KnuHnyeckne pekomengauum — 2016 — Tybynonatum y geten — 2019 (23.05.2019) YT1BepxaeHsl Munsgpasom PO

Kiaunnuyeckue pekomenaanuu — 2016 — TyOyaonaruu y aereii — 2019
(23.05.2019) YrTBepxaensl Munszapasom P®

Kinnaunueckne pexomennanuu, yreepxkaeHubie 10 01.01.2019, npumensitoTes 10 ux
nepecMoTpa B cOOTBETCTBUU ¢ DenepanbHbiM 3aKOHOM OT 25.12.2018 N 489-D3 He
no3aHee 31.12.2021

MKB 10: N25.0/N25.1/N25.8/N25.9

l'ox yrBepxkaenus (dacrora nepecmorpa): 2016 (mepecmoTtp Kaxasie 3 roja)
ID: KP361

URL

[To cocTosinuio Ha 23.05.2019 na caitite M3 PO

[Ipodeccronanbubie accouanuu
- Coro3 nenuatpoB Poccun

KnoueBble cnoBa

- Aunnos

- 'unepkanuemus

- 'umokanmeMus;

- 'unomaruesemust

- 'unodocdaremus

- I'moko3ypust

- Merabonuyeckuii ankamno3
- MetaGonuueckuii anuao3
- Hepoxanpuinuos

- Ilomuauncus

- [Tomaypus

- [IceBnOrunoansIoCcTepoHu3M
- Paxut

- Cunnpom PaHKOHU

- TyGynonatus

- ®ocdarypus

Cnucok cokpaweHumn

VY3U — ynbTpa3ByKOBOE UCCIIEJOBAHUE

PTA — peHanbHBIN TYOYJIAPHBIN alum103

KIIIC — KHCIOTHO-IIIEI0YHOE COCTOSTHUE

A" — aHTUANY pETUYECKUI TOPMOH

1,25(0H),D3 — 1,25-auruapokcu-sutaMud D3

V3U — ynbTpa3ByKOBOE HCCIEA0BAHUE

JNIABII-Trect — 1-ne3aMuH0-8-D-apruHuH Ba30npecCuH-TECT

TepMuHbI U onpeaeneHus

HoBrie u Y3KOHAaITPaBJICHHBIC HpO(beCCI/IOHaJ'II)HI)Ie TCPMHUHBI B HACTOANIUX KIIMHHUYCCKUX
PEKOMEHOAIHAX HE UCITOJIB3YIOTCA.

1u3 36


http://disuria.ru/
https://аптека-омск.рф/

KnuHnyeckne pekomengauum — 2016 — Tybynonatum y geten — 2019 (23.05.2019) YT1BepxaeHsl Munsgpasom PO

1. KpaTtkasa nHdopmauus

1.1. OnpeneneHue

TyOynonatnu — KaHaJIBLEBBIE OOJIE3HW ITOYCK, XapaKTEPHU3yeMble Pa3IMYHBIMUA HAPYIICHUS MH
TYOyJISIPHOT'O  TpPaHCIOpPTa JSJCKTPOIUTOB, MHHEPAJOB, BOABI M OpPraHUYECKHX CYOCTAHIIWU,
HACIIEZICTBEHHOTO  (IIEpBUYHBIE TYOyJIONMaTHH) WM TPUOOPETEHHOro Xxapakrepa (BTOPUYHBIE
TyOynomaTun).

[To nokanu3amMu TPAHCHOPTHOTO JAe(eKTa pa3IndyaroT MPOKCUMAJbHbIE, METJIEBbIC U TUCTAJIbHbIC
TyOyJIonaTuu.

1.2. 3Tonorus n natoreHes
1.2.1. NMpokcumanbHbIe TybynonaTum

1.2.1.1. 'mnodoccatemmuyeckum paxurt

l'unodpocdaremuueckuit paxut (pochar-guaber) — 3aboneBaHue, CBA3AaHHOE C JehEKTOM
peabcopbuuu  QochaToB B MNPOKCUMANbHBIX KaHaJbLaX, MposBJsitoleecs y aered ¢docdaTtypuei,
runodocdareMueil U BbIpaKEHHBIMU PAXUTUYECKUMH U3MEHEHUSIMH, Pe3UCTEHTHBIMU K OOBIYHBIM J03aM
Butamuna D [1, 5, 17, 18].

OnucaHo HECKONbKO HACIEIACTBEHHBIX (OpM OONE3HH, MPOTEKAIIINX C H30JUPOBAHHBIM
HapyIIeHHEM ITPOKCUMaIbHON peabcopouuu ¢ocdaTos B moukax [1, 5, 17]:

- runoochaTeMud eckuii paxuT, X-cueniaeHabit fomuHaHTHEI (OMIM 307800);

- runoochaTeMuy ecKuii paxuT, ayTOCOMHO-ToMUHAHTHEI (OMIM 193100);

- runodochaTeMUIECKUA paxuT, ayTOCOMHO-perneccuBHbIi (OMIM 241520; OMIM 613312);

- HaCJeACTBEHHBIN TUnodochareMuyeckuil paxuT ¢ runepkanbiuypueit (OMIM 241530).

B Hopme Tpancnopt ¢ochaToB uepe3 ITOMHUHAIBHYIO MeMOpaHy MpPOKCHMAIbHOTO KaHalbIa
OCyIIecTBIsCTCS HaTpuii-pochaTHbiME KoTpaHcmoprepamu (sodium-phosphate transporter 2a, 2¢ —
NPT2a, NPT2c), skcrpeccusi KOTOpbix Moauduipyercs Gpakropom poctra ¢pudpodnacto-23 (fibroblast
growth factor 23 — FGF23) u napatropmoHOM.

FGF23 cnocobctByer pa3ButHio QochaTypun MOCPEACTBOM YrHeTeHus peadbcopobuuu docdatos,

BonenctBue  penykuuu  NPT2a, NPT2c W mojaBiieHHS SKCIPECCHU 1-o-rugpoxcmmassl
nocliienyoomuiei cynpeccuet nupkyiaupyoero 1,25(0OH)2D.

[Tapatropmon Tak ke HHrubupyer peabcopbuuio ¢ocdaToB B NPOKCUMAIBHBIX KaHaIbLAX,
MHAKTUBUPYS HaTpuii-pocdaTtHbie KoTpaHcmopreppl, HO B otiuuue oT FGF23 onHoBpemenHo

MHIYLHUPYET  TPAHCKPHUIILIHIO 1-a-ruapokcuiIassl crumymupys  cunres  1,25(0H);D B
MPOKCHUMAJIBHBIX KaHajbIlaX, YTO BeaeT K moBblmieHUI0O NPT2b-3aBucuMON KuIIeyHOW abcopOmuu
¢dochaToB ¥ MOAABICHUIO TPAHCKPHUIIIIMKA I'€HOB IMapaTrOpMOHa.

[Ipn X-cluenjieHHOM JOMHWHAHTHOM rumnogochaTeMUYyeckOM paxuTe MyTanuu B reHe Qocdar-
peryJupymomieii romojaoruuHol sHponentuaassl B Jokyce Xp22.1 (PHEX — phosphate-regulating
endopeptidase homolog, X-linked), npuBoaAT k HapymieHHIO (EPMEHTHBIX CHCTEM, OCYLICCTBISIFOIINX
npoteomn3 FGF23. U30biTok FGF23  o0ycnaBnuBaer HapymieHue peabcopOuun ¢ocdaTtoB B
NPOKCUMAJbHBIX KaHaJbllaX MOYeK, 4YTO (GOPMHUpPYET XapakTepHbIii Ouoxumuueckuil (eHoTw,
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nposBsitonmiica Qocdarypueit, runopocharemuent, HU3KUM MM HOPMAJIbHBIM, HO HEaJEKBaTHO
CHIDKEHHBIM OTHOCUTENbHO rumnogocdaremun ypoBHeM 1,25(OH).Ds. Hecmorps nHa TO, 4TO K
HacToseMy BpeMeHu omnucano 6onee 170 myranuit PHEX-rena (Muccenc, HOHCEHC, Jeleluu, cranc-
caillT MyTaluH), OTYETIUBbIE FCHOTUI -(DEHOTUITHYECKUE KOPPEJISLIUU HE ONHUChIBAIOTCSL.

[TprunnOI ayTOCOMHO-OMHUHAHTHOT'O runodochaTeMruuecKoro paxuTa SIBJISIETCS
HEMoCpeCTBEHHOEe BO3HMKHOBeHHe MyTanuil B reHe FGF23 na xpomocome 12p13.3, dbopmupyromux
YCTOMYUBOCTH (PaKTOPa K MPOTECOIUTHUECKOMY PACIIEIUICHUIO.

BO3HUKHOBEHHIO ayTOCOMHO-PEIECCUBHOTO THMO(OCHATEMUYECKOTO paxuTa CIIOCOOCTBYIOT
MyTalluy B T€HE JEeHTUH MaTpUKCHOro mporenHa 1 (dentin matrix protein 1 — DMP1) na xpomocome 421
170171 reHe 9KTOHYKJIEOH T nupodochaTazsl/pochoauscrepasbl 1 (endonucleotide
pyrophosphatase/phosphodiesterase 1 — ENPP1) na xpomocome 6q22q23, Tak ke CIOCOOCTBYIOIINE
MOBbIIEHUIO KOHLIeHTpaui FGF23.

AyTOCOMHO-PELIECCUBHBINM HAcIeNCTBEHHBIH runodochaTeMuueckuii paxuT ¢ THIepKaJbIuypuei
pa3BuBaetcs BeieacTsue mytanuii B rene SLC4A3 na xpomocome 9q34, HenocpencTBEHHO KOJUPYIOIIEM
Hatpuii-pochaTtHbiii kKoTpaHcnoptep (NPT2c) moMuHaIEHONH MEMOpaHbl MPOKCUMAJIBHBIX KaHAJIBIICB.

1.2.1.2. NMpokcumanbHbIN peHanbHbIN TyOYNAPHbIA aunpo3

[Tpoxcumansubiit PTA (II Tun) (OMIM 179830) — 3a6oneBanue, XxapakTepu3yoleecss HapylleHneM
peabcop6oumu 6ukapoonaros (HCO3-) B mpokcumansHbIX KaHanbiax [1, 2, 11, 12].

[MepBuunbIii mpokcumanbHbiit PTA (M3oiupoBannsiil) [1, 2, 11, 12]:

- AyTOCOMHO-TOMHUHAHTHBII;

- AYTOCOMHO-PELIECCUBHBIN C MATOJOrUel a3 U OTCTAaBAaHUEM B YMCTBEHHOM pa3BUTUU, MYyTallHs
reHa SLC4A4 (xpomocoma 4q21), HapylieHue CTPYKTYpbl HaTpuii-OMkapOOHATHOrO0 KoTpaHcmopTepa-1
(Na*-COs-cotransporter — NBC-1) 6a3onatepanbHoii MeMOpaHbl TPOKCHMalbHOro KaHaibiia (OMIM
604278);

- Criopauyeckui:

- TPAaH3UTOPHBIH (JIETCKHIA), HE3PEJIOCTh HATpUii-BoOpoaHOro antunoprepa-3 (Na*-H* exchanger —
NHE-3) anukanbHo#i MeMOpaHbl TPOKCHMAJIbHOI'O KaHAJbIIA;

- IePCUCTUPYIOLIHI (B3POCIBIN).

Bropuunslii mpokcumanbHbiii PTA o0ycioBieH psmoM 3a0ojieBaHUMN: ITUCTHHO3, TajaKTO3eMUs,
riukoreHo3 (tum I), Tuposunemus, 6one3ns BuiibcoHa, runeprnapaTHpeorin3M, MeyJUIIpHAst KUCTO3HAS
0omne3Hb, BUTAMUH-/[-1eUIMTHBINA U 3aBUCUMBIN PaXUT, UIMONATHYECKAs TUIIEPKATIbIIUYPUS, IEPBUYHAS
runepokcainypus, cuaapom Jloy, cunapom Illerpena, mHOxkecTBeHHass muenoMa. Takxke MOXET OBITH
BbI3BAH TOKCHYECKUM IOPAKECHHEM TMPOKCUMAJbHBIX KaHAJbLUEB COJSIMH TSKEIbIX METAJLJIOB,
HEKOTOPBIMU JIEKaPCTBEHHBIMU ITpenapaTaMu.

B HopMe B mpoKCHMalbHBIX KaHambllax peabcopoupyercs 1o 90% mnpoduabTpoBaHHBIX
OukapOoHaToB. BcnencTBue HapymieHuss peadbcopOuuu OMKapOOHATOB B IPOKCHMAIbHOM KaHAJbIIE,
OuKapOOHATYypHs Pa3BHBACTCS INPU HOPMAJIbHOM KOHIIEHTpAIIMU OMKapOOHATOB B ILIa3ME€ KPOBU. DTO
Be/lIET K METa0OJNMUYEeCKOMY alu03y MPHU OTCYTCTBUHU IOIKUCICHUS MOYM, HECMOTPS Ha COXpaHHbBIC
MEXaHHU3MbI TUCTAIbHOM cekpernnu MoHOB H'. Kak ToJIbkO KOHIIEHTpanus IUIa3MEHHBIX OMKapOOHATOB
CHIDKAETCS HIDKE TIOPOTOBOT0 3HaUEHHUS (B OOJILITMHCTBE CIIy4acB MeHee 15 MMOJIb/JI, B OTCYTCTBUU

Cunnpom @ankonu (me Tonu-IeOpe) — 3aboseBaHue, OOYCIOBIEHHOE TEeHEPAIM30BAHHOMN

TuchyHKIMEH MPOKCUMATIbHBIX KaHAJbBIIEB, MPUBOASAIICH K HApYIICHHIO peadcopOluu aMUHOKHCIOT,
[TIOKO3BI, KaJIns, HaTpusi, BOIbI, hochaToB, OMkapOOHATOB, MOYEBOI KucaoThI [1, 2, 11].
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PasnunuaroT a8e popmbl 3abonesanus [1, 2, 7, 8, 11, 25]:

- MNepBUYHBIH uauonatudeckuil cuHapoM @DaHkoHHM, B OOJBLUIMHCTBE CIIy4aeB HOCSIIUN
CHIOPAUYECKUN XapaKTep; EAMHUYHBIC CIy4al MOTYT SBISTHCS HACJEACTBEHHBIMU (2yTOCOMHO-
peLleCCUBHOE, ayTOCOMHO-OMUHAHTHOE HACJIEJOBaHUE);

- BTOpUYHBIA cHHIpOM @DaHKOHHU, OOYCIIOBJICHHBIM T'€HETHUYECKUMHU O001e3HSAMH (I[MCTUHO3,
rajaKkTO3eMHUs, HacleACTBEHHAs HEITEPEHOCUMOCTh (PpyKTO3bl, THpO3uHeMHus (Tun 1), rimukorenos (tui 1),
Oone3np Bunbcona-KoHoBasioBa, MHTOXOHApUAJbHBIE HUTONATHH, Oone3Hs JleHta, cunapom Jloy),
TOKCUYECKUM JIeHCTBUEM JIeKapCcTB (TEHTAMHIIMH, TETPAIMKJIMH, AHTUPETPOBUPYCHBIC MpenapaThl),
cojiell  TSKeNbIX  MeTalyioB, JMOO  pa3BUBAIOIIMKCA  BCIEACTBHE IEPBUYHOIO  aMMIIOM103a,
MHO)KECTBEHHOW MHEIIOMBI 1 HEKOTOPBIX APYTHUX 3a00JIeBaHUM.

Haubonee yactoii npuunHoii cunapoma @ankonu y aere apigerca uuctuno3 (OMIM 219800) [1,
7, 8], penkoe ayTOCOMHO-peLleCCHBHOE 3a0oiieBaHHE, KOTOPOE XapaKTepu3yeTcs HaKOIICHUEM
KPUCTAJUIOB LMCTMHA BHYTPH JIM30COM M COIPOBOXKAACTCS IPOTPECCUPYIOIIMM  IOPAKECHUEM
WHTEPCTULMAIBHON TKAaHHU IOYEK C MCXOAOM B XPOHHUYECKYIO ITOYEYHYK) HEAOCTaTOYHOCTh; 4acTOTa
BcTpeuaemocty ~1:200000 HoBOpoxkieHHBIX (EBpoma, CLIIA).

ILC(I)GKT JIM30COMAJIBHOI'O IMEPCHOCYMKA NUCTHUHA — MNUCTUHO3HWHA BBI3BIBACTCSA Pa3IMUHbBIMU
mytanusamu B reie CTNS (xpomocoma 17pl13). Haubonee uacro BbisiBiIsiemass OoJibluasi Jelelus I'eHa
CTNS nonHOCThIO HapymIaeT ero GpyHKIHIO.

Hapyienue TpancnopTa HIUCTHHA Yepe3 JIU30COMAIbHYI0 MEMOPaHy BEAET K HAKOIICHUIO IUCTHHA
B JIM30COME, CHUKEHUIO LIMCTHHA U LMCTEHHA B LIUTO30JIC, YTO MPUBOAUT K ITOBBILICHUIO MPOAYKIIMHU
PEaKTUBHBIX PAJUKAJIOB KHCIOPO/a, BbI3bIBAET UcTOleHnEe AT® 1 CTUMYJIUPYET arnonTos.

[Tpumeuanue.
Hywmepanust mogpasnenoB 1aHa B COOTBETCTBUM € O(UITHATIBHBIM TEKCTOM JTOKYMEHTA.

1.2.1.4. PeHanbHas rnoKo3ypus

PenanpHast rmoko3ypusi — 3a0oiieBaHHe, OOYCIIOBIEHHOE HAapyIICHHEM TpaHCIOpTa TIIFOKO3BI B
HPOKCUMAaJIbHBIX KaHAJBIAX MOYEK, IPU HOPMAILHOM YPOBHE IIIIOK03bI B KpoH [ 20, 23].

- AytocomHo-nmoMuUHaHTHOEe HacienoBanue (tun A) (OMIM 233100) — myramus rena SLCSA2
HATpUH-TIIOKO3HOr 0 KoTpaHcnoprepa-2 (SGLT2), xpomocoma 16p11.2;

- AyrtocoMHoO-penieccuBHOoe Hacienoanue (tun B) (OMIM 606824) — myramus rena SLCS5AI1
HaTpUH-TII0KO3HOro Kotpancnoprepa-1 (SGLT1), xpomocoma 22q12.3.

B ¢Qusnonormyeckux ycioBUSAX TIJIOKO3a IOJHOCTbIO peadcopOupyercs B MPOKCUMAJIbHBIX
KaHajbllaXx. PeabcopOuusi OCHOBHON Macchl TJIFOKO3bI MPOMCXOJUT B S1 M Sz cerMeHTax HpH y4yacTUU
HOYEeYHO-CNEeUn(PUIHOTO HATPUI-TIIFOKO3HOTO TpaHCIopTepa-2 JIOMHUHAIbHONH MeMOpaHbl. OcTaBuasics
4acTh TIJIIOKO3Bl yhansercs u3 (QuiabTpata B S3 CErMEHTE IOCPEACTBOM HATPHH -TIIIOKO3HOTO
TpaHcnoprepa-1. OTOT TpaHcHopTep Tak e INPUCYTCTBYeT M B TOHKOM kumuke. Kak u npyrue
MeMOpaHHbIE TPAHCIIOPTHBIE CUCTEMBI, TPAHCIIOPTEPHI INIIOKO3bl UMEIOT Ipenen HacwlimaemocT. [Ipu
CHIDKEHUHU IIOYEYHOI'0 IOopora /i IUIFOKO3bl, HECMOTpsi Ha HOPMaJIbHbI YpPOBEHb caxapa B KpOBH,
MOSBIIIETCS PEHAJIbHAs TIIOKO3YPHUS.

1.2.2. NeTneBbIe TyGynonaTtum

1.2.2.1. Cungpom bapTrepa
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Cunnpom baprrepa — ayTrocoMHO-perieccCHBHOE 3abojieBaHue, OO0YyCIOBIEHHOE JedexTom
peabcopOMy HATpusi M XJOPHIOB B TOJICTOM BOCXOIAIIEM KoieHe merian [eHne, Iias KOTOpOoro
XapaKTepHO  pPa3BUTHE  THUIOKAJIMEMHUHM,  THIOXJIOPEMHH,  MeETabONMYecKoro  ajkano3a W
THIIEPPEHHHEMHYECKOro ruiepajibaocTepornnsma [1, 9, 14, 21].

- Heonaransubiit cunapom baprrepa (tunm I) (OMIM 601678) — mytanust rena NKCC2 (mokyc
SLCI12A1, xpomocoma 15¢g21.1), nepBuunblii AedeKT HATPUi/KaIMKA XJIOpUIHOTO KoTpaHcmnoprepa (Na-
K-2CL) Toncroro Bocxoasuiero KojiaeHa netinu ['ene;

- Heonarampnbiit cuagpom baptrepa (tum 1) (OMIM 241200) — myranus rera ROMK (iokyc
KCNJ1, xpomocoma 11q24.3), napymenue ¢ynkuun xkanama ROMK (AT®-uyyBcTBUTENBHBIN
PEKTHUUIUPYIOLINI KaJIMEBbIM KaHa) TOJICTOr0 BOCXOJAIIEr0 KojieHa netiu ['ene;

- Knaccuueckuit cungpom baprrepa (tun III) (OMIM 607364) — myrauus rena CLCNKB
(1p36.13), nedexr crpykrypsl kaHana CLC-Kb (moueuno-cnenupuuHblii XJIOpUIHBINA KaHaJ) TOJICTOTO
BOCXOJAIIEro KoJieHa netiu ['ene;

- HeonaranpHblii cunapoMm bapTrepa, accolMMpoBaHHBIA C CEHCOHEBPAJIbHOW TYrOyXOCThIO (THII
IV) (OMIM 602522) — myranus resa BSND (1p32.3), HapyiieHue CTpyKTypsl MeMOpaHO-CBA3aHHON
cyobenunuisl xnopuaasix kaHanoB CIC-K (CIC-Ka, CIC-KDb).

[Tpu tune I HeonaTanpHOrO BapranTta nepBudHbiil gedekt Na*-K*-2Cl-koTpaHncnoprepa npuBOIuT
K HapyIICHUIO peabcopOLuu HAaTpuUs B TOJICTOM BocxozsiieM kosnene neriu ['enne. [Torepst Hatpus Bexer
K CHHPKCHHUIO BHYTPHCOCYMCTOr0 00beMa, aKTUBAIIUYU MPOIYKIIUU PEHUHA U aJIbJJOCTEPOHA, TIOBBIIICHUIO
(bpaKIMOHHOM SKCKPEIUHU KU C TTOCICIYIOIEH THITOKATHEMHUEH U METa0O0INY €CKMM aJIKATI030M.

[Ipn Tume 2 HeoHATaJlbHOrO BapuWaHTa HapymeHue ¢QyHKiuM kaHaja ROMK mnpensTcrByeT
BO3BpAILIEHUIO peabcopOMPOBAHHOTO KalHs B TPOCBET TOJICTOI'0 BOCXOSIIETO KOJIeHa MeTiu | eHne, 4To
camkaet pynknuio Na*-K*-2Cl-korpancmnoprepa.

IIpu HeoHaTalbHOM BapuaHTe€ CUHApoMa bapTrepa pa3BuUBaeTcsi TUIEPKAIBLIUYPUS U
HeQPOKaJIBbIIMHO3.

Knaccuueckuii Bapuant (tum III) compoBokmaercss HapylIeHHEM TpaHCIOpPTa XJIOPUIOB Yepe3
Oa3onaTepanbHyl0 MeMOpaHy OOpaTHO B LMPKYJIALMIO, YTO BEAET K THUIOBOJIEMHH M IOCIENYHOIIeH
aKTHBAallUM PEHUH-AaHTMOTEH3UMHOBOW CHUCTEMBbl C pPa3BUTHEM T'MIIOKAJIMEMUYECKOr0 MeTaboIn4ecKoro
ajKasnosa.

HedpokanbinHO3 OTCYTCTBYET.
1.2.3. QucTtanbHble TyGynonatumu

1.2.3.1. Cungpom NmTenbmaHa

Cunnpom ['mrenbmana (OMIM 263800), cemeiiHas THNOKaJIMEMHYECKass THUIIOMAarHe3eMHs,
COJIbTEPSIOIIAsl TYOyIONaThs, XapaKTepU3YIOIasiCsl TUIIOMArHe3eMueH, TUIIOKaIbIIUyprUeld U BTOPHYHBIM
aJIbI0CTEPOHU3MOM, KOTOPBIA MPUBOJUT K Pa3BUTHIO TMIIOKAJIMEMUU U METa0OJInYecKoMy ankanosy |1,

9,13].
XapakTepeH ayTOCOMHO-PELIECCUBHBIM TUI TNepefaun — Mmyrtauus reHa B Jokyce SLC12A3 na

xpomocome 16ql13. Ten komupyer Ttuasug-uyBcrButenbHblii Na'-Cl-korpancmoprep (NCCT)
JUCTATbHBIX U3BUTHIX KAHAJIBIEB.
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Hedbexr Na*-Cl-xkorpancnoprepa npuBOauT K CHroKeHHio Tpancmopra NaCl B aucTaibHBIX
M3BUTHIX KaHAJBIIAX C MOCICAYIOMNM Pa3BUTHEM THIIOBOJIEMUU U CTUMYJISIIUEH PEHUHAJIBI0CTEPOHOBON
cUCTeMbl. BO3HUKAIOT rUIIOKaJIMeMHUsl, TUTIOMAarHe3eMus 1 MeTa00JIMYECKUN aJIKaio3.

1.2.3.2. AucTanbHbIN peHanbHbIX TyOynsapHbIn aunaos (I Tun)

Hucraneubiii PTA (I tun) (OMIM 179800, OMIM 602722) — 3aboneBanue, XapaKTepusyromieecs
TSDKEJIBIM  THIIEPXJIOPEMHUECKUM METa0OIMYECKUM  allu030M, BCIEICTBHE HAPYIICHUS SKCKPEIUU
BOJIOPOJIHBIX HOHOB B JUCTAILHOM OTaeie Hedpona [1, 2, 4].

[TepBuunslil nucranbHbi PTA:

- AyrtocomMHO-TOMUHAHTHBIM, myTamuss reHa SLC4Al (xpomocoma 17q21-22), nHapyuieHue
CTPYKTYpBI XJOpHIHO-OMKapOoHaTHOro antunoptepa-l (AE-1 — anion exchager 1) 0a3omatepaibHOI
MeMOpaHbl KOPTUKAJIBHBIX COOMPATENbHBIX TPYOOUeK;

- AyTOCOMHO-PEIIECCHBHBIM C Tyroyxocteto, Mmytarnuss rena ATP6VIBI (xpomocoma 2pl3),
HapylieHue CcTpykTypsl Bl cyObenunuisl BonopoaHoii AT®a3bl BCTaBOYHBIX KIETOK MOMYJSIIHH A
anuKaJbHOM MeMOpaHbl KOPTUKAJIBHBIX COOMPATENbHBIX TPYOOUEK;

- AyTOCOMHO-periecCuBHBII 0e3 Tyroyxoctu, myrauus rena ATP6VOA4 (xpomocoma 7q33-34),
KoaupyomuM anbpa-4 cyobenununy BomopogHoil ATda3pl BCTAaBOYHBIX KJIETOK TMOMYJSIIUU A
anMKaJbHONH MeMOpaHbl KOPTHKAJIBHBIX cOOMpaTe/bHbIX TpyOouek [1, 2, 4].

Hapsiny ¢ cemeitnpiMu hopMamu 3a0051€BaHMsI, BCTPEUAIOTCS M CIIOPATUIECKUE CITydau.

Bropuunsie (mpuodperennsie) ¢popmbl nucraibHoro PTA onmcanbl Ipyd MHOTHX MaTOJIOTHYECKUX
COCTOSIHUSIX, OOYCIIOBJIEHHBIX pPacCTpOWCTBAaMM MeTa0ogM3Ma KajbLUs C HePPOKaJIbLIUHO30M U
TUIEpKAIbIUypUel, MEpPBUYHBIM TUIEPHApATUPEOUIU3MOM, JIEKAPCTBEHHBIM M TOKCHYECKHM
HOBPEXKACHUEM, IPYTUMH TT0YEYHBIMH 3200JIEBaHUSIMHU, B TOM YU CIIE METyJIJISIPHON KUCTO3HOW 0O0JIE3HBIO
U Ty04aToil moukoi, ayTOUMMYHHBIMHU 3200JI€BaHUAMU (TUTIEpraMMaryiooynuHemusi, cuaapom lllerpena,
ayTOMMMYHHBIA TeMaTuT, TUPEOUIUT, (UOPO3UPYIOIIMN albBEOJHUT, CHUCTEMHAs KpacHas BOJIYaHKA,
Y3EJIKOBBIN MEepUapTEPUUT).

Hapymienne skckpennu aMMOHHUS IpU BCeX BapuaHTaxX BTOpHuYHO. Peabcopbius OukapOoHaTa
KOJIMYECTBEHHO HOPMaJlbHA, HO, B COOTBETCTBHH C IMOBBIMIeHHEM pH Moum, ompeelieHHas CTereHb
OukapOoOHATypHH 00s3aTEIBHO MIPUCYTCTBYET (MeHee 5% NmpoHIbTPOBAHHOTO KOJIMYECTBA).

ITpu TspKENOM XPOHHYECKOM METaboIMYecKoM anuio3e KocTb obecrneunBaeT 10 40% OydepHoit
€MKOCTH KpOBH; HEWTpaiu3alMs HMOHOB BOJOPOJA KOCTHBIM KapOOHATOM BBI3bIBAET BBICBOOOXKAECHUE
KaJIbLUs U3 KOCTH BO BHEKJIETOYHYIO JKUJKOCTh, YTO BEAET K HAPYIIECHUIO €€ HOPMaJbHOU CTPYKTYphl U
Pa3sHOO0Opa3HbIM KOCTHBIM 1€ OpMaLIUsM.

SKCKPGHI/IFI nquTpaTa B MIPOKCUMAJIBHOM KaHAJIbIC CHUKCHA, UYTO SABJIACTCA OCHOBOI q)OpMI/IpOBaHI/IFI
HeQPOKaJIbIMHO3A.

1.2.3.3. NceBpormnoanbAo0CTe POHN3M

[IceBnorunoanbIOCTEPOHU3M — TETEpPOreHHasi TIpylna KIMHHYECKHMX (OpPM, BO3HHKAIOIIUX
BCJICJICTBHE HECIIOCOOHOCTH alIbJJOCTEPOHA OCYIIECTBIISITH CBOM OCHOBHBIC (M3HOJOTHYECKHE P (DEKTHI
10 00ECIeYCHUI0 IKCKPEIIMU MOHOB Kajus U Bogopona [1, 3, 19, 22].

- [IceBnorunoansaocTepoHU3M, TuIl [

- AytocoMHO-ToOMHHaHTHas peHanbHass Gopma (OMIM 600983) — myranuu rena MLR (NR3C2,
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4q31.1) MUHEPAJOKOPTHKOUIHBIX PELIEITOPOB IIIABHBIX KJIETOK cOOMpaTenbHbIX TpyOouek [1, 3, 22].

VY MiajeHIeB ONKucaH TPAH3UTOPHBIA CHHAPOM THIEPKATMEMHUHU U METa0OIUYeCKOro anumosa 0e3
MOTEPU COJIU, €r0 PACCMATPUBAIOT KAK BAPUAHT PEHAIBHOIO M1CEBJAOIMII0AIbI0CTEPOHM3MA THI 1.

CrocoOHOCTh MOAKUCISATH MOUY IOCIE€ HArpy3KH KHCIOTaMH HpH 3a00JIeBaHWU COXpaHEHa, HO
OKCKPELHs KUCIOT MOYKAMHU CHUKEHA B CBS3U C OYEHb HU3KOW DKCKpeUUeld aMMOHUA. XOTS CHUKEHUE
OPOAYKLIMHM aMMOHHS OOYCIIOBJIEHO caMOW THINepKaJueMHeld, B MeXaHU3ME pa3BUTHUS ITOW (OpMBbI
KJIFOYEBYIO POJIb UTpaeT AeUIUT alibJO0CTEPOHA MIIM PE3UCTEHTHOCTh K HEMY IMMOYEUHbIX KaHaJbIIEB.

- AyTocomHO-pereccuBHas monuropranras popma (OMIM 600228, OMIM 600760, OMIM 600761)

— MYTaIlu¥ B reHax, kogupyronmx & p , ¥ cyObenuHuIBI HATPUEBBIX MU TENMANBHBIX KaHanos (ENaC)
coouparenpHbIX TpyOouek (SCNNIA, SCNNIB, SCNNIG, 12p13, 6p13) [1, 3, 22]. Jedekr TpancmopTa
HATPUST BO MHOTHX OpraHax, COACp)KAIUX JIHUTEIHAbHbIE HATPUEBbIE KAaHANBl — B TOYKAX, JIETKHUX,
KHIICYHUKE, IK30KPUHHBIX JKeJIe3ax.

- IIceBnorunoansaocreponusmM, tu Il (cunapom Gordon — cunapom ['oprona)

- AyrtocomHo-gomuHaHTHOe HaciemoBanue (OMIM 601844, OMIM 605232, OMIM 605775,
OMIM 603136) — wmyranuun B renax WNK4, WNKI1, KLHL3, CUL3, xoaupymom#x KHHA3bI,
OTBETCTBEHHBIC 3a TpPAaHC- W TMAPAUCUTIOJSIPHOE [BI)KEHHE XJIOpa, YTO BTOPHUYHO NPHUBOJUT K
MOBPEXKICHUIO CEKpEeIUH Kaus 1 Bogopoaa [1, 19].

[ToBpimena peabcopOiusi XJIOpUAAa HATpPHUs B TOJCTOM BOCXOASIIEM KoJeHe mneriu [ enne, 4Tto
MPUBOAMT K HAPYIICHUIO CEKPELUU KAl U BOAOPOJA B KOPTUKAIBHBIX COOMPATENBHBIX TPYOOUKaX.

- [IpuobpereHHbie POPMBI TICEBIOTUIIOATHIOCTEPOHN3MA OMUCAHBI MIPU OOCTPYKTHUBHOW YpOIATHH,
TyOyTOMHTEPCTUIIMATTBHOM He(puTe, THKEIOM NHeJoHepHUTe, CEepIIOBUIHO-KIETOYHONH He(pOomaTHH,
CHCTEMHOM KpacHOW BONYaHKE, aMHUIIOUI03€, MHOKECTBEHHOW MHEJIOME, HEOHATaTbHOM MENYJUISIPHOM
HEKPO3€e, OMHOCTOPOHHEM TPOMOO03€ TTOYEUHOUN BEHBI.

1.2.3.4. HecpporeHHbIN HecaxapHbI1 AnabeTt

Hedporennslii HecaxapHblii aua0der — pelKoe HACICICTBEHHOE 3a00JICBaHHE, XapaKTepU3yemoe
OTCYTCTBHEM IMPOHHMIIAEMOCTH COOMPATEIBHBIX TPYOOYCK IS BOJBI M PE3UCTECHTHOCTHIO K JICHCTBHIO
AHTHIMYPETUYECKOI0 TOPMOHA IIPU €ro ajJeKBaTHOM cekpenuu [1, 24, 26, 27].

X-cuernennas peneccuBHas ¢opma (OMIM 304800) — myramuu rena AVPR2 (sokyc Xq28),
KOJIUPYIOIIETr0 PElenTop K apruHuH-Ba3onpeccuny (V2R) B kieTkax coOMpaTebHbIX TPYOOUEK.

AKTHUBUPYACH NPU CBSI3bIBAHUU C Ba30MPECCUHOM, peuentop V2 BbI3biBaeT mnosbliiieHne NAMO.
OTO NPUBOAWT K MEPENBIKEHHUI0O B CTOPOHY aNMKaIbHOW MeMOpaHbl BHYTPHUKJIETOYHBIX BE3UKYI
colepKalMx BOAHBbIC KaHasbl akBamopuHa-2 (AQ-2), 4TO MOBBIIIAET MPOHUIIAEMOCTh KAHAIBIEB IS
BoAbl. ['eHeTHMueckuit neexT, BKIOYAIOMIMA Pa3IUYHOE KOJIMYECTBO MYTalluid B TeHE V2-perenrtopa,
IOPUBOAUT K CHIDKEHUIO CBSI3bIBAHUS Ba3ONpECCMHA C pPELENnTOpOM, YMEHBIIEHHWIO CHUHTE3a WJIU
YBEJIMYEHUIO Jerpajlaliii camoro peuentopa. B pedynbrare 0J10KupyeTcss aHTUIUYPETUUECKOE J1eCTBUE
antuauyperudeckoro ropmona (AJIl'). PasnauuHble MyTaluu acCOIMMPOBAHbI C BapuaOeIbHOM
pe3ucteHTHOCThIO K AJII'. X-cuenseHHbli BapuaHT HacJae10BaHuUs M0Ipa3yMeBaeT HAIMYUE BbIPAKEHH O
MOJIMYPUH Y MAJTbYUKOB; Y ACHMIITOMATHYHBIX OOJIBIIYIO YaCTh BPEMEHH JIHMI] KEHCKOTO T0JIa MOy PHs
MOXKET BO3HHUKHYTb B TeueHUE OEpeMEHHOCTH, KOrja CeKpelus IUIalleHTapHONW Ba30MpPecCHHAa3bl
IIPUBOJIUT K MOBBINIEHUIO KJIIMpEHca dHAoreHHoro AJII.
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AytocomHOo-penieccuBHas Gopma (OMIM 125800) BhI3BaHA MyTalUsIMH B T'€HE aKBaloOpHHA-2
(AQP2, noxyc 12q13). boneroT kak MaabuUKH, TaK U T€BOUKH.

[TocTpenienTopHblil ne(eKT 3aKJIOYEH B HAPYLICHUM JABMXKEHUS M IOCIEAYIOIIEro CIUSHUS C
JTIOMUHAIILHON MeMOpaHoil AJII'-4yBCTBUTEIBHBIX BOJIHBIX KaHAJIOB aKBAllOpUHA-2, JIOKAJTM30BAHHBIX B
LIUTO30JI€ TJIaBHBIX KJIETOK COOMpPATEIbHBIX TPYOOK, YTO MPENATCTBYET NaccuBHOM nuddy3nun BoabI.

CymiecTBOBaHME ayTOCOMHO-JIOMHUHAHTHON (OpMBI HacienoBaHUS OOJE3HM OCIapuBaeTcs, HO
eIMHUYHBIC CITy4au OMHCAHBI.

ITomuMoO reHeTnyecku -ACTCPMUHHUPOBAHHBIX, BCTPCUHAOTCA U CITOPATUICCKUC CITydan 00JIe3HM.

1.2.3.5. Cungpowm Jinpana

Cunnpom Jlugnma (mcemoanbnocreponnsm) (OMIM 177200) — HacnenacTBeHHOe 3a00JieBaHHME,
XapaKTePU3yIOIIeecss paHHUM JeOI0TOM TSDKEJIOW apTepHabHOW THIEPTEH3HH, B COYSTAHUU C HU3KUMU
YPOBHSIMH aKTUBHOCTU PEHUHA U aJIbJI0CTEPOHA TIa3Mbl, TUTIOKAJIHMEMHUENH U METAa0 0JIMYECKUM aJIKaI030M

[10].

AyTOCOMHO-IOMUHAaHTHbII Tun HacienoBanus — MyTtauuu reHoB SCNNI1B, SCNNI1G (mokyc

16p12.2), xoTopble NPUBOAAT K HAPYLWIEHUIO CTPYKTYpbI B ou Vv CyObeMHULl aMUJIOPUJI-
YyBCTBUTEJIbHBIX S3MUTENHANBHBIX HaTpueBblXx kaHaioB (ENaC) cBs3ylooliumx KaHalbLEB U TIJIABHBIX
KJIETOK KOPTUKAJIbHBIX COOMPATEILHBIX TPYOOK.

3amemnenue aerpaganuu ENaC mnposiBisieTcss M30BITOYHOH peabcopOIuet HaTpus M IMOTepeH
kanus. M30biTouHast peabcopOIust HaTpUs BEACT K apTepHabHONM TMIEPTEH3UH BCIICACTBUEC YBEIUYCHUS
o0BbeMa UPKYIUPYIONIEH KPOBH, UTO IMOJABIISIET CEKPEII0 PEHUHA U allbJOCTEPOHA.

1.3. Annpemunonorus

X-CUEeIJICHHbII JOMMHAHTHBIA runodocpareMuyecKkuii paxuT sBiseTcss Haubosnee yacTou
HaciemyemMoi ¢opmoi paxuta ¢ gactotoi BcTpedaeMocTH 1:20000-1:50000 >KUBBIX HOBOPOXKIECHHBIX.
Hpyrue HacienctBeHHble (GopMbl TUNOGOCPATEMUYECKOTO PaxUTa € ayTOCOMHO-TOMHHAHTHBIM HJIH
ayTOCOMHO-PELECCUBHBIM TUIIOM HACJIEIOBAHUS BCTPEUAIOTCS TOPA3A0 peXKe.

N3omupoBanHblii npokcuMasibHbil PTA, nmepBUYHBIN N€HETHYECKH -1 €TEPMUHUPOBAHHBIA CHHIPOM
®ankonu (OMIM 134600, OMIM 615605, OMIM 613388) BcTpewatorcs KpaitHe peako. JlaHHBIE O
pacrpoCTpaHEHHOCTH 3a00J1€BaHUM OTCYTCTBYIOT.

[TokazaTenu pacrpOCTPaHEHHOCTH CEMEWHOW pEeHaJbHOM TIOKO3ypuu BapbupyioT oT 0,6% mo
6,3%, B 3aBUCUMOCTH OT JUATHOCTUYCCKUX KPUTCPUCB, UCIIOJIB3YCMbIX JJIS1 ITOCTAHOBKHU JUArHo3a.

Cunnpom Bbaptrepa siBnsercs kpaiiHe peakuMm 3a0osneBaHueM. TouHas 4acTOTa BCTPEYAEMOCTH B
Poccun u Coenunennnix llltatax HemsBectHa; B [lIBenun — 1,2 cimydyast Ha 1 MIIH YenloBek.

Pacnpoctpanennocts cunapoma I['urenbmMana — OkoJI0O 25 ciiyuaeB Ha 1 MIIH 4elOBEK; B
€BPOIICOUTHON MOMYIISAIUN PACIIPOCTPAHEHHOCTh T€TEPO3UTOT — O0K0JIO 1%.

N3omupoBanuelii auctanbHblil PTA BcTpedaercs kpaiiHe peako. JlaHHbBIE O pacHpOCTPaHEHHOCTH
3a0051eBaHUsl OTCYTCTBYIOT.

[IceBnorunoanb10CTEpOHU3M BCTpEUAETCs KpalHe peako, yacTtora BecTpedaeMocT 1:47000 xuBbIxX
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HOBOPOXKICHHBIX.

OnuaeMuonoruss HeQporeHHOro HecaxapHOro nua0era 3aBUCHT OT THUINA HAclelOoBaHUA. X-
CICTIJICHHBIA He(PPOreHHBIH HecaXapHbIid TuadeT KpaiiHe pelKoe 3a00JIeBaHUE, TEM HE MEHEE, 110 YaCTOTe
BCTPEYAEMOCTH MPEBBIIIAET AyTOCOMHO-PELIECCUBHBIN TUIT B cOOTHOWEHUH 9:1. YacToTa MyTauil y Jimig
MY’KCKOro noja cocrasiseT 4 ciaydas Ha 1000.000 nacenenus.

Cunnpom Jlugnma BcTpewaercss kpaitHe penko. J[aHHBIE O pacpOCTPaHEHHOCTH 3a00JIeBaHMS
OTCYTCTBYIOT.

1.4. KoguposaHue no MKb-10
Hapymienus, pa3BuBaromuecs B pe3yiabTaTe AMCHYHKINY MOYEUHBIX KaHableB (N25):

N25.0 — IToueuynast ocreogucTpodus;

N25.1 — HedporenHblii HecaxapHblii 11abeT;

N25.8 — [lpyrue HapyuieHus, 00ycIoBIeHHbIC TUCPYHKIIMEH TOYECTHBIX KAaHAIBIICB;
N25.9 — Hapymenne QpyHKINY TOYEYHBIX KaHAJBIEB YyTOYHEHHOE.

1.5. Npumepbl AnarHo3os

1. I'unodocharemMmuueckuii paxut, X-CIeNJICHHBIM TOMUHAHTHBIN. XpoHU4yeckas 00s1e3Hb modek |
cTanus.

2. T'unodocdareMuueckuii paxur, ayTOCOMHO-IOMHHAHTHBIA. XpOHHYECKass O0Je3Hb IoYeK |
cTaaus.

3. IIpoxcuMmanbHbIi peHambHBIH TyOymsapHbid anumo3 (II  Tum), ayTocoOMHO-pEIeCCHBHBIN.
XpoHnuueckasi 00sie3Hb 1ouek 1 craaus.

4. Hedponatuueckuii nuctuHo3. Bropuunsiii cunapom ae Tonu-lle6pe-dankonu. XpoHuueckas
6one3np mouek 1 craaus. OTcTaBanue pU3NUECKOTO Pa3BUTHS.

5. PenanpHas rinoko3ypus, Tun A.

6. I'mroko3o-ramakTo3Has ManpabcopOuus, Tun B. Bropuunsli HehpoKalbluHO3. XpOHUYECKAs
0ome3Hb movek 1 craams.

7. Cunapom baprrepa (tun I1I), kmaccuueckuii BapuanT. XpoHU4ecKas 00JIe3Hb ToUeK 1 cragusi.

8. Cunapom baprrepa (tun I), HeoHaTanbHBINH BapuaHT. XpoHUYecKasi 00le3Hb Mmouek 1 cragus.

9. Cunapom I'mrenpmana. Xponuueckasi 00Jie3Hb movek 1 craaus.

10. IucranbHbli peHadbHbIN TyOynspHbIi anuaos (I Tui), ayrocoMHo-perieccuBHbIN. XpoHUUYECKas
Oone3nb novek 1 cragus.

11. IlceBmorunoansaocteponusM (tun 1), penampHas (opma. Xponuueckas Ooje3Hb mMmouek 1
cTaiusl.

12. IlceBaorunoanbaocreponusm (tun I1). AprepuanbHas runepreH3us 2 cTeneHb. XPOHUYECKas
6one3nb nmouek 1 cragus.

13. Hedporenusiii HecaxapHblii quader, X-CLENJIEHHbIN pelecCUBHBIA. XpoHUYecKass OOJIE3Hb
nouek 1 cragus.

14. Cunapom Jlummna. AprepualibHas THIIEPTEH3Us 2 CTeneHb. XPOHUYECKas OOJie3Hb IMOYeK 2
cTaaus.

1.6. Knaccudmkauma

[To ynokanM3anuy TPaHCHOPTHOrO Ae(eKTa pa3InyaroT MPOKCUMaJbHbIE, METIEeBble U TUCTAIbHbIE
TyOyJonaTuu.

K mpokcumanbHbIM TyOysnonaTHsIM OTHOCST runodocpaTreMruueckuil paxuT npokcuMaiabHbld PTA,
cuHApoM PaHKOHU PEHAJIBHYIO IIIOK03YPHUIO.
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K mnerneBpiM TyOyJomaTHsIM OTHOCAT CHHApPOM bapTrepa (pa3nuyaroT HEOHATANIbHBIM U
KJaccuueckuii cuaapom baprrepa).

K  nmucranpapiM  TyOynomaTtusiMm  OTHOCAT  cuHApoM [wrenbmana, naucranpHbeiii  PTA,
IICEB/IOIMIT0AJIbJOCTEPOHU3M, He(hpOreHHbIN HecaxapHblil 1uabeT, cunapom Jluaia.

2. QnarHocTUKa
2.1. XXano6bl n aHamHe3
2.1.1. NMpokcumanbHbIe TyoynonaTum

2.1.1.1. F'mnococdaTeMnyeckum paxur

BakeH aHaim3 popOCIOBHOM: MOKMCK CIy4aeB MOATBEP)KIECHHOIO 3a00JI€BaHUS y YJICHOB CEMbH U
POICTBEHHUKOB.

3aboneBanue MaHudecrtupyer B Bospacre 9-13 mecsaueB. KnmHuueckas kapThHa MpOSIBIISIETCS
OTCTaBaHWEM B pPOCTE, pPa3HOOOpa3HbIMM CHMIITOMaMM paxuTa (Hambosjee paHHUNH CHUMIOTOM —
IIPOrpecCUpyolIee, HECMOTPS Ha MPOBeeHUE NPO(UIAKTUKY paxuTa OOBIYHBIMU J03aMU BUTaMuHa D,
UCKpUBJICHUE HMKHUX KOHEYHOCTEH). 3yObl MOSBISIOTCS C ONO3/JaHUEM, TUIUYHBI Je(EKThl IMAIU U
MHOKECTBEHHBIH Kapuec.

2.1.1.2. MpoKkcuManbHbIN peHanbHbIN TyOynApHbIK aunpos (Il Tun)

HaubGonee yacto 3a0oneBanue manudectupyet B Bo3pacte 1-18 mec. EnnHcTBEHHOE KIMHUYECKOE
MPOSIBJICHHE ayTOCOMHO-TOMHUHAHTHOTO TUIa — oTcTtaBaHue B pocte [1, 2, 11, 12]. Ilpu ayrocomHo-
pelleCCUBHOM THUIIE Hapsily C OTCTaBaHMEM B POCTE MPUCYTCTBYIOT TIJla3Hble aHOMaluHU (TJIayKoma,
KaTapakTa), a TaK)Ke OTCTaBaHHE B yMCTBEHHOM pa3Butui [1, 2, 11]. JIns TpaH3UTOPHOTO MJIaIEeHYECKOT 0
TUIIA XapaKTepHBI: 3aJlepXKKa pOCTa, CHIKEHUE alleTHTa, TOITHOTA, PBOTA, MPUCTYIBI JErHIpaTallui U
TUTIOTOHUHU.

2.1.1.3. Cunppom ®daHkoHU (ae ToHu-[lebpe)

CHMIOTOMEBI CHUHApOMaA dankonu: nojuypus, Acerujpatanusd, MbIIICUYHAS CJ'Ia6OCTI), OTCYTCTBUC
alrreTuTa, 1mjioxas HpI/I6aBKa B BCCC, 3aJICPIKKa POCTa, anI/ITOHO)IO6HBIe HNU3MCHCHUA CKCJICTA, OTCTaBAHUC
B YMCTBCHHOM pa3BUTUMN.

HaubGonee yvacroii npuuuHoil cuHApoma (DaHKOHW y AeTeH sBisSeTcsS IUCTUHO3. MHpaHTUIBHAS
dopma HepponaTUIeCKOro MUCTUHO3a MaHUecTupyeT ¢ cunapoma daHkoHU B Bo3pacTe 6-12 mecsies ¢
OBICTPOI Tporpeccueil A0 TEPMHUHAJIBLHOW CTaJuU XPOHHUYECKOH MOYEeYHOW HeZoCTaToyHOCTH (K 8-12
rogam) [1, 7, 8].

IOBenunbpHyI0 GopMy HEPpoOmaTHUECKOTO MUCTHHO3A OTANYAIOT OoJiee MO3JHUN AeOI0T B T€UEHUE
myOepTaTHOr 0 MepHoa, MEHbINAs BRIPAXKEHHOCTh KIMHUKU cuHIpoMa DaHKOHU, MEAJIEHHAS IPOTPECCUst
JI0 XpOHMYECKOI MMoYyeyHol HepocTaTouyHOCTU. B3pocnas ¢popma Oose3HH MPOTEKAET ¢ U30JIMPOBAHHBIM
nopaxenuewm rias [1, 7, 8].

2.1.1.4. PeHanbHas rnoKo3ypus

N3onupoBaHHas peHalbHas IIIOKO3YpHs (T A) MPOTEeKaeT 0€CCUMITOMHO.

OCHOBHBIMM ~ KJIMHUYECKUMHU CHUMIITOMAaMH TJIIOKO30-TaJaKTO3HOM ManbabcopOuun (tunm B)
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SIBJBIFOTCA: BOAAHUCTAA JUAPEsl, OTCYTCTBUC HpI/I6aBKI/I B BCCC, IIPU3HAKHU 00€3BOKHUBAHUSL.
2.1.2. NMeTneBble TyGynonaTtuun

2.1.2.1. Cunppom Baptrepa

- [TonmuruapaMHUOH/HEJOH OIIEHH OCTbh;

- Huskas macca Tena npu poxaeHHH,

- 3ajiepxKa pocTa;

- [Tommypus (c aMM30AaMHu TSHKEION JAETHAPATAIIIH )/ IO TUTICHS,
- MblmieyHasi TAIIOTOHMS,

- Cynoporu.

2.1.3. AncTtanbHble TyGynonatum

2.1.3.1. CuHgpom NTenbmaHa

B Teuenue mimTenbHOro BpeMeHH 3a00JIEBaHME MOXET MPOTEKaTh OECCUMIITOMHO, H3peIKa
HaOII0AA0TCS AMU30bI TMXOPAJKH, PBOTHI, 00JICH B )KUBOTE, MBIIIIEYHOUN CI1a00CTH, TETAHHH.

2.1.3.2. AncTanbHbIX peHanbHbIA TYOynsapHbIM aunaos (1 Tun)

3aboneBanrne MaHU(PECTUPYET B BO3PACTE OT HISCTH MECSIIEB J10 JIBYX JieT. THUIUYHbBIC IPOSBICHUS
— OTCTaBaHUC B POCTC M BBIPAKCHHBIC anI/ITOHO,Z[OGHBIC W3MEHEHHUs cKeneTa. I umokajanuemMus — OdHa U3
OCHOBHBIX TMIPUYUH TIOJUYPUH, BHE3AMHBIX KPU30B JIETHpaTallid, CEPJICUHBIX apUTMHUMN, BSJIBIX
napajnyeil 1 COHJIMBOCTH.

2.1.3.3. NceBaorunoanbAoCTEePOHU3M

HCGBI{OFI/IHOEUIL)IOCTGPOHI/I?)M i [ Bkmrowaer JABE€ KIIMHHUYCCKHEC q)OpMI)IZ C pCHAJIBHBIMU U C
MOJIMOPTraHHBIMU HAPYIICHUSAMMH.

Haunbonee wyacto HaOmMOJAlOT pEHAJbHYI0 ayTOCOMHO-IOMUHaHTHYI ¢opMmy. KimHuka
BapralenbHa, MOXET MPOTEKaTh C YIpO30W KU3HU B CBSI3U C TSDKETIOW MOTEpel CONM U BBIPAKEHHOM
TUIIEpPKaJIMEMUEN.

XapaKTepHBI:

- IOJINYpUsl, IOJIAUIICUS;

- DIIA30/bI IeTUAPATALINY;

- 3aJiepKKa (PU3UUECKOro Pa3BUTHUS;
- apTepualbHas TUIOTEH3HUS.

B Bo3pacte 1-2 neT MOXeT HACTyNUTh YyJIy4dlIE€HUE, MPEANoJOXKUTEIbHO, 32 CUueT "mo3peBanus"
MPOKCHUMAJIBHOT'O TYOYJIIPHOT'O TPaHCIIOPTa, pa3BUTHSA "COJIEBOTO" ammeTuTa U YIy4IICHHS PEHAJIbHOIO
TyOyJISIpHOTO OTBETa HA MHUHEPATIOKOPTUKOU/IBI.

IIpu BTOpOH (hOpME ¢ MHOXKECTBEHHOH OPraHHON PE3UCTEHTHOCThIO K MHUHEPAJIOKOPTHKOHUIAM
ANU30/IbI MOTEPH COJIM OTMEYAIOTCS Cpa3y MOCIE POKIAEHHUS, TOIAA KE BO3MOKEH U JIETAIBHBIN UCXOI.

VYV MiajeHneB TakXke ONUCAH TPAaH3UTOPHBIA CHHIPOM THUIEPKAJTUEMUH U METa0OJIUYECKOro

aruao3a 6e3 morepu conu. JTa (opMa Ha3BaHA TUIIEPKATMEMUEH PaHHEro BO3pacra, €€ paccMaTpUBAIOT
KaK BapHaHT PEHAJILHOT O TICEBIOTUIIOATBI0CTEpOHI3MA THTI [.
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2.1.3.4. HecpporeHHbIN HecaxapHbiu gnaber

[TepBbie mpu3Haku 60sie3HN HAOIIOIAIOT B BO3pacTe 3-6 Mec:

- moJmypus (4acToe BhIICIICHUE OOJIBIIOr0 KOJMYECTBA THIIOTOHUYHOW MOYH);

- TONUAUTICHS (CUJIbHAS XKaXKA);

- HEJIOCTATOYHOE HapaCTaHUE MACChI TeNa;

- 3aJIepKKa pocTa;

- TpPHCTYNbl OOE3BOKMBAHMS: CHUKEHHE Typropa KOXH, pPBOTA, 3amopbl, HEOOBICHUMOE
MOBBIIICHUE TEMITEPATYPHI, IPH THKEIOM 00€3BOKHBAHUH — CYIOPOTH.

B panHem Bo3pacTe MoNMypHs M TOJUIMIICHS MAacKUPYIOTCS (DU3MONIOrHYecKoil monmmypuei u
HNOJMUJUIICHEH TPYJHOrO BO3pacTa, TaK K€ MOXKET HaON0aThCd OTCYTCTBHE JKaXIbl, B CBS3H C
HE3PEJIOCTHIO €€ IIEHTPa UM HEYYCTBUTEIBHOCTBI0 OCMOPELENTOPOB.

B Bo3pacte crapie roja xaxjaa 1 NOJIMYPHUS SPKO BBIPaXKEHbBI, TE€TH BHIMHBAIOT U BBIIEISIOT 10 6 -
10 n/(M?/cyT). B nanbHelieM MOXKET IPUCOEAMHUTLCS 3a1€PKKa IICKXOMOTOPHOIO Pa3BUTHS, CTEIIEHD €€
3aBHCUT OT BPEMEHH ITOCTAHOBKHU Juarno3a. [Ipu pano Hauatom

XapaKTeprl: TsDKEJIad apTCpualibHas THIICPTCH3UA, 6BICTpa$I YTOMJIAEMOCTD, TOJINYPHUA MbIIICYHAA
T'MIIOTOHHMA.

2.2. dDusmkanbHoe obcnegoBaHue
2.2.1. NMpokcumanbHbIe TyoynonaTum

2.2.1.1. 'mnodcocdaTtemuyeckumn paxut (cpocar-anader)

OOmmit ocMOTp ToOApa3yMeBaeT OLEHKY (PHU3MUecKOoro pa3BUTHsI peOEHKa, COCTOSHUS KOCTHOU
CHUCTEMBI, MOJCYET YaCTOThl JbIXaHUs, CEPICUYHBIX COKpAIIeHHH, ayCKyIbTalll0 JETKHX, Cepala,
MabIANIO KUBOTA.

XapakTepHBI:
- Hu3kuii/kpaiiHe HU3KHUH pocT;
- PaxurtomomoOHBle  WM3MEHEHHWS  CKeleTa,  BKIOYas  BBIPAXCHHYIO  JedopMaliuro

(BapycHasi/BaibrycHas ) HIKHUX KOHEUHOCTEH.

2.2.1.2. MMpoKkcuManbHbIN peHanbHbIN TyOynapHbIn aunpos (Il Tun)

OO0mmii OCMOTp MOAPa3yMEBAET OIECHKY (U3MUECKOr0 pa3BUTHs peOEHKa, MOJCYET YacCTOTHI
JbIXaHUs, CEPICYHBIX COKPALICHUH, ayCKYJIbTALUIO JIETKHUX, CEPALA, MaIbIIal1I0 )KUBOTA.

XapakTepeH HU3KUH pOCT.

2.2.1.3. Cunapom daHkoHu (ge ToHu-[ebpe)

OO6mmii 0OCMOTp MOJPa3yMeBaeT OLIEHKY (DPM3HUECKOTO Pa3BUTHS PEOCHKA, YMCTBEHHOT'O Pa3BUTHUS
pebeHKa, COCTOSHUSI KOCTHOM CHCTEMBI, MBIIIEYHOW CHUCTEMBI, TIOJICUET YaCTOTHI JBIXaHUsS, CEPACIHBIX
COKpAIICHHH, ayCKyIbTAIMIO JETKUX, CEp/Ila, MalbIIalliio KUBOTA, YIET 00bEMa BBIMUTON JKUJIKOCTH,

auypesa.

Xapaxkrepnsi [1, 7, 8, 11]:
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- Huskuii/kpaitHe HU3KH# pOCT, BEc;

- PaxuTononoOHble U3MEHEHUSI CKENIETA;
- MblieyHasi THIOTOHUS

- [Tomaypusi.

PanHMMM ¥ TATOTHOMOHMYHBIMU  JKCTPapeHAIbHBIMU  TPOSBICHUAMH  HEPPOMaTUIECKOTO
[IMCTHHO3a CUUTAIOTCS OTIOKECHHSI KPUCTAJIJIOB IIMCTHHA B POTOBUIIEC (KEPATOIMATHS), BBISBIISIOIIMECS CO
BTOPOT'0 TOZla U3HH, B JAJIbHEHIIIEM MOTYT MOPAXKaThCs SHIOKPUHHBIE OpraHbl (FTHIOTUPEO03, CaXapHbIN
nuabet, TUIOToHaAu3M (Y MallbYMKOB), HEPBHAS cucTeMa (HEeHMpOMMOMATHS, SIUIIETICHS, MO3KEUYKOBBIC U
NUpaMUIHbIE PACCTPOIICTBA, OTCTABaHUE B YMCTBEHHOM PAa3BUTHHU), IT€UEHDb U MOKENyI0UHas Kee3a [/,

8].
2.2.1.4. PeHanbHas rnoKo3ypus

OO6umit ocMOTp MOJpa3yMeBaeT OLIEHKY (U3UYECKOro Pa3BUTHs peOEHKa, COCTOSHHS MBIIIEYHOU
CHCTEMbI, MOJACYET YacTOTHl [IBIXaHUS, CEPACYHBIX COKpAIIeHUH, ayCKYJbTAalMIO JIETKUX, Cepaua,
najgbIaUIo0 KUBOTA, Y4ET 00beMa BBIUTON KUIKOCTH, TUYpe3a, MCCIEA0BAaHUE YACTOTHl U XapaKTepa
CTyJa.

J171st TII0K030-TaakTo3HOM ManbabcopOumu (Tun B) xapakTepHsbI:
- Hu3kwnii Bec;

- CHMKEHHME Typropa KOXKHbIX TOKPOBOB;

- MblieuHasi runOTOHUS;

- Bonsinucras nquapest.

2.2.2. NeTneBble TyGynonatuun

2.2.2.1. Cunppom baptrepa

OO6mmii ocMOTp TONPa3yMeEBaeT OLEHKY (U3MUECKOTO pPa3BUTHS PEOCHKA, MBIIICUYHON CHCTEMBI,
MOoACYET 4YaCTOThbl AbIXaHHsA, CEPACHHBIX COKpaHICHI/Iﬁ, AYCKYyJbTallUIO JIETKUX, CEpAla, IMaJbIaluio
KUBOTA, y4eT 00beMa BBIMUTOMN KUIKOCTH, AUy pe3a.

XapakTepHBI:

- Huskwuii/kpaiitHe HU3KHI pocT, BEC;
- MElmeyHas THIIOTOHMS

- [Tomypusi.

2.2.3. AucTtanbHble Tybynonatum

2.2.3.1. CuHgpom NTenbmaHa

B Tedenne mmTensHOro BpeMeHH 3a00J€BaHNE MOXKET IPOTeKaTh OeccuMnToMHO. OOIUNA 0OCMOTP
MOJIpa3yMeEBaeT OIEHKY (PU3UUECKOrO pPa3BUTHSI peOEHKA, COCTOSHUS MBIIIEYHOW CHCTEMBI, MOACYET
YacTOThl AbIXaHUA, CEPACHHBIX COKpameHHﬁ, AyCKYyJIbTaluIO JICTKUX, Cepala, majbllalluio JXUBOTA, YUCT
00BbeMa BBITUTOM KUJKOCTH, AUYype3a.

2.2.3.2. AncTanbHbIX peHanbHbIA TYOynsapHbIK aunaos3 (1 Tun)
OOmmit ocMOTp TMoApa3yMeBaeT OLEHKY (PHU3MUecKOoro pa3BUTHsI peOEHKa, COCTOSHUS KOCTHOU

CHUCTCMBI, MBIIIICUHON CUCTCMBI, IIOACUYCT YAaCTOThl AbIXaHHUA, CCPACUHBIX COKpaIlIeHI/IfI, ayCKYJIbTalluI0
JICTKUX, cepAua, najblainuio )KUBOTA, YUCT 0o0BbeMa BBITUTOM KHUJIKOCTH, JUYypE3a.
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- XapaKTepHBbI:

- Huskwit/kpaitHe HU3KHI pOCT, BEC;

- PaxutononoOHbie H3MEHEHUS CKENIETa;
- MebImieuHas ruroOTOHUS,

- [Tomuypus.

2.2.3.3. lNceBaornnoanbaoCTePOHU3M

OOmmit ocMOTp MOpPa3yMeBaeT OLIEHKY (PU3MUECKOTO Pa3BUTHS peOCHKa, U3MEPEHUE
OOt ocMOTp MOJpPa3yMeBaeT OIEHKY (PU3MUECKOTO Pa3BUTHS peOCHKA, U3MEPEHUE
OOmmit ocMOTp MOpPa3yMeBaeT OIEHKY (PU3MYECKOTo pa3BUTHS peOCHKA, U3MEPEHUE

Benyummu nabopatopusiMu cumntoMamMu FGF23-3aBucumbix  ¢opm rumnodochareMudeckoro
paxuta (X-cuemieHHblii nomuHaHTHBIN [P, ayrocoMmHo-momuHanTHBI ['DP, ayTocoMHO-peliecCUBHBIM
['®P) sBnstores: runodocdaremus (menee 0,8 Mmons/n), pochatypust [1, 5, 17]. Kanbuuii ceIBOpOTKH U
25(0OH)Dz B Hopme, ypoBeHb 1,25(OH).D3 Hu3KHMII WM HOPMAaJbHBIH, YPOBEHb I[apaTropMoOHa
HOPMAJIbHBIM WM HE3HauuTeNnbHO moBbImeH [1, 5, 17]. OtcyrcTByeT MeTaOONMMUYECKHil auiaos3.
[ToBblIeHa aKTUBHOCTH HIeT0YHON (hocdaTassl. [loueunbie GyHKIIMH OCTAIOTCS COXPAaHHBIMHU.

- Pexomenayercs uccienoBanue:

- KIIC (pH xpoewu, cranaaptHbiii Oukapbonatr — HCO3', BE)

- OMOXMMHYECKOr0 aHaJIM3a CyTOYHOW MOYHM: olpeaescHue GpocdaToB

- cooTHoIeHUH pocdaTbl/kpeaTHHUH B pa30BOM (BTOPOH yTpEHHEH) OPIIUH MOYH

- OMOXUMHYECKOI0 aHaJIn3a KpoBu: (ocdop, Kalbluil, KpeaTUHUH, L1enouHas pocdaTasa;
- ypoBHs nmapatropmona [1, 5, 17].

(Cuna pexoMenanuii 3; ypoBeHb qoka3zaTenbcTB C)

KommenTtapuii: lunarnoctuueckue kputepuun FGF23-3aBucumbix ¢opm rumodocharemmuueckoro
paxuTa npecTaBieHbl B Tabiuie 1.

Tabnuua 1. OunarHoctnyeckue Kputepum FGF23-3aBucumbIx copm
runodoccareMmyeckoro paxmura

IToka3arens X-I'oP
®dochop cbIBOPOTKH Huxe HopMmbl (runodocdaremust)
Dxckpenus pocdaroB ¢ Mmouoi Brimie Hopmbt ((ppakimonnas sxckpenus > 15%)
Kanbuuii cbIBOpOTKH Hopma
OKCKpenus KaJIbLHsl C MOYOU Hopma
DKcKpenus 6elKa ¢ MOYoi Hopma
OKCKpenusi aMUHOKHUCIIOT C MOYOU Hopma
OKCKpenus TIII0K03bl ¢ MOYOU Hopma
1,25(0H)2D3 Hwxe HOpMBI/HOpMa
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25(0OH)Ds Hopma
ITapatropmon Hopma/He3HaunTeIbHO OBBIIICH
KIIC OTcyTCcTBHE METAaOOIMYECKOTO alu03a
[Tpumeuanue.

Hywmepanus mopasiesioB JlaHa B COOTBETCTBUH ¢ O(HUITHATIBLHBIM TEKCTOM JIOKYMEHTA.

2.3.1.2. lpokcuManbHbIN peHanbHbIN TyOoynsapHbin aunpos (Il Tun)

- Pexomennyercs uccienoBanue:

- KIIC (pH xpoBwu, cranaapTHeiii 6ukapoonar — HCOs', BE)

- pH CBEXEBBITYIICHHON MOYH

- OMOXMMHYECKOI'0 aHaln3a CyTOYHOM MOUHU: IIIOK03a, (ocdarbl, Kajbluil, OEIOK; aMMOHHIA,
[UTPAThl, TATPYEMbI€ KHUCIOTHI

- cooTHoOIEHUH (ochaThl/KpeaTUHUH, KAJBIIUNA/KPEATHHUH B pa30BOW (BTOPOM YTpPEHHEH) MOPIIUU
MOYH

- OMOXMMHYECKOr0 aHaju3a KpOBU: KaJui, HATpUil, XJOpHUAbI, Kanblui, (ochop, KpeaTUHUH,
rmoko3a [1, 2,11, 12].

(Cuna pekoMmeHaanuii 3; ypoBeHb Joka3aTeiabCcTB C)

KomMenTapuu:

JlnarHocTHYeCcKre KpUTEPUH MPOKCUMAIIBHOTO peHaIbHOT0 TyOysipHoro anuo3a (I tum)

- MeTtaboanueckuii anumos;

- pH Mouu < 5,5 (B yClnoBHSIX JE€KOMIIEHCUPOBAHHOTO alli/103a);

- DKCKpenusi aMMOHHS — B HOPME;

- DKCKpelus IUTpaTa — B HOPME;

- OpakuoHHas dKckperus onkapoonara 6onee 15-20% (mpu HCO3™ B mma3zme > 20 mmons/n) [1, 2,
11, 12]

2.3.1.3. Cunppom ®daHkoHU (ae ToHu-[lebpe)

- Pexomenayercs nccnenosanue [1, 2, 7, 8, 11]:

- KIIC (pH xpoewu, cranaaptHbiii Oukapbonatr — HCO3', BE);

- pH cBe&XEeBBIMYyIIEHHON MOYH;

- OMOXMMHUYECKOr0 aHaJM3a CyTOYHOM MOYHU: TUTPYEMBbIE KUCIOThI, aMMOHUM, Kalblui, ¢ocdaTsl,
IJII0K03a, O€JI0K, aMUHOKH CIIOTHI, KaJIUi;

- COOTHOIIEHUH KaJbLMI/KpeaTuHUuH, (ocdaTbl/KpeaTHHUH B Pa30oBOH MOPLUU MOYH (BTOpas
YTPEHHSIS MOPIHS);

- OMOXMMHYECKOTO aHalM3a KpOBU: Kalluii, HATpUil, XJIOPHUABI, Kanblui, (ochop, KpeaTHHHH,
TIIIOKO3a.

(Cuna pexoMenanuii 3; ypoBeHb qoka3zatenbcTB C)

Kommenrtapuu:

Kputepun auarnocrukucunapoma @ankonu [1, 7, 8, 11]:

- Merabomnueckuii anuno3 (mpokcuManbHbli PTA co cHuXeHHeM YpOBHS CTaHIAPTHBIX
O6ukapOoHaTOB HIKE 18 MMOJIB/M);

- 'enepann3oBaHHasi aMUHOALUTYPUS;

- [Iporennypus (HeOONIbIIAS UK YMEPEHHAs);

- I'moko3ypus;
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- ®ocdarypus;

- l'unodocdaremus;

- ['unokanuemus, runoHaTpUEMHUSI;
- 'unoypukemus;

- ITommypus;

- Paxur.

2.3.1.4. PeHanbHas rnoKo3ypus

- Pexomenayercs uccienoBaHue:

- 001Iero aHanm3a Mouu (TIH0K03a);

- KIIC (pH xpoBwu, cranaaptHbiii oukapoonat — HCO3", BE);

- BuoXuMHUYECKOro aHai3a KpOBHU: TJIFOK03a, KaJluil, HaTpui, Ximopu s, kpeaturus [20, 23].
(Cuna pexoMenaanuii 3; ypoBeHb foka3aTenbeTs C)

KomMmenTapun:

JlnarHocTu4ecKue KpUTEpUU PEHAIBHOHN TIIIOKO3YPHH:

- YpOBEHb I'IIOKO3BI B KPOBU — B HOpME

- DKCKpelus TIF0KO3bl ¢ MOYOi — moBbIIIeHa (TIoko3ypus ot 2 r/cyT a0 30 r/cyr) [20, 23]. 2%%

[Tpumeuanue.
Hywmepanust moapasnenoB 1aHa B COOTBETCTBUU € OHUIIMATIHLHBIM TEKCTOM JTOKYMEHTA.

21].

2.3.2. NeTneBble TyGynonaTtuun

2.3.2.1. Cunppom bapTrepa

- PexoMenayercs uccienoBaHue:

- KIIC (pH xpoBwu, cranaaptabiii 6ukapoonat — HCO3', BE);

- OMOXMMHYECKOI0 aHaJIN3a CYTOYHON MOYU: KaJbIIHii;

- COOTHOIIIEHUSI KAJIBIMI/KPEATHHNUH B pa30BOI MOPLHH MOYH (BTOpast yTPEHHSS MOPIHS);

- OMOXMMHUYECKOTo aHaJM3a KPOBU: KaJWH, HATPUH, XJIOPUABI, KaJIbIMA, Maruuii kpeatuHuH [ 1, 9,

(Cuna pexoMenanuii 3; ypoBeHb qoka3zaTenbcTB C)

Kommenrtapuu:

Jlnarnoctuyeckue Kputepuu cuaapoma baprrepa:

- TUTIOKAJIEMUSI;

- TUIIOXJIOPEMUS;

- TUIIOHATPUEMHS;

- MeTabOIMUECKUH ajIKaios;

- TUIEpKaJIbINYypHs (HEOHATAILHBIA BapHAHT);

- He(poKaNbLIMHO3 (HEOHATANBHBINA BapHAHT);

I[Tpu kI1accuueckoM BapraHTe CHHIpOMa HepoKalbIMHO3 OoTcyTeTBYeT [1, 9, 21].

2.3.3. lucranbHble TyOyIOonaTUU

2.3.3.1. Cungpom ['mTenbmana
- PexoMenayercst uccienoBaHue:

- KIIIC (pH xpoBu, cranmapThsblii bukapoonatr — HCOs", BE);
- OMOXMMHYECKOT0 aHalM3a KPOBU: KaJWii, HATPpUH, XJIOPHU/IbI, MATHUN, KalblUl, KpeaTuHuH [ 1, 9,
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13].
(Cuna pexoMmennanmii 3; ypoBeHb qoka3zatenscTB C)
Kommenrtapuu:
Jlnarsoctuyeckue Kpurepuu cuHapomMa I'urenbmana:
- TUIIOKAJIMEMUS;
- MeTabOJIMYECKUH anKano3
- TUIIOMarHe3eMus;
- CHI)KCHHUE IKCKPEIHMHU KaJbIHs ¢ MOo4ol (rumokanbuuypus) [1, 9, 13].

IIpumeuanue.
HymMmepanus nmoapasienoB JaHa B COOTBETCTBUHU € O(UIIMATBHBIM TEKCTOM JIOKYMEHTA.

2.3.3.2. AncTanbHbIX peHanbHbIA TYOynsapHbIM aunaos3 (I Tun)

- Pexomenayercs uccienoBanue:

- KIIC (pH xpoewu, cranaaptHbiii Oukapoonatr — HCO3', BE);

- pH cBEXEBBINTYIICHHON MOYY;

- OMOXMMHYECKOr0 aHalM3a CyTOYHOM MOYHU: TUTPYEMbIC KHUCIOTHI, aMMOHUHU, KaJbIui, GocdaTsl,
rII0K03a, OCJIO0K;

- COOTHOIIEHUH KaJbLMI/KpeaTuHuH, (ocdaTbl/KpeaTHHUH B pPa30oBOH MOPLUM MOYH (BTOpas
YTPEHHSIS MOPIHS);

- OMOXUMHUYECKOI0 aHAJIM3a KPOBH: KaJIMi, HATPUH, XJTOPUIbI, Kalnblui, hocdop, kpeatunuH [1, 2].

(Cuna pexoMmeniauuii 3; ypoBeHb JokazatenbcTs C)

Kommenrtapuu:

Huarnocrtuyeckue kpurepuu auctanbaoro PTA (1 tun):

- Merabommueckuii annio3: crannaptHeiid oukapoonat (HCO3") B mina3me < 15 mmomns/a

- pH Mouu > 6,0 (peakuust MOYHM BCErAa MIEI0YHAs)

- DKCKpeIusi aMMOHHUS CHUKEHA

- DKCKpelus IUTpaTa CHUXKEHA

- OpakionHas sKckperus oukapoonata meree 3% (nmpu HCO3™ B utasme > 20 mmons/n) [1, 2].

2.3.3.3. NceBaorunoanbAoCTePOHU3M

- Pexomenayercs uccienoBanue:

- KIIC (pH xpoBwu, crangaptHbiii Oukapoonatr — HCO3', BE)

- pH CBEXEBBITYIICHHON MOYH

- OMOXMMHYECKOr0 aHAJIM3a KPOBU: KaJMi, HATPUM, XJIOPUIbI, KPEaTUHUH

- aKTUBHOCTH PEHUHA TIa3Mbl, KOHI[EHTPAIMH aJlbJ0CTepoHa ma3mei [1, 3, 19, 22].
(Cuna pekoMmenaanuii 4; ypoBeHb Joka3aTeiabcTB C)

KommenTtapuu:

JlnarnocTudyeckue KpUTEepPHH MCEBOTUI0AbI0CTEPOHI3MA!

IIceBnorunoanbaocTepoHu3m Tui [

- 'unonarpuemus

- 'mnepkamemus

- MetaGonuueckuii anuao3

- [ToBbITIIeHNE aKTUBHOCTH PEHUHA M KOHIICHTPAIIMH alTbJOCTEPOHA TIA3MBI

- [ToBbIlIeHUE HATPHUS U XJIOPUIOB B MOTE, CIIFOHE, Kae (moarnopranHas gopma) [1, 3, 22].

[ceBnorunoansaocreporn3m Tur 11 (cuaapom Gordon)
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- 'unepkanuemust

- Merabomuueckuii aruao3

- CHUKEHNE aKTUBHOCTH PEHUHA

- HopmanbHast wnm HHM3Kash KOHILIGHTpPALMs albJOCTEpOHA IIa3Mbl (IPU HOPMAJIbHOM YpPOBHE
KpeaTuHHUHA B KpoBH) [1, 19].

B cliydqac BBISIBJICHHUA TunepKaaInCMun u KHCJIOM pe€aKnuun MO4YHu JAUarHo3
MNCCBAOTUIOAIbAOCTCPOHNU3MA  CIICAYCT IMOATBCPKAATH HUCCICAOBAHHEM AKTUBHOCTH PpCHHHA U
CoACPIKaHUA aJIbAOCTEPOHA B CBIBOPOTKE KPOBHU.

2.3.3.4. HecpporeHHbIN HecaxapHbIM AnabeTt

- Pexomenayercs uccienoBanue:

- KIIC (pH xpoBwu, cranaaptasbiii 6ukapoonat — HCO3', BE)

- OTHOCHUTEJIbHOM IIJIOTHOCTH MOYH, OCMOJISIIBHOCTH I1J1a3Mbl, OCMOJISIIBHOCTH MOYHU

- OMOXMMHMUYECKOI0 aHaJlM3a KPOBH: HATPHM, XJIOPUAbI, KU, KpeaTHHUH, MOYEBHHA, TJII0K03a [ 1,
24, 26, 27].

(Cuna pexoMenaanuii 3; ypoBeHb Joka3atenbeTs C)

Kommenrtapuu:

[Ipoba ¢ HK30reHHBIM aHTUIUYPETHYECKHM FOPMOHOM

JOIABII-tect (1-me3amubo-8-D-aprunun BazonpeccuH-TecT) — npoba ¢ BBeneHueM AJII. Cyrth
npoObl 3aKII0UYEeHA B ONPEEICHUN PEaKMu MMOYEYHOr0 KOHIICHTPAIMOHHOTO MEXaHHM3Ma Ha BBEICHHE
HK30T€HHOr0 BaszonpeccuHa. JleTsm 10 rojia JaHHyo IpoOy IPOBOIST B UCKIIOYUTEIbHBIX CIIydasx.

OCMOMSANIBHOCTh MOYH IOCIE MPUMEHEHUS IpenapaTta A0KHA noBblmaThes 10 800-900 MOcm/kr
(mmotHoCTh A0 1020-1025) B mocnenoBaTebHO COOpaHHBIX aHamU3aX MOYM. OTCYTCTBUE MOBBIIICHUS
OCMOJISUIBHOCTH M OTHOCUTEJIBbHOM IJIOTHOCTH MOYM MOJTBEP)KIAET PE3UCTEHTOCTh COOMPATEIbHBIX
TpyOouek k aeiictButo AJIl', uTo XapakTepHO 1Jis HeHPOrEeHHOT 0 HECaxapHoro quadera.

Jlnarnoctuyeckue KpUTepuu HepporeHHOr o HecaxapHoro quadera

Ananus Mouu:
- CTOHKasg THUIOCTeHYpHsl (HM3Kas OTHOCUTENbHas TUIOTHOCTE Mouu 1001-1004, Huzkas
OCMOJISLITIEHOCTD MOuU — MeHee 250 MOcM/kr);

- B Moue Het Oeska, rIIF0KO3bI, 0CaJI0K HOpMaJbHbIH [1, 24, 26, 27].

HccnenoBanue KpoBu:
- TUIIEPOCMOJISLITIBHOCTD T1a3Mbl > 300 MOcwm/kr
- runiepHaTpuemus [1, 24, 26, 27].

2.3.3.5. CuHgpowm Jlnpgana

- PexomenioBaHo uccinenoBaHue:

- KIIC (pH xpoBwu, cranaaptHsiii 6ukapoonat — HCO3', BE)

- OMOXMMHYECKOI0 aHaJIM3a KPOBU: KaJHi, HATpUi, XJIOpUIbI, KPEaTUHUH
- aKTUBHOCTH PEHUHA I1JIa3Mbl

- YPOBHS anbaocrepona miasmel [10].

(Cuna pexoMenanuii 4; ypoBeHb qokazatenbcTs C)

Kommenrtapuu:

Jlmarsoctuueckue Kputepun cuHapoma Jluaama

- ' unokanuemust
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- Merabonuyeckuil ajikajao3
- Hu3kas akTHBHOCTh PEHUHA IIa3M bl
- Huskue ypoBHU anmbaocTepoHa mia3msl [10].

[Tpumeuanue.
Hywmepanus moapasienoB qaHa B COOTBETCTBHH € O(PUIIMATHHBIM TEKCTOM JOKYMEHTA.

2.4. UHcTpyMeHTanbHas

- C uenbto OIpenerIeHHs] BBIPAKEHHOCTHM PAaXUTHUECKUX HM3MEHEHMH CKelleTa pPEeKOMEHI0BaHO
IPOBOJIUTH!

- Pentrenorpaguto kucrei, onpeaeneHne KOCTHOIO BO3pacTa;

- JIeHCUTOMETPHIO;

- Pentrenorpaduio TpyOUaThiX KOCTEH ToOJIeHEH ¢ 3aXBaTOM KOJIEHHBIX cycTaBoB [1, 5, 17].

(Cuna pekoMmeHaanuii 3; ypoBeHb Joka3aTeiabcTB C)

- YIpTpa3ByKOBOE UCCIIEAOBAHMUE MOYEK Y HEJIEUEHBIX JIeTel BCcerja B HOpMeE, HO B X0J1€

- PexomengoBano npoBenenne Y3 mouek npu nmocraHoBke auaruosa [1, 2, 11, 12].

(Cuna pexomenpamuii 3; ypoBeHb 1oka3aTeabcTB C)

KommenTtapuii: [Ipy nepBUYHOM MPOKCHMMAaIbHOM pEHaJIbHOM TyOyispHOM anunose Y3UW mouek
BCErja B HOpME.

[Tpumeuanue.
Hywmepanus moapasnenoB JaHa B COOTBETCTBUH € O(PUIIMATHHBIM TEKCTOM JOKYMEHTA.

2.4.1.3. Cunapom daHkoHu (ae ToHu-Oebpe)

Busyanu3aiioHHbIC UCCISIOBAHUS HE UIPAIOT BAXKHOW POJIM B MOCTAHOBKE COOCTBEHHO JHArHo3a
cuaapoma @ankonn (1e Tonu-/edpe).

- PexomMeH10BaHO MpOBEAEHNUE:

- Y31 nouek, MO4YEBOI0O My3bIps

- Pentrenorpadus xkucrel, onpeneneHne KOCTHOrO BO3pacTa

- lencuromerpus

- Pentrenorpadus TpyOuaThIX KOCTEH roJieHeH ¢ 3aXBaTOM KOJICHHBIX cycTaBoB [1, 7, 8, 11].
(Cuna pekoMmeHnaanuii 3; ypoBeHb Joka3atenbcTB C).

2.4.1.4. PeHanbHas rnoKo3ypus

- Jlns mMOCTaHOBKM AMArHo3a TIIOKO30-TalaKTO3HOW Majbabcopbuuu (tunm B) pekomeHmoBaHO
npoBenenne Y3U mouek, ¢ menapio BeIABICHUS Hepokaibiumaosa [ 20, 23].

KomMmenTtapuii: Busyanu3amnmonHnbie UCCIeI0OBaHUS HE TPEOYIOTCS TIPU U30JUPOBAHHON PEHAIBHOMN
rimoko3ypuu (tun A) [20, 23].

(Cuna pexoMeHauuu 3; ypoBeHb JokazaTelbeTB C)

2.4.2. NeTneBble TyGynonatuun

2.4.2.1. Cunppom bapTtrepa

- JIisd IOCTaHOBKM KJIACCHYECKOro, JIMOO HEOHATaJbHOIO CHHApoMa bapTrepa pexoMeHI0BaHO
MpOBEICHUE YIbTpa3ByKoBoro uccienoanus (Y3M) mouek c 1enbio BeIsBIeHUs HedpokanpunHosa [1, 9,
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(Cuna pexoMennanuu 3; ypoBeHb qoka3zaTenbcTB C)
2.4.3. AucTtanbHble Tybynonatumn

2.4.3.1. Cunapom NtenbmaHa

- PekomeH10BaHO MpoBeaeHre YIbTpa3BykoBoro ucciaenoanus (Y3HW) nmodyek, MO4EBOro my3bips €

nensio ud depeHnransHoi

- PexomennoBano mpoBenenne Y3 modek ¢ IeNbi0 BBISIBICHUS He(QPOKAIBIIMHO32, YPOIUTHA3A

(cocTaB MOYEBBIX KaMHe# — pocdar kambius) [1, 2].

(Cuna pexkoMeHanuu 3; ypoBeHb Joka3aTenbcTB C)
- C 1enbio OIICHKU BBIPAXKCHHOCTH PAaXUTUYECKUX U3MEHEHUH CKeJleTa PEKOM €HIOBaHO TTPOBEICHUE

peHTreHorpaduu KHCTEH, OIpeNeleHne KOCTHOIO BO3pacTa, JACHCUTOMETPHH, PEHTTEeHOrpaduu
TpyOYaThIX KOCTEH rojieHel ¢ 3aXBaTOM KOJICHHBIX CycTaBoB [1, 2].

(Cuna pexoMeHaanuu 3; ypoBeHb Joka3aTenbeTs C)

IIpumeuanue.
Hymepanus nmozapa3saenoB JaHa B COOTBETCTBUH € O(DUIIHAIBHBIM TEKCTOM JOKYMEHTA.

2.4.3.3. NceBaornnoanbgoCTEPOHU3M

- PexomenoBano nposeaenue Y3 mouek mpu mocTaHOBKE JUArHo3a.
KommenTapuii: Y3U nouek mpu mceBaorunoaibaocTepoHu3Me — Beeraa B Hopme [1, 3, 22].
(Cuna pexoMeHniauuu 3; ypoBeHb Joka3aTenbcTB C)

2.4.3.4. HecpporeHHbIN HecaxapHbIi auabert

- PexomennoBaHo mpoBefeHHE YIbTpa3ByKoBoro wuccienoBanus (Y3M) modek: MOCTOSHHOE

BbIJIeJIeHHE O0JIbIIOro 00beMa MOYH CIIOCOOCTBYET MOSBICHUIO THITOTOHUY U AUJIATallUd COOUpATENIbHOM
CHCTEMbI IOYEK, MOYETOYHHUKOB M MOYEBOro my3sips [1, 27].

(Cuna pexoMeHnanuu 3; ypoBeHb qoka3zaTenbcTB C)

2.4.3.5. CuHgpowm Jlngana

- PexoMen10BaHO NnpoBeieHNE BU3YaIU3allMOHHBIX UCCIIEA0BAHUN Ui AU( depeHnaabHOR
- ¥V nanuenToB ¢ 'OP pekomeH10BaHO NPOBEAEHUE TE€HETUUYECKOI0 aHaJIn3a IPpU BO3MOXKHOCTH [ 1,

5,17].

(Cuna pekoMmeHaanuu 3; ypoBeHb J0Kka3aTeabCcTB C)

[Tpumeuanue.
Hywmepanus moapasenoB JaHa B COOTBETCTBUH € O(PUIIMATHHBIM TEKCTOM JOKYMEHTA.

12].

2.5.1.2. lpoKkcuManbHbIN peHarnbHbIN TyOynapHbIn aumpo3 (Il Tun)

- PexoMenoBaHo mpoBeieHrEe 0CMOTpa 0 TaIbMOJIOra, HEBPOJIOra TP HATHMYHUY TToKa3aHui [ 2, 11,
(Cuna pexoMeniauuu 4; ypoBeHb JokazatenbcTs C)
2.5.1.3. Cunppom daHkoHU (ae ToHu-[lebpe)
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- C uenpio UCKIIOYEHUsT HE(POMATHIECKOTr0 IIUCTHHO3a, 00J1e3HN BUibCcOHA Kak MPUYUH CHHIpPOMA
®ankonu (ne Tonu-Ilebpe), pexoMeHmA0BaHO OQPTATBMOJIOTHYECKOE OOCIEIOBAHHE C MPUMEHEHHEM
1iesieBoi Jamiisi [ 7, 8].

(Cuna pexoMeHnanuu 3; ypoBeHb JT0ka3aTeabCTB C)

KomMeHTapuii: mpu oQTaabMOJIOTHUYECKOM OOCIIEIOBAaHUM MOXHO OOHAPYXHUTh OTJIOXKCHUS
KpUCTAJJIOB IIMCTHHA B poroBuile, koisen Kaitzepa-dneitmepa. Takke ompaBaaHa KOHCYJbTaIUs
o rampMoIIOra IMpY MOJO3PEHUH Ha TaaKTO3eMHUI0, cCUHApOoM JIoy (BpoXkKIeHHAs KaTapakTa).

- YV [manMeHToB C LUCTUHO30M MpHU MOSBICHHHM MPU3HAKOB  DHJIOKPHUHOJIOTMUYECKOH,
HEBPOJIOTMYECKON IaTOJOTMU PEKOMEHIOBAaHA KOHCYJbTAllUMsl SHAOKPUHOJIOrA, HEBpOJOra C IENbI0
ompeieeH st AabHeIero oobemMa JOMOMHUTEILHBIX HecneaoBanuii [ 7, 8].

(Cuna pexkoMeHanuu 3; ypoBeHb Joka3aTenbcTB C)

Kommenrtapuu:

Kpurepun

- PexoMeH10BaHa ay/iuorpaMma c 1ejblo BhISBJICHUS CEHCOHEBPaIbHOM Tyroyxoctu [1, 2].

(Cuna pexoMeHaanuu 3; ypoBeHb Joka3aTenbeTs C)

IIpumeuanue.
Hymepanus nmoapa3aenos JaHa B COOTBETCTBHH € O(UIIMATIBHBIM TEKCTOM JOKYMEHTA.

2.6. AncpdepeHumnanbHas

FGF23-3aBucumbie ¢opmbl 'OP HeoOxomumo auddepeHimpoBaTh ¢ OOBIYHBIM BHTaMHUH-D-
JNeQUIUTHBIM PaxUTOM, JUCTAJILHBIM PEHAJBHBIM TYOYJISPHBIM anuao3oM, cuHapomom DaHkoHu (ze
Tonu-/edpe).

Hacnencreennniii 'OP ¢ runepkansumypueid otamyaercs oT X-CLEIIEHHOTO0 JOMUHAHTHOro I'®P
noBbIieHHbIME  ypoBHsAMHU 1,25(OH)2D3, 25(OH)D3, HHM3KHMM ypOBHEM MapaTrOpMOHa M BBICOKOM
abcopOIMel KaabIus B KMIIICYHUKE.

Jns GonbrmHCeTBa popMm I'OP cymecTByeT reHeTHYECKOe MTOATBEPIKICHHUE.

[Ipumeuanue.
Hywmepanust moapasiesioB 1aHa B COOTBETCTBUM € O(UITHATBHBIM TEKCTOM JJOKYMEHTA.

2.6.1.2. MpoKkcuManbHbIA peHanbHbIN TyOynapHbIK aunpo3 (Il Tun)

- Cunapom @ankonu (ne Tonu-Iedpe);
- lucranbpHbIA peHadbHBIN TYOyIsapHbIiA aruao3 (I tam).

2.6.1.3. Cunapom daHkoHU (ae ToHu-Oebpe)

CoueraHHO€ TOBPEXIEHNE MHOTHX MapIUANTbHBIX (PYHKIUI MPOKCHMAIFHBIX KaHAIBLEB OTINYAET
cunapom dankonu (ne Tonu-IebOpe) or apyrux TyOynonatuid (MPOKCUMAJILHOTO U JAMCTalIbHOrO PTA,
peHaIbHOro runodochaTeMHIecKOro paxura).

2.6.1.4. PeHanbHas rnoKo3ypus

PenanpHyro rmoko3yputo HeoOxomumo nudepeHIIpoBaTh ¢ CaXapHbIM JUabEeTOM, CHHIPOMOM
DaHKOHU, MEJUTUTYPUSIMHU (TanakTo3ypuei, GpyKTo3ypueH, JaKkTo3ypruel Wik NeHTO3ypuei).
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C uenpl0 MCKJIIOYEHHUS CaXapHOro juadera TJIOKO3YpPHI0 HEOOXOOUMO HWHTEPIPETHPOBATH
napajuieJIbHO U3MEPEHUI0 KOHIIEHTPAIMK TJHOKO3bl B CBIBOPOTKE KpoBH. OTCYTCTBHE METa0OJINYECKOrO
anu03a cpa3y UCKIo4aeT CuHApoM DaHKOHMU.

[Tpumeuanue.
Hywmepanus moapasienoB qaHa B COOTBETCTBHH € O(PUIIMATHHBIM TEKCTOM JOKYMEHTA.

2.6.2. NeTneBble TyGynonatum

2.6.2.1. Cungpom BaptTepa

JuddepennmanpHplii AMarHO3 MPOBOAAT ¢ CHHAPOMOM [ MTenpMaHa, ceMeiHON runoMarue3eMuei
C THIEpKaJbIIMYypUei/HePPOKAIBIIMHO30M, BCEMH CIIy4yassMH THIOKAJIMEMHYECKOro  allkajosa,
00YCJIOBJICHHOTO M30bITOUYHBIM IPUMEHEHHEM TNEeTJIEBbIX WIM THA3UIHBIX JAUYPETUKOB, DPBOTOMH,
KHIIEYHOM MTOTEpEN HATPUS U Kajusl, IOTepell XJI0pUa yepe3 KoKy IIPU MyKOBUCLIMI03€E.

2.6.3. AluctanbHble Tybynonatum

2.6.3.1. CuHgpom NTenbmaHa

JuddepennmanbHblil AMarHo3 NpoBoAsT ¢ cuHapomoM baprrepa.

2.6.3.2. AucTanbHbIW peHanbHbIM TYyOynAapHbIn aungos (I Tun)

I'enernueckn  gerepmuHupoBaHHble (Qopmbl  puctaibHoro PTA (I tum) HeoOxomumo
muddepenuupoBats ¢ npokcumanbHbiM PTA (II Tum), B T.4. B coctaBe cunapoma Pankonu (ne ToHu -
Jebpe), TMceBIOrunoanbaoCTEPOHU3MOM, MEPBUYHOM THUIMEPOKCANYpHEH M HEKOTOPBIMH JIPYTHMHU
BapHaHTaMU HEQPOKaIBIIMHO3A.

2.6.3.3. NceBaornnoanbAoCTePOHU3M

[IceBnorunoanbaocTepoHu3sM Heobxonumo nuddepennupoBats ¢ auctaibHbiM PTA (I Tum),
npokcumanbHbiM PTA (Il Tum), runopeHMHEeMHUY €CKUM THIT0AJIbJOCTEPOHU3MOM.

2.6.3.4. HecpporeHHbIN HecaxapHbIn auabeTt

- [lepBuuHas MOIMAUIICHS;

- [leHTpanbHBIM HECaXapHBIA TUA0ET;

- OcMoTHUeCKUH ANype3, BCIEACTBUE TUA0CTUYECKON THIEPIIINKEMHH.

[Ipn nannbpix coctostHuAx nposenenue [[/JABII-tecta BbI3bIBa€T MOBBILIEHUE OCMOJISUIBHOCTH U
IJIOTHOCTH MOYH. BO3MOXXHO NMpHUMEHEHHE TecTa C OrpaHu4YeHueM KuakocTh. Hukorma He cruenyer
MPOBOJUTh TECT C BOJHOW JICTIPUBALIMCH B IPUCYTCTBUU THUICPHATPHUEMHHM W/WIM TOBBIIICHHON
OCMOJSIIBHOCTH TIa3Mbl. B 3TO#l cuTyaluu, a Takke B psAle CIAydaeB U Yy MIAAEHIEB, IOCTAaTOYHO
MapHOTO aHAJIM3a OCMOJISIIBHOCTH MOYHM U TLJIa3MBbl.

IlepBuyHas MOMUAMIICHS, UM NICUXOT'€HHAs MOJUIUIICHS, BOSHUKAET Y OOJBHBIX C IMCUXUYECKUMU
HapymEeHUsIMA WIA Yy JHI, M[peObIBAIOIUX B JIUTEILHOM TPEBOXKHO-MHHUTEIBHOM COCTOSIHUH.
XapakTepHO H30BITOYHOE MOTpedsieHne XHUAKOCTH (A0 12 5/cyT), YTO MNPUBOAUT K CHUKEHHUIO
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ocMmoJisimbHOCTH  TmasMbl - (240-280 MOcm/kr). TlomaBnenue cekpeumu Al compoBokmaeTcs
YMEHBIIIEHUEM €ro KOHIIEHTpAIlMU B IJIa3Me KPOBU M YMEHBIIEHHEM peadbcopOmuu BOJBI B AUCTATBHBIX
otaenax Hedpona. [loka 0CMONSAIBHOCTH MJIA3MbI HE BO3PACTET 10 HOPMAJIbHBIX 3HAYEHUMH, BBIIEISAETCS
OonbIoii 00beM pa3BeNeHHOW MOYHM (OCMOJBUIBHOCTE MO4YM MeHee 250 MOCM/KT, MJIOTHOCTh MEHee
1005).

VY GONBHBIX C IEHTPATbHBIM HEcaxapHbIM AHA0ETOM, UMEIOIIUX TOCTYI K BOJAE, IPU COXPaHHOM
MEXaHHU3ME BO3HUKHOBEHHS >KaXIbl OyIeT OTMeUaThCs MONMHYpHsl (OCMOJSUIBHOCTH Mouu MeHee 250
MOcM/Kr, oTHOcHTenbHas TIOTHOCTE MeHee 1005-1007), momuauncust 1 HOpMaibHass OCMOJISIIBHOCTh
rta3mbl (280-295 MOcMm/kr).

[TaperxumaTo3HbI€ 3200I€BaHUS

CyuiecTByeT Lenblil pst 3a00J€eBaHUM, COMPOBOKAAEMBIX MOBPEXKICHUEM MOYEUHBIX KAHAIBLIEB U
WHTEPCTULIMSL C CUMITOMAaMHU TOJUYPUU U TOJUIUICHH. DTO JUCTAIBHBIA pPEHAJIbHBIN KaHAJIbIEBBIMA
anua03, MUCTUHO3, HehpoHOPTHU3, OOCTPYKTUBHAS YPONATHUS, aMUIIONI03 TTOUEK, CEPIIOBHUIHO -KIJIETOYHAS
Hepponatusi, cuuapom lllerpena, muenomHas mouka W HedpomaTuss Hpu OONE3HU JETKUX IIeMei;
HedponaTHsi, 0O0ycIOBIEHHAas OTPaBICHUEM CBUHIIOM; JIEKapPCTBEHHO-WHIYyLIUPOBAHHOE MOBPEXKIECHUE
(conu nuTus, mugodosup, amdporepunun B). Jluypes B 3THX cilydasx He mpesbImact 3,5 1/(M? X cyT).

2.6.3.5. CuHgpowm Jlnpgana

- [lepBuuHBII THIIEPATIBAOCTEPOHU3M;
- HexoTopsie BapuanTtsl cunapoma Muenko-Kymmnra.

3. leueHue

3.1. KoHcepBaTuBHOE

Cranmaptaast Tepanusi FGF23-memuupyempix rumodochatemuueckux paxutoB (X-[I'OP,
ayTOCOMHO-TOMHHAHTHbI ['®P, ayrocomHo-peneccuBHblii ['@P) ocHoBaHa Ha OZHOBPEMEHHOM
Ha3HaYeHUH HeopraHuyeckux ¢pocdaToB U aKTUBHBIX aHAJIOrOB BUTaMHHA D (4alie KaabIUTpuoI™™; Tak
’Ke HCIoyb3yeTcs anb(akaibluI0™ " ) n HampaBlieHAa Ha KJIMHUYECKOE M3JICUEHHE PaxHTa, YIydlIeHHE
THCTOJIOTHH KOCTHOM TKauM [1, 5, 6, 18]. PanHee Havano

- PexomennoBano npumenenne bukap6onara nHatpus (pactBop 4%: B 1 min — 0,5 mmonb) wum

UTpaTHasl CMeCh (Kalus-HATpUs ruAporeHIuTpat — 1 Tab/1 MepHas JIokKa TpaHyJIMPOBAaHHOTO MOPOIIKA
1,197 v numonno#t kucnorel, 0,967 kamusa ruapokapOonara, 0,835 r HaTpus uuTpaTa, 4TO

cootBerctByeT 10,138 MMmoutb utpata) 10-15 MMosns/kr/cyT (B Tpu-deThipe npuema) [1, 2, 11].

(Cuna pexoMennanuii 3; ypoBeHb J10Ka3aTenbCcTB C)

KommenTapwmii:

IIpu cunapome @DaHKOHH OCHOBHBIE JIe4eOHbIE MEPONPUATHS HAMpPaBIEHbl Ha KOPPEKIIHIO
KAHAJIbLIEBBIX MOTEPh )KUIAKOCTHU U JIEKTPOJIUTOB.

- PexomenioBaHa ajiekBaTHasi peruapaTaiys — IpueM BOIbl JOJKEH COOTBETCTBOBATH IUYpE3y U
KOPPHUTHUPYETCS IIPH BO3PACTAHHH SKCTPapEHaATbHBIX MOTEPh skuakoctH [1, 7, 8].
(Cuna pexoMenanuu 3; ypoBeHb qoka3zaTenbcTB C)

- PexkoMeH/OBaHa KOpPpEKIHS META0OJMYECKOro aIua03a, THUIOHATPUEMHUHU, THUIOKAJIHUEMUH,

runodocdaremun [1, 7, 8].
(Cuna pexoMeHnanuu 3; ypoBeHb qoka3zaTenbcTB C)
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- PexoMeH10BaHbI:

- buxap6onar natpust (pactBop 4%: 1 ma — 0,5 mmons) 10-15 MMonb/kr/cyT (B TpU-4eThIpe
npuema) [1, 7, 8], uenp — mojaepKkaHWE CTaHIAPTHOrO OWMKapOOHAaTa CHIBOPOTKHM Ha ypoBHe 21-24
mmone/i [1, 7, 8].

- [Ipenapatsr kanus 4-10 Mmmonb/kr/cyT (B Tpu-ueThipe npuema) [1, 7, 8].

- Ilepopaneubiii mpuem ¢ocdarta B goze 30-40 Mr/kr B AeHb 1o 3neMeHTapHoMy (ocdopy B 4-5
npreMoB. Bo3MOXHO TOBBIIIEHHE 10361 (OocaToB B MEPHOJBI HHTEHCUBHOTO pocTa (10 55-70 Mr/kr B
JIeHb 110 3NieMeHTapHoMY (ocdopy). Llens — noctixenne ypoHs dpocdatoB ceiBopoTku 1,0-1,2 MMOIIB/TI.
B Hacrosmiee Bpemsl MpuUMEHsETCS pacTBOp HeopraHumdeckux (ocdatoB (ogHozamemeHHbIH (ocdaT
HaTpusi 2-BOAHBIA — 5 T U JAByx3amelleHHbIH ¢ocdat Hatpus 12-Bomubiii — 10 r Ha 250 M1 BOabI),
KOHEYHBI PacCTBOp COAEPKUT 7,44 Mr sneMmeHTapHoro gocdopa B 1 ML

- Haznauenme 1,25(0OH)2D3 — 0,02-0,05 mxr/kr/cyT (20-50 Hr/Kr/cyT) B HECKOIBbKO mpueMosB [1, 7,
8], ¢ uenbro NpopuIAKTUKHA HEPPOKAIBIIMHO3a — TUHAMUYECKUN KOHTPOJIb SKCKPELUH KalbliUs C MOYOH,
coziepkaHus Kajuplus, pocopa, akTUBHOCTHU 1I€JI04YHON (ocaTasbl B ceiBOpoTKE KpoBH, Y3U nouek. B
KayecTBE aJbTEPHATUBBI KAJIbLIUTPHOIY * MOXKET OBITh UCIOJB30BaH aJlb(aKaibLiuI0" ",

IIpu HemocraToyHOW 3(PPEKTUBHOCTH BBILICIEPEUUCIECHHBIX JIEYEOHBIX MEPONPUATHI 1O
IIPEIOTBPAIICHUIO IIOTEPh BOABI, KaJus, HAaTPHUs PEKOMEHJOBAHO NpHMeHeHue uHaomeranuHa 0,51,5
MI/KT/CYT B JiBa nipriemMa (0OBIYHO MPUMEHSIETCs 10 2-IeTHero Bo3pacta) [1, 7, 8].

(Cuna pexoMeHauuu 3; ypoBeHb Joka3zaTelbeTB C)

KomMmenrtapuii: Ilpumenenue mpenapata y pgereit off label — BHe 3apermcrpupoBaHHBIX B
MHCTPYKIMHU JIEKAPCTBEHHOI'0 CPEACTBA IMOKAa3aHUM — OCYLIECTBISAETCS MpPU HAIUYUU IOJIHCAHHOTO
MH(OPMUPOBAHHOIO COTJIACHsI POJUTENIENH/3aKOHHBIX MpeacTaBUuTeNel (MHIOMETAaluH B BUE TabJIeTOK
oduIaTbHO pa3pelieH K MPUMEHEHHUI0 ¢ 14 leTHero Bo3pacTa).

- C 1enpro BOCIOJIIHEHUS TOTEPh KapHUTHHA PEKOMEHI0BaHO NpuMeHeHnue L-kapHutuHa B no3e 50
MI/KT/CyT (B 4€TBIpE TpHeMa), sl KOPPEKIMHU THIIOTHPE03a — JICBOTHPOKCHH HaTpus [1, 7, 8, 15].
(Cuna pexoMeHaanuu 3; ypoBeHb Joka3aTenbeTs C)

- PexoMeH70BaHO [OMOJHUTEIBHOE 3HTEpPAJbHOE NMUTAHUE YEPe3 HA30racTpPaJbHbIM 30HA MM
racTpoCTOMY JJIsl KOPPEKIHS OEJIKOBO-PHEPreTUYECKON HEIOCTATOYHOCTH, KOTOPBIE TAK)KE MOT'YT OBITh
UCIIOJIb30BaHbI [Tl BBEICHHS JICKAPCTBEHHBIX IIPENapaToB, B ciiydae oTka3a pedeHka [ 7, 8].

(Cuna pexoMenaanuu 3; ypoBeHb Joka3aTenbeTs C).

Cneunduueckas tepanus HeppomaTHuecKoro MUCTUHO3a MPErnapaToM, COAEpKalUM LHUCTeaMUHa
Ourtaprpart (He 3aperucrpupoBan B Poccuiickoit @enepannn) [1, 7, 8, 15, 16].

- Ilpu wn30nMpoBaHHON peHANbHOM TIIOKO3ypuu (TUI A) HE pPEKOMEHAYETCs IpOBEIEHUE
CIIEIUAJILHOT O

- VYcTpaHeHuWe AeruapaTalii IMyTeM IPOJAODKUTENBHBIX WH(Y3Ul HM30TOHUYECKOTO pacTBOpa
XJIopuJa HaTpUs’™ M BOCHOJHEHHE HEJOCTaTKa XJIOpuJa Kalaua™, HHOrja B COYETaHHM CO
CIUPOHOJAKTOHOM™# [1, 9, 21].

(Cuna pexoMmeniauuii 3; ypoBeHb JokazateibcTs C)

- PekomeHnmyercss MOXU3HEHHOE  MpUMEHEHHE  TpenaparoB  MmarHus.  HaumOombImeit

OMOIOCTYIMHOCTHIO O0JIAJAIOT MpenapaThl XJIOPHAa MarHus, JJaKTaT U acrnapTaT Maraus. LlenecooOpasen
pUeM MarHusl XJIOpuJa B Ha4albHOW 103€¢ 3 MMOIB/M2/CyT Wi 4-5 MI/KT/cyT (B TpH-UETHIpE TMpHeMa)
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[13], mpu mpucoenuHeHnr MHGEKIMH, CONMPOBOXKIAIOIINXCS PBOTOW M JAMapeei, /03a MoBbIMIaeTcs. B
cllydyae BO3HUKHOBEHUS OCTpoil TeraHuu BBoauTcs pacrsop MgCI2 20% (0,1 mmons Mg/Kr), BO3MOXKHO
BBeJeHHE Kaxkaple 6 yacoB. Cynbdar MarHusi 00J1aJjaeT CyIIECTBEHHO MEHbIIEH OMOJOCTYIIHOCTBIO.
KomOunanusa ammnopuna ¢ xjgopuaom kamust (1-3 mmons/kr/cyt, B 3-4 mpuema) mpuMeHsIeTCsl MpU
CTOMKOM CHMIITOMATHYECKON rHIIOKAIMEMHH, HE KOPPUTHPYEMOH X1opuaoM maruus [13].

(Cuna pexoMenauuii 4; ypoBeHb JokazateibcTs C)

KommenTapuu: Bpicokne m03bI MarHusi CIIOCOOCTBYIOT BO3HHUKHOBEHHUIO JHapeH, MO3TOMY
HOpMaJIM3alys ypOBHEH CHIBOPOTOYHOTO MarHus SIBISAETCA TPYAHO JOCTIHDKUMOM 3a7auei.

IIpumeuanue.
HymMmepanus noapasienoB gaHa B COOTBETCTBUU € O(PUIIMATIBHBIM TEKCTOM JOKYMEHTA.

3.1.3.2. OuctanbHbin PTA
[enb Tepanuu — KOPPEKIHS alK103a, MPO(UIAKTHKA JajJbHENIIEr0 OTI0KEHHS KAJIbIU B IIOYKaX.

- PexomenoBano npumenenue [1, 2]: 6uxkapoonara Harpus (pactBop 4%: 1 ma — 0,5 MMoIb) u/vm
HUTpAaTHOW cMmecH (Kamus-HaTpusi TUaporeHuutpar — 1 Tab/l MepHas I0KKa T'paHyJIHPOBAHHOTO
nopomka — 1,197 v aumonHor kucioTel, 0,967 kamus runpokapoonarta, 0,835 r HaTpusi uTpaTa, 4TO
cootBercrByeT 10,138 MMoub nuTpara) — 5-8 MMOJIB/KI/CYT (B TpU-4EThIpE IIpUeMa) — y AeTel 10 2 JeT,
3-4 MMOJB/KT/CYT — y nereit crapiie 2 JieT, 1-3 MMOJIB/KT/CyT — y IieTel crapiie 6 Jer.

(Cuna pexoMenanuii 3; ypoBeHb qoka3zatenbcTB C)

- Jlnsg pnuTenbHOro mpuema, € LEIbI0 MPO(UIAKTUKU IMPOrpeccupoBaHUs HePpPOKaJIbIIMHO3A
00s13aTeIbHO PEKOMEH/I0BAaHO TPUMEHEHHE KaIUs-HATpusl ruaporeHuuTparta [1, 2].

(Cuna pexoMeHanuu 3; ypoBeHb qoka3zaTenbcTB C)

KomMmenTapuu: Bo3moxHa KOppeKlMs OCTEeONmaTHH AaKTHMBHBIMM MeETa0olMTaMH BHUTaMHHA D3
(MHAMBUIYalbHBIM TMOAXOJ, TNPUMEHSIETC C OCTOPOXHOCTHIO H3-32 BO3MOXKHOCTH  YCHUJICHUS
TUTIEPKAIBIIUYPUN ).

3.1.3.3. MNceBporMnoanbAOCTEPOHNU3M
- I[Ipu
Hemm

- PexoMenayercst orpaHudeHre NOTpeOICHHsS COJIM, Ha3HAYEHUE KaluicOeperawmux I1ypeTUKOB
(amuntopua, Tpuamtepen) [10].

(Cuna pekoMmeHaanuii 4; ypoBeHb JI0Ka3aTelbCTB D)

KommeHTapuii: mpuMeHeHne CHUPOHOJAKTOHA HEIeNecoo0pa3Ho, B CBS3U C PE3UCTEHTHOCTHIO K
Hemy [10].

3.2. Xupypruyeckoe rnevyeHue

- Ilpu mno3gHO HaA4aToM JeYyeHUU TUNopochaTeMUYEecKoro paxura BO3ZMOXKHO IPOBEICHHE
OPTOMEANYECKON XUPYPrHYSCKOH KOPPEKIUH sl yCTpaHeHus nedopMaliii HIKHUX KoHeuHocTei [ 1, 5].

(Cuna pexoMeHnanuu 3; ypoBeHb qoka3zaTenbcTB C)

KomMeHnTapuii: xupyprudeckass KOppeKLus TOJDKHA MTPOBOIUTHCS TOCIE 3aKPbITUS MU (U3aPHBIX
30H POCTA.

- Ilpu HedpomaTHyecKoOM IUCTHHO3€ B TEPMUHAJIBHOW CTaJUU TOYEYHOM HEJOCTATOUYHOCTU
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METOJIOM BBIOOpA SIBJIsIETCS TpaHCIIanTalus moyku [1, 7, 8].

(Cuna pexoMennanuu 3; ypoBeHb qoka3zaTenbcTB C)

KomMmenTapuii: cunapoM @aHKOHM HUKOIZIA HE PELMIMBUPYET B TPAHCIUIAHTATE, a BBISBICHUE
KpUCTAJJIOB HOHUCTHUHA B MOYEYHOH TKAHH OOBICHIETCI HUX 3aHOCOM HeﬁKOHHTaMH u MaKpO(bal"aMI/I
XO034HnHa. PO,Z[CTBGHHI/IKI/I manmyueHTa, ABJIAIOMUMCECA I'€TCPO3UIOTHBIMU HOCHUTCIIMH HHUCTHUHO3a, MOI'YT
OBITh AOHOpaMH IIOYKH, T.K. 3TO 3a0o0JieBaHNe Y HUX HC Pa3BUBACTCA. JleueHue OUCTCAMHWHOM IIOCJIC
TPpaHCIUIAaHTAIWKU ITOYKHW MJOJIKHO IIPOAOJDKATHCA JIA BO3I[€I\/JICTBI/IH Ha OJOKCTpapCHAJIBbHBIC ITPOABJICHHUA
IIMCTUHO3A.

4. Peabunutauusa

[Ipu TyOynonaTtusx peabuiIUTalOHHbIE MEPONPUATHUS HE IPUMEHSIOTCS.
Bo3moxHa peaOumuTanus 1mocie opToneanyecKo KOppeKun aedopMariii HIPKHUX KOHEYHOCTEH
y MalUeHTOB ¢ TUNo(dochaTeMUYeCKUM PaXUTOM.

5. NpodunakTuka

5.1. NMpodmnakTuka

PexkomeHnnyeTcsi reHeTHUeCKOe KOHCYJIbTHUPOBAaHUE POJUTENEH JeTell ¢ BTOPUYHBIM CHHIPOMOM
®aHKOHH, OOYCIIOBJIEHHBIM T€HETHYECKUMU O0JIe3HAMHU (LUCTHUHO3, TajlaKTO3eMHUs, HaCJEJCTBEHHAs
HEeMepeHOCUMOCTh (QpPYKTO3bl, TUpo3uHemust (tun I), rimkoreno3 (tun I), OGone3ur Bunbcona-
KonoBanosa u n1p.), runopocharemMuueckum paxutom, cuaapomom baptrepa, cunapomom I'urenbmana,
He(pOreHHbIM HecaxapHbIM JAHA0ETOM, C IIeJIbI0 OOBSACHEHUS 3aKOHOMEPHOCTEH HacJeJOBaHUS W
IPOTrHO3UPOBAHUS PUCKOB ITOBTOPEHUS 00JIE3HU IPH MOCIEAYIOMINX OepeMEHHOCTAX.

Matepyn M TONOBHHA CecTep OONBHBIX HEPPOTCHHBIM HecaxapHbIM JHA0ETOM MaJlbYMKOB —
HOCHUTEJIM MYTAaHTHOT'O T€Ha; pUCK OOJIE3HH Cpell ChIHOBEH U HOCHTENLCTBA Cpeau qouepeid paser 50%.

Anamms pOIIOCHOBHOﬁ COCTOUT B IOMCKE CJIYy4acB IMOATBCPKACHHOIO 3a00J1€BaHMS U €r0 OCHOBHBIX
CUMIITOMOB Yy YJICHOB CEMbU U POACTBCHHUKOB.

BeposiTHOCTb poxkieHUsl peOeHKa C TOBTOPHBIM CIIydyaeM CHHApoMa ['mrenbmaHa y poauTenel, yxe
UMeromuX 00JIbHOr0 pedeHka, coctaBisieT 25%. boinee ctapmmm AeTsIM CEMbH, HE UMEIOIIUX ITPU3HAKOB
cuHapoma ['urenpmana, Takxke Heooxoaumo nposeaenue JJHK-

- B nauane Tepanuu, B TeueHUEe YEThIPEX HENlEIb, PEKOMEHAYETCS eXeHenenbHbIi (1 pa3 B Hexemo)
KOHTpPOJIb  JTabOpaTOpHBIX I[OKa3zaTesjei, ypoBHeW Kanbuus, ¢ocdopa, 1menodHoi ¢docdaTassl,
napaTropMoHa B KPOBH, SKCKpelUMH Kaiblus, pocdaToB ¢ MOUOii; mo3aHee — aMOyIaTOPHBIN KOHTPOJIb
pocTa, 1abopaTOPHBIX JAAHHBIX JJISl ONTUMAJbHOW aJanTallid Tepanmuy JOJDKEH MPOBOAUTHCS HE MEHee
YeTBIPEX pa3 B rOJ;

- HCO6XOZ[I/IMOCTB paauoIOrH4€CKOro KOHTPOJIA paxuTa OHNpCACIACTCd KIMHUYCCKUMHU U
OHMOXUMHYECKUMU KOHTPOJIbHBIMHU ITOKA3aTCIsIMU ;

- Y3U nodek 10DKHO TPOBOIUTHCS HE MEeHee | pa3a B ToJ Ui HCKITIOUEHUST He(ppOoKaIbIIMHO3a.

IIpumeuanue.
Hywmepanust moapasienoB JaHa B COOTBETCTBUU € O(PULIMATIBLHBIM TEKCTOM JIOKYMEHTA.

5.2.1.2. lpokcManbHbIN peHanbHbIX TYOynapHbIn aumao3s (Il Tun)
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Kontpons KIIC, snekTponuToB KpoBu (Kayiuid, HaTpui, xjopuabl) — 1 pa3 B 3 Mmecsma (mocie
noa60pa ONTUMAIbHOM 7103l OMKapOoOHaTa HATPU)

5.2.1.3. Cuigpom PaHkoHu (ge ToHu-[ebpe)

- Konrpons KIIC, CBIBOPOTOYHBIX ypOBHEW KpEaTMHWHA, KaJlus, HATPHs, XJIOPUAOB, KajbLu,
docdopa — 1 pa3 B 3 mecsna (rmocie moadopa oNTUMAIBHBIX 103 OnkapOOHaTa HATPHsI, MpenapaTa Kaus,
docdara, KanbIUTPHONA UITH allb(aKaablnI0TA);

- Paagmornorudeckuii KOHTPOJIb paxuTa OMNpEAeNsIeTcs KINHUYECKIMH W OHOXUMUYECKUMHU
KOHTPOJIbHBIMU ITOKA3aTENSIMU;

- Y3U novek 1OHKHO MPOBOIUTHCS HE MeHee 1 pa3 B Toj Ui UCKITIOYeHHs He(pOKaIbLIUHO3A.

5.2.1.4. PeHanbHas rnoKo3ypus

HaGnronenne manueHToB ¢ U30JIMPOBAHHOM pEeHATIBHOM TITIOKO3ypuel He TpedyeTcs.

IIpumeganue.
Hywmepanus noapaszienos JaHa B COOTBETCTBUU € O(PULIMATIBHBIM TEKCTOM JOKYMEHTA.

5.2.2. NeTneBble TyGynonatuun

5.2.2.1. Cunpgpom BapTtrepa

- Kontpons KIIC, 3nexkTponuToB (Kanuii, HATPUH, XJIOPUJIbI), KAJIBIUA U KpEaTUHUHA CHIBOPOTKH —
1 pa3 B 2 mecsna (mmociie moadopa ONTUMAIBHOM 1036 HHIOMETAIIUHA);

- Y31 novek — He MeHee | pas3a B roj mocje yCTaHOBJIEHUS JIMarH03a HEOHATaJIbHOrO CHHApOMA
Bbaptrepa.

5.2.3. AncTtanbHble TybynonaTtum

5.2.3.1. Cunapom NMTenbmaHa

AmOynaTopHoe HaOmrofeHHe OOJbIIMHCTBA OECCHMIITOMHBIX MAIMEHTOB  OCYLIECTBISETCA
Hedposorom 1-2 pasza B roi. B kaxaelil BU3UT nanueHTa oco0oe BHHUMaHHE yJeJeTcs jkajaodam,
00YCJIOBJICHHBIM THIIOKaIMeMUel (ycTalaoCTh, MbILIEYHas ClaboOCTh, 3alOpbl, CepAeyHass apuTMus) U
rUIOMarHe3eMuen (TeraHus, CyJAOporu, napecre3uu, 00jb B CycTaBax M MBIIIIAX), ONPEIEISIOTCS
CBIBOPOTOYHBIE YPOBHU KajMsl, MarHus, OukapOoHara.

5.2.3.2. AucTanbHbIN peHanbHbIA TYOynsapHbIM aunpos (1 Tun)

- Kontpons KILIC, »nekTposnToB KpoBH (Kajiuii, HaTpuil, xyopuabl) 1 pa3 B 3 mecdua (mocie
110100pa ONTUMAIBHOM /10361 OMKapOOHATa HATPHS ),

- Y31 nouek — 1 pa3 B 6 mecsIieB.

5.2.3.3. NNceBaornnoanba0CTePOHU3M

Kontpons
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- Konurpons KHIC, xpeaTuHuHa, 3JIEKTPOIMTOB KPOBM (Kanuid, HATpui, xyuopuiael) — 1 pa3 B 3
Mecsa (mociie moadopa ONTUMaIbHON MEIMKAMEHTO3HOU TEeparum);

- Y31 nouek — 1 pa3 B 6 mecsIieB.

IIpumeuanue.
Hywmepanus moapasienoB JaHa B COOTBETCTBUU € O(PUIIMATIBHBIM TEKCTOM JOKYMEHTA.

5.2.3.5. CuHgpowm Jlnpgana

KonTtpons KIIC, 31eKTpoMTOB KpoBHU (Kaimuii, HaTpui, Xaopuabl). 6%%
6. HOHOHHMTeanaﬂ VIH(t)OpMaLIVI'iI, BnudawLWwana Ha Te4eHne N ncxona 3aboneBaHuA

6.1. OcnoxHeHus

Cungpom @DaHKOHHM, IceBAOrunoanbaocTepoHusM (tun I), HedporeHHbIM HecaxapHbI nuaber:
TSDKenas Aeruparanus.

['moko030-ramakTo3Hbli  CHHAPOM  ManbabcopOuuu  (tunm  B):  Tskemas — mermapartanus,
He(QPOKaJIbIMHO3.

Huctaneasiii PTA (I Tum): HeQpoKalbluHO3.
6.2. Ucxoabl n nporHos
6.2.1. MpokcumanbHbIe TybynonaTum

6.2.1.1. F'mnococdaTeMmnyeckum paxur

[Tpu paHHEM yCTaHOBJIEHUH IUarHo3a rumnodocdareMuueckoro paxura, repanus ¢pocpatom u 1,25-
JUTUAPOKCH-BUTAMUHOM D3 CIOCOOCTBYET H3JICUEHHUIO PaxuUTONMONOOHBIX nedopmanuii, CTPyKTypa
KOCTHOW TKaHH MOJIHOCTHIO HE BOCCTAHABIIMBACTCS.

6.2.1.2. lMpoKkcuManbHbIA peHanbHbIW TyOynapHbIK aumao3s (Il Tun)

JlmiTenpHas MOAIIeIaunBaromas Tepanus 3QQPeKTHBHA, a IIPU TPAH3UTOPHOM MJIQJICHYECKOM THUIIE
BBI3BIBAET OBICTPOE YBEIMUECHUE POCTA U C BO3PACTOM MOYKET OBITh TpEepBaHa 0€3 OMaCHOCTH PEelUINBa
CHHJpOMA.

6.2.1.3. Cunapom daHkoHu (oe ToHu-[ebpe)

[IporHo3 3aBUCHUT OT NpPUYUHBL, OOYCIOBUBLICH 3a00jeBaHUE, TSKECTH IOYEUHBIX MU
AKCTpapeHalbHbIX MposiBieHui. Wanonatuueckuit cunapom @ankonu (e Touu-/lebpe) Moxer
IPUBOJIUTH K XPOHUYECKOH MOYEYHOH HEIOCTATOYHOCTH B TOJPOCTKOBOM UJIH B 3pEJIOM BO3pacTe.

HedponaTudeckuii 1IUCTHHO3 BEAET K XPOHMYECKOW ITOYCUHON HEIOCTATOUYHOCTH, HAPYIICHHUSAM
3pEeHUs, THUIOTHPEO3Yy, IMPOrPECCUPYIOIIUM HEBPOJOTMYECKUM pPAcCTPOMCTBaM, MHomnaTuu. PaHHee
Ha3Ha4YeHHE CHeNu(UIECKOl Tepanuu IUCTHHO32 MO3BOJIIET OTCPOUYUTh HACTYILUICHHE XPOHHYECKOH
MOYEYHON HEOCTATOYHOCTH U yIyUYIIUTh (PU3HUecKoe pa3BUTHE.
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6.2.1.4. PeHanbHas rnoKo3ypus

[Ipu M30IUPOBAHHON PEHABHOM TIIFOKO3YyPHUH IIPOrHO3 OJiaronpusteH. [Ipu TioK030-rajgakTo3HOM
CHUHPOME MajTba0COPOIMU IPOrHO3 0JIArONPUATEH, €CIIN

B GonpmmHCTBE cinyyaeB MPOTrHO3 OjarompusTHBIA. WHTeIekTyaabHOE pa3BUTHE HE CTpajaeT.
[Ipu HeonatampHOM cuHApoMme baprTepa rumepkanbluypusi COXpaHseTcs, HepOKaIbIIMHO3 MEIJICHHO
IPOrPECCUPYET, MPUBOJSA K TOYEYHON HEAOCTATOYHOCTH.

IIpumeuanue.
Hywmepanus noapasznenos jaHa B COOTBETCTBUM € O(PUIIMATIBHBIM TEKCTOM JOKYMEHTA.

6.2.3. AucTtanbHble TyGynonaTtum

6.2.3.1. Cungpom NTenbmaHa

[Iporunos npu cuaapome I'urensMana B OONBIIMHCTBE ClIy4aeB 0JIaronpUusTHBIN.

6.2.3.2. lucTanbHbIW peHanbHbIM TYyOynAapHbIM aumaos (1 Tun)
ITpu nuctansHoM PT A nmporuos GnaronpusiteH, eciu

[Ipu ayTOCOMHO-PELIECCUBHOM BapUaHTE I1CEBIOTMIOAIBAOCTEPOHU3MA TUN | (monuopraHHas
¢dopma) BO3MOXKHBI JieTalbHble UCXOJbl. [IpH ayTOCOMHO-IOMHHAaHTHOM BapuaHTe (peHaybHas (opma)
IPOrHo3 6oJsee 6IaronpusiTeH.

[Tpumeuanue.
Hywmepanus moapasienoB qaHa B COOTBETCTBHH € O(PUIIMATHHBIM TEKCTOM JOKYMEHTA.

6.2.3.4. HecpporeHHbIN HecaxapHbIM anabeTt

W3nedenuss oT BPOXKICHHOTO HE(PPOreHHOTO HecaxapHOro auadeTa HEe HacTymaeT. B rpymHoM
BO3pacTe BO3MOXKEH JIETAIbHBIN UCX0 Ha ()OHE 37I0KAaU€CTBEHHON THIEPTEPMUH, HE Mo Aaroneics

HecBoeBpeMeHHast nquarHoctuka cuHapoMa JIuamia ¥ OTCyTCTBHE aI€KBATHOM TEpaluu TSHKEION
apTepUalIbHOW TMIIEPTEH3UU MOKET IPUBECTU K PAa3BUTUIO XPOHUYECKOM IOYEYHON HEAOCTaTOYHOCTH,
BILIOTH 1O TEPMUHAJILHON CTAJIHH.

KpMTepMM OLleHKM KayecTBa MegULUMHCKOWN NOMOLLM

Tabnuua 1 — OpraHU3auMOHHO-TEXHUYECKME YCINOBUS OKa3aHUA MeAULIMHCKOM
NOMOLLM.

Bun wmempunuHckoit | Cnenuaiv3upoBaHHAs MEIULIMHCKAS TOMOIIb
OMOILH

VYcnoBust  okazanust | CTallmoOHapHO/B JTHEBHOM CTaIlMOHAPE
MEIUIINHCKON
MTOMOIIN
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®opma okazanus | [ImanoBsas
MEIUIIMHCKOMN
IIOMOIIY

Ta6bnuua 2 — Kputepumn Kka4ecTtBa oKkasaHMsA MeAULMHCKOMN MOMOLLM.

N Kpurepuit YpoBEHb 10KA3aTENBCTB U
yOeIuTEeTbHOCTH PEKOMEHIAINI — HU3KUMA
(koHCeHcyc skcnepToB — D)

1 Brimmomueno  mccnemoBaHue  KHACIOTHO- | D
LIEJIOYHOT0 COCTOSIHUSI KPOBU

2 |BemonaeHO uccnenosanue | D
OMOXMMHYECKOTO aHajM3a KpOBH (Kayui,
HATpUM, XJIOPUIBI, Kaiablui, docdop,
KpEaTHHHH, TJII0K032)

3 BeiosiaeHo HUCCIENOBAaHUE obmero | D
aHaym3a MouH (TJIF0K03a, 0eJI0K)

4 Brmmonaeno nccaenosauue | D
OMOXUMHUYECKOTO aHajmi3a MOYH
(rmroko3a, GocdaThl, KambIHii, 0EI0K)

5 |Bemmonneno HCCIe10BaHue pH|D
CBEXEBBINYIIEHHON MOYH

6 Brimonaeno Y3U nouek D

7 |BrimmonHeno wu3MepeHue aprepuanpHoro|D
JABJICHUS

Cnucok nutepartypbl

1. Jlerckas Hedposorus: mpakTHIYECKOe pyKOBOACTBO moxa pen. O. Jloiimana, A H. IlpiruHa, A.A.
CapkucsHa. M.: JIutreppa, 2010, 400 c.
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4. Batlle D., Haque S.K. Genetic causes and mechanisms of distal renal tubular acidosis. Nephrol.
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Diseases. 2016; 11: 47

8. Emma F., Nesterova G., Langman C. et al. Nephropathic cystinosis: an international consensus
document. Nephrol. Dial. Transplant. 2014; 29 Suppl. 4: 87-94
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CocraB padoyeil rpynmnbl

BapanoB A.A. akanemuk PAH, mpodeccop, a.m.H., [Ipencenarens Mcnonkoma Coro3a meauaTpoB
Poccuun. Harpaasl: Opaen TpynoBoro Kpacnoro 3uamenu, Opnen I[louera, Opnen "3a 3acnyru nepen
OteuectBom" IV crenenu, Opnen "3a 3acnyru nepen Oreuectsom" III crenenn

HamazoBa-bapanosa JI.C. akamemux PAH, mnpodeccop, a.M.H., 3amectutens I[Ipeacematens
Ucnonkoma Coro3a nenuatpoB Poccum.

Lpirun A.H., mpodeccop, a.M.H., unen Coro3a nequatpoB Poccun

Cepreesa T.B., mpodeccop, a.M.H., 4wien Coro3a neauatpoB Poccun

Yymaxosa O.B., mpodeccop, a.M.H., unen Coro3a neguatpoB Poccun

[Taynosa C.C., mpodeccop, A.M.H.

3okupos H.3., npodeccop, n.M.H., uieH Coro3a neauatrpos Poccun

Komaposa O.B., n.m.H., unen Coro3a nenuatpoB Poccun

Tatouenko B.K., npodeccop, n1.M.H., unen Coro3a nenuatpos Poccuu

bakpanze M./1., mpodeccop, a.M.H., uieH Coro3a neauatpoB Poccun

npod., 1.M.H. Hpiruna E.H., uwnen Coro3a nequatpos Poccun

3pobok O.A., k.M.H., uwied Coro3a neguatpo Poccun

Bamypuna T.B., k.M.H., uinen Coro3a neauatpo Poccuu

Mapruesa T.B., k.M.H., uwieH Coro3a neauatpoB Poccuu

Jlynman 1.H., k.M.H., unien Coro3a neauatpoB Poccun

Karan M.IO., k.M.H., wien Coro3a neguatpoB Poccun

ABTOpBI MOATBEPKAAIOT OTCYTCTBUE (PMHAHCOBOW MOIJEPKKU/KOH(IMKTa HHTEPECOB, KOTOPBIH
HE0O0X0AMMO 00HAPOAOBATb.

[Ipunoxenue A2

MeTtoao/iorusi pa3padoTky KJIMHUYECKUX PEKOMEH AN

[eneBast ayauTOpUs JAHHBIX KIMHUYECKUX PEKOMEHAAIUN:

. Bpaun-gerckue Hedposnoru;

. Bpaun-nenuarpsr;

. Bpaun oOuieii BpaueOHOM MpakTUKU (CEMENHHBIE Bpadn);
. Bpaun-reneruku;

. Bpaun-3H10CKONKCTSI;

. Bpaun-pentrenonory;

. Bpauu QyHKIIMOHANIBHON AMAarHOCTUKH,

. Ctynentsl MmeguuuHckux BY30B;

. Obyuaromuecs B OpJUHAType U UHTEpHATYpeE.

O 00 IO\ DN B~ WK —

Mertonpl, ucHoONb3yeMble [Jisi cOOpa/CeNeKIuy J0Ka3aTelbCTB: IMOMCK B JJIGKTPOHHBIX 0a3ax
JAHHEIX.

Onucanme METOJ0B, HCIIOJb30BaHHBIX JJII OHCHKM Kadye€CTBa MW CHJIBI J0Ka3aTCJIbCTB:

JOKa3aTeNbHOM 0a30i Ayid pekoMeHAauui SBJSIOTCS MyOnukanuu, Bomenmme B KoxpelHOBCKyro
oubmmoreky, 6a3sl JaHHBIX EMBASE, MEDLINE u PubMed. ['myOuna nmoucka — 5 ner.
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Meronbl, UCIIOIB30BAHHBIE JJIs1 OLICHKU Ka4yeCTBA U CUJIBI JOKA3aTEIbCTB:
- KOHCEHCYC DKCIIEPTOB;
- OLI€HKA 3HAYMMOCTH B COOTBETCTBUU C PEUTUHIOBOU CXEMOM.

MeToasl, HCIIOIB30BaHHbIE IJI aHAIN3a JOKAa3aTEIhCTB:
- 0030pBI OMYOJIMKOBAHHBIX META-aHAIU30B;
- CUCTeMaTHYeCKHe 0030pbI C TA0IMIIAMU JI0Ka3aTEIbCTB.

Onucanne METOJ0B, HCITOJIB30BAHHBIX JJI aHAJINU3a J0Ka3aTCJIbCTB

[Ipn oTOope myOimkanuii, Kak MOTCHIIMAIBHBIX WCTOYHHKOB JIOKA3aTEIbCTB, MCIIOJIb30BAHHAS B
KOKJIOM HCCIEAOBAaHUM METOJOJIOTHS H3ydaeTrcsl JJIs TOro, 4ToObl YOEIWTHCS B €€ BAJIMIHOCTH.
PesynbTaT M3ydeHus BIMSET Ha YPOBEHb JI0KA3aTENbCTB, NMPUCBAMBAEMBIN ITyOJMKAIlMU, YTO B CBOIO
ouepelib, BIMSIET HAa CUIIYy PEKOMEHAALNMN.

JUis MMHMMH3alMM NOTEHIUAIBHBIX OLIMOOK Ka)/10€ HCCIEJO0BAaHUE OLIEHMBAJIOCh HE3aBUCHUMO.
JlroOble pa3nuuusi B OLIEHKAaX OOCYXKAaluch BCeM TIpynmnoid aBTOpoB B TMOJIHOM cocTaBe. [lpu
HEBO3MOXXHOCTH JJOCTHKEHHUS KOHCEHCYCa IIPUBJIEKAJICS HE3aBUCHMBIN JKCIIEPT.

MeTonpl, UCTIOIb30BaHHbIE AJIs1 (HOPMYIUPOBAHUS PEKOMEHIALUN: KOHCEHCYC IKCIEPTOB.

Wunukaropsl 1odpokadectBeHHoit mpaktuku (Good Practice Points — GPPs)

Pexomenayemass noOpokayecTBEHHAsl MpaKTHKa OasUpyeTcs Ha KIMHUYECKOM OIBITE aBTOPOB
pa3pabOTaHHBIX PEKOMEHIAIIHH.

OKOHOMHMYECKHI aHaJIN3

AHaM3 CTOMMOCTH HE MPOBOAMIICS U IMMyOIUKAINK MO (apMaKOAKOHOMHUKE HE aHATU3HPOBAIHUCh.
MeToa BanuIauu peKoMeH i

- BHemHss skcniepTHas OllCHKA.

- BHyTpeHHss sKcriepTHas OleHKa.

Onucanue MeToAa BauJallui PEKOM eH 1Al

Hacrosume pekomeHnalnuy B IpeIBApUTENbHON BEpCUU OBUIM pELeH3UPOBAaHbl HE3aBHCHMbBIMU
JKCIEpTaMH, KOTOPBIX, IPEXKIE BCETO, MONPOCHIM ITPOKOMMEHTHPOBATH, HACKOJIBKO AOCTYIIHA JUIA
[IOHMMAaHUs UHTEPIIPETALUs JOKa3aTENbCTB, JIeXKalllasi B OCHOBE PEKOMEHIALIHiA.

OT Bpayeil NEPBUYHOIO 3BEHA (AJUIEProJIOrOB-MMMYHOJIOTOB) IOJYyYE€Hbl KOMMEHTapuu B
OTHOUIEHUH JOXOAYMBOCTH W3JIOKEHUSI JaHHBIX PEKOMEHJALMM, a TakKKe MX OLIEHKa Ba)XHOCTHU
npeajiaraeMblX peKoOMeHAalui, Kak MHCTPYMEHTA MOBCEIHEBHOU MPAKTUKHU.

Bce xoMMeHTapuu, nMojaydyeHHbIE OT 3KCIEPTOB, TIIATEILHO CUCTEMATU3UPOBAINCH U 00CYXK1aIUCh
YjieHaMu pabodel Tpynisl (aBTOpamMu pekoMeHaanuii ). Kakplii myHKT 00CysK1ajcsi B OT/ICIIbHOCTH.

KoHcynbTanus u skciepTHas Ol EeHKa

[TpoekT pekoMeHaamuii ObLT pereH3UPOBAH HE3aBUCUMBIMH JKCIIEPTAMH, KOTOPBIX, MPEKIE BCETO,
MOMPOCUTI MTPOKOMMEHTHUPOBATh JOXOMYMBOCTh W TOYHOCTh HMHTEPIPETALUU JIOKA3aTeIbHOW 0a3bl,
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JIeXkKaIlel B OCHOBE PEKOMEH AN .

PaGouas rpymma

Jlns OKOHYaTenbHOM peNakiMd M KOHTPOJII KadyecTBa pPEKOMEHJalUUU ObUIM IMOBTOPHO
POAHAM3UPOBAHBI YJIEHAMU pabodeil Tpymibl, KOTOPhIE MPUIILIH K 3aKIFOYSHHIO, YTO BCE 3aMEUaHUS U
KOMMEHTAapUU HKCIIEPTOB NPHUHATHI BO BHHUMAHHE, PUCK CHCTEMAaTHMUYECKHUX OIIMOOK NpH pa3padoTke
pEeKOMEHAAINI CBEEH K MUHUMYMY.

OcCHOBHbBIE PEKOMEHJALINHI

Cuna pekoMeHAaluMi Ha OCHOBAaHMM COOTBETCTBYIOIMX YPOBHEW J10KA3aTEIbCTB MPUBOASATCS IpU
U3JI0)KEHUH TEKCTa PEKOMEHIAINH (YPOBHH TOCTOBEPHOCTH M CHJIA peKOMeHAaluii copMynrpoBaHbl Ha
OCHOBaHHH MPOBEIECHHOT0 aHammu3a — Tabm. 1-2).

Ta6nuua N1 — YpoBHU AOCTOBEPHOCTU

YpoBeHb Tun naHHBIX

la MeTtaananu3 paHIOMU3MPOBAHHBIX KOHTpOIMpYyeMbIX uccienoBanuil (PKI)

1b JlaHHBIE 1TOTy4YeHsl 0 pe3ynbrataM ogHoro PKI

2a Jloka3aTenbCcTBa IOJYYEHbI Ha OCHOBE METaaHAIMW30B UCCIEJOBAHUNA 0e3
paHIOMH3aLUT

2b X0Ts1 ObI OJTHO XOPOILIO BHIINOJIHEHHOE KBA3UIKCIIEPUMEHTAILHOE UCCIIE0OBaHE

3 X0po1110 BHITIOJHEHHBIE HEIKCIIEPHM EHTAIbHbBIE UCCIIEIOBaHUS: CPABHUTENbHBIE,
KOppeJSILUOHHBIE UK "Cllydail-KOHTPOJIb"

4 DKCIepTHOE KOHCEHCYCHO€ MHEHWE MO0 KIMHUYECKUH OIBIT MPU3HAHHOTO

aBTOpUTETA

Ta6bnuua N2 — Npagauua cunbl peKkoMeHAaauum

Cuna KauectBO OcHoBaHUE PEKOM eHIAIUN
PEKOMEHAIH | 10Ka3aTEIbHOCT
u u
A Bricokuii bonbime
(http://ru.wikipedia.org/wiki/%D0%A1%D0%BB%D0%B
5% <..> muane0oKOHTPOIUPYEMbIE HCCIEAOBaHUS, a
TaKXX€ TaHHEBIC, <...>
B YMepeHHbIi HeOonbuime paHIOMU3UPOBAHHBIE M KOHTPOJIMPYEMbIE
uccn <...> yucie 00JbHBIX.
C Huzknii HepanioMu3npoBaHHbIE KJIMHUYECKUE HCCIEAOBAHUS Ha
orp <...>
D Ouenb HU3KMII | BeipaboTka  rpynmoil  JKCIEpTOB  KOHCEHcyca 110
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ONIpENCIICHH <...>

ITpuinoxenue A3
Cesi3aHHbBIE TOKYMEHTHI

NMopsakn okasaHMA MegULUHCKOW NOMOLLU:

1. Ilpuxkaz Munznpascoupaszsutus P® or 16.04.2012 N 366n "OO ytBepxaenuun Ilopsaka
OKa3aHUs MeuaTpudeckoi momomu").

2. Ilpuka3z Munzapasa PO "O6 yreepknenun [lopsiaka okazaHuss METUITMHCKOW MTOMOITH OOJTBHBIM
C BPOXJIECHHBIMH U (UJTM) HACJIeICTBEHHBIMU 3a00aeBanusmMu” ot 15.11.2012 N 917n).

CtaHgapTbl OKa3aHUA MegULUHCKOW NOMOLLU:

1. Ilpuka3 MunsgpaBa Poccum ot 09.11.2012 N 762 CranmapT crnenuajan3upOBaHHON
MEAUIIUHCKON TOMOIIM TpPH HAPYUICHUSX, PAa3BUBAIOIIUXCS B pe3yJibTare AUCHYHKIMH TOYEUHBIX
KaHaJblieB (TyOysonaTuu)

KP337. boneoii cunapom (bC) y nereit, Hy)knaromuxcs B NaJUIMATUBHOW MEIUIIMHCKOM MOMOIIU
(http://cr.rosminzdrav.ru/#!/schema/886)

[Ipunoxenue b

AJITOPUTMBI Be/IeHUsI MallMeHTa

ITpunoxenue B
Nudopmanms 11 NaMEHTOB

TyOynonatun — KkaHanblieBble OOJIE3HM IOYEK, XAPAKTEPU3yeMbl€ DPA3INYHBIMU HAPYLICHUSMU
TYOYJSIPHOTO ~ TPAHCIIOPTa  BJIEKTPOJIMTOB, MHHEPAJOB, BOABI W OPraHMYECKHUX CYOCTaHIIMIA,
HACJIEZICTBEHHOIO  (I€pBUYHbIE TYOyJONaTHM) WM HPUOOPETEHHOro Xapakrepa (BTOpUYHbIE
TyOynonarun).

YacToTa BCTpEUaEMOCTH CpeAd AETCKOrO HaceleHUs KpalHe peaka, B CBS3M C 4YeM 4YeTKas
TONUYECKas AUAarHOCTHKA KaHAJIbLIEBBIX HAPYLIEHUH NPpeICTaBIseT OlpeeIeHHbIe TPYTHOCTH.

HecmoTps Ha pazHooOpa3ue TyOyonaTuii, OCHOBY UX TUAarHOCTUKH COCTABIISIET paHHEE BbISBIICHHE
TaKUX KJIMHUYECKHX CHMITOMOB, KaK apTepraibHasi TUIEPTEH3US/TUTIOTEH3HUS, TTOJIUINUTICHS, TTOTHYPHUS,
PaxXUTONOA00HbIE U3MEHEHHS, C OCIIEAYIOIUM HCCIIEJOBAHUEM U ONPEACICHUEM HapyIIEHUH KUCIOTHO-
IIEJIOYHOI'O0 COCTOSHUSA (MeTa0O0IMYeCKUil alu103/ankanos3), HaTpHii-KaJIueBoOro U Kajabluii-(hochopHOro
roMeocTasa

BricTpoe Ha3HaueHHE a/IeKBATHOM MAaTOreHETHYECKOM Teparuu MO3BOJIAET IPelOTBPATUTh MHOTHE
CEPbE3HBIE OCIIOKHEHMUS.

JlnarHocTuka u jgeyeHue MaluueHToB ¢ TyOyJIonaTUsIMU POBOAUTCS BpauoM HE(POIOr oM.
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KnuHnyeckne pekomengauum — 2016 — Tybynonatum y geten — 2019 (23.05.2019) YT1BepxaeHsl Munsgpasom PO

[Ipunoxenune I

.. — JleKapCTBEHHBIN Mpenapart, Bxoasumi B [lepedueHb KU3HEHHO HEOOXOAMMBIX M Ba)KHEUIIINX
JIEKApCTBEHHBIX IIpenapaTtoB Uil MeauuuHCKoro mnpuMmeHeHus Ha 2016 ron (Pacmopsbkenue
[IpaBurensctBa PO 01 26.12.2015 N 2724-p)

..” — JeKapCTBEHHBIA Ipenapar, BXxofdmmi B [lepedeHp I€KapCTBEHHBIX IpENapaToB I
MEAMIMHCKOIO IPUMEHEHHUS, B TOM YHCJIE JIEKapCTBEHHBIX MPENapaToB sl MEAUIIMHCKOTO IPUMEH €HUS,
Ha3HAyaeMbIX [0 PEIIEHUI0 BpadeOHbIX KOMHCCHUH MEIUMUUMHCKUX opranuzanuii (Pacmopspbkenue
ITpaButensctBa P® o1 26.12.2015 N 2724-p)

Hogsie, n3nannsie B 2020-2021 rr. u opunmanbHo yrBepxkaéHubie Munzapasom PO,
KJIMHUYECKHE PEKOMEHAlNK (PYKOBOICTBA, IPOTOKOJIBI JICUEHHS) — Ha HAIlIEM CalTe.
WNHTtepHer-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie rekomendacii_protokoly lechenija/54.

Ecnu rae-To keM-To IaHHBIN JTOKYMEHT ObLJI paHee pacreyartaH, JaHHoe n3oopaxenne QR-koma
TIOMOYKET BaM OBICTPO MEPEHTH MO CCHUIKE ¢ OyMa)KHOW KOIHMU — B HEM HaXOJUTCS 3Ta CChIJIKA.
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