIAAHTAIIUH
3. Bankanckasa HedponaTHus




IlaTorenes:
Hapyuienne pyHKIINHE IIOYEUHBIX IIPOKCHMAAbHBIX KaHAABIIEB ,
HECEAEKTHUBHBIN Ae(PEKT CHCTEM TPAHCIIOPTa AMHHOKHUCAOT,

I'AIOKO3bI, ocdaToB 1 6uKapOOHATOB.

NeuyeHnue:
1. AeTa C HCKAIOUEHHUEM:
O IIPH ranakToO3eMHH- MOAOKA
® IIpH PPYKT. HHTOAEPAHTHOCTH — caxapa ,ME€Aa,10N0KH, I'PYII,
ap6y30B, MOPKOBH.
O IIPH IIUCTHHO3€- COAb H OEAKOBBIE IPOAYKThI,COACPIKAIIIHE
METHOHUH ( KypH1la,Hie AOCOCH, TBOPOT, KYPHHOE SHUIIO U T.A.)
® IIPH THPO3HHEMHH- THPO3HUH, METHOHHNH
2. AyeTa c BBeACHHUEM:
* AOIIOAHUTEABHBIN IIPHEM XXUAKOCTH
e [IponykTel OOraThie KanueM, KanblipeM, pocdopoM.




3. Koppekiiug moueyHoro KaHaAbIIEBOI'O alliA03a - bukapboHaT
HaTpug

4. Twnodocharemuvyeckuyt paxeer
-IIpenapaTs! KanbIUA

-PocdaTHBIH Oydep IIOCTOTHHO

-KanbIIUTPHOR,0KCUAEBHUT U T.A.

-PexomMOuHaHTHBIN 'OPMOH pocTa denoBeka/Hopau-NeT

5. I'mnokanueMus - Ipenaparsl Kanus + AOI. IPHEM H3I0Ma,Kyparu
IIeYEeHOI'0 KapTodens.

6. Koppekiing MUTOXOHAPHAABHON AUCHYVHKITHH

- KodbakTops: dbepMeEHTHBIX peaKIHuH - L-KapHUTHH, HUKOTHHAMHZ,
pubodnaBuH

- KosusumMm Q, sHTApPHBIN KHCAOTA, IUTOXPOM C H T.A.

- AHTHOKCHAAHTHAS Tepanus : BUT.E, ackopbHuHOBasI KHCAOTA

- Aumedocdon : yayuimnerrue dpyHKIuH MTX, cHIDXaeT AaKTaTalus03
- AuxnopalieTaT -AAS CHUXXKEHHS AaKTAaTaIlHA03a

- BroTuH ,acnnapTaToBas KHCAOTA - IPH A€OHUIIUTE IHPYBaT
KapbOoKCHAA3bI




IHoyeuHBIH KaHaAABI[€BhIH MeTaboAHYEeCKHH aI[HAO3 -
TyOyA0naTHS , BO3HHKAIOIAsI B Pe3yAbTATE Ae(heKTa

KaHAaAbI[aX HAH AeQDEKTa CeKpeLHH BOAOPOAHBIX HOHOB B
AHCTAABbHBIX KAHAABLAX ITIOYEK, IDOSIBASIFOLIASICS
©MeTaboaHyeCKHM alHAO30M.

Knaccudukauus:

1) I[lepBuunen IIKA (Hacie ACTBEHHEBIN)
2) Bropuunsin [IKA, 06yCAOBAEHHBIN PAAOM 3a00NEBaAHHH.

[.Rodriguez-Zoriano (2002rox) ITKA 4 Tuna:

1) 1 Tun-aucranbEbIN IIKA (TIepBHYHBIN BTOPHUYHBIHN)

2) 2 Tun-npoxkcuManbHbIiH [IKA (II€pBUYHBIN U BTOPHYHbIH)

3) 3 THII-KOMOHHHUPOBAHHBIH (II€PBUYHBIN X BTOPHYHbIH)

4) 4 Tun-IIKA c runepkanvueMuel (II€PBUYHBIN X BTOPUYHBIHN)



AYyTOCOMHO-ZOMHHAHTHEIH AHcTanbHBIH IIKA 1 THna - Knaccuueckasa popma ,
cuHapoM BaTtnepa-OnbpaiTa - B OCHOBE KOTOPOM AEXKUT IIEPBHYHBIN Ae(PEKT

AITHAOI'€HE34ad B AUCTANBHBIX KaHAABIIAX IIOYEK.

OOMEHUBATERb.
[TlaTorenes: B pesyabTaTe sedekTa OOMeHHUBATEAS, AOKAAN3OBAHHOI'O Ha

6azonaTepanbHOM MeMbpaHe AUCTANbHBIX KaHAABIIEB IIOYEK, BOZHHKAET
6uKapOOHATYPHA, CHHDKAETCS SKCKPEelus KHCAOT U aMMHaKa, BO3HHUKAIOT
THIIEPXAOPEMHUYECKHH MeTabOoAMYECKHH allluA03 C THIIoKanueMuen, pH mouu
menouHas. HepokanbliHHO3 OOBICHAIOT YMEHBIIEHHEM BbIAEAECHHUS XOPOIIIO
PAacTBOPHMOTI'O IIUTPATA ¥ YBEAMUYEHNEM SKCKPEIIUH KaAbIllug , CyAbdaToB, ocdaToB,
BBITIQAAIONIHNX B OCaAOK B IIIEROYHOM cpeie. KanvIiiui BeIasaeT B OCaAOK B BUAE COREH,
OTAOXKEHHS €I'0 BHYTPHKAETOYHO B TYOYAOHMHTEPCTHIIHAALHON TKAHH, B IIPOCBETE
KaHAaABIIEB.

KAnMHNKA: THIIOKAAHE MHYECKHH 'HIIEPXAOPEMUYECKHH MEeTaO00OANYECKHUH allHAO3,
IIeAOYHAS PeaKIUud MOYH, ABYCTOPOHHHUN MEAYANATPHbBIN HE(PPOKARBIIUHO3 H/HUANU
HePPOYPOANUTHAS, IOANYPHSA, TIOAUAUTICHS.

IlepBBle KAMHUYECKHE IPHU3HAKH B PaHHEM BO3pacTe B BUAE IOANYPHH, IOAUAUIICHH,
PaxXHUTOOAOOHBIX H3MEHEHHH KOCTEH CKEAETA, 3aAEP KKK PH3.pa3sBUTHA, IOAHEMOB
TeMIIEpPAaTYpPhI Tena. B IoBeAeHUYECKOM CTEPEOTHIIE ITAITHEHTOB C AucTanbHbIM [IKA
XapaKTEePHBI BCIILIIIKH 'HEBA, PA3APAKUTEALHOCTD, OOYCAOBAEHHBIE
METabOANIECKUM aIlHAO30M.

Anarnocrtka: Ha dhoHe pe3Kko BhIpaXeHHOI'0 MeTAOOANYECKOT'O AllHA03a BEIIBASIOT
IHIIEPXAOPEMHIO, THIIOKAANEMHIO, THIIOHATPUEMHUIO, HOPMO- HAH I'MIIOKAABIITHEMHUIO.
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AyTocoMHO-peneccHBHbIH AHCTAAbHBIH [IKA 1 THI ¢ TAYXOTOH
'ermeTuka: Myranuu rena ATP6Bl. Knunnka aHanoruyHa KAaCCHYECKOMY.
HelpoceHCOPHYIO TYI'OYXOCTh AHATHOCTHPYIOT B PaHHEM ,AOLIKOABHOM HAH
IITKOABHOM BO3pacTe.

AYyTOCOMHO-pELIECCHBHBIH AHNCTAAbHBIH [IKA 1 THI 6€3 rAYXOTEL
'emeTuka: Myranuu B rene ATP6NVOA4. KavHuka Takas Xe.

Neuenune aucranbHoro INKA:

1) AueToTepanus- orpaHudYeHue B. >)KUBOTHOT'O IIPOUCXOXKACHHS.
KapTodenrvHasa sueTa, OBOIIHBIE OTBAPHI, PPYKTOBBIE COKH Ha POHE
BBICOKOT'O BOAHOT'O PE>XHMA.

2) Koppekuus IIKA - a) bukapboHaT HaTPH B CYT.503€ 3-4 MMOAL/KI' MaCChI
Tena B 4-6 mpreMoOB PaBOMEPHO. 0) IIUTPATHI HATPHA K Kanus. PacTBop
Onb6panTa (98r. nuTpara HaTpug ¥ 140 . AMMOHHOM KHUCAOTEI, PACTBOPEHHBIX B
1 x. BOABI) A03a 3-5 MMOAB/KI' MAacChI TeAa B CYTKH.

3) Koppekuus runokaasneMus - [lananrus, AcnapkaM, pacTBOP XAOPHAA KanHUA.
4) [Ipu ocTeomansaLuy - aKTUBHbIE MeTabonuTs! But.A3 (OKCHAEBHUT,
KanbIIUTPHOR)

5) Ilpu HeppokaarLHHO3E - POHOJOPE3 TPpHUAOHA-B Ha 0OAACTE ITOUEK.

6) @uToTepanus (0OTBapP KOPHS ROIIyXA).

IIporuo3 u HCXO0A: IIpH IOCTOTHHOM AAKARN3UPYIOIIEH TEPATHH
sucranpHoro IIKA 1 Tuna y AeTel MO>XXHO YMEHBIIUTE KAMHHYECKHE
IIDOSIBACHUS 3aboneBanus. [ToHM HARMYMH TSHOKEAOTO HeDDOKAABIIMHORA H



IIpoxcuManbHb1H IIKA 2 THIIA.

AYyTOCOMHO-AOMHHAHTHEIH NpoKkcHManbHb1H IIKA 2 THI:
'emeTuka. NedekT rena SLCIA3/

AOILIKOABHOI'O BO3PAacTa 334EP>XKKOH POCTA, TIXKEABIM
THIIEPXAOPEMHYECKHM METAOOANYECKHM AIlHAO30M C PE3KHM
CHIDKEHHEM KOHIIEHTpPAIIUH B I1aa3sMe bukapbonaros o -11,3-17,9
MMoAb/A. Peakitua mouyu BapuabenbHa, CHHXAETCI MeHee 5,2,
9KCKPELHI KaAbIIHI C MOYOH OCTAETCSH B IIPEAECAAX HOPMHBI.
HedpokanbsiiiHO3 OTCYTCTBYET Y AETEH.

Neuenne. [locTosHHOE Ha3HAUEHHE IIUTPATOB/O6HKAPOOHATOB B A03€
10-15 mMmons/Kr/CyT.

AyTOoCOMHO-pellecCHBHbIH NnpoxcuManbHblH IIKA 2 THHA C
rAA3HBLIMH aAHOMAAHSIMH:

'emeTuka. Myranus rexa SLC4A4

Knunuka. [IposgBaseTcs y MAQAEHIIEB IIOANYPHEH, IIORUAUIICHEH,
PBOTOH, ITIOBBIIIIEHUEM TEMIIEPATYPEhI TeAa , SIHU30AaMHU S3KCHKO3a. Y
AeTel paHHero Bo3pacTa [IKa 2 Tuna BeIpa>keHbI 3a5ep>kKa PoCcTa,
PaxXUT C MBIIIEYHON I'HIIOTOHHEH, METAOOANYECKUH
IHIIEPXAOPEMHYECKHHY allUAO03 C THIIOKaANEeMUEH AU
HOpPMOKanueMueH. Peakiinsg MouH KHUCAas, HEUTPAanbHASA HUAH IIIenovad,
pH cHm>XaeTcs < 5,5.




IlepBHYHBIH NTPOKCHMAABHBIHN IMTOYEYHBIH alIHAO03 2 THIIA

(ciopasuueckui) o6bsacHs0T HespenocTbio NHE-Na+H-

Knunnka. B rpyaEoM Bo3pacTe- pBOTA, 3alI0PhI, aHOPEKCHS, IIOARYPHS,
IIOABEMAaMHU TEMIIEPATYPHI TeAd HESCHOT'O reHesa, SIIH305aMH
9KCHKO3a. MeTabOANYECKHH allHAO3 C THIIOKAAHEMHEH . BO3MO>KHA
CIIOHTAHHAs PEMHCCHS.

l\eueHune. Ha3HAUEHHE IIUTPATOB/O6HKapOoHaTOB B s03€e 10-15
MMOAB/KI'/CYT.

Kom6unuposanubli IIKA 3 THIIa ¢ 0CTEONIOPO3OM

'emetuka. MyTanua rexna CA 2.

Knunnpka. 3asep>kkKa pocTa, YMCTBEHHOI'O Pa3BUTHS, PAXUT, IEPEAOMBI
KOCTEH H3-3a OCTEOIIOpPO03a, aHOMAaAHUS IPUKYCA, PAHHUYN MEAYARIPHBIN
HEePPOKAABIIMHO3 U llepebpanbHble KaAbIIHPHUKATEI, TAYXOTA.
XapaKTepHbI OMKapOOHATYPHSA , CHHXKEHHE DKCKPEIINH aMMOHHS C
MOUYOH.

l\euenue. Bricokue 50351 HUTPATOB/ bHiKapboHaToB 10-15
MMOAB/KI'/CYT, IpenapaTsl Kanusa. OpPeKTUBHA TPAHCIIAAHTAIIHUS
kneTok KM c 11enpio KOppeKIHH OCTEOIIOPO3a.




JIKA 4 Tuna ¢ runnepKkasHeMHEeH

IlepBUYHLIN runepkanueMuueckuu [IKA 4 Tuna paHHEro AeTCTBa
(TPaH3UTOPHBIN) IPOIBAIETCHA Y MAAACHIIEB DIIN30AaMU
THIIEPTEPMHUH, METAOOAHUECKOT'O AllHA034a C THIIEPKAAHEMHUEH.

Bropuunbii [TKA 4 Tina o6ycnroBAeH AePHIITUTOM
MUHEPAROKOPTHKOHUAOB HAU PE3UCTEHTHOCTBIO Pell. K
KaAbAOCTEPOHY, FTHIIEepKaAHEeMHUEH.

Knnnnka. O6CcnroBaeHA IPOSIBACHHUSIMHE OCHOBHOI'O 3a00neBaHNS,
METabOANYECKUM allUA030M U I'HIIEPKAAHEMHEH.

Neuenne. AreTa- BLICOKHY BOAHBIN PEXHUM, OrpaHuYeHue b.
>KMBOTHOT'O ITPOHCXOXAeHUI. Koppekiits MeTabonrHuecKoro
anxuAo3a 6uKapboHATOM HATPHA, HUTPATHRIMH CMECSIMH,
IIpenaparsl Kaabluga. MHUHEpanOKOPTUKOUABI IIPH UX AeOHUIIUTE.




IIceBAOrHIIOAABAOCTEPOHH3M - '€TEPOI€HHOE
HacAeACTBeHHoe 3aboaeBaHHe, 0OYCAOBAEHHOE

PE3HCTEHTHOCTBIO HAH ACQOHIIHTOM PELeIITOPOB
SIHTEAHS KAHAABIIEB K aAbAOCTEPOHY, YTO IPHBOAHT K
IIOTEPE HATPHSI C MOYOH, F’HII€PKAAHEMHS,
MeTaboaHYeCKHH allHAO3.

Knaccudpukanus. 3 THna:

-IlceBAOrHIOaAbA0CTEPOHHU3M THII 1 (MA3AEHUYECKHH)
ayTOCOMHO-PELHCCHBHBIH H QyTOCOMHO-AOMHHAHTHBIH

-III'A Tunn 2 (C-m I'opaoHA HAHM CeMeHHas
rHIIepKaAHeMHS H THII€PTEH3HS

-III'A T 3 — TPAH3HTOPHBIH [I['A



1 Tun. 3 BuAa peHasnnrHoro IIT'A:

- BapuaHnT 2- nouyeunsl# [II'A 1 THII ¢ MyABTHOPIaHHBIMHU
sedeKkTaMu ayT-pell

- BapuauT 3- noueunsl# [II'A 1 Tuna paHHaa seTcKas
rHIIepKanueMus (5 IOATHII IIOUYEYHOI'O TYOYASIPHOI'O alfiA03a
4 Tumna)

IlaToreHes 1 Tuna: B pe3yAbTATE PE3UCTEHTHOCTH
PELEenTOPOB YIMUTEAUS AUCTAABHBIX KAHAABIIEB IIOYEK K
anbAOCTEPOHY BO3HUKAIOT HATPHUHUYPHUS, THIIOHATPUE MU,
CHIDKEHHE DKCKPEIINH Kanusa C MOYOH, T'HIIepKarueMHs,
MeTabonmueckuy anus03. KoHIleHTpaIus anbA0CTEPOHA
IIAA3MBI B DKCKPEIUHN C MOYOH NOBLIMIEH. KOPpTH30A IIAA3MBI
COOTBETCTBYIOT BO3PAaCTy ITAIlEHTA.



] Tumn: AR (ayT-pelr): ITOYKH: IIOTEPS CORH,
I'HIIOHATPHEMHS, THIIEPKAANE MU,

MeTabonHuUYeCKHH AllUAO3, IOBBIIIIEHHE
KOHIIEHTPAIINH aAbAOCTEPOHA B aKTHBHOCTH
PEeHHHA IAa3Mbl. /\eUeHHe: IIOIIOAHEHHE CONH B
TeueHHEe BCEH XXHU3HH. /\erKHe: OABIIIKA, KAllleAhb,
TaXUIIHOD. YpoBeHb Na, Cl OoBEIIIIEH B CAIOHE,
IIOTOBOH >XHAKOCTH, Kale.

] Tum: A-D (ayT-A0M): ITOYKH: IIOTEPS CORH,
I'HIIOHATPHEMHS, THIIEPKAAKE MU,
MeTabonuueCcKHH alluA03,IIOBLIIIIEHHUE
KOHIIEHTPAIINH aAbAOCTEPOHA U PEHHNHA IIAA3MEI.
l\euenue: nononHeHue conu. CmoHTaHHAsS
PEMHCCHS.




2 Tun A-D (ayT-A0M): rUIIepKaAuEeMHs, THIIEPTEH3HU,
THIIEPXAOPEMHUYECKHHY allMAO3, HOPM.YPOBEHDL KOHIIEHTPAIIUH

N\eueHne: THA3HAHBIE AUYPETHKH.

3 Tun (Tpau3uTopHblH [IT'A): runepkasieMus, allHA03,
IIOBBIIIEHHE KOHIIEHTPAIIUH aibAOCTEPOHA M aKTHBHOCTH PEHHHA
IINa3MBbl, CHH)KEHHE YPOBHSI KAYyOOUKOBOH (PHABLTPAIIHH.

Aud.AHATrHO3: ITPOBOAAT CPEAH BCEX 3 THIIOB, a TAKXKE CpeAn
COCTOSTHHUHY I'HIIEPKAAHEMHH, OOYCAOBAEHHAS 334 PXKKOH KANHS
ITIOYKOH.

IIporno3s y Bcex 3-x THNOB pa3HblH. Hanmpumep y 1 Tumna ayr-pen
C MYABTHOPTaHHBIMHE AedeKTaMH-HEONAATOIPHUSIHBIN. /\eTanbHbIE
HCXOABI BCAEACTBHE I'HIIepKanueMHH (OCTaHOBKA CEPAILIA),
coneiePHUIIUTHON ASTHAPATAIIHH.




Tyb6ysaomaTHH C BEAYILHM

CHHAPOMOM aAKaAo3a

2.Cunapom baprrepa
3.CuHApOM AHAANA



(Gitelman Syndrome) -

MyTanusa resa SLCI2A3, KOAHUPVIOLIEr'O IIPOTEHH
NCCT, KoTOpPBIH B HOPME BBIITOAHIET OYHKITHIO
THa3uA 4yBcTBUTEeAbHOr'0 Na-Cl xoTpaHcnoprepa.
OTOT I'eH KapTHpPOBaHHE Ha Xpomocome 16q13.



Abnormal Exchange of Ng*, K*, Cl-
Mg** and Ca **

What is Gitelman Syndrome?

It is an autosomal recessive disorder of the renal
tubules in which there is development of
hypomagnesemia, hypocalciuria, and ‘
secondary aldosteronism resulting - \
in hypokalemia and metabolic alkalosis. ePainAssist.com




Distal convolute
Collecting

tubule
Proximal tubule

IlepBbIe IPpU3HAKY AHMATHOCTHPYETCS Yallle B AOUIKOABHOM
BO3pacTe.

[TposBAsIETCS THIIOKARMEMHEH, MBIIIIEYHOH I'HIIOTOHHEH,
THIIOMAarHe3ueMHueH, MeTabonHUYEeCKHM ankKano30M,
HOPMOKAaAbIIHEMHEH, DITU30AaMH MBIIIIEYHON TETaHUH.

B Moue: TOBBINNIEHHE SKCKPEIINY MarHus, Kanus,
runokaneuypus. HedopokanbIimHO3 OTCYTCBYET.
AaHHBIN CHHAPOM IIPOTEKAET C BTOPHYHBIM
I'HIIEPARbAOCTEPOHU3IMOM. ApTepHARBHOE AABACHHE OCTAETCS B




Koppekiusa rurnnokanue MHUH -
IIpenapaThl Kanud ( acrmapkam,
ITaHAHTHH, XAOPHA KANHI)

[IpennapaTsl Maruus A CHHXKEHUS
pPHCKa TETAHHYECKHUX CYAOPOT



CuaapomM bapTrrepa — reTeporeHHas TyOyAOIIATHS C
HapyliIeHueM cucreM TpaHcnopra K, Na, Cl B
AUCTAAbHOM KaHAaAbIl€ B TOACTON BOCXOAAIIEH YaCTH

nnetnu I'edne.

Knaccuduxairusa:

1) BpoxaeHHBIN (IEPBHUYHBIH, T€HETHYECKH OOYCAOBACHHBIHN)
- B rene SLCI2AI, xoaupyroiieM Na-K-2Cl-koTpancmnoprep,
IIPHUBOAUT K PA3BHUTHIO aHTEHATAABHOI'O CHHApoMA bapTTrepa
- B rere KCN]J1, xoaupyromuiem ROMK (ATP-perynupyemsoiit
KAaAHMEeBbIN KaHan)

- B rere CLCNKB, xoaupyiomniem CLC-Kb, moueuno-
crnenuuYHbIN O0a30AaTEPAABHBIN XAOPHUAHBIN KaHAM

- B rere BCND, xozupyiouiem Bartin-cyobesuHHIILI
XAOPHAHOI'O KaHAanKA

2) [IprnobpeTeHHbIN (BTOPHUYHBIH, B CTPYKTYPE APYTIHX
CEMEHHBIX 3a00NEeBaAHNH IIOYEK)



IIaTorenes

Y Qomen Na’/K* 6 ducmarewom xawassye

[ \

t fpodyxyug asedocmepora ¥ Beidenenue K* ¢ movod

¥ Avowomensun 1 degugum K

\

f Cexpeyus pewuna | ¥ Mpodyxyug ME

¢ Tpawcnopm Nall
\ 6 nem; fexne
¥ Tpawcnopm C€™ 6 ocxodswem
xonewe nemau leune

Heuybembumensnocms
X agfzuoneus'ungl Kotchen... (879)




AnTeHaTanbHBIN CHHAPOM BapTTepa
Mo>xeT 6bITh AHATHOCTHPOBAH in utero:

HEOO'BICHIMOE MHOI'OBOAME MEXAY 24 1 36
HeisensMu HopManbHBIN Na, K 1 mpocTarnaHauHbI
B aMHHOTHYECKOH >XXUAKOCTH ITPH BHICOKOM
ypoBHe Cl XapaKTepHbI IPEeXAECBPEMEHHBIE POADI
[Tocne poAoOB: rHIIOCTEHYPHS, ObICTPAS IIOTEPS
BECAa, AeTAPI'H4, SIIU30AbI ANXOPAAKH, 3aAEPXKKA
Pas3BUTHA B | HeAEAIO0 — MEeTAaOOANMYECKHH ankKanos,
runoxkanuemus; B moue MmHoro Na, Cl u Ca npu
HOPMAaAbHOM BhIseneHuu K+ yepes 1-3 Heaenu
BbeIfencHUe K+ ¢ MOYOH IIpeBbIIIIaeT HOPMY
BBICOKHH YPOBEHS IIpOCTarnavavHa E2 B KpoBu 1
MoOUY€Ee BBICOKHH YPOBEHL PEHHUHA U aAbAOCTEPOHA.



AequHe AHTEHATAABHOI'O CHMHAPOMA BapTTepa
3aMeCTHUTEALHAS Tepanusd IIOCAE POAOB:

HEMEAAEHHOE BBEAEHUE pacTBopa NaCl moTeps BoakI — 50 500
MA/kr/cyT, Na — 5o 45 M3KB/KI/CyT 3aMellleHHEe CAEAYET
HAYHMHATDh Yepe3 2-3 HeAenH ([0 DTOr'o IIOTEPH KAAKI MAAbI) IO
OKOHYAHWH HHQPYIHOHHOH TepalHy 3aMelleHHe ITPOAOLKAIOT
per os 15% KCI u NaCl 3-4 pa3a B AeHb HHAUBHUAYAABHBIMHU
LO3aMH.

NekxapCcTBeHHAs TepaIlus:

-BEPOIINHPOH — YAYYIIAET CAMOYYBCTBHE, HO YCHAUBAET
KanbIIUYPHIO (HePPOKARBIIMHO3, MOYEBbIE KAMHH)

-aMHAOPHA — OIIBITA HET HHAOMETAIINH — HE HCIIPAaBASIET
IIEPBHUYHELIN AePEKT, HO: YMEHBIIAET IIOTEPIO COAEH U ankKanos,
IIPEMEHSIETCS He paHee 4-6 Mec. (40 3TOr'o OIlaCeH pa3BUTHEM
HEKPOTHYECKOI'O DHTEPOKOANTA) Ao3a 1,5 — 2,5 mr/kr/cyrB2 -3
npuemMa Manas 5o3a 0,2 Mr/kr/cyTt MmoXeT 65ITh 9 PEKTHBHA HA
obmeH Na u K, ymeHbIIaeT AHypPES3, HO HE CHUXXAET KAABLIUYPHIO
KAHHYeCKHUH 9dpdekT umeroT 1 COX-2 HHIruOUTOPEI



CuunpomM Baprrepa Il Tuna
KnuH1Ka: He(ppOKAABIIMHO3 OTCYTCTBYET, BRIPa>XeHHASA I'HIIOKAANE MU
obyCcnoOBAMBAET H3MEHEHHUSI B MHOKAPAE, HApYyILIeHHe puTMa cepaua. [Ipu

XPOHHUYECKOM I'HIIOKAAHEMHUH Y AETEH YaCTO AHATHOCTHPYIOT apUTMHH
cepaua.

Cunspom baprepa IVTHIIa, C HEHPOCEHCOPHOM I'AYXOTOM
KnuHnyeckoe Havyano B paHHeM Bo3pacTe [Ipu oTCyTCTBHUH AeUEHUS
BO3HHKAET 33aAep>KKa Pa3sBUTHA U POCTA, OAHAKO B IIOAPOCTKOBOM BO3pacTe
AOCTHralOT HOPMAABHOI'O pocTa KAMHNYECKH: TOANYPHS, TIOAUAUIICHS,
BBICOKHI CONAEBOM AIlIIETHUT TEHACHIIHNS K AeTHAPATAIlNH I'HIIOKAANEeMHUS,
THIIOXAOPEMHUYECKHUH MeTabonrnyeckud ankanos, Ca Mouyu HOpManeH UAH
CLerkKa NOBBINIEH(HePPOKAABIIMHO3 OTCYTCTBYET) ,KOHIIEHTPAIlMOHHAA
CIIOCOOHOCTS IIOYEK U3MEHEHA Mano. Y AETEH TaKXXe BhIIBAIOT
HEHWPOCEHCOPHYIO 'AYXOTY U I'a3HbIe aHOMAANH
Neuenne IV Tuna cuaapoma baprrepa
1) Uaruburopsl CHHTE3a IIPOCTArAaHANHOB!:

- UHROMeTalNH - Yepes poT B nose 1,5-2,7 mr/kr/cyr

OCROXHEHUH IPH TepAalluy HHAOMETAIIMHOM: I'aCTPHUT, 13Ba XXEeAyAKa
2) \eueHne KanuncbeperarmuMi AUyPETUKAMHU (BEPOIIIIHPOH)

3) \eueHue npenapaTaMu Kanu (ITaHAHTHH, PACTBOP XAOPHAA KANUS)
4) Uudy3uoHHas Tepanus




Cuuapom AuanAa - HACA€ACTBEHHAsI TyOyA0naTHS C
ayTOCOMHO-AOMHHAHTHBIM THIIOM HACAEAOBAHHS,

XapaKTEPH3YETC PaCCTPOHCTBOM IIOY€YHO-KAETOYHOTO
TPAHCIIOPTA, KAHHHYECKH HAaIIOMHHAET I€PBHYHBIH
rHIIepalbiOCTEPOHH3M, C APTEPHAAbHOH F'HIIEPTEeH3HEH H
T'HIIOKAAHEeMHYEeCKHM MeTaboAHYeCKHM aAKaA030M, HO be3
IIOBBIII€HHbBIX YPOBHEH DEHHHA IIAa3MbI HAH

aAbAOCTEPOHA.

IlaTorene3s:

CHHAPOM SIBASIETCS PE3YABTATOM HAaCAEACTBEHHOH IIOBBIIIEHHOH
AKTHBHOCTH SIIHTEAHANBHBIX HaTpHEBbIX KaHanoB (ENaC beTa u
raMmMma CyO'beAHHHII), PACIIOAOXKEHHBIX Ha allHKAAbHON MeMbpaHe
cobupaTenbHBIX TPYOOUEK, YTO yCKOpPseT peabcopbiruio Na u
cekpenuio K B mpocBeT AucCTAABHBIX KaHAAECILIEB (THIIOAKTHBHOCTD
ENaC npuBosuT K BeiBeseHUIO Na 1 3asepxke K).



KauHuka :

-AT

O RTANDIIST
CEALIT I Al SO T T o

-I'unoxanuemMmus
-MeTabonmuuyeCcKHHN anKanos.

AMarHocruika:

-YpoBeHb HaTpusa B Moue(MeHee 20 MOKB).
-AKTHBHOCTDH PEHHHA IIAa3MBbI ¥ CEKPEILUs aAbAOCTEPOHA(CHUXEHBEI).

NeuveHnue:

1. AueTa Cc orpaHUYEHHEM COLH.

2. [Ipennapater K+
3. AHTAarOHHCTHI SIIUTEAHAABHBIX HATPHEBBIX KaHANOB: Karuncbeperaomue

AuypeTtuku( TpuamrepeH 10Mr/Kr/cyT; aMHUAOPHA).
CrnupoHoORaKTOH Hed(PEKTHBEH.

IIporHo3 vAavyYlIaeTCs IPH COOAIOACHHH AAHHOH TepaIHH.




TYBYAOIIATHH C BEAYIITHM

CHAPOMOM HEPPOKAABIIHHOS3A

3. CHHAPOM DENTS



Tun HacneAOBaHUSI — aYTOCOMHO-PEIIECCUBHBIH.
BrIgBAEHBI MyTAIlHU B I'eHe paracellin-1, koTopsie
IIPHUBOAAT K CEAEKTUBHOMY Ae(PEeKTy peabcopbiiuu
Mg, Ca B TO4YeUYHbBIX KaHAABIIAX.



* CEMEHHYIO THIIOMarHueMHIO CTHIIEPKAABIIUYPHEH U
He(PPOKaARBIIHHO3OM (C MyTallleH B 'eHe Ha XPOMOCOMeE
3g27-29)

* U30ANPOBAaHHYIO ayTOCOMHO-PELIECCHUBHYIO 'HIIOMAarHue MHUIO C
HOPMOKARBINYPHEH 663 HepPOKARBIIMHO3A (I'eH HE OIIPEeAEnEH)
* U30RHPOBAHHYIO ayTOCOMHO-AOMHHAHTHYIO C
IHIIOKAABIINYpPHEH 6€3 He(PPOKAABIIHHO3A (C MyTalleH B 'eHe Ha
xpomocomMe 11g23)

* AYTOCOMHO-PEIIECCHUBHYIO THIIOMAarHHEMHIO C
THIIOKAABIIMYPHEH 6€3 He(PPOKAABIIMHO3A (C MyTallleH B 'eHe Ha
xpomocomMe 9g23)

B pesynpTaTe cCeReKTHBHOI'O AedpeKTa CHCTEMBbI KAHAABIIEBOT'O
TPAaHCIOpPTAa MarHuga ¥ KaAbIINS BO3HHKAIOT HX IIOTEPH C MOYOH.
IloueuHbIN KaHAABIIEBBIN TPAHCIIOPT HATPHS, XA0PA, KAAHSI HE
HapyuieH. [loueunsIl KaHAABIIEBBIN METAOOAMYECKHH AIIUAOS -



3aboneBaHHE IPOSIBASIETCSI Y AETEH B 'PYAHOM H PaHHEM
BO3pacTe. XapaKTEePHEI IOAUYPHS, TIOAUAUTICHUS. [Ipu

HHQEKIITNHY MOYEBBIX ITYyTEH BhIIBASIOT ABYCTOPOHHUH
He(ppokanbIIHHO3. Y AeTeH onpesenstoT cABur KOC B cTopony
MmeTabonnyeckoro anuanosa. Coaeprxkanue Mg B KpOBH CHIDKEHO,
KAABIIHA, HATPHA U KaAHUsg HOpMaAbHOE. XapaKTEepPHO
IIOBBIIIIEHHE MOYEBOH SKCKPEIIMH MarHua U Kaneiusda. Creayet
OTMETHUTH BhIPa>XEHHbBIE IPOIBACHHUS PaXUTa Y ACTEH PaHHEI'O
EO2NACTA,

AreTa c aAeKBAaTHBIM BBEAEHHUEM >XKHAKOCTH.AAST KOPPEKIIHH
aluA03a Ha3HAYaIoT UTPaThl/6uKkapboHaTer. Ob6s3aTEABHO
IpHMEeHeHUue npenapaTos Mg. Tepanus THa3HAHEIMH
AUYPEeTHKAMH (THIIOTHA3HA) CHUXAET KaAbIIHYPHIO U PHCK
KaMHeOOpa30oBaHUs Y IIAIHEHTOB C CHHAPOMOM I'HIIOMarHue MHH-
THIIEPKAABLUYPHH H HEPPOKAABIIHHO3OM.

3aboneBaHHE IPOTIPECCUHPYET B XPOHHUUECKYIO IIOUEUHYIO
HEAOCTATOYHOCTD Yy IIaIlMeHTOB B Bo3pacTe 10-25 ner.



'en AGXT xapTHPOBaHHBIN Ha XpoMocoMe 2q36-g37,
KOAHUPYET DH3UM anaHUH-I'AMOKCHAAT
aMHHOTpPaHCcdepas3y. MyTallHH B '€HE IIPUBOAAT K

P YHKIIMOHAABHOMY AePEKTY DH3HUMA, B pe3-Te
BO3HHKAET HEAOCTATOUYHOCTDh KaTOOOAHM3MA I'"HOKCHAATA
LO T'AHUITHHA.



AnRst IEpBUYHON 'HIIEPOKCAAYPHH | THIIA Y AEeTEeH paHHETro
BO3pAacCTa Xap-Hbl IIOBBIIIIEHNE DKCKPEIINH OKCARATOB C

MOUYOH, OTAOXXKEHHUE OKCARATOB B CEPALIE, A\Y, KOCTIX, PETHHE.
Y neTeHr U B3POCABIX BRIIBASIOT IIOYEYHBIN ANCTAALHBIN
KaHAABIIEBbINM MEeTAabOAMUYECKHH alliA03 1 THIIA. Xap-HbI
IIOBBIIII. DKCKPEIHsI OKCAAATOB C MOUOH 6OAM ITOSICHUIIE,
MUKpOreMaTypHs, AU3YPH.
HedpookcaxkanbiinHO3 1 HEPPOYPOAHUTHAS CIIOCOOCTBYIOT
Pa3sBHTHIO BTOPHUYHOI'O HenoHedpura . [Iporpeccuposanue
B XIIH KOHCTATHPVIOT B PaHHEM U AOIIKOABHOM BO3pPAaCTeE.

OCHOBEBIBaeTCH Ha BBISBACHHH SKCKPEIIUH C
MOYOH OKCanaTOB,'ANKOAATA, KOPTHKANBHOI'O
HedpoKanbIIMHO3A IpH Y3U

ITartrerTaMm c III']l THna Ha3HAYAIOT MUPUAOKCHH ,

opTodocdaT, MarHuy, UTPATEI. \O3a IUPHUAOKCHHA,
pexoMeHayemada aetaM c III' 1 Tumna , BaperupyeTcs ot 2-5
MI'/KI/CyT.



Cuuapom AeHra -X-CLI€IN€HHBIH
pPaxuT. XapaKTepPH3YEeTCH:
' IIDOTEHHYPHEH;
- HeQbpOKaABLIHHO30M,;

- CHHApOMOM PaHKOHH.
I'eHeTHKA.
Tun HacnenoBaHud X CLENIAEHHBIN. ['eH
KapTHUpOoBBaH Ha X xpoMocomMme Xp 11.22.
MyTainuu B reame CLCNS, kosupyrolem IIpoTeHH
CIC-5 (TpaHCcHIopTeEp XR0pa),
9KCIIPECCHPOBAHHOM B IIPOKCHMAALHOM
KaHanblle, IPUBOASAT K PA3BUTHIO 3a00nEeBaHHA.




OKCKpEIHa C MOYOH IIUTPATOB, MOYEBOH KHCAOTEI,
OKCanaTOB HOpMaAnbHAaA , XapaKTEepHa IIOBBIIICHHAS
OKCKpeuus Kanbuuda 80 10-20 MIr/Kr/cyT y IallHEHTOB
C CHHAPOMOM /A»HTA. BEITIBASIOT CHIDKEHHE
IIHUPKYAUPYVIOLIETO B KPOBH IIapaTHPEOUAHOI'O
I'OPMOHA3, noBrIIeHue 1,25 (OH)2 D3S.

KauauKka:

-PEeHANRBHBIA CHHAPOM PaHKOHH

-TyOyASIpHAsI IPOTEHUHYPHUS

-reMaTypHs

-KaAbIIUYPHSI,

-HePPOKANBITHHOS3

-HePpOAUTHAS

-IIPOI'PECCHPOBAHUE B IIOYEUYHYIO HEAOCTATOUYHOCTD




llabopaTopHble HCCAEAOBAHHII:
HedPOKARBIIHHO3 (15%), TIOYEeUYHbIE OKCARATHO-

KanbITHEBhIE, KAABITUH-POCHATHEIE KaMHHU (9070).
lleyeHHe!:

|Ba>XHO IIUTH MHOTI'O >)XHAKOCTH H COORIOAATE AHUETY
C HU3KHUM COAEP>XaHHEM HaTPHS.

I'YTO6bI YMEHBIIUTD KaABLIUYPHIO, HA3HAYAIOT
THA3HUAHBIC AUYPETUKH.

I'Tepanuga THA3SHAHBIMHU AUYPETHKAMHU
H30AHMPOBAHHO AN B KOMOMHAIINYN C aMHAOPHAOM
CHIKAIOT KAaABITHYPHIO M PHCK
KaMHeobpa3oBaHH.

IIporro3 CHHAPOMA HEOAATOIIPUITHBIH,
nnporpeccupoBanue B XIIH xoHCTaTHPVIOT B
LETCKOM BO3pacTe.




Bpo)xaeHHBIH He(DPOreHHb1H
HecaxapHblH AHabeTr BHH/\(noueyHbIH

HEeCaxapHDBIH ZHOET)-HaCAEACTBEHHOE
3aboseBaHHe,BEAYIIHMH CHMITOMAaMH
KOTOPOI'O SIBASIIOTCSI HOAHYPHS, IOAHAHIICHST H
THIIOCTEHYPHSI.

KnaccudHKalHA:

IlepBUYHBIN (HACAEACTBEHHBIN, BPOXXACHHBIN) 1
BTOPHUYHBIN(IIpHOobpeTenHbii) HHA.

HacnencrBeHHBIN (BpOoXXAeHHEBIN) HHA: X-
CLEIIACHHBIN PEILIECCHBHBIN, X-CIICIINCHHbBIN
AOMHHAHTHBIN,aYTOCOMHO-PEIIECCHBHBIHN,
AVTOCOMHO-AOMMHAHTHDBIH.



IHpHYHHBI:
-ReKAPCTBEHHBIN IIpeIlapaThI
-aHaATeTHYeCcKas HedhponaTud

-CEPIIOBHAHO-KAETOUHASA HE(PPOIIaTHSA
-I'HIIOKARNEeMHS

-I'HIIOKANAbIIIE MU

-OOCTPYKTHBHAS YPOIIATHS

-IIOYeYHasd AUCIIAA3HSA

-XPOHHYECKHH MHeROHEeDPHU

-XpOoHHYEeCKas ypeMHuueckas HedpporaTus.
-aMHAOHUA03 ,CAPKOUA03

Bropuunniyi HHA npu:

-OCTPOH U XPOHHUYECKOH IIOYEUHOH HEAOCTATOYHOCTH
-OBCTPYKTHBHOH U HEOOCTPYKTHUBHOHN HE(PPOIIaTHH
-ITy 3bIPHO-MOYETOUYHHKOBOM pedArOoKCe
-KHCTO3HBIX OONE3HAX

-MHTEPCTHIIHAABHOM HeppHUTE

-HePPOKaAABIIMHO3E




KINnMHn4YecKasa KapTuUHa

MepBble Npu3Haku 6bone3Hn HabaaalwT B Bo3pacTe 3-6
Mmec:

O - nonnypua (YacToe BbipesieHne 60NbLLIOIo KOJIMYECTBa
FMMNOTOHUYHOMN MOYM)

O - noauauncus (CUnbHasg Xaxaa)

O - HepoCTaTOYHOE HapacTaHWe Macchl Tena

O - 3ajepXKa pocTa

O - npucTynbl 06e3BOXMBAHUA: CHUXXEHUE Typropa
KOXW, pBOTa, 3anopbl,

O NoBbILLEHUE TeMNepaTypbl, NPU TAXKENIOM
06e3BOXMBaAHUN - CYZIOPOTHA.

B Bo3pacTe cTapwe 1 roga Xaxpaa M Mosiypus
APKO Bblpa>eHbl, AETU BbINMUBAIOT WU BbiAENAIOT A0




AHarHoCTHKA:
I. MonexkynspHoO-TeHeTHUecKasa suarsocruka HHA
II. AndbdpepeHIInanbHO-AHATHOCTHYECKHE TECThI KOHIIEHTPAIIMOHHOH!

CIIOCOOHOCTH IIOYEK IIPHU IIOAUYPHHU YV AETEH

III. AndbdpepeHIINaARBLHO-AHATHOCTHYECKHE TECTEI
- TecT ¢ necmonpeccuHoM. [lokazaHus K IpuMeHeHUIo asuypetura- CA
- Tect nto A.van Lieburg (1999)

- Tect 1o J.Bergstein (2000)

- TepanesTuueckasa npoba DDAVP

- TecTs! 1o R.Zebre, G.Robertson (1983)

llevyeHHne:

llenbro IBASIETCSA CHUXXKEHHE KOANYECTBA BRIITMBAE€MOM U BBIAESAIEMOH
XXUAKOCTH, IIPEAYIIPEXACHUE 00€3BOXKUBAHUS U I'HIIEPHATPHEMUU

I. Tepanug runoTHasuioM

II. KombuHMpOBaHHAA TEPAIIHA T'HIIOTHA3UAOM U HHAOMETAIIHOM

III. KombuHupOBaHHasA Tepanus ruIoTHA3HAOM M aMHUAOPHAOM

IV. HenenTuaHble aHTArOHHUCTHI Ba3onpeccuHoBRIX (V1,V2) penenTopos

Amiloride
Tablets

For oral use

Mmnotna3up® 25 mr

|
4 [ quoxnopomuasuc) (/) ‘

4 : WOCKHARDT

20 rabnerok 28 tablets

sanofi a\_/emis )
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BHHMaHHe!!!



