MUHUCTEPCTBO
30PABOOXPAHEHUA
POCCUUCKOW ®EOEPALINN

KAnHmyeckne pekomeHaaumnm

TyOyaonaruu y aerei

MKE 10: N25.0 / N25.1 / N25.8 / N25.9
['on yrBepknenns (qactora epecmotrpa): 2016 (mepecmoTp Kaxabie 3 roaa)

ID:
URL:

[TpodeccronanbHbIC aCCOIMAITIN:

e Coro3 nequarpos Poccun

YTBep:KkaeHbl CoracoBaHbl
HayunsiM coBeToM MuHHCTEpPCTBA
Corozom nexuatpos Poccnn 3npaBooxpanenus Poccuiickoi deneparmu

201 r.



Ormnasienue

KITFOUEBBIE CITOBA ....viveiiiiiiiiii i 4
(0317 (610 W0 N oL 11(S) 11 (O TPPTPPPRPPPRN 5
TEPMUHBI M OTIPEIICTICHUS «..vvvvieiriiiieiteete sttt bbb b e bbb e sb e b e n e 6
1. KPATKAS HHEOOPMALIHS . ..ottt n e n e ne e 7
| RO 110153 (531 (53 1 (SRR UPRTPRTOUPRPP 7
1.2 DTHOTIOTHS M TIATOTEHES .....vvvviesieesireatee s e ssseasesssne e e seneaneesse s e sn e e sme e s e e sne s e sn e e sreesnneennne s 7
IR IRG 150791 (<17 07 (0 Y) (o) % 5 (AR 15
1.4 KomupoBaHHE IO MKDB-10 ......uoiiiiiiiiiiieiie ittt 16
T 00007009 (50 5 9107 1 < (0T ) : T TP PR PP 16
1.6 KITACCHMIIKAIITIS ...ttt ettt ettt etttk e et et e st e et e st e e nbe e emb e e ebeeanbeeabeeennee e 17
N7t b ¢ (013 3 02« H SRR 17
2.1 YKATOOBI HL AHAMHES ......veeteestesiee ittt ettt she etk et ss et etk e b e s e sb e e bt e e b e e an e e nne s 17
2.1.1 TIPOKCHUMAITBHBIC TYOYITOTIATHIH ..vvevvvvresreeessresssssessssseessssesssssesssssesssssessnseesssssessssnsssnsesens 17
2.1.2 TIETHEBBIC TYOYIIOTIATHH ....vvvvveateasresieesteassesieesseassesss bt e st sseesbe e b sseesbeesnesnneabeenneannenneas 18
2.1.3 JIUCTAITBHBIE TYOYITOTIATHH «.uvvveuvveesstesessresesssesssssesssssesssssesssssssssssesssssssssssesssssessssnessnsesens 18
2.3 JIaBOPATOPHAS JIUATHOCTHKR +...vecevveenresasreesneessseesesasneesseessseessesasneesnesasneessesasnessnnesneessnsaseenns 23
2.3.1 IIpOKCHUMATTEHBIE TYOYIIOTIATHIH «....vveuvveenteesseeesseessreessesanseesseessseessessnseesssssssesssnssnsessnnsannes 23
2.3.2 TICTIHEBBIC TYOYIIOTIATH] «...v.vvsvventeasresieesseessesseesseessesseesbeessesseesbeesnessnenbeenneannenneeneannenneas 25
2.3.3 JIVICTATIBHBIC TYOYIIOTIATHIH «...v..eveenveesreessessseeesseessseessesanseesseessseessessnseesssesnsesssessnsessnnesnnes 26
2. AVHCTPYMEHTAIBHAS JMATHOCTHKA. . ....vviureesseessreessesasneesseessseessesssneessesasneessesasneessnesnesssnsanseenes 29
2.4.1 IIpOKCHUMATTEHBIEC TYOYIIOTIATHIH «....vvcuvveesreesseeesseessreessesanseesseessseessessnseesssssnsesssesansessnnsannes 29
2.4.2 TICTIHEBBIC TYOYIIOTIATH] ....vuvesvveateasresseesteessesseesseessesssesseessesseesbeensessnesbeenneannenneenneannenneas 30
2.4.3 JIUCTATBHBIC TYOYITIOTIATHH «..uvveeuveessreasseesseeanseessseeseessseassesssssasseesssesseessneensessnnesnseessnens 30
2.5 VIHAS JIATHOCTIIK ... eeesieeretaessseessseessssaasssesssssssssssasssssssssssssanssssssssssssrannsssessessssranseseeeres 31
2.5.1 IIpOKCHUMATTEHBIEC TYOYIIOTIATHIH «....vvenvveenreesseeesseessseessnesnseesseessseessessnseessessnsesssessnsessnnsannes 31
2.5.2 TVCTATIBHBIC TYOYIIOTIATHIH «...c..vveerteesreesessseeesseessseessesanseessesssseessessnseesssssnsesssnsansessnnesnnes 32
2.6 IuddepeHINATBHAS JTHATHOCTHKR ... .veuveeureseeseassesseesseassesseessesssesseessesssesseessessesssessesnessens 32
2.6.1 IIpOKCHUMATTEHBIE TYOYIIOTIATHIH «....vveuvveenseesueeesseessseessesanseesseessseessesanseesssssnsesssessnsesssnssnnes 32
PN B () (523 85 (o 0 21 (0] 1 € 1 w7 0 QUSRS P PP 33
2.6.3 JIUCTATBHBIC TYOYIOTIATHH .....vverviesrisieesteessesseesieesnesieesbesssssseesbe s st e sbe s s sieesbessneaneenne e 33
KT (S (53 217 (TP 34
3.1 KOHCEPBATHUBHOE JIEUEHHE .....oeevviiiiieiiiiisiissiis st s b s s b e s sia s b b n s sna s 35
3.1.1 TIPOKCHUMAITEHBIC TYOYITOTIATHH ......vvvventeeureseeseessesseenseensesseesseensesseennessnesseesneasnesseenneens 35
3.1.2 TIETIIEBBIC TYOYIOTIATHHM . vcuviveerviasrisiresteasresseesieassesbeesbeasnesbe e b sss st e sb e e sieesbeasneaneenne e 38
3.1.3 JIMCTATBHBIC TYOYIIOTIATHH «..uvvenreeereesseessneasseessseeseessneasneessneasneesmneaneessneanneesnnesnneessnens 39
RIVIDAQ7 1007 010 (S0 R ) (S (S 212 (PP 41
O T 13 7 R0 ) 0% 5 TR 42
5. IlpodunakThKa U AUCTIAHCEPHOE HAOIIOMEHHE ....vveuvivrivieriasristeeressresieesre s sseesnesnne e 42
5.1 TIPOMUITAKTHIKA ...ttt e e e e e e e n e nne e e r e s e nns 42
I S0 (5604 (S €200 0 (<) & 4 N o) : VTR 43
5.2.1 IIpOKCUMAIIBHBIE TYOYIIOTIATHH ...vevvveenreesreanreesseeasneessneasneessnsasneessnesnneessesanneesnnssnneessnens 43
RIVAIR U (1) (): 9 (S i 0 21 (0) 1 1 0 ST PP P PSPPI 43
5.2.3 JIMUCTATBHBIC TYOYIIOTIATHH «...vveureeieeesseessneasseessneasseessneasseessnsasseessesanesssneanneesnnesnneenseeas 43
6. JlononuuTenpHas uH(OpMaIMs, BIUAIONIAs Ha TEYCHUE U UCXO]]
3A00JIEBAHUS/CHHIIPOMA ......vvinrieireasteesseeasseessseaseeasseasseeasseesneeasseesseeasneenseeanneenneeanreenneeannee e 44
T B O 11 (014 (<) 0 & TP 44
T (0 (031 1 B 0 0 010 < (0 TP 44
6.2.1 TIPOKCUMAIIBHBIE TYOYTOTIATHH’ . ... ccuvevviueestiassesseeseessesseesseassesseesseassesieesbee s ssnesneesnessnenneas 44
6.2.2 TIETIIEBBIC TYOYIIOTIATHH ....uveerereanreesnreasneesseeaseessneaseessneaneesseeaneessneasneessnsanneesnnesnneessneas 45
6.2.3 JIUCTATBHBIC TYOYIOTIATHH ....vvsvisrisieeteassesseessesssesseesbeassesbeesbesssssbeeane s e sseesbeasneaneesne e 45

Kputepun olieHKM Ka4eCTBA METULIMTHCKOM TIOMOIIIH . ....vveuvvreeesssnnneeessnsnneesssnnneeessnnneesssnnes 47



(03105 (6100 Q0 12 1<) 012 113 ) 5 TP 48

[Tpunoxenne Al. COCTaB PAOOUCH TPYIIIIBI ...eeuvvvreruvreeriiieesiieessireessireessssessssressseessseessnseeens 50
[Tpunoxenue A2. MeTooa0rust pa3padOTKU KIMHUYECKUX PEKOMEHIAINH .....c.vvervveneense. o1
[Tpunoxenue A3. CBsa3aHHble TOKYMEHTHI. [lopsiaky U cTaHAapThl OKa3aHUS

Y (S04 000403 (00 /00 0) Y1) 111 (U 54
[Tpunoxenve b. ANTOPUTMBI BEACHUS MALTACHTA ...ceervvvvreessrrreesssnreeessssnneesssssneeessnsseeesssnnes 55
[Tpunoxxenre B. THOOPMAITUS JAITST TTAIIMCHTOB .......veeveeiureeieessreesieesseeesseesseessesssseessessssesses 56

[Tpunoxenue ['l. PaciiudpOBKA MPUMEUAHTI .....cevvveerireeeiiiesiiiiessiieessiiesssiressinessseessseeens 57



KnaroueBrnie ciioBa

Arnnnos

I'unepkanuemus
I'unokanuemus;
I'unmomaruezemus
['unodocdaremus
I'mroko3ypust
Meraboanyeckuii aakano3
MeraboyMueckuii anumao3
Hedpokanpunnos
[Momuaumcus

ITomuypus
[IceBorumoanbaoCTepOHU3M
Paxur

Cunapom PaHKOHU
TyGynonarus

docdarypus



Cnmcok cokpameHui
V3U — ynbTpa3ByKOBOE UCCIECTIOBAHUE

PTA — peHanbHbBIN TyOYIJISIPHBIN aIliu03
KHIC — KUCIOTHO-IIEI0YHOE COCTOSIHUE
AJll" — aHTUINYPETUUECKUN TOPMOH
1,25(0OH),;D3- 1,25-muruapokcu-puramus D3
V3U — ynbTpa3zByKOBOE UCCIETOBAHUE

JJIABII-tect - 1-ne3amuno-8-D-apriuann BazonpeccuH-TecT



TepMuHBI U onpeaeJeHus

Hosrie n Y3KOHAIIpaBJICHHbIC HpO(beCCHOHaHBHBIe TEPMHHBI B HACTOAIINX KIMHUYCCKUX
PEKOMEHAAIHAX HE UCITIOJIb3YHOTCA.



1. Kparkas nnpopmanus

1.1 Onpeneaenune

TyOynonatnu — KaHanblieBble OOJIE3HM TIOYEK, XapaKTEPU3YEMblE Pa3IMYHBIMH
HApYIICHUSMH TYOYJIIPHOTO TPAHCIOPTa 3JICKTPOJHMTOB, MHUHEPATIOB, BOABI M OPTraHUYECKHX
CyOCTaHIMII, HACIEICTBEHHOTO (TIEpBUYHBIC TYOyllOmaTHH) WM TPUOOPETCHHOTO XapakTepa
(BTOpHYHBIC TYOYyJIOTIATHH ).

[To nokanu3amMM TPAaHCIOPTHOTO JedeKTa pa3IM4yaroT MPOKCUMANIbHBIC, IETICBBIC U

JUCTAJIbHBIC TY6YJIOHaTI/II/I.

1.2 DTHOJOIrMS M IATOreHe3

1.2.1 IlpokcumanbHble TyOy10NaTHH

1.2.1.1 I'mnodochareMuyecKuii paxuT

I'mmodocharemuyeckuii paxut (pochar-quader) — 3adoseBaHue, CBI3aHHOE C JIe(HEKTOM
peabcopbunu pochaToB B MPOKCHMAIBHBIX KaHAJBIAX, MPOsBIIoNIeecs y neter pocdarypueit,
runopocharemMueld W BBIPAKCHHBIMH PAXUTUYECKUMH W3MEHEHHSMH, PE3UCTCHTHBIMH K
o0bruHBIM 103aM BuTamuHa D [1, 5, 17, 18].

OmnurcaHo HECKOJIBKO HACIIEICTBEHHBIX (OPM OOJIE3HU, MPOTEKAIOUINX C U30JIUPOBAHHBIM
HapyIIeHHEeM POKCUMaIIbHOI peabcopoumu pocdaros B moukax [1, 5, 17]:

o runogochareMuueckuii paxut, X-cuerieHHsiid fomuHanTHbii (OMIM 307800);
o runogochareMrUUeCKul paxuT, ayTocoMHo-nomMuHanTHbI (OMIM 193100);
o runodochaTeMUuyeckuii paxur, ayrocoMmHo-perieccuBHbelii (OMIM 241520; OMIM

613312);

O HAaCJIEJCTBeHHBIN TuniodochareMuueckuii paxut ¢ runepkansimypueii (OMIM 241530).

B HopMme TtpancnopT ¢ocdaToB yepe3 TIOMUHAIBHYI0 MEMOpaHy HNpPOKCUMAIbHOIO
KaHaIbl[Aa OCYIIECTBISACTCS HAaTpHii-pocdaTHpIMU KoTpaHcmopTépamu  (Sodium-phosphate
transporter 2a, 2c - NPT2a, NPT2c), skcripeccust kKoTopeix Moauduuupyercs (GpakTopoMm pocrta
¢budpobdactos-23 (fibroblast growth factor 23 — FGF23) u napatropmMoHOM.

FGF23 cmocobctByer pasButhio (ochaTypuu MOCpPEeICTBOM YIHETCHHS peadbcopOIun
docdaros, Bcneacreue pexykuuu NPT2a, NPT2C u nonaBnenus skcnpeccuu 1-0-ruapoKcuiasbl
¢ mocleAyoIIen cynpeccue nupkymupytomiero 1,25(0OH),D.

[TapatropmoH Tak ke HWHrUOUpyer peadcopOumio ¢ochaToB B MPOKCHMAIBHBIX
KaHaJIbIaX, WHAKTUBHUPYS HaTpuii-pocdarHbie KOTpaHCHOpTepbl, HO B oriamuune oTr FGF23
OJTHOBPEMEHHO  MHJIYIUPYET TPAHCKPUIILHUIO 1-0-THAPOKCHUIA3bl, CTUMYJIUPYS  CHUHTE3
1,25(0OH);,D B mnpokcHMaNbHBIX KaHalbllaX, 4TO BeAeT K moBbimieHuo NPT2b-3aBucumoit

KHIIIeYHOH abcopOmmu ¢pocdaToB M MOJABICHUIO TPAHCKPHIIIIUN TE€HOB MapaTrOPMOHA.



[Ipu X-cuenjieHHOM JOMHHAHTHOM runogocpareMu4ecKOM paxuTe MyTallUd B T€HE
docdar-perymupyromnieli roMOJOrHYHOM 3HAONEeNTHIAa3bI B Tokyce Xp22.1 (PHEX — phosphate-
regulating endopeptidase homolog, X-linked), npuBoasr k HapymieHut0 GEPMEHTHBIX CHCTEM,
ocymectBistomux —nporeonus FGF23. M30mtok FGF23  o0ycnaBnuBaer —HapylieHUE
peabcopbiuu docdaroB B MPOKCHUMANBHBIX KaHaJbIaX MOYEK, YTO (HOPMUPYET XapaKTEepPHBIN
ouoxumuueckuil (penorun, mposBisrommiics docharypueit, runopocharemuent, HU3KUM HIN
HOpMaJIbHBIM, HO HEAJEKBATHO CHW)KEHHBIM OTHOCUTENBHO TUnodochaTreMun ypOBHEM
1,25(0OH),;D3. HecMmoTpst Ha TO, 9TO K HACTOSIIEMY BpeMeHH ommcaHo Oonee 170 myranuit
PHEX-rena (MmcceHC, HOHCEHC, MCNICIHMH, CIUIAlC-CAalT MyTalWH), OTYCTIWBHIC TEHOTHII-
(eHOTHIHYEeCKIE KOPPEISIIUI HE OMUCHIBAIOTCS.

[IpnunHO ayTOCOMHO-AOMHMHAHTHOIO TrHNoO(ochaTreMHYECKOr0o paxuTa sBIICTCS
HEMOCPE/JICTBEHHOE BO3HHMKHOBeHHME MyTranmuii B reHe FGF23 na xpomocome 12pl3.3,
bopMUPYIOLIUX YCTOWYUBOCTD (DaKTOpa K MPOTEOTUTUYECKOMY PACHIETIICHHUIO.

BO3HUKHOBEHHIO ~ ayTOCOMHO-pelecCMBHOIO  runogocareMuyeckoro  paxura
CIIOCOOCTBYIOT MyTallMM B T€HE JIGHTHH MaTpukcHoro mnporewna 1 (dentin matrix protein 1 —
DMP1) na xpomocome 4021 wnm reHe skToHykIeoun mnupodocdarassl/pochonuscrepassl 1
(endonucleotide pyrophosphatase/phosphodiesterase 1 — ENPP1) na xpomocome 6q22-023, Tak
e CrocOOCTBYIOIINE MOBBINICHNIO KOHIeHTpanuii FGF23.

AYTOCOMHO-pelleCCUBHBIN HAaCJeACTBEHHbI runopochareMuyecKuii paxur c
runepkajbunypuei pasuBaetcs Beienctsue mytanuii B rene SLC4A3 Ha xpomocome 9034,
HEMOCPEACTBEHHO KoAMpyrolleM HaTpuii-¢ochaTtHbiil koTpancnoptep (NPT2C) noMuHanbHOM
MeMOpaHbI MPOKCUMAIILHBIX KaHAJIBIIEB.

1.2.1.2. IpoKkCUMAJbLHBIN PEHAJLHBIN TYOVJISIPHBLIN AlIM/03

[Mpokcumaneueiii PTA (II tum) (OMIM 179830) — 3aboneBaHue, XxapakTepu3yrolieecs
HapyueHueM peabcopoOuun 6ukapoonatoB (HCO3-) B mpokcumanbHbiXx Kanambiax [1, 2, 11,
12].

[MepBuunbIii npokcumanbHbiii PTA (n3omupoBansiii) [1, 2, 11, 12]:

0 AYTOCOMHO-ITOMHMHAHTHEIN;

0 AYTOCOMHO-PEIIECCUBHBIA C ITATOJIOTHEH IJ1a3 U OTCTaBaHHUEM B YMCTBCHHOM pPAa3BUTHU,

myrtamust teHa SLC4A4  (xpomocoma 4Q21), HapymieHHWEe CTPYKTYphl —HaTpHii-
6ukap6oHaTHOTO KoTpancroprepa-1 (Na“-COs-cotransporter - NBC-1) 6azonarepansHoii
MeMOpaHsbl pokcuMaiibHOro kananbia (OMIM 604278);

o Croopagnyeckui

3 5 9] +
- TPaH3UTOPHBIN (ICTCKUIi), HE3PEIOCTh HATPHUIT-BOIOpOAHOTO aHTUnopTepa-3 (Na'-

H* exchanger - NHE-3) anukansHO# MeMOpaHbI IPOKCHMATBHOTO KaHATBIIA;



- TMEPCUCTUPYIOMIHH (B3POCIBIi).

Bropuunslii npokcumanbHblii PTA  oOycnoBiieH psiioM  3a00JeBaHMNA: ITMCTHUHO3,
rajjakTo3eMusi, TauKoreHo3 (tum l), Tupo3uHemus, 6one3np Buibcona, runepnapaTupeoninzm,
MenyJulsipHas ~ KMCTO3Hass  0oje3Hb, BUTaMUH-J[-neUUIUTHBII W 3aBUCUMBIH  paxwur,
UAMONATHYECKas TUIEPKAIbLUYpHsl, NEpBUYHAs TUIepoKcanypus, cuHzapoMm Jloy, cuHIpom
[lerpena, MHOKECTBEHHasi MHeJIOMa. Takke MOXeT ObITh BBI3BaH TOKCHUYECKUM MOPAKCHUEM
IPOKCUMAJIbHBIX KaHAJIbLEB COJSMHU TSDKEIBIX METaNIOB, HEKOTOPHIMM JIEKAPCTBEHHBIMU
npernaparamm.

B HOopMme B mpokcuMaibHBIX KaHajblax peadcopbupyercs 10 90% npoduiabTpoBaHHBIX
OoukapOonatoB. BcriencrtBue HapymieHus peabcopOiuun OMKapOOHATOB B MPOKCHMATHHOM
KaHaJblle, OMKapOOHATYpHUs pPa3BUBACTCA NMPU HOPMATHHOW KOHIIEHTpAalUd OWKapOOHATOB B
IU1a3Me KpOBH. DTO BeAET K METabOJIMYECKOMY allu03y MPU OTCYTCTBUM MOAKUCIECHHS MOYH,
HECMOTPS Ha COXpaHHble MEXaHM3Mbl JMCTaIbHON cexperuu uoHoB H'. Kak Tombko
KOHIIGHTPAlUsl IUIa3MEHHBIX OWKapOOHATOB CHIYKAETCS HU)KE IIOPOTOBOTO 3HAavyeHus (B
OOJNBIIMHCTBE CIy4aeB MeHee 15 MMOomb/l, B OTCYTCTBHM JICUEHUS), NPO(UIHTPOBAHHBIC
OuKapOOHATHl HAYMHAIOT MOJIHOCTBIO PeabcopOnupOBaTHCS, PEAKLIUs MOYH CTAHOBUTCS KHCIION.

1.2.1.3 Cunapom DaHKOHHU

Cunapom  ®ankonn  (me  Tonm-JleOpe) —  3aboneBanue,  OOYCIOBIEHHOE
TeHepATM30BaHHONW JNUCHYHKIUEH MPOKCUMAIBHBIX KAHAJIBIIECB, MPUBOISMIICH K HAPYIICHUIO
peabcopOIMu  aMUHOKHCIIOT, TJIFOKO3bl, Kallus, HaTpus, BoOIbI, ¢ocdaroB, OukapOOHATOB,
MOYEBOM KUCIOTHI [1, 2, 11].

Pasnuuarot n1Be dhopmel 3aboseBanus [1, 2, 7, 8, 11, 25]:

O MEpBUYHBIA WAMONATUYECKUI cUHAPOM DaHKOHM, B OOJBIIMHCTBE CIIy4aeB HOCSALIUI
CIIOpaJMYECKUN XapakTep; COUHUYHBIE CIy4yau MOTYT SBISTHCS HACJIEICTBEHHBIMH
(ayTOCOMHO-pelIecCUBHOE, ayTOCOMHO-IOMUHAHTHOE HACJIeI0BAaHUE);

O BTOpHYHBINA cHHIAPOM DaHKOHU, 00YCIOBIICHHBIH T€HETHUSCKUMHU OOJIE3HAMU (IIUCTHHO3,
rajJjakTo3eMHus, HACJIEJACTBEHHAs HEMEePEHOCUMOCTh (PYKTO3bl, THpo3uHemus (tum I),
rukoreHo3 (tun |), 6one3ns Bunbcona-KoHoBaioBa, MUTOXOHAPUATBHBIE IUTOMATHH,
Oone3np Jlenta, cunapom Jloy), TOKCHYECKUM JE€HCTBHEM JIeKapcTB (T€HTaMUIIWH,
TETPANUKIINH, aHTUPETPOBHPYCHBIC TIperaparbl), COJCH TSHKEIBIX METaIOB, JIHOO
Pa3BHUBAOIINANCS BCJCACTBHE IMEPBUYHOTO aMIIION033a, MHOXKECTBEHHOW MHEJIOMBI
HEKOTOPBIX JIPYTUX 3a00JIeBaHUH.

Haubonee vactoii npuunHoil cunapoma Pankonu y neteit sisercs muctuao3 (OMIM
219800) [1,7,8], pemkoe ayTOCOMHO-pEIECCHBHOE 3abo0jicBaHHME, KOTOPOE XapaKTepHU3yeTCs

HAKOIUIEHHEM KPUCTAJJIOB IIMCTHHA BHYTPU JIM30COM U CONPOBOXKJAETCS MPOrPECCUPYIOLIUM



MOpaXEHUEM WHTEPCTULIMAIbHOW TKAaHM TOYEK C HCXOJOM B XPOHUYECKYIO TOYEUHYIO
HEJI0OCTAaTOYHOCTh; YacToTa BcTpeuaemoctu ~1:200000 noBopoxaeHHsix (EBpoma, CIIIA).

JlepexT JHM30COMAIbHOTO TEPEHOCYMKAa IUCTHHA — IIUCTHHO3MHA BBI3BIBACTCSA
pasnmuunabiMi MyTanusiMu B reHe CTNS (xpomocoma 17p13). HamGosiee yacTo BhIsSBIsieMast
oonpmas aenenus reHa CTNS momHOCThIO HapyIIaeT ero GyHKIUIO.

Hapymenne TpancmopTa IMCTMHa 4depe3 JU30COMAIbHYIO MeMOpaHy BeleT K
HAKOIUICHHUIO IIUCTHHA B JIN30COME, CHIDKEHUIO IIUCTUHA U IUCTEUHA B IUTO30JIE, YTO MIPUBOIUT
K TOBBIIICHUIO MPOIYKIIUU PEAKTUBHBIX PAUKAIOB KHCIOpOAa, BbI3biBaeT ucromenne ATD u
CTUMYJIUPYET aromnTo3.

1.2.1.4 PenanbHas IJIIOKO3YPUS

PenanbHas rimoko3ypuss — 3abojeBaHHe, OOYCIOBJICHHOE HapyLIGHUEM TPAaHCHIOPTa
[JIFOKO3BI B TIPOKCUMAJIBbHBIX KaHaJIbIIaX MMOYEK, TPU HOPMAIbHOM YPOBHE IItOKO3bI B KpoBH [20,
23].

o AyrocomHO-noMUHaHTHOe HacienoBanue (tun A) (OMIM 233100) - myramusi reHa

SLC5A2 narpuii-riaoko3Horo kotpancnoprepa-2 (SGLT2), xpomocoma 16p11.2;

o AyrocomHo-penieccuBHoe Hacienoanue (tun B) (OMIM 606824) - myranms rena

SLC5A1 natpuii-rimoko3noro korpancnoprepa-1 (SGLT1), xpomocoma 22012.3.

B  ¢usmomormyeckux  ycloBHSX ~ TJIIOKO3a  TOJHOCTBIO  peabcopOupyercst B
MPOKCHMAJILHBIX KaHabllaX. PeabcopOIius OCHOBHOWM MacChl TITFOKO3BI MMPOUCXOIUT B S; U S)
CerMEHTaX TMPH YYaCTHH TOYCYHO-CHEHU(DUYHOTO HATPUK-TIFOKO3HOTO TpaHCIopTépa-2
JTIOMUHATBHON MeMOpaHbl. OcTaBIIasICs YacTh TITIOKO3bI yaansercs u3 GuibTpaTa B S3 CErMEHTE
MOCPEACTBOM HATPUI-TIIFOKO3HOTO TpaHCIOpTépa-1. DTOT TpaHCIOPTEP Tak K€ MPUCYTCTBYET U
B TOHKOW kuIike. Kak u apyrue MeMOpaHHbIC TPAHCIIOPTHBIE CUCTEMBI, TPAHCTIOPTEPHI TITFOKO3HI
UMEIOT Mpeaen HackimaeMocTu. [Ipy CHUKEHUH TOYEYHOTO MOpora sl TITFOKO3bI, HECMOTpSI Ha

HOpM&J’ILHHfI YPOBCHb Caxapa B KPOBHU, ITOABJIACTCA pCHAJIbHAS I'TFOKO3YypHU .

1.2.2 lletieBble TYOyI0NATHH

1.2.2.1 Cuuapom Baprrepa

Cunzapom baptrepa — ayTocoMHO-perieccuBHOE 3a0o0JeBaHne, 00yCIOBICHHOE Ae(peKTOM
peabcopOIuy HATPHUsl U XJIOPHIOB B TOJICTOM BOCXOJISIIEM KOJICHE MeTiv [ eHie, it KOTOporo
XapakTEepPHO pa3BUTHE THUIOKAIMEMHH, THUIOXJIOPEMHH, METabOIMYeCKOTO allkajuo3a M
THIIEPPEHUHEMUYECKOT0 Tuniepaibaocteponnsma [1, 9, 14, 21].

o Heonaraabnblii cunapom Baprrepa (tum 1) (OMIM 601678) - myranms rera NKCC2

(moxyc SLC12A1, xpomocoma 15021.1), mepBu4HBIA 1edeKT HATPHUI/KATUH XJTOPHIHOTO

kotpancmoprepa (Na-K-2CL) Toncroro Bocxoasiiero kojieHa netiu [ ene;



o Heonaraabnbiii cuaapom baprrepa (tun 1) (OMIM 241200) - myrarus reaa ROMK
(moxyc KCNJ1, xpomocoma 11024.3), napymenue ¢yHkuun kaHana ROMK
(AT®-qyBCTBUTENBHBINH PEKTU(PUIMPYIOMNN KaJHEBBI KaHaAJI) TOJCTOrO BOCXOJSIIETO
KoJieHa rein [ enure;

o Kuaaccuuecknii cungpom Baprrepa (tum I11) (OMIM 607364) - myramms reHa
CLCNKB (1p36.13), medexr crpykrypsl kanama CLC-Kb (moueuHo-crenupudHbIi
XJIOPUJIHBIM KaHaJl) TOJICTOTO BOCXOJAIIET0 KOJIeHa NeTiau I ene;

o Heonaranbubiii cungpom baprrepa, accouMHpPOBAaHHBLIH ¢ CEHCOHEBPAJIbHOM
tyroyxocrbio (tunm V) (OMIM 602522) - myramus reaa BSND (1p32.3), napyiienue

CTPYKTYpbl MeMOpaHO-CBsI3aHHOW cyObeauuuipl ximopuaabix kananoB CIC-K (CIC-Ka,

CIC-Kb).

o + ot -
Ipu Twme | wHeoHaranpHOro Bapuanta mnepBuunblii gedexkr Na -K'-2ClI° -

KOTPaHCIOpTEPA MPHUBOJUT K HapYyHICHHIO peadcopOLuu HATpUsi B TOJCTOM BOCXOJSIIEM
koneHe miernu ['enne. [loTeps HaTpusi Ben€T K CHIDKEHHUIO BHYTPHCOCYAHCTOrO OOBEMA,
AKTUBAIMM TPOIYKIIMM PEHUHA W ajbJOCTEPOHA, IMOBBIIMICHUIO (PPAKIIMOHHON 3KCKPEIIUU
KaJusl C MOCNeNyIoIIel THIOKaTueMUe 1 MeTab0IMUYEeCKUM aJIKaI030M.

I[lpn Ttume 2 HeoHaTaNbHOrO BapuaHTa HapymeHue ¢yHknun kaHana ROMK

NPEISTCTBYET BO3BPAIICHUIO peabCcopOUPOBaHHOIO KallUs B MPOCBET TOJCTOTO BOCXOISIIETO
xoneHa ety I'enne, uto camxaer Gpynkmumio Na'-K*-2Cl™ -korpancnoprépa.

[Tpu HeoHaTabHOM BapHaHTe CHHApPOMa bapTTepa pa3BHBAaeTCS TMICPKAIBIIMYPUS U
HE(PPOKAIBLUHO3.

Knaccuueckuit  BapuanT (tun |ll) compoBokiaeTcss HapylleHHEM TpaHCIopTa

XJOpUZOB uepe3 OazonaTepalbHyl0 MeMOpaHy OOpaTHO B LHMPKYJISIUIO, YTO BEAET K
TUTOBOJIEMHH M TIOCTEAYIOIICH aKTUBAIUU PEHUH-aHTHOTEH3UHOBOW CHCTEMBI C Pa3BUTHEM
TUTMOKAIMEMUYECKOTO METa00IMYECKOT0 alKano3a.

HedpokanbnHO3 OTCYTCTBYET.

1.2.3 luctanbHbie TyOyJIONATHH

1.2.3.1 Cunapom I'ureapbmana

Cunmpom  T'mrenbmana  (OMIM  263800), cemeiiHas  TUMOKaJMeMUYECKas

TUIIOMarHe3eMusi, CoJbTepsIolas TyOyJomaTus, XapakTepHU3YIOLascs TMIIOMarHe3eMHei,

T I/IHOKaJIBI_[I/IypI/Ieﬁ U BTOPUYHBIM AJIbAOCTCPOHHU3MOM, KOTOpLIﬁ MNpUBOAUT K Pa3BUTHUIO

THIOKAIMEMUH U MeTaboImuecKkoMy aikano3y [1, 9, 13].



XapakTepeH ayTOCOMHO-PEUECCHBHBIN THIT TIepelayd — MyTalusi TeHa B JIOKyce
SLC12A3 ma xpomocome 16q13. Tenm komupyer THasua-uyBcTBUTenbHbH Na'-Cl™
kotpancnoprep (NCCT) nuctanbHBIX U3BUTHIX KaHAIBIIEB.

Jepext Na'-Cl-xoTpaHcmoprepa NHpUBOAUT K CHIKeHHI0 Tpadcrmopra NaCl B
JMCTAIBHBIX M3BUTHIX KaHAIBLAX C MMOCIEAYIOIIUM Pa3BHTUEM THIIOBOJIEMHH U CTUMYIISIIIHCH
PEHUH-AJIBAOCTEPOHOBONM  CHUCTEMBbl. BO3HMKAlOT  TUNOKAJIMEMHUs, TUIIOMAarHe3eMHs H
METa0OIMYECKUH aJKano3.

1.2.3.2 IncTanbHblii peHAJbHBII TYOVsipHbIi annno3 (I Tum)

Hucraneuerii PTA (I tam) (OMIM 179800, OMIM 602722) - 3aboseBaHme,

XapaKTEPU3YIOIIEEeCs TSHKEIBIM THIEPXIOPEMUYECKIM METa0OIMYECKUM alliI030M, BCIICICTBHE
HapyIICHHsI SKCKPEIMH BOJOPOJAHBIX HOHOB B JAUCTAILHOM OT/ele HepoHa [1, 2, 4].
[TepBuunslil quctanpubii PTA:

O AyYTOCOMHO-IOMHUHAHTHBI, Mytais reHa SLC4ALl  (xpomocoma 17(21-22),
HapyIICHHE CTPYKTYPhl XJOPHIHO-OMKapOoHaTHOTO aHtunoprepa-1 (AE-1 - anion
exchager 1) 6a3zonarepanbHOil MeMOpaHbl KOPTUKAIBHBIX COOMPATEIbHBIX TPYOOUCK;

O AYTOCOMHO-peneccUBHBIN € Tyroyxocrolo, myranus resa ATP6V1B1 (xpomocoma
2p13), napymenue cTpykrypbl Bl cyOwenunuinsl BomopoaHoi ATdaszpl BCTaBOUHBIX
KJICTOK TOMYJISIAM A anuKaabHONH MeMOpaHbl KOPTUKAIBHBIX COOMPATEIbHBIX TPYOOUeK;

o AyTocoMHO-peneccuBHbIN 0e3 Tyroyxocru, myranus reHa ATP6V0A4 (xpomocoma
7033-34), komupytoumm anbda-4 cyopenunuiy BogopoaHoit ATdas3pl BCTaBOUHBIX
KJIETOK TOMYJIALINUA A anmuKadbHOH MeMOpaHbl KOPTUKAIIBHBIX COOMpATENbHBIX TPyOOUueK
[1,2,4].

Hapsny c cemelinbiMu popmamu 3a0051€BaHNs, BCTPEUAIOTCS U CIIOPAINYECKUE CITydau.

Bropuunsie (mpuobperénnsie) ¢opmbl gucrtansHoro PTA ommcanbel mpu MHOTHX
MATOJIOTUYECKUX COCTOSIHUSX, OOYCIOBJIICHHBIX paccTpoiicTBaMu MeTabonu3Ma KajbIUs C
HE(PPOKAITBIIMHO30M M TUNEPKAJIBIIMYpUEH,  MEPBUYHBIM  THUIEPIAPATHPECOUTUZMOM,
JIEKAPCTBEHHBIM W TOKCHYECKHM MOBPEXICHHEM, JIPYTHMMHU MOYEYHBIMU 3a00JE€BaHUSMHU, B TOM
yucine MeAY/UIAPHOM KHUCTO3HOW OoJie3HbIO W Ty04aTroil MOYKOW, ayTOMMMYHHBIMHU
3a0oneBaHusAMH (runeprammarioOynunemusi, cuuapom lllerpeHa, ayTOMMMyHHBIH Te€MaTwT,
TUPEOHUIIUT, (GUOPOZUPYIONIMK  aTbBEOJHT, CHUCTEMHAsh KpacHas BOJYAHKA, Yy3EIKOBBIN
NepUAPTEPUNT).

Hapymenne »skckpennd aMMOHMsI TPU BCEX BapuUaHTaX BTOpUYHO. PeabcopOuus
OukapOoHaTa KOJMYECTBEHHO HOpMajbHa, HO, B COOTBETCTBUHU C IMOBBINIeHHEM pH Mouw,
ompenesieHHass  CTeNMeHb OWKapOOHATYypWH  00s3aTeNbHO  TMpHUCYTCTBYyeT (MeHee 5%

npo(UIBTPOBAHHOTO KOJIHYECTBA).



[Ipu TsDKETOM XPOHMYECKOM METabOIMYECKOM anmI03e KOocTh oOecmeunmBaeT 10 40%
OydepHOli eMKOCTH KPOBU; HEUTpanM3amus HOHOB BOJOPOJia KOCTHBIM KapOOHATOM BBI3BIBAET
BBICBOOOXK/ICHUE KAIBIHS M3 KOCTH BO BHEKJICTOUYHYIO KUAKOCTh, YTO BEIET K HAPYIICHUIO €&
HOPMaJIbHOU CTPYKTYPBI U Pa3HOOOPa3HBIM KOCTHBIM Jie(popMariusim.

DKCKpeluuss IUTpaTa B MPOKCHUMAJbHOM KaHajblle CHH)KEHA, YTO SIBJSIETCS OCHOBOM
(dbopmupoBaHUs HEPPOKATBIIUHO3A.

1.2.3.3 IlceBaornnoaabI0CcTepoOHn3M

[IceBnorunoanbAOCTEPOHU3M -  TeTepOreHHass TIpynna  KIMHUYECKUX  (opm,
BO3HUKAIOIIUX BCJEICTBUE HECIMOCOOHOCTH aibJOCTEPOHA OCYIIECTBISTH CBOM OCHOBHBIE
¢dusmronornueckre dPPEKThl M0 00SCICUSHUIO IKCKPELUH HOHOB Kauus U Bojopona [1, 3, 19,
22].

o [lcesooeunoanvoocmeporusm, mun |

—  AYTOCOMHO-IOMHHAHTHasi peHajabHasi popma (OMIM 600983) - myTanuu rena
MLR (NR3C2, 4931.1) MUHEPaJOKOPTHKOUIHBIX PEIENTOPOB TJABHBIX KJIETOK
cobuparenpHbIX TpyOOUek [1, 3, 22].

Y  MianeHIeB  OmMcaH  TPAH3UTOPHBIA  CHUHAPOM  TUINEPKAIMEMUU U
MeTaboIMUeCcKoro anuao3a 0e3 MOTepH COJM, €ro pacCMaTPUBAIOT KaK BapUaHT
PEHATIBHOTO TICEBOTHITOANIBI0CTEPOHNU3MA THII .

CriocoOHOCTh MOAKHUCIATH MOUY TOCJIE€ HArPY3KH KHUCIOTaMHU TNPH 3a00JE€BaHUU
COXpaHEHa, HO IKCKPEIUs KUCIOT MOYKAMU CHIKEHA B CBSI3U C OYCHb HU3KOU
9KCKpennell aMMOHHA. XOTsS CHIKEHHE MPOAYKIUH aMMOHHUS 0O0YCIOBIIEHO
caMoOil TUTepKaTueMuel, B MEXaHU3Me Pa3BUTUS ATOW (POPMBI KITFOUEBYIO POJIh
urpaer JAepUIUT albJOCTEPOHA WM PE3UCTEHTHOCTh K HEMY ITOYEYHBIX
KaHAaJbIIEB.

- AyTocoMmHO-peneccuBHasi mosmopranHas ¢opma (OMIM 600228, OMIM
600760, OMIM 600761) - myramuu B reHax, KOAUPYIOIIUX 0, B, Y CyObEAMHUIIBI
HaTpUeBBIX oAnuTenuanbHbix  kaHaimoB (ENaC) coOuparenbHbIX — TpyOoOuek
(SCNN1A, SCNN1B, SCNN1G, 12p13, 6p13) [1, 3, 22]. Hdedext Tpancmopta
HaTpHUsl BO MHOTUX OpraHax, COAEpIKallUX SMUTEIHaIbHbIe HaTpUEBbIe KaHAJIbl —
B TIOYKAaX, JICTKUX, KAIICYHNUKE, IK3OKPUHHBIX JKelle3axX.

o [Ilcesoocunoanvoocmeponusm, mun |l (cunopom Gordon — cunopom I'opoona)

- AyTocoMHoO-TOMHUHAHTHOe HacjemnoBanne (OMIM 601844, OMIM 605232,

OMIM 605775, OMIM 603136) - myramuu B renax WNK4, WNK1, KLHL3,

CUL3, xomupyromux KHWHA3bl, OTBETCTBEHHBIC 3a TPAHC- M TAPAIEIUTIOISIPHOE



IBWKEHNE XJIOPa, YTO BTOPHYHO MPUBOJHUT K MOBPEKICHUIO CEKPEINU Kalus U
Bojopoaa [1, 19].

[ToBbIeHa peabcopOuMs XJIOpUIa HATPUS B TOJIICTOM BOCXOJISIEM KOJICHE METIIN
['ensie, 4TO NPUBOOUT K HAPYIICHHUIO CEKPEUMH Kajdus M BOJOpPOAa B
KOPTHKAJIbHBIX COOMPATENBHBIX TPYOOUKaX.

- IlpuoOperénnbie ¢GopMbl NCEeBIOTMNOAIBIOCTEPOHNU3MA  ONHUCAHBI  TIPU
OOCTPYKTHBHOH ypomatuu, TyOyJOMHTEPCTUIMATIBHOM HeppHUTe, THKEIOM
nueroHegpuTe, CEPHIOBUIHO-KICTOUYHONH He(POMaTHH, CHCTEMHOW KpacHOMH
BOJTYAHKE, aMHUJION103€, MHOXKECTBEHHOW MHEJIOMEe, HEOHATAILHOM MEIYJIISIPHOM
HEKpO3e, OJHOCTOPOHHEM TPOMOO03€ MOYEHYHOI BEHBI.

1.2.3.4 HedporeHHplii HecaxapHbIil 1uader

Hedporennsiii HecaxapHblii nuaber - peAKoe HACIEICTBEHHOE 3a0oJeBaHUE,
XapaKTepu3yeMoe OTCYTCTBHEM IPOHUIIAEMOCTH COOMpATENbHBIX TPYOOUYEK I BOABI U
PE3UCTEHTHOCTHIO K JICWCTBUIO aHTHINYPETUYCCKOTO TOPMOHA IMPH €ro aJCKBATHOW CEKPEIHU
[1, 24, 26, 27].

X-cuenJieHHas pemneccusHasi popma (OMIM 304800) — myranuu rena AVPR2 (1okyc
X(028), koaupyromero peuentop kK apruHuH-azonpeccuny (V2R) B kieTkax coOupaTeslbHBIX
TpyOOuUeK.

AKTHBHPYSICh TPU CBS3BIBAHUU C BA30MPECCUHOM, perenTop V2 BBI3BIBACT MOBBIIICHUE
HAM®. DT0 NPUBOAUT K MEPEABMKEHUIO B CTOPOHY alMKaIbHOW MEMOpPaHbI BHYTPUKIECTOYHBIX
BE3UKYJI COJEPXKAIIMX BOJHbIC KaHalbl akBanopuHa-2 (AQ-2), 4To MOBBIMIAET MPOHUIAEMOCTb
KaHAJIBIIEB U1l BOJIBI. [ eHeTnueckuil AedeKT, BKIIOUAIOIMNA Pa3IMyHOe KOJIMUYECTBO MyTalluid B
reHe Vp-perentopa, NPUBOJUT K CHIDKCHUIO CBS3BIBAHUS Ba3OINPECCHHA C PEIEHTOPOM,
YMEHBIIIEHUIO CHUHTE3a WM YBEIMYECHUIO Jerpajalliil caMmoro pementopa. B pesynbrare
OJIOKHpYeTCsl aHTUIUYpPETHUECKOe eHCTBUEe aHTuauypeTrndeckoro ropmona (AJIlY). Paznuunbie
MYyTaIlMU aCCOLIMMPOBAHBI C BapuadeIbHOU pe3ucTeHTHOCThIO K AJII". X-clenaeHHbIil BapuanT
HACJICJIOBAHMS  TMMOJPa3yMEBaeT HAJIWYUE BBIPAKCHHONH TIOMUYPHUH Y MAJIBUYUKOB, VY
ACUMITOMATUYHBIX OOJNBIIYI0O 4YacTh BpPEMEHHU IIMI[ JKEHCKOTO TII0Ja TMOJUYpUS MOKET
BO3HUKHYTh B TEUeHHE OEpEMEHHOCTH, KOT/a CeKpelus IUIAleHTapHON Ba30MpPecCHHA3hI
MIPUBOJUT K MOBBIIICHUIO KJIMpeHca dHAoreHHoro AT

AyTtocomHo-peneccuBuass ¢popma (OMIM 125800) BbI3BaHAa MyTamUsIMH B TeHE
akBanopuna-2 (AQP2, nokyc 12q13). BoseroT kak MalbuMKH, TaK U ICBOYKH.

[ToctpenienTopHbli AeeKT 3akIOU€H B HApPYIICHWW MABWXKCHUS U TOCIEAYIOMIETO

CIIMSHUS C JIIOMHHAIBHOW MeMOpaHoi A/l -4yBCTBHTENBHBIX BOJHBIX KaHAJIOB aKBallOpHUHA-2,



JIOKAJM30BAHHBIX B IIUTO30JIC TJIABHBIX KIETOK COOMpPATENBHBIX TPYOOK, YTO TPEMSTCTBYET
NacCUBHOM TU(QYy3Un BOJIBI.

CyliecTBOBaHUE  AYMOCOMHO-OOMUHAHMHOU — ¢hopmbl  Hacledosanusi  OOJIC3HH
OCIIapUBAETCsI, HO €JIMHUYHBIC CITy4au OMUCAHBI.

[ToMrMO TEHETHYECKH-IETEPMHUHUPOBAHHBIX, BCTPEUAIOTCS M CIIOPAIHMYECKUE CITydau
0ome3Hu.

1.2.3.5 Cunapom Jlnmuia

Cunapom Jlummna (mceBmoanbaocteponnsm) (OMIM  177200) — HaciaencTBEHHOE
3a0o0JieBaHUE, XapaKTepU3ylolleecs paHHUM Je0I0TOM TSXKEJION apTepualibHON T'MIIEpTeH3UH, B
COUYCTAHWH C HU3KMMU YPOBHIMH aKTUBHOCTU PCHHHA U aJIbJIOCTEPOHA IJIa3Mbl, TUTIOKAIMEMHUEH
U MeTaboaryeckuM ankano3om [10].

AYyTOCOMHO-TOMMHAHTHBII TN HacjaegoBanus - myrauuu renoB SCNN1B, SCNN1G
(;moxyc 16p12.2), koTOpbie MPUBOIAT K HAPYIICHUIO CTPYKTYPHI B U Y CyOBEAMHUI] aMUTIOPU-
YYBCTBUTEIBHBIX ANHUTEIHATBHBIX HaTpueBbiX KaHamoB (ENaC) ces3yrommx kaHanpleB |
TJIABHBIX KJIETOK KOPTUKAIBHBIX COOMPATEITHHBIX TPYOOK.

3amemnenue nerpaganuun ENaC mposiensiercss n3ObiTouHOM peabcopOuuedt HATpus u
norepeil kanua. M30biTounHas peabcopOuusi HaTpusi BeIeT K apTEpUaIbHOW THIEPTEH3UU
BCJICJICTBHEC YBEIIMYCHHS 00bEMa IUPKYIUPYIOMIEH KPOBH, YTO TOJABISET CEKPEIUI0 PCHUHA U
QJIBJJOCTEPOHA.

1.3 DnuaeMuoJ10rust

X-CLEIUIEHHBIH TOMUHAHTHBIM TunodocdareMuyeckuil paxuT sBJIsSeTCs Haubosee
yacTo Hacnemxyemoi gopmoit paxuta ¢ yactoToir Bcrpedaemoct 1:20000 - 1:50000 xuBbIX
HOBOpPOXIEHHBIX. Jlpyrue HacnenctBeHHble (opMbl runodochareMuyeckoro paxura ¢
ayTOCOMHO-IOMHUHAHTHBIM WM ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJIEOBaHMUS BCTPEUYAOTCS
ropasJio pexe.

N3onupoBanublii npokcumanbHblil PTA, nepBuYHbIN reHeTHUECKU-IeTEPMUHUPOBAHHBIN
curapom ®ankonn (OMIM 134600, OMIM 615605, OMIM 613388) BcTpeuaroTcst KpaitHe
penko. /laHHbIe 0 paclpOCTPaHEHHOCTH 3a00JI€BaHUN OTCYTCTBYIOT.

Ilokazarenn pacnpOCTPaHEHHOCTH CEMEWHOH pPEHANbHOM TINIIOKO3YpHHM BapbUpPYIOT OT
0,6% no 6,3%, B 3aBUCHMOCTH OT JIMarHOCTHYECKUX KPUTEPHUEB, HCIIOIB3YEMbIX IS
MOCTaHOBKHU JIMarHo3a.

Cunnpom baprrepa sBisercs KpaiiHe peakuMm 3a0oneBaHueM. TodHas yacToTa
BcTpeuaeMoctu B Poccuu u Coenunennsix Illtatax nemsBectHa; B IlIBenuu - 1,2 ciydas Ha 1

MJIH 4YCJIOBCK.



Pacnpoctpanennocts cuaapoma I'urenbMana - okoyio 25 ciydaeB Ha 1 MJIH 4YeJIOBEK; B
€BPOIEOUIHON MOMYJISALUN PACIPOCTPAHEHHOCTh FETEPO3UTOT - OK0JI0 1%.

W3onupoBannblii  nuctanbHblii  PTA  BcTpewaercs kpaiiHe peako. JlaHHble o
pacnpoCcTpaHEHHOCTH 3a00JI€BaHUSI OTCYTCTBYIOT.

[IceBnorunoanbaOCTEPOHU3M BCTpPEUAETCS KpalHE peaKo, YacToTa BCTPEUaEMOCTH
1:47000 »UBBIX HOBOPOXKACHHBIX.

SnuaeMuoorus HeporeHHOro HecaxapHOro auadera 3aBUCHT OT THIA HACIEJOBAHUS.
X-cueryieHHbIH He(DpOTEHHBIN HecaxapHbI TUadeT KpailHe peaKoe 3a00IeBaHIE, TEM HE MEHEeE,
[0 YacTOTE BCTPEYAEMOCTH MPEBBIIIAET ayTOCOMHO-PELECCUBHBIA TUI B COOTHOIIeHHH 9:1.
YacroTa MyTaluil y Jini My»ckoro noja coctasisieT 4 ciydas Ha 1000.000 HaceneHusl.

Cunapom Jlugana BcTpeuaeTcs KpailiHe peako. JlaHHble O pacnpoCTpaHEHHOCTH

3a00J1eBaHUS OTCYTCTBYIOT.

1.4 Koquposanue no MKE-10

Hapyienwusi, pa3BuBaroiuecs B pe3yiibTare AucGyHKIMK oYeuHbIX KaHabieB (N25)
N25.0 — IToueunas octeoauctpodus

N25.1 — HedporeHnHslii HecaxapHbIi JuadeT

N25.8 — Jlpyrue HapyuieHus, 00yCIOBICHHbBIE TUCHYHKIIMEH TTOYSUHBIX KaHAIBIICB

N25.9 — Hapymenue QpyHKIUHM MOYEYHBIX KAaHAJBIEB YTOYHEHHOE

1.5 llpuMepsI AMATHO30B

1. Tunogocgamemuyeckuii paxum, X-cyenieHHbvlll OOMUHAHMHBIU. XpOHUYeCKas 00e3Hb
nouex I cmaous.

2. T'unogocghamemuueckuii paxum, aymocoMHO-OOMUHAHMHbBIU. XpoHuyeckas 0O0ne3Hb
nouex I cmaous.

3. Ilpoxcumanvhoiii penanvroviii myoyiapruoit ayuoos (Il mun), aymocommo-peyeccusnbwiil.
Xponuueckas 6one3nb novex I cmaousi.

4. Hegpponamuuecxkuti yucmunos. Bmopuunwviii cunopom Ode Tonu-/lebpe-Danxonu.
Xponuueckas 6onezus novex 1 cmaous. Omemasanue puzuyeckoeo pazeumusl.

5. Penanvuas entokosypusi, mun A.

6. [moxoszo-eanakmosuas manvabcopoyus, mun B. Bmopuunvili  He@pOKATbYUHO3.
Xponuueckas 6one3nsb nouex I cmaous.

7. Cunopom bapmmepa (mun I), kraccuueckuii éapuanm. Xpounuueckas 6one3uv nouex I

cmaousl.



8. Cumnopom bapmmepa (mun 1), neonamanvnolti sapuanm. Xpornuueckas 60ne3Hb novex 1
cmaous.

9. Cunopom I'nmenomana. Xponuueckas 6one3uv nouex I cmaous.

10. JucmanvHolti  penanvrviti myoyaapuoiti ayuoo3 (I mun), aymocommo-peyeccusHuiii.
Xponuueckasn 6one3nv novex I cmaous.

11. Ilcesdocunoanvoocmeponuzm (mun |), penanvnas popma. Xponuueckas 6onesns novex 1
cmaousi.

12. Ilcesoocunoanvoocmeponusm (mun ). Apmepuanvnas ecunepmensus 2 cmeneHo.
Xponuueckasn 6one3nb nouex 1 cmaousi.

13. Hegpozcennwiii Hecaxapuulii ouabem, X-cyenyiennwlii peyeccusHulil. XpoHuueckas 001e3Hb
nouex I cmaous.

14. Cunopom Jluoona. Apmepuanvrnas eunepmensus 2 cmenervb. XpoHuueckas O0ae3Hb NoYeK
2 cmaous.

1.6 Knaccuduxkanus

[To nokanu3amuy TPAHCHOPTHOTO JeeKTa pa3IuyaroT NMPOKCHMAIbHBIC, NETIEBBIC H
JMCTalbHbIE TyOYyJI0NaTHH.

K  npokcumanbHbIM — TyOyJomaTHsM  OTHOCAT  TunodochaTeMUYecKuid  paxur
npokcuMainbHbiii PTA, cunapom @aHKOHU, PEHAIBHYIO TITIOKO3YPHIO.

K nerneBsiM TyOynonatusiMm oTHOCAT cuHApoM baprrepa (pa3nnyatoT HeOHAaTaIbHbBIN U
KJ1accuueckuii cunapom baprrepa).

K nucranpHpiM TyOynomaTusiM OTHOCAT cHHIApoM ['urenbmana, aucranbHblii PTA,

NICEBJOTUI0AIbA0CTEPOHI3M, HEPPOTCHHBII HecaxapHbIil uader, cunapom Jluaia.
2. IlMarHocTUKA

2.1 ’Kaao0bl 1 aHAMHE3

2.1.1 IIpoxkcumasibHbIe TYOyJIOIATHH
2.1.1.1 TunogochareMuyeckuii paxur

Baxen aHanu3 poJOCIOBHOM: MOKCK CIy4aeB MOATBEPKAEHHOTO 3a00JIeBaHUs Y YWICHOB CEMbH
U POJICTBEHHHUKOB.
3aboneBanne Manudectupyer B Bo3pacTe 9-13 wmecsueB. KnmHudeckas kapTuHa
MIPOSIBJISIETCST OTCTAaBaHUEM B POCTE, PA3HOOOPAa3HBIMH CUMIITOMAMHU paxuTta (HanboJiee paHHUHN
CUMITOM — MPOTPECCUpPYIOIee, HECMOTPsl Ha MPOBEACHUE MPOPUIAKTUKU paxuTa OOBIYHBIMU
no3amMu BuTamMuHa D, MCKpHBIIEHHE HUKHUX KOHEYHOCTEH). 3yObl MOSBISIOTCA C OMO3AaHHUEM,
TUTMYHBI 1e(EKTHI MaJId 1 MHOXECTBEHHBIN Kapuec.

2.1.1.2 TIpokcuMabHbIi peHaJbHBIH TYOYasspHblii annao3 (11 Tum)



HaunbGonee wacto 3aboneBanue wManudectupyer B Bospacte 1-18 mec. EgmncTBeHHOE
KJIMHHYECKOE TPOSIBIICHUE ayTOCOMHO-JIOMHHAHTHOI'O THIIa — OTCTaBaHue B pocre [1, 2, 11, 12].
[Ipy ayTOCOMHO-PELIECCHBHOM THIIE Hapsily ¢ OTCTaBaHHEM B POCTE MPUCYTCTBYIOT TJIA3HBIE
aHoMmaniu (rylaykoMa, KarapakTa), a Takke OTCTaBaHHWE B YMCTBEHHOM paszButuu [1, 2, 11]. Jlis
TPaH3UTOPHOTO MIIAJICHUECKOrO THUIA XapaKTEepHBI: 3aJepikKKa pOCTa, CHIDKEHUE amIleTUTa,
TOIITHOTA, PBOTA, MPUCTYIIBI ICTHAPATAIIHA U THIIOTOHUU.

2.1.1.3 Cunapom ®@ankonu (e Tonu-/ledbpe)

CumnToMbl cunapomMa DaHKOHU: MOMUYpHS, JETUApPATALNSA, MBbIIICYHAS CJIa0OCTh,
OTCYTCTBHE aNIeTUTa, TIoXas NpubaBKa B Bece, 3a/IepKKa poCTa, PaXUTOMOA00HbIE U3MEHEHHUS
CKeJleTa, OTCTaBaHUE B YMCTBEHHOM Pa3BUTHUU.

HauOonee wuactolt mnpuunHOi cunapomMa @DaHKOHM Yy JeTedl SBIsSeTcd LUCTHHO3.
WNudantunpaas popma HehponaTHyecKoro NUCTHHO3a MaHU(ecTupyer ¢ cuaapoma OankoHu B
Bo3pacte 6-12 MecsmeB ¢ OBICTPOM TPOrpecCHeil 10 TEPMUHAIBHOW CTaJMM XPOHUYECKOU
noyeyHoi HepocratouHocTH (k 8-12 romam) [1, 7, 8].

IOBenunbHy0 hopMy HeponaTHUECKOro IUCTUHO3A OTIAMYAOT Oojiee MO3AHUN 1e010T B
TEUYEHUE ITyOepTaTHOrO IEPHO/a, MEHbIIAas BBIPAKEHHOCTh KIMHUKK CHHIpoMa DaHKOHH,
MENJICHHAsT TPOTpPeccHsi J0 XPOHUYECKOH IOYEeYHOH HeJ0CTaToYHOCTU. B3pocmas ¢dopma
00JIe3HM IPOTEKAET C M30JIMPOBAHHBIM IOpaskeHreM Tias3 [1, 7, 8].
2.1.1.4 PenajabHasi IJII0KO3YpHS

W3onupoBaHHas peHanbHas IIOK03ypus (TUIl A) IpoTeKaeT 0eCCUMITOMHO.

OCHOBHBIMHU KJIIMHUYECKMMH CUMIITOMaMH TJIIOKO30-TallakTO3HOM ManbabcopOuuu (Tun B)

SABJIAOTCA: BOAIHUCTAA AUAPECs, OTCYTCTBUC HpI/I6aBKI/I B BE€CC, IIPU3HAKHU 00€3BOKHBAHHS.

2.1.2 IletsieBble TYOy10NATHH
2.1.2.1 Cunapom baprrepa
e [lonuruapaMHUOH/HEJOHOIIEHHOCTD
e Hu3skas macca Tena npu poxJIeHUU
e 3azepkka pocra
e Tlonmnypus (c anM30aMU TSDKEIOHM AT IpaTaliy)/IOIUIUTICHS]
e MpieyHas THIOTOHUS

e Cynoporu

2.1.3 IucrajabHbie TYOyJIONIATHH
2.1.3.1 Cunapom I'mrenbmana



B TeueHne qMTEIBPHOTO BPEMEHH 3a00JIEBaHUE MOXKET IPOTEKATh OECCUMITTOMHO,
u3peaKa HaOII0JAr0TCs SMU30/IbI TUXOPATKU, PBOTHI, 00JICH B )KUBOTE, MBIIICYHON CIIa00CTH,
TETaHHUMU.

2.1.3.2 IlucranbHblii peHAIbHBIH TYOYasspHbIii anuao3 (I Tum)

3aboneBaHue MaHU(ECTUPYET B BO3PACTE OT ILECTH MECSALEB 10 ABYX JeT. TunuuHble
IPOSIBIIEHUS] - OTCTaBaHME B POCTE M BBIPAKEHHBIE PAXUTOINOJOOHBIC H3MEHEHHs CKeJeTa.
I'mnokanuemust - OIHAa U3 OCHOBHBIX IPUYMH IIOJUYPUH, BHE3AIHBIX KPU30B JETHIPATALIUU,
CEpJCYHbIX aPUTMUM, BSUIBIX NapaIudeil U COHIMBOCTH.
2.1.3.3 IlceBOrUNOAJIBLAOCTEPOHU3M
IIceBnorunoanpaocreponusmM Tun | BKIO4aeT 1Be KIMHHUYECKHE (OPMBI: C pEHAIBHBIMU U C
IIOJINOPTaHHBIMU HapYILICHUSMHU.
Haunbomee wdacTto HaOMOJAIOT pPEHAIBHYI0 AayTOCOMHO-IOMHUHAHTHYIO ¢Gopmy. KruHnka
BapualenbHa, MOXKET MPOTEKaTh C YIrpo30d JKU3HU B CBSI3U C TSDKEIOW MOTEpe coiu |
BBIPAKCHHOW IT'MIIEPKATTUEMUEH.
XapaKTepHBbI:
O MOJINYpUs, HOJUAUIICHS;
O BIU30/bl JAETHApaTallH;
O 3aepKKa (PU3MYECKOr0 Pa3BUTHUS;
O apTepualIbHAas TMIIOTEH3Us
B Bo3pacte 1-2 €T MOXET HaCTYNUTh YJIy4IIeHHE, MPEANOTI0KHUTEIbHO, 3a CUET «103PEBAHUS»
MIPOKCUMAJILHOTO TYOYyJISIpHOI'O TPAHCIOPTa, Pa3BUTHUSI «COJIEBOTO» AaNNEeTHTa W YIy4IICHUS
PEHAJIBLHOTO TYOYJIIPHOTO OTBETa HA MMHEPAJIOKOPTUKOUIBI.
IIpu BTOpOI (popMe C MHOXKECTBEHHOH OpPraHHON pPE3UCTEHTHOCTHIO K MHUHEPATIOKOPTHKOUIAM
AMU30/1bl TIOTEPU COJIM OTMEUAIOTCS Cpa3y IOCJE POXKIACHMS, TOTJa K€ BOZMOXKEH U JIETAJbHBIN
HCXOJI.
VY MiaJeHIeB TaKKe OMUCAaH TPAH3UTOPHBIA CUHAPOM THIEPKATUEMUU U METaboJINnYecKoro
anuro3a 6e3 morepu conu. JTa (opMa Ha3BaHa TUIEpKaIMeMHUEll paHHEero Bo3pacrta, eé
paccMaTpuBalOT Kak BapUaHT PEHAJIBHOTO [ICEBJOTUIIOANBI0CTEPOHU3MA THUII .
2.1.3.4 HeporenHnnlii HecaxapHbIii 1uader

[TepBbie mpu3Haku 60Je3HU HAOMIOAAIOT B Bo3pacTe 3-6 mec:

o HoJNypus (4acToe BbIAEIECHHE OOIBIIOr0 KOJINYECTBA TMIIOTOHUYHON MOYN);
o MOJIUIUIICHS (CUITbHAS JKaXK/1a);
o HEI0CTaTOYHOE HapacTaHUE MacChl TeNa;

o 3a/1epKKa pocTa;



o MPUCTYNBI 00€3BOKUBAHMS: CHIDKEHUE Typropa KOXH, pBOTa, 3all0pbl, HEOOBSICHUMOE
MOBBILIICHUE TEMIIEPATYPHI, PHU THKEIIOM 00€3BOKUBAHUU — CYIOPOTH.

B pannem Bo3pacTe NOMMYpUS M TOJUAMIICHUS MACKUPYIOTCA (PU3HOIOTHYECKOM
NOJIMypUel W TOJHUIWIICUEH TPYyAHOrO BO3pacTa, TaK >K€ MOXKET HaOII0JaThCsi OTCYTCTBHE
YKaXK]Ibl, B CBA3M C HE3PEJIOCTHIO €€ IIEHTpa WJIK HEUYBCTBUTEIHHOCTHIO OCMOPELIETITOPOB.

B Bo3pacTe crapiie roga kaxaa u IOJUYpHs SIPKO BBIPAXKESHBI, JICTH BHIMHUBAIOT U
BBIICJISIOT A0 6-10 JI/(MZ/CYT). B nanbHelineM MOXET IPUCOEAUHUTHCS 3a/I€pKKa
MICUXOMOTOPHOI'O Pa3BUTHS, CTEIIEHB €€ 3aBUCUT OT BPEeMEHHU ITOCTaHOBKHU JuarHo3a. [Ipu pano
HAYaTOM JICYCHUH OTCTaBaHHE MOXKHO JINKBUAUPOBATD.
2.1.3.5 Cungpom Jluganaa

XapakTepHbI: TsDKENas apTephalibHasi THIEPTEH3Ms, ObICTpas YTOMIIIEMOCTh, TOJIHYpPHUs
MBIILIEYHAS TUTIOTOHUSI.

2.2 duzukajabHoe 00cae10BaHue
2.2.1 llpoxkcumaibHble TYOyJI0NATHH
2.2.1.1 Tunogocharemuueckuii paxut (pocdar-auader)

OO0t ocMOTp MOIpa3yMeBaeT OIEHKY (PU3UUECKOro pa3BUTHs peOEHKA, COCTOSTHUS
KOCTHOW CHUCTEMBI, MIOJICUET YaCTOTHI IbIXaHUs, CEPJICUHBIX COKPAILIEHUH, ayCKYIbTAI[UIO
JIETKUX, CepAIa, MaTbIAINI0 KHBOTA.

XapakTepHBbI:

o Hwuskwuil/kpaiiHe HU3KHI pocT
o PaxuTonomoOHbIe HI3MEHEHUS CKelleTa, BKIII0Uast BRIPAKEHHYIO Ae(opMariuio

(BapycHasi/BanbrycHas) HUKHUX KOHEYHOCTEH.
2.2.1.2 IlpokcuMa/IbHBIN peHANbHBIA TYOyasipHbIi anuao3 (I1 Tum)

OO6mmit ocMOTp MOJpa3yMeBaeT OLEHKY (U3MYECKOTO pa3BUTHSI peOEHKA, TMOJCYET
YacTOTHl JBIXaHUS, CEPACYHBIX COKPAICHH, ayCKYJIbTAI[MIO JIETKUX, CEp/Ia, MalbIIallnio
KHUBOTA.

XapakTepeH HU3KUN POCT.
2.2.1.3 Cunapom ®@ankonu (1e Tonu-dedpe)

OO6mwmit ocMOTp TOIPa3yMEBAET OLIEHKY (PU3MUECKOTO Pa3BUTUS peOeHKa, YMCTBEHHOTO
pa3BUTHs peOEHKAa, COCTOSHHUS KOCTHOM CHCTEMBI, MBIIMIEYHONM CHUCTEMBbI, MOJCYET YaCTOTHI
JIBIXaHUS, CEPICUHBIX COKpAIIECHUH, ayCKYyIbTALMIO JETKUX, CEp/lla, NalbNaIHi0 )KUBOTA, YUET
00BbeMa BBITUTON KHUIKOCTH, TNype3a.

XapaxTtepssi [1, 7, 8, 11]:
o Huskwuii/kpaitne HU3KUH pOCT, BeEC;

o P aXI/ITOl'IOI[OGHLIC HU3MCHCHMUA CKEIICTA,



o MpllIeyHas runOTOHUS

o Ilommypus.

PanHMMHM ¥ MATOTHOMOHWYHBIMH S3KCTPAPEHAJIBHBIMHU TMPOSIBICHUSAMH HE(PPONAaTUYECKOTO
LUCTUHO3a CYMTAIOTCS OTJIOXKEHMS KPHUCTAIOB IMCTUHA B POroBuUlle (KepaTomaTHs),
BBISIBJIIFOLIMECS CO BTOPOIrO roJia JKU3HU, B JalbHEHIIEM MOrYT MOPaXKaTbCs SHIOKPUHHBIE
opransl (TUIOTHPEO3, CaxapHbIi nuader, TMIoroHagu3M (y MajbuMKOB), HEpBHas CHUCTEMa
(HelipoMuoOnaTHs, SMUIEICHUS, MO3KEUKOBbIE M NHPAMUIHBIE PACCTPONCTBA, OTCTABAHHUE B
YMCTBEHHOM pa3BUTHUH), IEYCHb U ITOJDKEITYI09Hast kene3a [7, 8].
2.2.1.4 PenajibHas IJII0KO3ypPHUs

OO0muii ocMOTp TOJpa3yMeBaeT OLEHKY (QU3NYECKOro pPa3BUTHS pPEOCHKA, COCTOSHUS
MBIILIEYHON CUCTEMBI, IOJCYET YacCTOThl JIbIXaHUS, CEPJACYHBIX COKpAIEHUH, ayCKYJIbTALHIO
JIETKUX, Cep/lla, NaJbIalHIo )KUBOTA, yUeT 00beMa BBITUTOHN KUAKOCTH, JUYype3a, UCCIeI0BaHUE
4acTOTHI U XapakTepa cTyJja.

J1st TIII0K030-TalakTO3HOM ManbadcopOuu (Tun B) xapakTepHsI:

o Hwuskwnii Bec;

o CHMXKeHHE Typropa KOXHbIX HOKPOBOB;

o MpllieyHas THIOTOHUS;

o Bopsuucras nuapes.

2.2.2 lletaeBble TYOy10MATHH
2.2.2.1 Cungpom baprtrepa

OOumii ocMOTp Mojpa3syMeBaeT OLEHKY (DM3UYECKOrO pPa3BUTHUS peOEHKa, MBIIIEYHON
CUCTEMBI, TIOJICUET YaCTOThI JbIXaHUs, CEPACUHbIX COKPAILLEHUH, ayCKYJIbTALlMIO JIETKUX, CEp/ILa,
naiblalxio )KUBOTA, yueT 00beMa BBIITUTON KUAKOCTH, IUYpe3a.

XapakTepHBI:

o  Huskuii/kpaiine HU3KHUI pOCT, BEC;
o  MpleyHas rTUMOTOHUS
o Ilommypwus.
2.2.3 IucrajabHble TYOyJIONATHH
2.2.3.1 Cunapom I'mrenbmana
B Teuenue mmTenbHOro BpeMeHU 3a00JIeBaHHE MOXKET MPOTeKaTh OECCHUMIITOMHO.
OO6mmit  ocMOTp TOApPa3yMeBaeT OIEHKY (U3UYECKOTO pa3BUTHSA peOeHKa, COCTOSHUS
MBIILIEYHON CHUCTEMBI, IIOJICYET YACTOThI JbIXaHUsS, CEPIACYHBIX COKPAIIEHHUH, ayCKYJbTaILUIO
JIETKUX, Cep/Ilia, NaJbIalMio KUBOTA, yUeT 00beMa BBIITUTOH KUAKOCTH, Uype3a.

2.2.3.2 lucrajbHblii peHAJBHBIH TYOYaspHbIii auuao3 (I Tum)



OO6mwmii OcMOTp TMOAPa3yMEBAET OIECHKY (PU3MYECKOTO Pa3BUTHS PEOCHKA, COCTOSHUS
KOCTHOW CHICTEMBI, MBIIIEYHON CHCTEMBI, TTOJICYET YaCTOTHI JBIXaHHUS, CEPACUYHBIX COKPAIICHUN,
AyCKyJIbTAIlMIO JIETKUX, CEp/la, NaJbMAIMI0 XHBOTA, Y4eT OObeMa BBIIUTON KHIKOCTH,
Iypesa.

o XapaKTepHbI:

o Huskwuii/kpaitHe HU3KUH pOCT, BEC;

o PaxurtononoOHbIe N3MEHEHUS CKEIIETA,

o MpleyHasi THIOTOHUS

o Ilommypus
2.2.3.3 llceBa0OTUMOATBI0CTEPOHU3M

OO0muii 0OCMOTp MOAPa3yMEBAET OIIEHKY (PHU3UUIECKOT0 pa3BUTHS peOEHKA, U3MEPEHUE

apTepHalIbHOTO JIaBIICHUS, MOJCUET YaCTOTHI IbIXaHUS, CEPJCYHBIX COKPAILIEHUH, ayCKYIbTAIIUIO
JIETKHX, Cep/Iia, MajabIalHio >KUBOTA.

IIceBporumoanbaocreponnsm tun |: nus od6eux Gopm (peHanbHONW U MOJUOPTAaHHON)
XapakTepHBI 3aJepKKa (PU3MYECKOTO pa3BUTH, CHMOTOMBI JIETUIpPATAIMU, apTepHaIbHas
runorensus. s nosmopranHoii ¢gopmble (cpazy mocie pOXACHHS), TOMHMO CHMIITOMOB
JIEeTUpaTalny, TaKKe XapaKTepHbI 3aTPYJHEHHE JbIXaHUs, Kallelb, ObIIIKA.

IceBnorunoanbaocreponusm tun |l (cuagpom  Gordon) pasBuBaercst B
MOJIPOCTKOBOM BO3pacTe, BCEria MPUCYTCTBYET TsDKeNasi apTeprualibHas TUIICPTCH3HSL.
2.2.3.4 HedporenHblii HecaxapHblii 1nader

OOmwmii ocMOTp MoJpa3ymMeBaeT OLEHKY (PU3MUECKOro pa3BUTUsI peOeHKa, M3MEpeHHe
apTepUaTBHOTO JIaBJICHUS, TIOJCUET YACTOTHI JBIXaHUS, CEPJICYHBIX COKpAIIEHHUH, ayCKYIbTAIIII0
JIETKUX, Cep/Ia, MaNblalliil0 >KUBOTA. XapaKTepPHBI: HHU3KOE/OYEHb HHU3K0e (U3NIECKOe
pa3BUTHE, CHMIITOMBI JIETUPATALIUH, TIOTHYPHUSL, IO TUTICHSL.
2.2.3.5 Cungpom Jlnaaiaa

OO6mmit ocMOTp TOJApPa3yMEBaeT OIECHKY (PU3UYECKOrO pa3BUTUS PEOCHKA, H3MEpEHUe
apTEepUaTBHOTO JIaBJICHUS, TIOJCUET YACTOTHI JBIXaHUS, CEPJICYHBIX COKpAIIEHUH, ayCKYIbTAIIUI0
JIETKHX, Cep/Iia, MajabIalyio >KUBOTA.

OnpenensroTcs:

o Tspkemas oObeM3aBHCHMAs apTepUalibHAs THIICPTCH3HSI

o OrcraBaHue B ICUXUYECKOM U (PU3HUECKOM Pa3BUTHH

o  MpimeyHasi THIOTOHUS, ObICTpasi yTOMIIIEMOCTbh, TAXUKAPIUs

o Ilommypus



2.3 JIaGopaTopHasi AMarHOoCTHKA

2.3.1 IIpoxkcumasibHbIE TYOYJI0NIATHH
2.3.1.1 I'mnogocparemuyeckuii paxur

Beoywumu 1abopamopHuiMU CUMNMOMAMU FGF23-3asucumvix dopm
eunogochamemuuecxoco  paxuma  (X-cyenneuwnviti  domunawmuwviti  1'@P, aymocomno-
domunanmuwiii I' @P, aymocomno-peyeccusnwiii ' @P) asnsaromes: eunogpocghamemus (menee 0,8
mmonv/n), gocpamypus [1, 5, 17]. Kanoyuii cvieopomxu u 25(0H)D3 6 nopme, yposenw
1,25(0H);D3  nuskuti  uiu HOpMATbHBIL, ~ YPOBEHb  NAPAMSOPMOHA — HOPMAIbHGIL  UTU
nesnauumenvrno nosviuiern [1, 5, 17]. Omcymcemeyem memabonruueckuii ayuoos. Iloswviuena
aKmueHocms wenounol pocghamasvl. [loueunvie hyHKyuU OCMAOMCS COXPAHHBIMU.

o PeKOMeHI[yeTCSI HCCIICOAO0BAHUC!

o

KIIC (pH kpoBu, crangaptaslii 6ukapoonat - HCO3', BE)

o0 OMOXMMHYECKOTO aHaJIN3a CyTOYHON MOYH: onpeneicaue hochaTon

(@]

cooTHoIeHU# PochaTel/KpeaTHHUH B Pa30BOi (BTOPOH YTPEHHEH ) MOPIIHMH MOYH
o OMOXMMHYECKOTO aHanmu3a KpoBu: Gochop, Kanpluil, KpeaTuHUH, menovyHas gocdaraza;
o ypoBHs mapatropmoHna [1, 5, 17].

(Cuna pexomennanuii 3; ypoBeHb oka3areibeTB C)

KommenTapmii: Jluaenocmuyeckue Kpumepuu FGF23-3a6ucumulx dopm

aunogocghamemuueckoco paxuma npedcmasieHvl 8 maoauye 1.

Tabnuua 1.
JHuarnoctrueckue kputepun FGF23-3aBucumeix hopm rumnodochaTreMruyeckoro paxmura
IToxka3arenn X-T'dP
Dochop CHIBOPOTKHU Huxe Hopmsl (runodocdaremust)
Ikckpenns pochaTos ¢ MO40I Bpite HopMeI (ppakinoHHas sxckpenus > 15%)
Kanbuuii CBIBOPOTKH Hopma
DKCKpelus KalbIUs C MOUOM Hopma
Dkckpenust Oenka ¢ Mo4oi Hopma
DKCKpelusi aMUHOKHUCIIOT C MOYOH Hopma
OKCKpenus III0KO3bl ¢ MOUOU Hopma
1,25(0OH);,D3 Hwxe HOpMBI/HOpMa
25(0OH)D3 Hopma
[Taparropmon Hopwma/He3nauntensHO MOBBIIIEH
KIIC OTtcyTcTBUE METa0OIMYECKOTO alu103a

2.3.1.2 IIpokcuMaabHbIA peHaJbHbIHA TYOY asApHbIi annao3 (11 Tum)
Pexomennyercs uccienoBasue:

e KIIC (pH xpoBu, cranaaptaslii 6ukapoonar - HCOs', BE)



pH cBekeBbINYIEHHO MOYH

OMOXMMHYECKOTO aHAIM3a CYTOYHOM MOYH: TJIOKO3a, (ocdarel, Kamblui, OEmoK;
aMMOHHUH, IUTPATHI, TUTPYEMBbIE KHCIOTHI

COOTHOIIEHUH  (ocdaTel/KpeaTUHNUH, KaJNbIM/KpEaTHHUH B  Pa3oBOM  (BTOpOH
yTpEHHEH) MOPIHHA MOYH

OMOXMMHUYECKOTO aHalM3a KpPOBHW: KWK, HATPUW, XJOPHIBL, KaiblUud, Qocdop,

KpeaTuHUH, ToKo3a [1, 2, 11, 12].

(Cunaa pexomenganuii 3; ypoBeHb aoka3zareabcTs C).

KommenTapuu:

Huaznocmuueckue kpumepuu NPOKCUMAILHO20 PEHANbHO20 MYOyaapHo20 ayudo3a (11 mun)

o

o

Memaboauueckuit auuoos,

PH mouu < 5,5 (8 ycrosusx oekomneHcupo8anHo2o ayuoosa);

DKCKpeyuss AMMOHUS — 8 HOpMe,

DKCKpeyus yumpama — 8 Hopme;

@paxkyuonHas  9KCcKpeyus  Ouxapoonama  6bonee  15-20% (npu HCO3
6 nnazme > 20 mmonv/n) [1, 2, 11, 12]

2.3.1.3 Cunapom ®@ankonu (e Tonu-/ledpe)

e Pexomenayercs uccnenosanue [1, 2, 7, 8, 11]:

o

o

KHIC (pH xpoBwu, crannaptaeiii 6ukapoonat - HCO3', BE);

pH cBekeBbINMYIEHHON MOYH;

OMOXHMMHMYECKOr0 AHAJIU3Aa CYyTOYHOH MOYM: TUTPYyEMbIe KHCIOThI, aMMOHHUHN, KalbLIUH,
docdartsl, rr0K03a, 00K, aMUHOKUCIIOTHI, KalTui;

COOTHOILIEHUHN KallbUUi/KpeaTHHUH, (ocaTbl/KpeaTUHUH B pPa30BOM MOPUMH  MOYH
(BTOpast yTpeHHSISI TOPIIHSA);

OMOXMMHYECKOTO aHaliM3a KpOBH: Kalluil, HaTpuil, XJIOpuAbI, Kaiubluil, docdop,

KpEaTHHHH, TJII0KO3a.

(Cuna pexomennanmii 3; ypoBensb qoka3zareabcrs C).

KommenTapum:

Kpumepuu ouaenocmuxucunopoma ®@anxonu 1,7, 8, 11]:

o

Memabonuueckuti ayuoos (npoxcumanvuwiti PTA co cnudcenuem ypoeHs cmanoapmuvlx
ouxapbonamos nudice 18 mmonwv/n);

l'enepanuzosannas amunoayuoypus;

Ilpomeunypus (nebonrvuias unu ymepennas);

Inoxo3ypus;

Dochamypus;,



o lTunogocpamemus,

o [lunokanuemus, cunonampuemusi;
o [lunoypuxemus;

o Ilonuypus,

o Paxum

2.3.1.4 PenajibHas1 TJIIOKO3YypHs
e Pekomenayercs ucciaea0BaHue:
o obmiero ananu3a Mout (IJIFOK03a)
o KUIC (pH kpoBwu, crangaptasiii ounkapoonar - HCO3', BE)
o buroxumuueckoro aHaaM3a KpOBHU: INIIOK03a, KaJIWi, HATPHA, XJI0opuabl, kpeatunun [20,
23].
(Cuuta pexomenaumii 3; ypoBeHb jjoka3areabcTB C)
KommenTapum:
Juacnocmuueckue Kpumepuu peHanbHoU 2IH0KO3YPUU:
o  Yposenw entokosvl 6 kposu — 6 Hopme

O  OKcKpeyus 210K03bl ¢ MOYOU — nogvluteHa (2ntoko3ypus om 2 o/cym oo 30 /cym)

[20, 23].

2.3.2 IletaieBblie TYOy10NATHH
2.3.2.1 Cunapom Baptrepa

e PexoMmeHIyeTcs UCCIIeIOBaHUE:

o KUIC (pH kposwu, crangaptasiii 6ukapoonar - HCO3', BE);

O OMOXMMHUYECKOTr0 aHAIM3a CYTOYHOM MOYH: KAJIbLIUK;

O  COOTHOIICHUS KaJbIMI/KPEATHHUH B PAa30BOM MOPIIUH MOYH (BTOpask yTPCHHSISA
nopuus);

O OMOXMMHYECKOI0 aHAJIM3a KPOBU: Kaluil, HATPHA, XJIOPUIbI, KaTbIHi, MarHUMA
kpeatunuH [1, 9, 21].

o (Cnaa pexomennanmii 3; ypoBeHb AoKa3aTenabcTB C)

KommenTapum:
Huacnocmuueckue kpumepuu cunopoma bapmmepa:
O 2unoKanuemus;

O 2UNOXTOpeMUsL,

O cunoHampuemus;

O MemabdonuuecKuil anKanos;

O eunepkanvbyuypus (HEOHAMANbHLIL 8APUAHM);

O HegpoxanbyuHo3 (HEOHAMANbLHYIL BAPUAHM);



Ipu knaccuueckom eapuarnme cunopoma wegpoxanvyunoz omcymemsyem [1, 9, 21].

2.3.3 lucrajibHble TYOyJIONATHH
2.3.3.1 Cunapom I'urenbmana

e PexomeHayercs uccieOBaHUE!
o KIHIC (pH xpoBwu, cranmgaptasiii bukapoonat - HCO3', BE);

O OMOXMMMYECKOI'O aHajM3a KPOBM: KalMd, HATpUHM, XJOPHUJAbI, MarHui, KalbLui,
kpeatunuH [1, 9, 13].
(Cuna pexomenaanuii 3; ypoBeHb 0Ka3aTejbeTB C).

KommenTapum:
Huaznocmuueckue kpumepuu cunopoma I umenvmana:
O cunokaiuemus,

O MmemaboauyeckKull aiKaio3
O  2UNoOMazHe3eMus;

O  CHUdCeHue HKCKpeyuu Kaavyus ¢ mouou (cunokanvyuypus) [1, 9, 13].

2.3.3.2 lucTajJbHbliil peHANbHBbIN TYOYasipHblii annao3 (I Tum)



L4 PGKOMCH,Z[yeTCSI HNCCICIOBAaHUC!

o KHIC (pH kpoBwu, crannaptHsiii Oukapoonat - HCO3', BE);

o pH cBexeBbINMYIIEHHON MOYH;

O OMOXMMHYECKOI0 aHaJIM3a CyTOYHON MOYU: TUTPYEMbIE KMCIOThI, aMMOHUH, KaJbIHii,

docdartsl, rroKo3a, 0eI0K;

O COOTHOILIEHUHN KalbIHi/KpeaTuHuH, GochaTbl/KpeaTHHUH B Pa30BOM MOPIUH MOYHU

(BTOpast yTpeHHsIsI IOpLHUs);

O OMOXMMHUYECKOTO aHalu3a KpPOBU: KWW, HATPW, XJIOPHIBI, Kaubiwmid, (ocdop,

Kkpeartunud [1, 2].

(Cunia pexomenaanmii 3; ypoBeHb joka3areabers C).

KommenTapuu:

Juaenocmuueckue kpumepuu oucmanvroeo PTA (1 mun):

o

Memabonuueckuii ayuoos: cmarnoapmusiii ouxapoonam (HCOs3) 6 naasme < 15
MMOAL/T

PH mouu > 6,0 (peakyus mouu écezoa wienounasn)

DKCKpeyuss AMMOHUSA CHUNCEHA

DKCKpeyus yumpama CHUMCeHd

@paxyuonnas  9KcKpeyus  Ouxkapoonama  menee 3%  (npu  HCOjz

6 naasme > 20 mmonwv/1) [1, 2].

2.3.3.3 IIceBAOrumoaILI0CTEPOHU3M

L4 PGKOMGH)IyeTCH HUCCICIOBAHUC!

O

o

o

O

KIIIC (pH xposwu, crangaptasiii oukapoonar - HCOj3', BE)
pH cBeXeBBITYIIEHHONW MOYX
OMOXMMHYECKOT0 aHAJIM3a KPOBU: Kalluil, HATPHL, XJIOPU/IbI, KpEAaTHHUH

AKTUBHOCTH PEHHMHA TJIa3Mbl, KOHIIEHTPAIIMH ajIbI0CcTepoHa miasmel [1, 3, 19, 22].

(Cuaa pexomenaanuii 4; ypoBeHb oka3areibeTB C)

KommenTapum:

ﬂuaZHocmuquKue Kpumepuu nceedoeunoaﬂbdocmepOmea:

Ilcesoocunoanvoocmeporuzm mun |

22].

T'unonampuemus

T'unepkanuemusn

Memabonuueckuii auuoo3s

Tosviwenue akmugHocmu peHuna u KOHYeHmpayuu aib00CmepoHa nia3mol

Tosvlienue nampust u x10pudoé 6 nome, ciiome, Kaie (noauopeannas gpopma) [1, 3,



Icesoocunoanvoocmeponusm mun |l (cunopom Gordon)
o Tunepranuemus
o Memabonuueckuii ayuoos
o  CHuoiceHue akmusHOCmMU peHUHA
o Hopmanvhasa unu HU3Kas KoHyeHmpayus aib0OCMepoHa niamvl  (npu
HOpManbHOM YyposHe kpeamununa 6 kposu) [1,19].

B cayuae eviasnenus  eunepkanuemuu U KUCIOU — peakyuu  MOYU  OUACHO3
nceso0cUnoaibO00CMepPOHUMA  Cledyem NoOMmeepHcoams UCCAe008AHUEM AKMUBHOCTIU
PEHUHA U COOepIUCAHUS aNbOOCNEPOHA 8 CbIBOPOMKE KPOSU .

2.3.3.4 He(porennnlii HecaxapHblii 1uader
e PexomeHyercs UcCieI0BaHUE:

o KIUIC (pH xposwu, crangaptasiii ounkapoonar - HCO3', BE)
O OTHOCHUTEJIbHOM TUIOTHOCTH MOYH, OCMOJISUIBHOCTH IUIa3Mbl, OCMOJISIIBHOCTH
MOYH
O OHMOXMMHYECKOIO aHaluM3a KPOBU: HATPUiA, XJIOpUIBI, Kajuil, KpeaTHHHH,
MOYCBHHA, TJII0K03a [1, 24, 26, 27].
(Cuna pexomenaanmii 3; ypoBeHb jioka3areabcrs C).
KommenTapumu:
Ilpoba c IK302eHHBIM aHMUOUYPEMUYECKUM 2OPMOHOM
JUIABII-mecm (1-0e3amuno-8-D-apeunun eazonpeccun-mecm) — npooa c ééedenuem A/I.
Cymv npoovl 3aKkniouenHa 6 onpedeneHUU peaKuyuu no4euHoz0 KOHUEHMPAUUOHHO20
MeXaHUu3Ma Ha 66edeHue IK302eHH020 eazonpeccuna. [lemam 00 2o0a Oanuyio npooy
npo6ooAm 8 UCKTIOUUMEIbHBIX CIYUAsX.

OcmonAanbHocmy mMouu nocie NPUMEHEHUsA Npenapama O00JHCHA NOBLIUMAMBCA 00
800-900 mOcm/ke (nnomnocmo 0o 1020-1025) 6 nocnedosamenbHo cOOPAHHBIX AHATUZAX
Mouu. Omcymcemeue nosvliieHUs OCMONATLHOCIU U OMHOCUMENbHOU HIOMHOCHU MOYU
noomeepicoaem pe3ucmeHmocmsy cooupamenvhvlx mpyoouek k oeicmeuro A/, umo
Xapakmepno 011 Hehpozennozo necaxapnozo ouadema.

Jluaznocmuyeckue Kpumepuu Heppozennozo necaxapnozo ouadema
Ananuz mouu:
O cmoiikasa 2unocmeHnypus (Huskas omuocumenvuas niomuocms mouu 1001-1004, nuskas

OCMONANLHOCIb MouU - menee 250 mOcm/ke);

o B moue nem 6enxa, nokosvl, ocadox nopmanvusiil [1, 24, 26, 27].
Hccneoosanue kposu:

o eunepocmonsanbHocms naazmvl > 300 mOcm/ke



o eunepnampuemus [1, 24, 26, 27].
2.3.3.5 Cungpom Jlugaia
e  PeKOMEHI0BaHO MCCIICIOBAHUE:

KIIIC (pH xposwu, cranaaptabiii oukapoonar - HCO3', BE)

O

O OHMOXMMHYECKOTO aHAJIN3a KPOBU: KaJHid, HATPHA, XJIOPH/IbI, KPEaTHHHH
O aKTHUBHOCTH PEHHHA ILJIa3Mbl
O ypOBHSA alibaocTepoHa miasmsl [10].
(Cuna pexomenaanmii 4; ypoBeHb jioka3areabceTB C)
Kommenmapuu:
Jluaenocmuueckue kpumepuu cunopoma Jluoona
o Tunokanuemusn
o Memabonuueckuii ankano3
o Huskas akmusHocms peHuHa niazmol

o Huskue yposnu arvoocmepona naazmut [10].

2.4AHCTPYMEHTAJLHAS AHATHOCTHKA

2.4.1 llpokcuMaabHbIe TYOyI0NATHH
2.4.1.1 I'unodocharemnyecknii paxur

e C menpl0 ONpeneNeHus: BBIPAKEHHOCTH  PAaXUTUYECKUX HW3MEHEHHMH  CKelleTa
PEKOMEHI0BAaHO TPOBOJIUTD:
o Pentrenorpaduro kucteit, onpezeneHne KOCTHOro Bo3pacra
o Jencuromerputo
o  Pentrenorpaguio TpyOuaTeIx KOCTell rojieHeW ¢ 3aXBaTOM KOJIEHHBIX CYCTaBOB
[1, 5, 17].
(Cuna pexomennanmii 3; ypoBeHnb qoka3zareabcTs C)

e VIbTpa3BYKOBOE MCCIIEZIOBaHUE MOYEK Yy HEJICUEHBIX JIeTel Bceryna B HOPME, HO B XO[€
nedeHust 1,25-1urunpokcu-BuTaMuHOM D3 00s13aT€TbHO pEKOMEHIOBAaH JTWHAMHYECKHIA
KOHTpOJIb Y3 moYek B CBsI3M ¢ BOBMOXKHOCTBIO pa3BUTHs HepokaibiuHo3a [1, 5, 17].

(Cuaa pexomenaamnuu 3; ypoBeHb A0Ka3ateabeTB C).
2.4.1.2 TIpokcuMaIbHbIA peHaJbHbIA TYOYIsapHbIii annao3 (11 Tum)
e PexomenoBaHo nposeneHue Y3 mouek npu nmocraHoBke nquarnosa [1, 2, 11, 12].

(Cnna pexomenganuii 3; ypoBeHb aoka3zareabcTs C).



KommenTapmii: /lpu nepsuunom npokcumaibHOM pPeHAbHOM myoOyaapHom ayuooze Y3U
nouex ece20a 8 HoOpMe.
2.4.1.3 Cunapom ®@ankonu (e Tonu-Jledbpe)
Busyanuzayuonnvie ucciedoganus ne usparom 6adiCHOU poiu 8 NOCMAHO8Ke COOCMBEEHHO
ouaenosa cunopoma Panxornu (0e Tonu-/ledpe).
e PexoMeH/10BaHO NMPOBEICHHUE:
o ¥Y3U nouek, MO4YEBOIO Iy3bIps
o Penrtrenorpadus kucrei, onpeaeaeHne KOCTHOTO BO3pacTa
o Jlencuromerpust
o Pentrenorpadus TpyO4aThIX KOCTEH TOJICHEH C 3aXBaTOM KOJICHHBIX CycTaBoB [1,
7,8, 11].
(Cuaa pexomenaanuii 3; ypoBeHb goka3areabcTB C).
2.4.1.4 PenajbHasi TJII0KO3YpHS
e Jlns TOCTaHOBKM JHMAarHo3a TJIIOKO30-TaJaKTO3HOW  Manmbabcopbumm (tum  B)
pexoMeH10BaHo mpoBeneHue Y3U nouek, ¢ 1ensio BelsiBiIeHus HedpokanbunHosza [20, 23].
KommenTapuii: Buzyanuzayuonnsie uccieoosanus ve mpebdylomcs npu u3onupo8aHHol
penanvhot emoxkosypuu (mun A) [20, 23].
(Cunna pexomennamuu 3; ypoBeHnsb qoka3zaTeabeTs C).
2.4.2 IletaieBblie TYOy10NATHH
2.4.2.1 Cungpom baprrepa
e J[ns mOCTaHOBKM KJIACCHUYECKOTO0, TMOO0 HEOHaTaabHOro cuHApoma baprrepa
PEKOMEHI0BaHO NPOBEIEHUE YIIbTPa3ByKoBoro uccienaoBanus (Y3H1) nouek ¢ neabio
BBISIBJICHUS HepokanbimHo3a [1, 9, 21].

(Cuna pexomennanuu 3.; ypoBeHb Joka3areiabeTs C).

2.4.3 lucrajabHble TYOyJ10NaTHH
2.4.3.1 Cungpom I'ureabmana
e PexoMeH/10BaHO NPOBEEHNE YIbTpa3BykoBoro uccienoanus (Y3U1) mouek, MoueBoro
Iy3bIps € 1eTblo AuddepeHnalbHON JMarHOCTUKY ¢ HEOHATAaIbHBIMHU BapHAHTaAMU
cunapoma baprrepa [1, 9, 13].
(Cuna pexomenaauuu 4; ypoBeHb jjoka3areabcers C).

2.4.3.2 TucrajbHblil peHAJBHBIH TYOYAspHbIii anuao3 (I Tum)



e PexomennoBaHo npoBeneHre Y3U modek ¢ Lebi0 BBISBICHUS HE(PPOKAIBIIMHO3A,
ypoiuTHasa (COCTaB MOYEBBIX KaMHel — (ocdar kanbims) [1, 2].

e C 1enbI0 OLIEHKH BBIPAXKEHHOCTH PAXUTHUYECKUX MU3MEHEHHH CKeJleTa PeKOMEH0BAHO
MIPOBEJICHUE pEHTreHorpaduu KUCTEH, ompeselieHne KOCTHOrO BO3pacTa, JIEHCUTOMETPHH,
peHTreHorpaduu TpyoUYaThiX KOCTEH rojieHel ¢ 3aXBaTOM KOJICHHBIX cycTaBoB [1, 2].

(Cuna pexomennanuii 3; ypoBeHsb 0ka3ateibeTB C).

2.4.3.3 IlceBaOTrUIOAIbA0OCTEPOHU3M

e PexomeHnznoBaHo nposeneHue Y 3! nmouek npu nocTaHOBKE IMarHos3a.
Kommenrapuii: Y31 nouex npu ncesdocunoanvoocmeponuszme - 6ce2oa 6 nopme [1, 3, 22].

(Cuna pexomenaanuu 3; ypoBeHb jjoka3arebers C)

2.4.3.4 Heporennblii HecaxapHbIii 1uader

e PekoMeHIOBaHO TMPOBEACHHE  YIbTpa3BykoBoro wucciefoanus (Y3UM) mouexk:
MIOCTOSIHHOE BBIJENICHHE OO0JIBIIOr0 00beMa MOYHM CHOCOOCTBYET MOSIBICHUIO THIIOTOHUH U
JIMJIATAI[MA COOUPATEILHON CHCTEMBI IOYEK, MOYETOUHHUKOB M MOUYEBOTO mMy3bips [1, 27].
(Cuua pexomenaanuu 3; ypoBeHb jioka3aTeibeTB C)
2.4.3.5 Cungpom Jlugaiaa

e PexomeHI0BaHO pOBEICHHE BU3YaJIH3al[MOHHBIX HCCIeIOBaHUI TUIS
QG epeHraIbHON TMarHOCTUKY B 3aBUCHMOCTH OT TPEATIONIaraéMoil HO30JI0THH.
Kommenrapuii: Buzyanuzayuonusie ucciedosanus npu cunopome Jluoonra neurgpopmamuensi
[10].

(Cunna pexomenganuu 4; ypoBeHb 10ka3aresbeTB C)

2.5 NHast AMATHOCTHKA

2.5.1 IlpoxkcumasibHbIe TYOyJIOIATHH

2.5.1.1 'unodocharemuyecknii paxur

e VYV nanueHtoB ¢ ['OP pexkoMeH10BaHO MPOBEACHNE FTEHETUYECKOTI0 aHAIN3A MTPH
Bo3MoxkHOCTH [1,5,17].

(Cunna pexomenganuu 3; ypoBeHb 10ka3atesnbeTB C).

2.5.1.2 IIpoxkcuMaJIbHbIH peHaIbHBIN TYOyaspHbIi auuao3 (I Tum)

e PexkoMeH0BaHO NMPOBEAIECHNE OCMOTPA OPTAIIbLMOJIOTa, HEBPOJIOTa MPU HATUYUHT
nokazanuii [2, 11, 12].
(Cuaa pexomenaanuu 4; ypoBeHb a0ka3arejbeTB C).

2.5.1.3 Cunapom ®@ankonu (1e Tonu-/ledpe)



e C 1enbI0 HCKITIOYEHHS HepOIaTHIeCKOro HUCTHHO3a, 00Je3HN Buibcona kak
npuurH cuHapoma Gankonu (ne Tonu-/ledpe), pekomeHn0BaHO 0()TaTbMOJIOTHIECKOE
o0cre1oBaHKEe C MPUMEHEHUEM InesieBoi Jiamrbl [7, 8].

(Cuaa pexkomenaanuu 3; ypoBeHb 0Ka3aTejbeTB C).
KommenTapuii: npu ogpmanvmonocuueckom o6cied08aHut MONCHO OOHAPYHCUMb OMILONCEHUS
Kpucmaiios yucmuna 6 poeosuye, kKoaey Katizepa-@neiiwepa. Taxoce onpasoana
KOHCYIbMayusi 0hmanbmMo02a npu no003peHuU Ha 2aiakmoszemuro, cunopom Jloy (epoxcoennas
Kamapakma,.

¢ YV NaIMEeHTOB C IIMCTUHO30M IIPH MOSBICHUH MPU3HAKOB YHJIO0KPUHOIOTHIECKOM,
HEBPOJIOTUYECKON NAaTOJOTUU PEKOMEH0BaHA KOHCY/IbTALMsI SHJOKPHUHOJIOTa, HEBPOJIOTa C
1eJIbIO OTpeIesiCHHs AajIbHEiero oobeMa JONMOIHUTEIbHBIX HCclieaoBanuii [7, 8].
(Cuia pexkomeHnaanuu 3; ypoBeHb jJokazateibeTB C).

KommenTapum:
Kpumepuu ouacnocmuxu negpponamuuecko2o yucmunosa, Kaxk npudunst cunopoma @anxonu [1,

7, 8]
o ObHapysicenue Kpucmauilos Yucmuna 6 po2oguye npu noMowu wenesol 1amnvl
(nosigrsaromes co 6mopoeo 200a JHcusHu, K gospacmy 16 mecayes, u umeiom 6uo
U2ONILYAMbLX, ONANECYUPVIOWYUX NOMYMHEHULL);
o [Ilosviuenue cooepicanus YuCmuna 8 1eUKoyumax (NopasxcenHvle 20Mo3u2omol 2-
15 Hmonv/me benxa; 6 nopme < 0,5 Hmonv/me benka),
o Hanuuue mymayuii ¢ 2ene CTNS.

2.5.2 lucrajabHble TYOy10NaTHH

2.5.2.1 ucTanbHblii peHadbHbII TYyOyasipHblii anuao3 (I Tum)

e PexomeHgoBaHa ayauorpaMma € LETbIO  BBISIBICHHS CEHCOHEBPAIbHOM
Tyroyxoctu [1, 2].
(Cuna pexomenaanuu 3; ypoBeHb jioka3areabers C).

2.6 IuddepeHnnaibHAs THATHOCTHKA

2.6.1 IlpoxkcuMaJbLHbIE TYOVJIONATHH

2.6.1.1 T'unogocharemuyeckuii paxur

FGF23-3aBucumble  ¢opmel ['OP  HeoOxomaumo auddepeHunpoBaTb ¢  OOBIYHBIM
BUTAMHUH-D-IeUIMTHBIM  paXUTOM, JAUCTAIBHBIM pEHATBHBIM TYOYISPHBIM  aIllUI030M,
cunapomoM Pankonu (e Tonu-/ebdpe).

HacnencrBennsli ['®@P ¢ runepkanblimypueil  oriuyaercsi OT  X-CIEIMJIEHHOIrO
nomuHaHTHOrO ['®P moeeimennbivu ypoBHsMEu 1,25(0OH),Ds3, 25(OH)Ds3, Hu3kuM ypoBHEM

napaTropMOHa U BBICOKOM abcopOiueil KanbIus B KMILICUHUKE.



st 6onpmmHCTBA hopM ['DP cymecTByeT reHeTHIECKOE TOITBEPKACHHE.
2.6.1.2 IIpokcumanbHbIl peHaJbHBIA TyOyasapHblid auuao3 (I1 Tum)
o Cunngpom dankonu (ne Tonu-/edpe);
o JlucranpHbIN peHAbHBIN TYOYIsipHbIN aruao3 (I Tur).
2.6.1.3 Cunapom Pankonu (1e Tonu-ledpe)

CoueTaHHOEe TOBPEKJICHUE MHOTUX HapIUaIbHBIX (YHKIHN MPOKCHMAIBHBIX KaHAJbIIEB
orinnuaer cuHapom PDankonu (ne Tonwm-Iebpe) oT apyrux TyOyiomaTwii (MIPOKCHUMAIbHOTO U
mucranbHoro PTA, peHanbHOro runodocgareMudeckoro paxura).
2.6.1.4 PenajbHasi IIIIOKO3ypUs

PenanpHyto raroko3ypuro HeoOXoaumo Iud(GepeHIHpOBaTh C CaxapHBIM JHA0ETOM,
cuapomMoM @DaHKOHHM, MEUIUTYpHUSIMHU (TaJakTo3ypued, (QpyKTo3ypuel, JakTo3ypuend HiIu
MIEHTO3ypHEi).

C  membl0  MCKIIOYEHHs ~ caxapHOro  javabera  IUIIOKO3YpUIO  HEO0OXOAMMO
MHTEPIPETUPOBATh MAapaUIEIbHO HM3MEPEHUIO0 KOHLEHTPALUU TIJIIOKO3bl B CHIBOPOTKE KPOBH.
OTcyTcTBHE METa0OIMYECKOTO ali103a cpa3y UCKIoUaeT CHHApoM DaHKoHH.

2.6.2 IletieBblie TYOy 10NATHH
2.6.2.1 Cungpom baprrepa

JuddepeHnmanbHplii  AMAarHO3 MPOBOAAT € CHHAPOMOM | UTenbMaHa, CEMEHHOM
rUIoMarHe3eMuei c THIIEPKATBIUYpHEH/He(PPOKATBIINHO30M, BCEMU Clly4assMH
TUIIOKATMEMHUYECKOr0 anKaio3a, 00yCIOBIEHHOIO M30bITOYHBIM MPUMEHEHHEM IMETJIEeBbIX WU
TUA3UJIHBIX JUYPETUKOB, PBOTOM, KHILEYHOM MOTEPEN HATpUs U Kallus, NOTEPEN XIopuaa yepes
KOXXY IIPU MYKOBHUCITH/I03€.

2.6.3 lucrajabHble TYOyJ10NaTHH
2.6.3.1 Cungpom I'mrenbmana

JuddepeHumanbHbIi [MarHo3 MpoBOAAT ¢ cuHaApoMoM baprtrepa.
2.6.3.2 lucTajbHblii peHAJbHBbIH TYOY1sApHbIi annao3 (I Tum)

['enernyecku nerepMuHupoBaHHble (opmbl aucranbHoro PTA (I tum) nHeobxoaumo
muddepenumpoBath ¢ npokcuManbHeiM PTA (Il tum), B T.4. B coctaBe cunapoma daHKOHU
(re  Tonum-/leOpe), mCEBAOTUNOATBIOCTEPOHU3MOM, MEPBUYHOM  THIIEpOKcalypued u
HEKOTOPHIMU APYTUMH BapHaHTaMH He(pOKaIbLIMHO3A.
2.6.3.3 IlceBrornnoaaba0CTEPOHU3M

Ilcesooeunoanvoocmeponuzm neodbxoaumo nuddepermauporars ¢ auctaibbiM PTA (1
tun), npokcuMaiabHbIM PTA (1l Tum), runopeHMHEMUYECKUM THUII0AIIbI0CTEPOHU3MOM.
2.6.3.4 He(porenHnblii HecaxapHblii 1nader

@) HepBI/I'-IHafl IIOJIMTUIICU ST



o llenTpanbHbIil HecaxapHbBIH AUAOET
o OcmoTHueckuil 1uypes, BCaeICTBHE JHa0EeTHUECKONW THIIEPIIINKEMUH.

IIpu nanHHBIX cocrosiHusAX npoBeneHue JIJIABII-recra BbI3bIBa€T IOBBIIIEHUE
OCMOJISUIBHOCTH M IUIOTHOCTH MO4YH. BO3MOKHO IPUMEHEHHUE TECTa C OTPAaHUYCHUEM KUAKOCTH.
Hukorna He ciiegyer NpoBOIUTH TECT ¢ BOJHOW AENPUBALUEN B IPUCYTCTBUM T'MIIEPHATPUEMUHN
W/WIIM TIOBBIIIEHHON OCMOJISUTBHOCTH IUTIa3Mbl. B 3TOH cuTyanuu, a Takke B psle CIy4aeB U Yy
MJIJIEHLEB, IOCTATOYHO APHOTO aHAJIM3a OCMOJISUIBHOCTH MOYH U IIJIa3MBl.

IlepBuyHasi MOJIMIMIICHS, WJIM TICUXOTeHHasl MOJMIMIICHS, BO3HUKAET Y OOJBbHBIX C
INCUXUYECKUMHU HapyIIEHUSIMH WIM Yy JIML, [OpeObIBAlOUIMX B JUIMTEIBHOM TPEBOYKHO-
MHHTEJIBHOM COCTOSTHHH. XapaKTepHO M30BITOUHOE MOTpedsieHne xuakoctu (1o 12 i/cyr), uto
MPUBOJUT K CHIDKCHUIO OCMOJSUTbHOCTH Tuia3mbl (240-280 mOcw/kr). [lomaBnenue cekpenuu
AJIl' conmpoBOXkaeTcss YMEHBUICHHMEM €ro KOHLIEHTpPAalMHM B IUIa3ME€ KPOBH U YMEHBIICHHUEM
peabcopOLuu BOABI B AMCTAIBHBIX OTAenax HedppoHa. Iloka OCMOISUIBHOCTH IUIa3Mbl  HE
BO3pacTéT 10 HOPMAJBHBIX 3HAYCHWH, BBIACISICTCS OOJBIIOW 0O0BEM pa3BEACHHOW MOYHU
(ocmorstmpHOCTE MOuH MeHee 250 MOcwm/kr, oTHOCTE Meree 1005).

Y 001bHBIX ¢ HEHTPAJbHBIM HECAXaPHBIM AHA0ETOM, HMEIOLIUX AOCTYI K BOZAE, IpHU
COXPaHHOM MEXaHU3ME BO3HHMKHOBEHMsI JKaX]bl OyJeT OTMeUaTbCs MOJUYypUsl (OCMOJISIIBHOCTD
moun menee 250 MOcM/KT, oTHOcHTenbHas IIOTHOCTH MeHee 1005-1007), momumuncus u
HOpMaJIbHasi OCMOJISLIBHOCTH T11a3Mbl (280-295 MOcm/kr).

ITapenxumaTo3HbIe 3200/ 1eBAaHUA

CymiecTByeT uenblii psa 3a007€BaHUM, COMPOBOXKIAEMBIX IMOBPEXKIEHHUEM ITOYEYHBIX
KaHaJbLEB M WHTEPCTULUS C CHUMITOMAMM MOJUYPUU M TOJUIUICUU. ODTO AUCTAIBHBIN
pEHaIbHBI KaHAJIbLEBbIM alua03, LUCTHHO3, HEPPOHOPTH3, OOCTPYKTHBHAsl ypomaTus,
aMHJION]I03 TIOYEK, CepIIOBUAHO-KIIeTOUHas HedponaTus, cunapoM Lllerpena, MuenoMHas mouka
u Hedpomatuss mpu OOJE€3HM JIETKUX Lenei; Hedponatus, OOYCIOBIEHHas OTpaBICHHUEM
CBUHIIOM; JIEKAPCTBEHHO-WHIYLMPOBAHHOE MOBpEeXJeHUE (conmu  JUTHS, LUA0POBUP,
amborepurms B). JliHypes B 9THX CIIydasx He IPEBBIMACT 3,5 1/(M°X cyT).
2.6.3.5 Cunapom Jlugmia

o [TepBUYHBII rUNIEPATIBIOCTEPOHU3M

o Hekortopsie BapuanTel cuaapoma Mienko-Kymunra

3. Jleuenue



3.1 KoncepBaTuBHOE JIeUeHHE

3.1.1 lpoxcumanbHbie TYOyI0MATHH

3.1.1.1 I'mnodocdaremuyecknii paxur

Cmanoapmuasn mepanus FGF23-meouupyemvix eunogpocghamemuuecxkux paxumos (X-1' ©P,
aymocomuo-oomunanmuwviti  I'@P,  aymocomno-peyeccusnviti  I'®P)  ocnosana Ha
00HOBPEMEHHOM HA3HAYEHUU Heop2aHuyeckux gocgamos u akmuuvix anano2oe eumamuna D
(uawe kanvyumpuon™®; max e ucnonvzyemcs anrvgaxarvyudonr’™) u uanpasnrena na
KIUHUYeCcKoe usjleyeHue paxuma, yayuuieHue 2ucmoiocuu kocmuou mranu [1, 5, 6, 18]. Paunee
Hauano jievenus nozeossem uzbedcams degopmayuu kocmetl. JJo3vl U OTUMENTbHOCHb Te4eHUs
ONpeoensaiomcs BblPANCEHHOCMbIO PAXUMUYECKUX USMEeHeHUll, YposHem gocghamoe & Kposi,
so3pacmom nayuenmos. bonee gvicokue 003bl npenapamos HeobXo0UMbl 8 Hauaie mepanuu U 6
nepuoobl UHMEHCUBHO20 POCA PeOeHKA.

e OnrumaneHbie 10361 GpochaToB He onpeneneHbl. OOBIYHO PEKOMEHIYETCS TepOPaTbHBIN
npuem ¢ocdara B 103¢ 30-40 Mr/kr B aeHb 10 31eMeHTapHOMy (ochopy B 4-5 mpuemos [1, 5,
17, 18] 1,25-nuruapokcu-putamut D3 npumensiercst B exxenHeBHo# mo3e 0,02-0,05 Mkr/kr/cyt
(20-50 ur/kr/cyr) B 2-3 npuema [1, 5, 17, 18].

(Cuna pexomennanmii 3, ypoBeHb oka3areiabcTB C)

KommenTapuii: Bozmooicno nosvluterue 003vl hocghamos 6 nepuoovbt UHMeHCU8Ho20 pocma (00
55-70 me/ke 6 denv no anemenmapuomy gocgopy). Llenv — docmudicenue yposusa gocghamos
cvieopomxku 1,0-1,2 mmonv/n.

B Hacmosiwee epemsi npumeHsemcs pacmeop HeopeaHuyeckux gocgamos (00nozameweHHbll
Goccham nampus 2-600uwiii — 5 2 u dsyxzamewenuviii hoccham nampus 12-600mnwiti — 10 2 Ha
250 mn 600v1), KOHeuHwll pacmeop codepxcum 7,44 me anemenmapHnozo gocgopa 6 1 mi.

B bOonvwuncmee ciyyaes He yoaemcsi NOIHOCMbIO HOPMAIU308aMb YPOseHb Gochamos &
CblBOpOMIKe.

3amewenue ghocchama npeonoumumenvree npogooums 6 gopme Phosphate Sandoz, max xkak
00HOU mabnemke coodepocumes 790 me  yumpama, npedomepawyaoweco  pazeumue
HehpoKanbyuHo3a. Takorce B03MOJICEH npuem npenapama Reducto-spezial
(hamputioueuopoeengocgham u ounampuii euopocengpocgham). Oonako, oba npenapama Ha
meppumopuu Poccuiickoii @edepayuu He 3apecucmpuposanbl.

Onmumanvuvie 0ozl npenapamos 1,25(0H);D3 ne onpedenenvi. C yenvio npedomspawenust
Gopmuposanusn HeppPoKAILYUHO3A HEOOXOOUM OUHAMUYECKUL KOHMPOIb IKCKpeyuu Kaibyus ¢
MOUOLL, cooepaicanus Kaiobyus, ocghopa, akmueHocmu weiouHou gochamasvl 6 Cbl@OpomKe
kposu, Y3U nouex. B kauecmee anvmepnamugvl KAlbYUmMpUuory mModxicem Oblmb UCNONb308AH

anvpakarbyuooi.



Ponb neuenust pekomMOUHAHMHBIM 20PMOHOM POCMA OYEHUBACMCS NPOMUBOPEUUBO.
Cywecmeyem eduncmeennoe panoomusuposannoe ucciedosanue Zivicniak M. et al, komopoe
NOKA3aj10 3HavyumenbHoe yiyduenue ounamuxuy pocma y 8 uz 16 oemeu, nonyuasuiux
pexomounanmuwiil 20pmor pocma [28].

3.1.1.2 OpoxcumanbHblii PTA

e PexomengoBano npumenenune bukapOonara Hatpus (pactBop 4%: B 1 ma — 0,5 Mmmouib)
WIM UUTpaTHas cMech (Kanmus-HaTpus ruaporeHmuTpar - 1 T1ab/l MepHas JoxKa
rpa”HyaupoBaHHOro mopomka - 1,197 r numonHOW KucioTel, 0,967 kamus ruapokapOOHaTa,
0,835 r marpus mutpara, yto coorBercTByeT 10,138 MMmomb mutpara) 10-15 mMMmonb/kr/cyT (B
Tpu-ueTbipe npuema) [1, 2, 11].

(Cuaa pexomenaanmii 3, ypoBeHb jiokazareibcrs C)

KommenTapmii: neuenue Hocum samecmumenbHulll Xapakmep ¢ Yelvio 80CHOIHEHUs. DONbUUX
nomeps OUKAPOOHAMOB, NPOBOOUMCS EHCEOHEBHO U HENpepvbieHO, Uelb - N000epHCaHue
CMAanoapmHno20 oukapbonama coleopomxu Ha yposue 21-24 mmonwv/n.

3.1.1.3 Cunapom Pauxonu (ne Toun-/ledpe)

Ilpu cunopome Dankonu OCHOGHLIE JleweOHblE MEPONPUSMUSL HANPABIEHbL HA KOPPEKYUIO
KAHAbYEBbIX NOMEPL HCUOKOCTU U ITIEKMPOTUMO8.
e PekomeHI0BaHA aJieKBaTHAs pPErHIpaTalMs — MPHEM BOJBI JIOJDKEH COOTBETCTBOBATH
JMype3y U KOPPUTUPYETCS IPU BO3PACTAHUH IKCTPAPCHAIBHBIX MOTEPh KUAKOCTH [1, 7,
8].
(Cnna pexomenanuu 3, ypoBeHb i0Kka3zaresbeTB C)
e PekoMeHIOBaHa ~ KOPPEKUHUS  METa0OIMYEeCKOro anm03a, TUIIOHATPHEMUH,
runokanreMu, runopocdaremun [1, 7, 8].
(Cnna pexomenanuu 3, ypoBeHb 10Ka3atesbeTB C)
e PexomenaoBaHbI:
o buxap6onar narpusi (pacmeop 4%: 1 mn — 0,5 mmons) 10-15 mmons/ke/cym (6 mpu-
yemoipe npuema) [1, 7, 8], yerv - noodepocanue cmanoapmmnozco Ouxapbonama
cvlgopomku Ha yposwe 21-24 mmonw/n [1, 7, §].
o Ilpemaparsl kamus 4-10 mmonv/ke/cym (6 mpu-uemvipe npuema) [1, 7, 8].
o Ilepopaibublii npuem docdara ¢ dose 30-40 me/ke 8 Oenb nO 1eMEHMAPHOMY
Gocopy 6 4-5 npuemos. Bozmoowcno nosviwenue 003vl Gochamos 6 nepuoosi
unmencugHo2o pocma (00 55-70 me/ke 6 denv no snemenmapuomy gocgopy). Lleno —
oocmudicerue yposHsa gocgpamos cvigopomru 1,0-1,2 mmonv/n. B nacmosawee epems

NpUMEHsemcs pacmeop Heopeanuyeckux gocpamos (oonozamewennviti pocgam



Hampusi 2-600ubll — 5 2 u 0gyx3amewjenHvlilli pocgham nampus 12-600muwiit — 10 2 na 250
MJL 8600bl), KOHEUHbIl pACmeop cooepaicum 7,44 me anemenmapHozo ghocghopa 6 1 ma.

o Hasnauenue 1,25(0OH);D;3 - 0,02-0,05 mxe/ke/cym (20-50 ne/ke/cym) 6 Heckonvko
npuemos [1, 7, 8], ¢ yeavro npopunaxmuxu neghppokanvyurosa - OuHamuueckutl KOHMpOoib
IKCKpeyul Kauibyusi ¢ MOUOU, COOEPAHCAHUs Kaavyus, hocghopa, akmueHOCmMU Wei0uHOU
Qocpamazvr 6 cvigopomke Kposu, Y3U nouex. B xauecmee anvmepnamugul
kanvyumpuony™* moocem ovimo ucnonvzoean arvpaxanvyudonr’ ™,

e [lpu HemocTaTOYHOM APPEKTUBHOCTH BBIIICIIEPEUUCICHHBIX JICUCOHBIX MEPOTIPUSITHIH 110
NPEJOTBPALICHUIO TTOTEPh BOJBI, KalHs, HATPHUs PEKOMEHIOBAHO NPUMEHEHHE WHIOMETAI[MHA
0,5-1,5 mr/kr/cyT B aBa mpuema (0OBIYHO IPUMEHSIETCS 10 2-JIE€THEro Bo3pacTta) [1, 7, 8].

(Cuiia pexomenanum 3,ypoBeHb goka3zarebcTB C)

KommenTapmii: /lpumenenue npenapama y oemeii off label — ene 3apecucmpupoganuvix 6
UHCMPYKYUU  IeKAPCMBEHHO20 CPEOCMB8A NOKA3AHUL — OCYWEeCMEIsemcs Nnpu  HAIuduu
HOONUCAHHO20 UHPDOPMUPOBAHHO20 co2nacus pooumeneli / 3aKOHHBIX npedcmasumerel
(unoomemayurn 6 6ude mabiemox OPUUUATLHO paspeulen K npumeneruio ¢ 14 nemmueco
6o3pacma,.

e C 1enpl0 BOCIHOJHCHHUS IOTEPh KapHUTHHA IpUMEHsieTcs L-kapHutuH B 103e 50

MI/KI/CyT (B 4eThIpe puema), Uil KOpPEeKIK TunoTiupeosa - L-tupokeus [1, 7, 8, 15].
(Cuaa pexomenganuu 3, ypoBeHb jiokazareibcTB C)

e PexkoMeH/I0BaHO JIOTOJHUTEILHOE SHTEPAIBHOE MUTAHUE Yepe3 HA30racTPalIbHBIA 30H]
WIN TaCTPOCTOMY JUIsl KOPPEKIUs OCITKOBO-3HEPreTHYECKON HEIOCTATOYHOCTH, KOTOPhIC TaKKe
MOTYT OBITh HWCIOJB30BaHbI U BBEJCHHS JICKAPCTBCHHBIX NpENapaToB, B Cllydyae OTKa3a
pebenka [7, 8].

(Cnna pexomenanuu 3, ypoBeHb 10ka3atesabeTB C).

Cneyuguueckaa mepanus HepponamuuecKkozo YUCMUHO3A NPENAPAMOM, COOEPHCAUUM
yucmeamuna oumapmpam (ne 3apecucmpuposan 6 Poccuiickoii @edepayuu) [1, 7, 8, 15, 16].
Jleuenue (0151 HENPOLOHSUPOBAHHOU POPMBL YUCTIEAMUHA OUMAPMPAmMa) HAYUHAEMCs ¢ HU3KOUL
003wl 0,2 z/MZ/cym, npu xopouell nepeHoCUMOCmU Cledyenm NOCMENeHHO Y8eaudusams 003y 8
meuenue 4-6 nedems 0o yeneson 1,30 2/m? (Ons nayuenmos 0o 12 nem) u 2 2/cym (014
nayuenmos cmapwe 12 nem, npenapam HeoOX00UMO nPUHUMams Kadxcovle 6 uacos [1, 7, 8, 16].
Maxcumanvnas 0o3a He dondcra npesviuiams 1,95 z/Mz/cym.

Cuna pexomenoayuu 1b (yposensv ooxazamenvcme — B)

Dppexmusnocms delicmsusi yucmeamuna peKoOMeHO08AHO KOHMPOIUPOBAMb NO ONpeOeleHUI0
KOHYyeHmpayui yucmuta 6 aevxoyumax (< 1,0 nmons yucmuna na muinuepamm oexa) [1, 7, 8,

16]. Cuna pexomenoayuii 10 (yposenv doxazamenvcme — B)



Pannee mnasnauenue yucmeamuHa cnoco6cm6yem 3aMeO0NeHUr0  NOYeYHbIX qbyHKL;Mﬂ,

npeoomsepaujaem 3KCmMpapeHalbHble NOPadtCeHus Op2anos u yuyvuiaem pocm. /s pacmeopenust

KPUCALIO8 YUCIUHA 8 po2osuye npumensiom xaniu, coodepacawue yucmeamun (0,5% - ne

menee 4 paz/cym) (ne sapecucmpuposanvl Ha meppumopuu Poccutickou @edepayuu).

3.1.1.4. PenaabHas IJII0K03YPHS

[Tpu M30/IMPOBAHHON PEHAIBHON TJIIOKO3YpUHU (TUIl A) HE PEKOMEHAYETCS IIPOBEICHUE
CHELMAIbHOIO JIEYEHUs, TaK KaK B HEM HET HeoOXoauMmocTH. B ciyuae BbIpakeHHOI
[VIIOKO3YPUU U BO3HMKHOBEHHM HPEXOSIIEH TMIIOIIMKEMHH pEeKOMeHayeTcs Ooratast
YIIJIEBOJIAMU JIMETA JIJIsl BOCIIOJHEHUS OTephb caxapa ¢ mouoii [20, 23].

(Cuna pexomenganuu 3, ypoBeHb jioka3aTeibeTB C)

[Mpr TIF0K030-TaJAKTO3HOM CHHApPOME MajababcopOuuu (tum B) pexomenmyercs
aZieKBaTHasl perujparaius, COOTBETCTBYIOLIAs SKCTPapeHaIbHBIM MOTEPSIM KUAKOCTH,
M0 XU3HEHHBIM TOKAa3aHUSM MPUMEHSETCS TUETa, MOJHOCTHIO UCKIIIOYAOIas CMECH,
OBOIIY, (PPYKThI, MOJIOYHbIE U JPYTUE€ MPOAYKTHI, COJAEpPKAIIME IVIIOKO3Yy U TajlaKTO3y
[20, 23].

(Cuana pexomenganmii 3, ypoBeHb jiokazareibcrs C)

3.1.2 letsieBble TYOy10NATHH

3.1.2.1 Cunapom baptrepa

VYcrpaHeHne Jeruaparaliid  MyTeM TPOJOJDKHTENBHBIX HMH(QY3HH H30TOHHYECKOTO
pacTBOpa XJIOpHa HaTpHsX W BOCIOJHEHHE HEIOCTATKAa XJIOPHUAA Kaus , WHOTJA B
COoUYeTaHuM CO crimpoHoyakronom™ ™ [1, 9, 21].

(Cnna pexomenauuii 3, ypoBeHb 10ka3areibcTB C)

JledyeHue WHAOMETAIMHOM MOXKET OBITh Ha4yaTo He paHee 4-6 Hemenu ku3HU. OOBIYHAS
no3a 0,5-1 mr/kr B neHp (B 3-4 mpuema) OOBIYHO JOCTaTOYHA JUIsl YCTPAHEHUS
TUTIOKAJTUEMUN M METa0O0JIMYeCKOro ajkajgo3a 0e3 MOCIENYIONIEro BBEICHUS XJIOPHIa
kanusi. IHOria HeoOX0oMMMO JajbHelliee MOBbIICHHE 036l 10 2-3 MI/KT B aeHb [1, 9,
21]. JleueHue Ha3HAYAIOT MOKU3HEHHO.

(Cuna pexomenaanuii 3, yposeHb Jqokazarebers C)

Kommentapuu: [lpumenenue unoomemayuna y Oemeu off label — e6He
3apecucmpupo8aHnblX 8 UHCMPYKYUU JeKAPCMBEHHO20 CPeOCmead NOKA3AHUL —

ocywecmeniemcs npu Haituduu NOONUCAHHO20 MHQbOpMMpO@CZHHOZO cozciacus podumeﬂeﬁ



/ 3aKOHHBIX npedcmasumeneti (UHOOMemayur 8 8ude madiemox OPUYUAILHO pa3peueH K

npumenenuio ¢ 14 nemuezo 6ospacma).

3.1.3 lucranbHble TYOy10NATHHT

3.1.3.1 Cunapom 'ureabmana

PexomeHyeTcsi TMOXXKM3HEHHOE NPUMEHEHHE TpenapatoB MarHusi.  Hauboavuwetl
buodocmynnocmsro 001aA0AOM NPEenapamvl Xiopuoa MAacHus, 1aKmam u acnapmam
maenus. Llenecoobpasen npuem mMacHus Xa0puoa 8 HaYaibHou 003e 3 MMOIL/M2/cym unu
4-5 wme/ke/cym (6 mpu-uemvipe npuema) [13], npu npucoedunenuu unpexyuii,
CONPOBOAHCOAIOWUXCS POMOLL U duapeetl, 003a nogvluaemcs. B ciyuae 6o3nuknosenus
ocmpoi memanuu gooumcs pacmeop MgCI2 20% (0,1 mmonv Mg/ke), 603m0oxuCHO
66edenue Kaxcovle 6 uacos. Cyrvgham macnus obraoaem CyujecmeeHHO MeHbulell
6U000CMYNnHOCMBIO.

Kombunayua amunopuoa c xnopudom xanus (1-3 mmonv/xe/cym, 6 3-4 npuema)
NPUMEHSEMCs Npu CMOUKOU CUMNMOMAMUYECKOU SUNOKATUEeMUU, He KOppucupyemou
xnopuoom maznus [13].

(Cuna pexomennanmii 4, ypoBeHb jioka3areibceTB C)

KommenTapumn: Boicokue 003bl MacHus Ccnocoocmeyiom G03HUKHOBEHUI0 ouapeu,
NO3MOMY  HOPMAAU3AYUSL  YPOBHEl  CbIBOPOMOYHO20 MACHUSL  SGNSEMCs  MPYOHO

O0CMUNCUMOU 3a0a4ell.

3.1.3.2 Iucraabusiii PTA

Llenv mepanuu — Koppekyua auuooza, npoQuiaKkmuxa OdlbHeluue20 Omi0AHCeHUs

Kalvbyusl 6 nO4KaAX.

Pexomenoosano npumenenue [1, 2]: buxapbonama nampus (pacmeop 4%: 1 mn — 0,5
MMOJb) U/ UNU YUmpamuou cmecu (Kamus-Hampus 2uopoeenyumpam - 1 mab/l mepnas
JI0JCKA  2panyauposannoco nopowka - 1,197 2 aumonnou xuciomel, 0,967 xanus
euopoxapbonama, 0,835 2 mampus yumpama, umo coomeemcmeyem 10,138 mmonw
yumpama) - 5-8 mmonv/ke/cym (8 mpu-uemvipe npuema) - y Oemeil 0o 2 nem, 3-4
Mmoav/ke/cym -y demeti cmapue 2 nem, 1-3 mmonw/ke/cym -y demeti cmapuie 6 aem.
(Cunna pexomenganmii 3, ypoBeHsb oka3areabeTB C)

Jis  AIUTENhHOrO  MpUeMa, C  Lenbl0  NPOQUIAKTHKM  MPOrPEeCcCCHpOBAHUS
HE(QpPOKAIbLIMHO3a  O0053aTeNbHO  PEKOMEHJOBAHO  MNPHUMEHEHHME  Kalus-HaTpHs

ruaporeHnuTpara [1, 2].

(Cuna pexomenaanum 3, ypoBeHb JoKka3arebeTB C)



KommenTapun: Bo3mooicHa KOppeKkyus OCmeonamuu aKmueHbLMU Memadoiumamu eumamuna
D3 (unousudyanvhuiii no0xo0, npumensiemcs ¢ 0CMopOACHOCMBIO U3-34 BO3ZMOHCHOCIU Y CULCHUSL
UNEPKATYUYPULL).
3.1.3.3 IIceBaornnoajba0CTEPOHU3M
e [lpu neyeHnn nceBIOrUNOANBIOCTEPOHU3MA | THIIA PEKOMEHIOBAHBI:
O  HCKIIOYCHHE M3 TUEThI KAIUi-coaepkaiiux mpoaykros[l, 3].
(Cuaa pexomenaanmii 4, ypoBeHsb ioka3arebceTB C)

o  BocnosHeHue conu - BBeneHue NaCl go 1,5 r/kr/cyr (mo 50 mmons/kr/cyr). [1, 3].
KommenTapuii: 0oza noobupaemcs unousudyaivbHo, ucxoos u3 CymouHulX NOmepb HAmpus ¢
MOUOLL, YPOBHell HAMpUsl, Kaius 8 KposU, noKazameiel aibO00CmeporHa  aKMUHOCMU PeHUHA 8
naasme. Y 0emeii nepguvlx 2 em Hcusnu 003bl XA0pu0a HAmMpus, KaK npasuo, sapvupyiom om 4
e/cym 0o 12 2/cym. B bonvuuncmee ciyuaes ¢ 603pacmom HOMpeOHOCMb 6 CONU 3HAYUMENLHO
crudicaemes 1, 3].

O KOPPEKIHs MeTabOoIMYeCcKOro anuao3a: oukapoonar Hatpus (pactBop 4%: 1 vt —

0,5 mmoutn) 1-4 mmone/kr/cyT [1, 3].

(Cuna pexomenaanum 4, ypoBeHb jioka3areabcTs C).
e [lpu nedenun ncepaorunoaibaocTeponn3ma |l Trma pexkoMeHayeTcss orpaHHUEHHUE COJIH,
Ha3zHaueHHe THA3UI0B (ruapoxioporuasua 1-2 mr/kr/cyr) [1, 19].
(Cuaa pexomenaanmii 4, ypoBeHb jioka3areibcTB C)

3.1.3.4 HedporeHuniii HecaxapHbIii 1Ua0eT

Llenu neuenust - 6oCnonHeHUe HCUOKOCMU, COOMEEMCMBYIouee e€é NOMepPsIM, CHUNCEHUE
ROUYpULL.

e PexomengoBaHa queTa ¢ OrpaHUYCHUEM COJHM U Oenka (11 yMEHBIICHUS! OCMOTHYECKOM
Harpyskn) [1, 26, 27].

(Cnna pexomenanuu 3, ypoBeHb 10Ka3aTesbeTB — C)

e  PekxoMeH0BaHA a/leKBaTHAS PETHPATAIMS: BOJA JAeTCs Kaxkable 1-2 yaca u He MeHee
2-3 pa3 HOYBIO; NPH BBHIPAKCHHOW [ETHIApATAllMd, TMICPTEPMHH IOKa3aHO BHYTPHUBEHHOE
KarenpHOe BBeleHHe 5% pacTBOpa TIIIFOKO3bI C MOCICAYIOIIUM IIEPEXOJ0M Ha ApOOHOE
nepopajibHoe BBesieHue [1, 27].

(Cuuna pexomenaanuii 3, ypoBeHb jioka3areabcTB — C)
Kommenrtapuii: [lepopanvhvlii npuem dcudkocmu He OO0MHCEH 02PAHUHUBAMBCS NO
KOUYEeCMBY U BPEMEHU.

e  PeKkOMEHI0BaHO Ha3HAUCHHUE JIUYPETUUCCKON TepaIiu: THAPOXIOPOTHA3HT ~ B 03¢ |-

2 mr/kr/eyr [1, 26, 27].

(Cuuta pexomenauuu 3, ypoBeHb jjokazareabcrB C)



Kommenrapuu: /leiicmgue c643aHO ¢ UHOYYUPOBAHHBIM 2UNOBOTEMUEH VEeTUeHUeM
peabcopbyuu Hampus u 600bl 8 NPOKCUMATLHOM KAHALbYE, YMO CHUNCAEm B00HYI0 HAZPY3KY HA
A/l -uyecmeumenvhvie yacmu cooupamenbHulx mpyoox.

Boszmoorcno maxoice ucnonvzosanue amunopuda - 6 oose 0,3 me/ke/cym [1, 26].
Bosmoorcnocouemannoe npumeHneHue 08yX npenapamos, mMaxk Kaxk amuiopud obnadaem u
kanuiicoepezaiowum oeticmsuem [1, 26].
e Hecrepouabie MpOTHBOBOCHIAINTENIbHBIE TIpenapaTsl [1, 26, 27]. Hnoomemauun 0,75-2
me/ke/cym (8 06a-mpu npuema).
(Cuuta pexomenaanuu 3, ypoBeHb j10Ka3aTeabeTBC).

Kommenrapun: Brnokupys peHanvHblll CuHmMe3 NpOCMA2IaHOUHO8,  AGISAIOUWUXCS

aHma2oHucmamu AHMUOUYPEMUUECcKO20 20pMOHA, npenapam nosvluiaem

KOHYEHMPAYUOHHYI0 cnocobrnocms novek [1, 26, 27].

IIpumenenue npenapama y oemeii off label — eéne 3apecucmpuposannvix 6 UHCMPYKYUU

JIEKaAPCMBEHHO20 CPeOCmBa NOKA3AHULL — OCYUeCMEISemcs NPU HAIU4UU NOONUCAHHO2O

ungopmuposannozo coenacus pooumereti / 3aKOHHbIX npedcmasumerneli (UHOOMemayuH

8 6u0e madIemox opuyUaIbHO paspeuter K npumerenuio ¢ 14 iemuezo 6o3pacma,).

3.1.3.5 Cunapom Jumgria

e PekomeHayercss orpaHMuYCHHE TOTPEOJICHUS COJIM, Ha3HAYCHUE KalukcOeperarolmx
JMYpETHKOB (amuiopu, Tpuamrepen) [10].
(Cuna pexomenaanuii 4, ypoBeHb Jioka3areabcTB D)
KomMmeHnTapuii: npumenenue cnupoHoraxmona HeyeiecooopasHo, 8 Ces3u ¢ pe3sucmeHmHoCmbio

k nemy [10].

3.2 Xupyprudeckoe Je4eHue

e Ilpu NO3AHO HAYATOM JIeUeHHH THITO(HOCHATEMHIECKOTO PaXUTa BOSMOXKHO IPOBEICHUE
OPTOMEINUYECKON XUPYPIUYEeCKOW KOPPEKIMH i yCTpaHeHus jaedopManuii  HIKHHX
KOoHeuHocrTei [1, 5].

(Cuna pexomenaanum 3, ypoBeHb J0ka3atebeTB C)
KommeHTapuii:  xupypeuueckas Koppekyusi OOIJICHA — NPOGOOUMCS  NOCLe  3aKPbIMuUs
INUPU3APHBIX 30H pocma.

e Ilpu HedpomaTuyeckOM  IMCTHHO3C B  TEPMUHAJIBHOW  CTagMHM  TOYECYHOM

HEI0OCTATOYHOCTH METOIOM BBIOOpA SIBJISICTCS TPaHCIUTaHTaIms modkw [1, 7, 8].

(Cuia pexomenaanum 3, ypoBeHb Joka3arebeTB C)



KommenTapmii: cunopom @ankonu Huxozcoa He peyuousupyem 6 mMpancniaumame, a
svlAlIeHUe KPUCANI08 YUCTNUHA 8 NOYEYHOU MKAHU 00BACHACMCA UX 3AHOCOM JNeUKOYUMamu u
Mmakpogpazamu  xo3auna. PoOcmeeHmuku — nayuenma, — AGIANWUEC — 2eMEPOIULOMHBIMU
HOCUMENAMU YUCMUHO3A, MO2YM Oblmb OOHOpAMU NOYKU, M. K. 29MO 3a001esanue )y HUX He
passusaemcs. Jleuenue yucmeamunom nociie mpaHcniaumayuu NOYKY 00IHNCHO NPOOOJIHCAMBCSL

()]Z}Z 60306126’}’}1614}1 Ha JKCmpapeHajlbHble NPoA6I1eHUAd YUCMURO3A.
4. PeaOuaurauus

Ipu mybynonamusx peadurumayuoHHvle MEPONPUAMUS He NPUMEHAIOMCAL.
Bosmoorcna peabunumayus nocie opmoneoudeckol KOppeKyuu 0epopmayuii HUNCHUX

KOHeuHocmell Y NayueHmos ¢ 2unogochamemuseckum paxumom.

5. [IpodpuiakTuka u AucNaHcepHOe HADJIOIEHHE

5.1 IIpopuaakTuxka

PexoMeHyeTcss TeHETHYECKOE€ KOHCYJIbTUPOBAHHWE POJUTENEH JAeTeil ¢ BTOPUYHBIM
cuHpoMoM DaHKOHH, 00YCIOBICHHBIM I€HETUYECKUMHU 00JIe3HAMU (LIMCTUHO3, FaJIaKTO3EMHUS,
HACJIEJICTBEHHAs HENEPECHOCHMMOCTh (PYKTO3bl, TUpo3uHemus (tum |), riamkoreHos (tum ),
6one3np Bunbcona-KonoBasmoBa u  fp.), rumopocareMHUECKUM pPaxuTOM, CHHAPOMOM
baprrepa, cunmpomom I'urenpbmaHa, HePpPOTEHHBIM HECaxapHbIM JIUA0ETOM, C IIEINBIO
OOBSICHEHUSI 3aKOHOMEPHOCTEH HAaCleJOBaHUS U TPOTHO3UPOBAHUS PHUCKOB IOBTOPEHMS
00J1€3HM IPU TOCIIEAYIONNX OEPEMEHHOCTSX.

Matepu u oJI0BHHA cecTep OOJIbHBIX HEPPOTEHHBIM HECaXapHbIM JUa0ETOM MaJlbYMKOB
- HOCUTEJIM MYTaHTHOTO T'€Ha; PUCK OOJIE3HU CPEIU CHIHOBEM M HOCUTEILCTBA CPEIU Jouepei
paseH 50%.

AHanu3 poJIOCIOBHOM COCTOUT B IMOUCKE CIIy4aeB MOATBEPKACHHOTO 3a00JI€BaHUS U €r0
OCHOBHBIX CUMIITOMOB y WIEHOB CEMbH U POJCTBEHHUKOB.

BeposiTHOCTh pokaeHHs peOeHKa C MOBTOPHBIM CilydaeM cuHapoma [urenpmana y
poauTenei, yxxe umeromux 0onpHOro pedeHka, coctasiuseT 25%. bonee crapmmum aeTsm ceMbH,
HE MMEIOUIMX NpPU3HAKOB CHHJpoMma [uTenbmaHa, Takke HeobOxonumo mposeaeHue JIHK-
JTUArHOCTHKH, B CBA3H C BO3MOKHOCTHIO MOSIBJICHUS KIIMHUYECKUX CUMIITOMOB B 00Jjiee MO3AHHIMA
MIEPUOJT )KU3HU. YUHUTHIBas XOPOIIWHA IPOTHO3, AHTEHATAJIBHBIN IMAarHO3 CUHApPOMa [ urenpmaHa

HC PCKOMCHOYCTCH.



5.2. Benenune nanyeHToB

5.2.1 IlpoxkcumasibHbIE TYOYJI0NIATHH

5.2.1.1 TunogochareMuyeckuii paxur

O

B nauane Tepanuu, B TEYCHHE YETHIPEX HENETh, PEKOMEHIYETCS exeHenenbHbIl (1 pa3 B
HEJIeITI0) KOHTPOJIb Ta00paTOPHBIX MOKa3aTenei, ypoBHEeH Kabius, hocdopa, meToqHON
(docdarassbl, mapaTropMoHa B KPOBH, IKCKPEIMH Kaablus, GochaToB ¢ MOYOMH; TO3AHEE -
aMOyJIaTOPHBIA KOHTPOJIb POCTa, Ja0OPATOPHBIX JAHHBIX ISl ONTHUMAIBHOW alanTaliu
TEpanuu JOHKCH MPOBOAUTHCS HE MEHEE YEThIPEX Pa3 B rOJI

Heo0xomuMocTh painoIOTHYECKOTO KOHTPOJS paXxHuTa OMPEACIsIeTCs KIMHUYECKUMU |
OMOXMMHUYECKMMHU KOHTPOJIBHBIMH TTOKA3aTEISIMU

V3 nouek JODKHO NPOBOAMTBCA HE MeHee | pa3za B roa Mg MCKIIOYEHUS

HepPOKATBINHO3A.

5.2.1.2 llpokcuMaibHbII peHANbHBIN TYOYasipHblii anumo3 (11 Tim)

Kontpons KILC, snektponuToB KpoBH (Kanuii, HaTpuil, Xaopuasl) - 1 pa3 B 3 mecsia

(mocne moxbopa ONTUMAIBLHOM 10361 OMKapOOHATa HATPHS)

5.2.1.3 Cunapom ®@ankonu (1e Tonu-dedpe)

o

Kontpons KHIC, chIBOPOTOYHBIX YpOBHEH KpeaTHMHHMHA, Kajus, HAaTpus, XJOPHUIOB,
kanbnus, Gocdopa - 1 paz B 3 mecsana (rmociie moadopa onTUMaIbHBIX 703 OukapOoHaTa
HaTpus, penapaTa kanus, pocdara, KaabIIUTPUOIIA WIH albpaKaabIlia0a)
Paguonoruyeckuii KOHTPOIb paxuTa ONpeAeseTCs] KIMHUYECKUMU U OMOXHUMHUYECKUMU
KOHTPOJILHBIMH TTOKA3aTeNIMU

VY3 mouek MOKHO TPOBOIUTHCS HE MeHee | pa3 B Tron sl HCKIIOUYSHHS

He(pOKAIBIUHO3A.

5.2.1.4 PenajibHas IJIIOKO3ypHA

HabGmronenve nanueHToB ¢ U30JIUPOBAHHON PEHATBHOM TITIOKO3YpHEl He TpeOyeTcs.

5.2.2 IletsieBble TYOy10MATHH

5.2.2.1 Cunapom baprrepa

o

Kontpons KUIC, 31eKTponauToB (Kajauif, HaTpHid, XJIOPHJbI), KaJIbIMs M KpeaTHHHHA
CBIBOPOTKH - 1 pa3 B 2 Mecsina (rmociie noj1oopa onTuMaibHON J03bl HHIOMETAIINHA).
V31 nouek - He MeHee | pa3a B roja Mociie yCTAaHOBJEHHUS JUArHO3a HEOHATaJIbHOIO

cunapoma baprrepa.

5.2.3 ucranbHble TYOya10naTHN

5.2.3.1 Cunapom I'mrenbmana



AmOymnatopHoe HaOI0IeHne OOJIBITMHCTBA OECCUMITOMHBIX MAIIMEHTOB OCYIIECTBIISCTCS
Hedposorom 1-2 paza B roa. B Kax/plii BU3UT MaleHTa 0c000e BHUMAHUE YAEIseTCs kanobam,
00yCJIOBJICHHBIM THIOKaJIHEeMHUell (yCTaloCTh, MBIIIEYHAs CIa0OCTh, 3amloOpbl, CepledHas
apuTMHUs) U TUIIOMarHe3eMuel (TeTaHusi, CyJ0pOrH, napecte3nu, 00jb B CycTaBax M MBIIIIAX),
OTIPEEIIAIOTCS CHIBOPOTOYHBIC YPOBHHU Kallus, Maruus, oukapOoHara.
5.2.3.2 lucrajbHblil peHaJbLHBIA TYOYasApHbIi auuao3 (I Tun)

o Kontpons KIIC, anexTposnToB KpoBU (Kanuii, HaTpuil, xyopuasl) - 1 pa3 B 3 Mmecsua
(mocne moxbopa ONTUMAIBLHOM 10361 OMKapOOHATa HATPHS).
o Y3U nouek — 1 pa3 B 6 MecsI1ieB.
5.2.3.3 IlceBaOrnmoab10CTEPOHU3M

Koutpoins aprepuansHoro gasienusi, KI[C, ypoBHsI kpeaTMHUHA, 3JIEKTPOIUTOB KPOBU
(kanuit, HATPUH, XJIOPHJIBI).
5.2.3.4 He(porenHnnplii HecaxapHblil 1uadeT

o Konrpons KIIC, kpeatnnuHa, 3J1€KTPOIUTOB KPOBHU (Kajauil, HATpHil, Xiopusl) - 1 pa3 B

3 Mecsua (mocie no10opa oNTUMaIbHOW MEAMKAMEHTO3HOM Tepanum).

o ¥Y3U nouek — 1 pa3 B 6 mecsiiieB
5.2.3.5 Cungpom Jlugaiaa
KonTpons KIIC, a51ekTponuToB KpoBHU (Kanuii, HAaTpUi, XJIOPU/bI).

6. lonoiHuTE IbHAS HH(OPMAIUS, BIUAKOIIAS HA TEYEeHHE U UCXO/T

3a00J1eBaHUsI/CHHAPOMA

6.1 OcJI0:KHEeHUS

Cunapom DaHKOHH, IMCEBIOTUINOATBIOCTEpOHN3M (THM |), HeppOreHHbI HecaxapHbIi
IabeT: TsKeas IeTuapaTaims.

I'mroko30-ranakTo3Hblil cUHIpOM ManbabcopOuuu (tun B): Tskemas neruapatanus,
HE(PPOKAIBLUHO3.

Hucranbhblii PTA (I Tun): HedpokanbLuHO3.

6.2 Ucxoanl M IPOrHO3

6.2.1 IIpoxkcumasibHbIe TYOyJIOIATHH

6.2.1.1 'mnogocharemuyeckuii paxur

Ilpu pannem ycmanosnieHuu OuaeHO3a 2uUNOPochamemuieckoeo paxuma, mepanust
gocchamom u 1,25-oucudpoxcu-eumamurnom D3 cnocobcmseyem uszneuenuro paxumonodooOHvix
oeghopmayuii, cmpyKkmypa KOCmMHOU MKAHU NOTHOCIbIO He 80CCMAHABIUBAENICS.

6.2.1.2 IIpokcuMaabHbIi peHaJbHBIH TYOYAsspHblIii annao3 (11 Tum)



Jnumenvhas noowenauusarowas mepanus 3pdexmuena, a npu  MPAHIUMOPHOM
MIA0eHYeCKOM mune 6bi3vleéaem ObiCmMpoe YeeludeHue pocma u ¢ 803paAcmom Modxcem Ovlmb
npepsana 6e3 onacHOCmu peyuousa CUHOPOMA.
6.2.1.3 Cunapom Pankonu (1e Tonu-Iedpe)

Ilpoeno3 3asucum om npuuuHvl, 06ycro8usuiell 3a001e6anue, MANCeCmu NOYEUHbIX U
IKCMpapeHanbHulx npossienuil. Mouonamuyeckuii cunopom Danxonu (0e Tonu-/lebpe) moscem
APpUBOOUMb K XPOHUYECKOU NOYeYHOU HeOOCMAmOYHOCMU 8 NOOPOCMKOBOM UNU 6 3DeloM
sozpacme.

Heghponamuueckuii yucmunos eedem K XpOHUUECKOU NOYEYHOU HEOOCHMAMmMOYHOCMU,
HAPYUWEHUAM 3PeHUsl, 2UNOMUPeo3y, NpocpecCUpyroOuM HespoI0cUYECKUM PACCMPOUCMBAM,
muonamuu. Pannee masnauenue cneyuguyeckoi mepanuu yucmuHo3a no36o0.sem Omcpodums
Hacmynjienue XpOHUYEeCKol NOYe4HOl HeOOCMAMOYHOCMU U YIYYUmMsb (husuieckoe pazsumue.
6.2.1.4 PenanbHas ri10Ko3ypus

Ilpu u301UpOBAHHON PEeHANbHOU 2NI0KO3YpUU NpocHo3 Onazonpusmen. Illpu entoko3o-
2ANAKMO3HOM CUHOPOME MANbAbCOpOyUU NPOSHO3 ONA2ONPUAMEH, eClu JledeHue HAYyamo 00

Nos61E€HUA He@pOKaJlbLﬂlHOI%L

6.2.2 IletsieBble TYOy10MATHH
6.2.2.1 Cunapom Baprrepa

B 6onvwuncmee ciyyaes npocnos Onazonpusmuuii. MnmennekmyanvHoe passumue He
cmpaodaem. Ilpu mneonamanvHom cunopome bapmmepa eunepkanbyuypus coxpamsemcs,

HeghpoKanbyuHo3 MeONeHHO npozpeccupyem, npueoos K NOYe4HOU HedOCMAamoyHOCHU.

6.2.3 IlucrajabHble TYOy10NaTHH
6.2.3.1 Cunapom I'nrespbmana

IIpocno3s npu cunopome I'umenvmana 6 bonrvuuncmee cryyaes 6.1a20NPUSMHbLU.

6.2.3.2 AucTajJbHblii peHAJIbHBII TYOYJsipHbLiA annao3 (I Tum)

IIpu oucmanvnom PTA npocnos braconpusmen, eciu jieyenue HAYamo 00 NOAGNEHUs
Heghpokanvyunosza. Hegppoxanbyunos meodnenno npozpeccupyem, npugoosi K NOYEUHOU
He0oCmamoyHOCmu.

6.2.3.3 IceBa0rnnoaabaocTepoOHu3M

Ilpu  aymocomHno-peyeccusHom eapuanme ncegoocunoarvoocmeponusma mun 1
(nonuopeannas ¢hopma) 603MOJCHLL Jlemanvhbie Ucxoowl. Illpu aymocomHo-00MUHAHMHOM
sapuanme (peHanbHas opma) npocHo3 bosee b6a1a2oNpuUsIMeH.

6.2.3.4 HedporeHHuolii HecaxapHbIil 1uader




Hzneuenus om 6podicoenHo20 HeppocenHo2o HecaxapHozo ouabema He HACMynden.
B epyonom eo3pacme 803M0dHceH 1emanbHblll UCX00 HA (POHe 310KaA4eCmBeHHOU 2unepmepmul,
He nodoarowelcs JIeYeHUur0  aHMUNUpemuxkamu,  ecieocmsue  ObiCmpo  pa3eusulelics
oecudpamayuu. Co 2-20 200a JHCU3HU NPOSHO3 YIVUUIACMCS 8 CBS3U C NOAGIEHUEM IHCANCObL U
CNOCOOHOCMU A0EK8AMHO20 NPUEMa HCUOKOCMIU.

6.2.3.5 Cunapom Jluwaia

Hecsoespemennaa oOuacnocmuka cunopoma Jluoona u omcymcmeue aoek8amuoll
mepanuuy msxicelol apmepuanrbHol SUnepmen3Ul MoJdcenm NpUueecmu K paseumuio XpoHuyecKou

noYeyHoll Hedocmamouﬂocmu, 6110Mb 00 mepmuHaﬂbﬂoﬁ cmaouu.



Kpurepuu oueHky kayecrsa MeJUIMHCKON OMOLIHU

Tabmuna 1 - OpraHu3aioOHHO-TEXHIUYECKHUE YCIOBUS OKa3aHUSI MEIUIIMHCKON TTOMOIIIH.

Bua MeauumHCKONH MOMOIIH

CHGL[I/IaJII/I?;I/IpOBaHHa}I MCIUIMHCKAasA IIOMOIIb

YciaoBug okazaHug
MEIUIUHCKON MOMOIIM

CraunoHapHO / B JTHEBHOM CTaI[lOHApe

MEeINIUHCKON MOMOIIH

®opMa OKa3aHUA [InanoBas

Tabnuna 2 - Kpurepun kauecTBa oka3zaHusl MEAUIIMHCKON TTOMOIIIH.

ypOBeHB J0Ka3aTCJIbCTB U

Ne Kpurepuii yOeIUTENbHOCTH PEKOMEHIAIHIA —
HU3KHH (KOHCEHCYC KCnepToB - D)
1 Brinmonneno UCCIIeIOBaHKE KHCIIOTHO- D
IIEJIOYHOTO COCTOSIHVSI KPOBU
BrinmonneHo uccnenoBanie OMOXUMUYECKOTO
2 | aHanu3a KpoBH (Kaluuid, HATPUN, XITOPUIHI, D
KaJIbIHK, pocdop, KpeaTHHUH, TIFOK03a)
3 BrimonHeHo wuccienoBaHue 0OLIEro aHaiIHM3a D
MO4H (TJTFOKO3a, O€JI0K)
BeimonHeHo wccnenoBaHne OMOXUMHUYECKOTO
4 | ananmuza mouun (TiOK03a, (hocdarbl, KaablUi, D
0eJI0K)
5 Beimosineno UCCIIEIOBAHUE pH D
CBEKCBBITYIIICHHON MOYH
6 | Bemonneno Y31 mouek D
7 BeimonaeHo U3MEPCHHE apTepUaTBHOTO D

JaBJICHUA
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IIpunoxenue Al. CocraB padoueii rpynnsl

BbapanoB A.A. akagemuk PAH, mpodeccop, a.m.H., IIpencenarens Mcnmonakoma Corosa
nenuatpoB Poccun. Harpanel: Opaen TpynoBoro Kpacnoro 3namenn, Opaen Ilodera, Opnen
«3a 3acayru nepex OteuectBom» IV crenenu, Opaen «3a 3acayru nepen OteuectBom» 111
CTEINeHU

Hama3zoBa-bapanoBa JI.C. akanemuk PAH, mnpodeccop, a.M.H., 3aMeCTUTEIb
IIpencenarens Mcnonkoma Coro3a neauarpoB Poccun..

Heirun A.H., npodeccop, a.M.H., wien Coro3a nenquatpoB Poccun

Cepreesa T.B., mpodeccop, 1.M.H., wien Coro3a neqguatpoB Poccun

Yymakosa O.B., mpodeccop, 1.M.H., wieH Coro3a neauatpoB Poccun

IMaynosa C.C., mpodeccop, A.M.H.

3oxupos H.3., npodeccop, 1.M.H., uien Coroza neauarpos Poccun

Komaposa O.B., 1.M.H., uien Coro3a nenuatpoB Poccun

Tarouenko B.K., npodeccop, n1.m.H., wieH Coro3a neauarpoB Poccun

Bbaxpanze M. ., mpodeccop, a.M.H., wien Corosa nenuatpoB Poccun

npo@., 1.m.H. Hpiruna E.H., uien Coro3a nenuarpo Poccun

3pobok O.A., x.M.H., wieH Coro3a neauarpos Poccun

Bamypuna T.B., k.M.H., wien Coro3a neauarpos Poccuu

MaprueBa T.B., k.M.H., uien Coro3a neguatpoB Poccun

Jlynan U.H., k.M.H.

Karan ML.IO., x.M.H.

ABTOpBI TOJITBEPKIAIOT OTCYTCTBHE (UHAHCOBOM MNOIICPKKU/KOH(IUKTa HHTEPECOB,
KOTOPBIIl HEOOXOAMMO 0OHAPO0BATh.



Ipunoxenne A2. MeronoJiorusi pa3padoTKki KJIMHUYECKHX
PeKOMEeH AL I
LlesieBasi ayANTOPHUS JAHHBIX KJIMHUYECKHX PEKOMeHIalMii:
Bpauwn-nerckue Hedponory;
Bpauu-niequarpsr;
Bpauu o0mieit BpaueOHON MPaKTUKH (CEMEHHBIC Bpayn);
Bpauu —reneruku;
Bpaun- 3H10CKONIUCTEL;
Bpauu- peHtrenonoru;
Bpauu QpyHKIIMOHATBHOI TUArHOCTUKHY;

Crynentsl MmenuuuHckux BY3oB

© 0 N o gk~ wbhPE

OOyuaromuecs B OpAUHAType U UHTEPHATYpE

MeTtoabl, ncnosib3yeMble /sl cOopa/cee KM 10KAa3aTeIbCTB: IIOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOA0B, HCHNOJAb30BAHHBIX JUIA OLEHKHM KavyecTBa M  CHJIbI
JA0Ka3aTeIbCTB: JJ0Ka3aTeJIbHON 0a30H JUIsl peKOMEHIalui SBJSIOTCS MMyOJMKAlUY, BOLLIEAIINE
B KoxpeitnoBckyro Oubnuoreky, 6a3nl manubix EMBASE, MEDLINE u PubMed. I'nyouna
MOMCKa - S JIeT.

MeToabl, HCNOJIL30BAHHBIE VI OLEHKH Ka4eCTBAa H CHJIbI I0KA3aTeIbCTB:

® KOHCEHCYC HKCIEpTOB;

® OIIEHKA 3HAaYUMOCTH B COOTBETCTBHUHU C PEHTUHTOBOM CXEMOIA.

MeToabl, HCNOJIL30BAHHBIE VI AHAJIN3A J0KA3aTeJIbCTB:

e 0030pbl ONYOJUKOBAaHHBIX METa-aHAJN30B,;

e cHucTeMaTHyecKue 0030pblI C TAOIUIIAMHU JOKA3aTEIbCTB.

Onncanne MeTOA0B, HCMOJIb30BAHHBIX VISl AHAJIM3A 10KA3aTEIbCTB

[Ipu orbope mnyOnuWKammii, Kak MOTEHIMAJIbHBIX HCTOYHUKOB JIOKa3aTENbCTB,
UCTIOJIb30BaHHAs B KaXKIOM HCCIIEIOBAHUU METOJIOJIOTHS M3YyJaeTCs IS TOTO, YTOOBI yOeIUThCS
B €€ BaIMJHOCTH. Pe3ynbTaT M3ydeHHUs BIMSET HAa YpOBEHb JOKA3aTelbCTB, MPHCBAWBAEMbIN
nyOJIMKAIlMK, YTO B CBOIO OYepe/ib, BIUAET Ha CHITy PEKOMEH AL,

Jlisi MUHHMH3AIUU TIOTCHIMANBHBIX OMIMOOK Kak[0€ WCCIIEIOBAaHUE OIICHUBAIOCh
He3aBUCHMO. JIFoOble paznuuusi B OIEHKaX OOCYXJaluch BCEH TPYIIOW aBTOPOB B IOJIHOM
coctase. [Ip1 HEBO3MOKHOCTH JOCTHXKEHHSI KOHCEHCYCa IPUBJIEKAJICSl HE3aBUCUMBIN SKCIIEPT.

Metoabl, HMCHOJB30BaHHbIE M (OPMYJIMPOBAHUS PeKOMEHAANMii: KOHCEHCYC

OKCIIEPTOB.



HNuaukaropsl qo6pokadecTBennoii npakruku (Good Practice Points — GPPs)

PekoMenayemass moOpoKadecTBeHHAsl MpakTHKa Oa3upyeTcs Ha KIMHHYECKOM OIBITE
aBTOPOB Pa3pabOTaHHBIX PEKOMEHAINH.

JKOHOMMYECKHUI aHAJIN3

AHanu3 CTOMMOCTH HE NpPOBOAWICA W MNyOnuKauuu 1o (apMaKkodKOHOMHUKE He
AHAIN3UPOBAIIHCH.

MeToa BaJugauum peKoMeHaauui

e BHemHs dKCIEpPTHAs OLICHKA.

e BHyTpeHHsA SKCIIEpTHAs OLICHKA.

Onucanue MeTo1a BAJIWAAIUMN PEKOMEH AN

Hacrosmue pexkomeHmanuu B MpeABapUTEIbHOW BEpCUU ObUIM  PELIEH3MPOBaHbBI
HE3aBUCUMBIMHU JKCIIEPTAaMHU, KOTOPBIX, IPEXKAE BCEro, MNOMPOCUIM MPOKOMMEHTHUPOBATb,
HACKOJIBKO JOCTYITHA JUIsi TIOHMMaHUs WHTEPHpETalus JI0Ka3aTeIbCTB, JIEKallas B OCHOBE
PEKOMEH Taln .

Ot Bpaueil MepBUYHOTO 3BEHA (AJIEProJI0roB-UMMYHOJIOTOB) MOTYy4YeHbl KOMMEHTAPHH B
OTHOLLIEHUU JTOXOJYUBOCTHU MU3JI0KEHHUS JTAHHBIX PEKOMEHJIAllUi, a TAK)KEe UX OLICHKAa BaKHOCTHU
MpeyiaraeMbIX PEKOMEH AN, KaK MHCTPYMEHTA IMOBCETHEBHOM MPAKTUKH.

Bce xomMeHTapuu, MOJy4eHHBIE OT IKCIEPTOB, THIATEIHHO CHUCTEMATH3UPOBAIHCH U
oOcyxnanuch wieHamu pabodeid rpynnbl (aBTopamMu pexomenjanuii). Kaxaplii myHKT
oOcyxaancs B OTAEIbHOCTH.

KouncyabTauus u 3kcnepTHasi OeHKa

[TpoekT pexomeHparuit ObUT PEIEH3UPOBAH HE3aBUCUMBIMHU DJKCIEPTaMH, KOTOPBIX,
MPEXIE BCErO, MOMPOCHIA MPOKOMMEHTHUPOBATh JOXOJYMBOCTH M TOYHOCTh HMHTEPIpPETALUU
JIOKa3aTeNbHOM 0a3bl, Jiexalleid B OCHOBE peKOMEHJAITHi.

PaGouas rpynna

JIsi OKOHYATENbHON PENaKIMU U KOHTPOJISI KayecTBAa PEKOMEHJIAIMH ObUTHM TOBTOPHO
MPOAHAIM3UPOBAHBI WICHAMH pa0oueil T'PYIIbI, KOTOPhIE MPUIILIN K 3aKIIOYEHHI0, YTO BCE
3aMeuyaHusl 1 KOMMEHTapHUH SKCIEPTOB MPUHATHI BO BHUMAaHHE, PUCK CUCTEMAaTHYECKHX OIIMOOK
npu pa3zpaboTKe peKOMEHIAIH CBeJIeH K MUHUMYMY.

OcHOBHBbIE peKOMEeH AU

Cuna pexkomMeHJalUMH Ha OCHOBAHWU COOTBETCTBYIOLIMX YpPOBHEH J10Ka3aTeiIbCTB
OPUBOJATCS TPU U3JIOKEHUM TEKCTa PEKOMEHJAnuil (ypOBHU JIOCTOBEPHOCTH U CHIIA
pekoMeHIaIui chopMyITupoBaHbl HA OCHOBAHHUHU TIPOBEICHHOTO aHajm3a — Ta0i. 1-2).

Ta6auna I11 -YpoBHu nocroBepHOCTH

‘ YpoBeHb ‘ Tun 1aHHbIX




la MeTtaananus paHI0MU3UPOBAHHBIX KOHTponHupyeMbix uccienoBanuii (PKI)

1b JlanHble noay4yeHsl 1o pesyapraTtam ogHoro PKU

2a Jloka3aresnbCTBa MOJIy4Y€Hbl HA OCHOBE METAaHAJIM30B UCCIIeJ0BaHUH 0e3
paHoMU3aLNN

2b X0t Obl OZJHO XOPOIIO BBINOJIHEHHOE KBa3UIKCIEPUMEHTAIBHOE UCCIIEIOBAHUE

3 XOopo110 BHIMOJHEHHBIE HEIKCIIEPUMEHTAILHBIE UCCIIEIOBAHUS: CPAaBHUTEIIBHBIC,
KOPPEJSLIMOHHBIE HJIU «CJIy4aii-KOHTPOJIbY

4 DKcnepTHOEe KOHCEHCYCHOE MHEHHE JIN00 KIMHUYECKHUNA OTIBIT TPU3HAHHOTO
aBTOpUTETA

Taoauua I12 - I'pagarnus cuibl peKOMEHIAIuN

Cuna KauectBo OcHoBaHME peKOMEH 1Al Pacmmugposka

PEKOMEHIALMU | 1I0Ka3aTeIbHOCTH

A Bricoknii Bonpmme nBoiHbIe cnenble | PeanbHblil ekt
IU1aLe00KOHTPOIUPYEMbIE COOTBETCTBYET
UCCIIEIOBaHMs, @  TaKkKe | IPEeANosaracMoMy
JaHHbIE, IIOJIyYCHHbIE IpHU
MeTa-aHalau3e HECKOJIBKUX
PKU

B YMepeHHbIf HebGomnbmue Wctuaab 3ddekT 0mm30k
paHIOMU3UPOBAHHBIE U | K [pearnoiaraeMomMy, HO
KOHTPOJIPYEMBbIE ecTb BEPOSITHOCTD
UCCIICIOBaHMsl, NPU KOTOPBIX | pa3iuyuii
CTaTUCTHYECKUE JTAaHHBIE
IIOCTPOCHBI Ha HEOOJBIIOM
qrcie OOJIbHBIX.

C Husknii HepannomusupoBaHHbIe Hctunnenii 3¢ ¢pexT Moxer
KJIMHUYECKHE  HCCIIEJOBAaHMS | 3HAUUTENBHO  OTJIMYAThCA
Ha OTPAaHUYEHHOM KOJHMYECTBE | OT MPEANOIaracMoro
NaIMEeHTOB

D OueHb HU3KUI BripaboTtka rpynnoii | [Ipeanonaraemeiii 3@ dexr
HKCHEPTOB  KOHCEHCYca IO | OYeHb HEONpeleNnEHHbI U

onpenenéHHoN npodieme

B 4acTOM MIPOLIEHTE
CIIy4aeB MOKET OBITh JaNEK
OT UCTHHBI



http://ru.wikipedia.org/wiki/%D0%A1%D0%BB%D0%B5%D0%BF%D0%BE%D0%B9_%D0%BC%D0%B5%D1%82%D0%BE%D0%B4

IIpnioxenne A3. CesizanHbIe J0KYMeHThI. Ilopsiiku M cTaHIApPTHI OKa3aHUs
MEeJUIIUHCKOI MOMOIIH

IMopsinkm oka3aHus MeAUIMHCKON IOMOIIIN:

1. [Ipuka3z MuHHCTEpPCTBA 3paBOOXPAHEHUsS] U COLMAIBHOTO pa3Butus PD ot 16
arnpesst 2012 . N 3661 "O06 yrBepx)aeHuu [lopska okazaHus rneauaTpuyeckoi momomu')

2. [Tpuka3 MunucrepcrBa 3xapaBooxpaneHuss P® "OO yreepxaenuu [lopsaka
OKa3aHWsI MEIUIMHCKONH MOMOINM OOJBHBIM C BPOXACHHBIMH U (WJIM) HACIIEACTBEHHBIMHU
3aboneBanusamu" ot 15 Hos1Opst 2012 . N 9171).

CrangapTbl OKa3aHUS MeIUIMHCKONA MTOMOIIIU:

1. ITpuxkaz  MunzgpaBa Poccun ot  09.11.2012 N 762 Cranzpapt
CHEeUaIN3UPOBAaHHON MEIULIMHCKON OMOIIM IIPYU HAPYLIEHUSAX, Pa3BUBAIOLINXCS B PE3YJIbTATE

TUCHYHKIIMH MOYEYHBIX KaHANbBIIEB (TyOyI0OmaTun)



Mpunoxenue b. AropurmMbl BeleHUA MAlUEHTA

[ManmenT ¢ mogo3peHneM Ha TyOyIonaTuio
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Hpuioxkenue B. Unpopmanus 1y nanueHToB

TyOyjJonaTum — KaHAIbIEBbIE OOJE3HU TIOYEK, XapaKTePU3YIIHECS Pa3InIHBIMU
HApYIICHUSMH TYOYJIIPHOTO TPAHCIOPTA 3JICKTPOJHMTOB, MHUHEPATIOB, BOABI M OPTraHUYECKHX
cyOCTaHIMi, HACJIEICTBEHHOTO (TIEPBUYHBIC TYOYJIONMATHH) WJIM MPUOOPETEHHOIO XapaKTepa
(BTOpHYHBIC TYOYyJIOTIATHH ).

YacToTa BCTPEYaeMOCTH CPEllU JETCKOTO HACEIICHHs KpaiHe pe/ika, B CBS3H C YeM YeTKasl
TOMHMYECKAst TUArHOCTHKA KaHAIBIIEBBIX HAPYIICHUH MPEACTABISET ONPEICICHHBIC TPYIHOCTH.

Hecmotpst Ha pasHooOpasue TyOynonaTuid, OCHOBY MX JHArHOCTHKHU COCTABIISICT paHHEE
BBISIBIICHHE TaKUX KIMHUYECKHX CHUMIITOMOB, KaK apTepUalibHAas THIIEPTEH3Us/THIIOTCH3MS,
TOJIUIUTICHSI, TIOJIMYPUS, PAXUTOMOAO0OHbIE U3MEHCHHUsS, C IOCIEAYIONIMM HCCICJOBAaHUEM U
OnpeAeIeHuEM HapyUIEHUN KHUCJIOTHO-ILIEJIOYHOTO COCTOSTHHSI (MeTabonuueckuit
aIu103/aIkano3), HaTpU-KaTueBOro U Kalblui-pochopHOro roMmeocrasa

beicTpoe Ha3HaYCHUE aJCKBATHON MMAaTOTCHETUYECKOM TEparuy MO3BOJISECT MPEAOTBPATUTD
MHOTHE CEPbE3HBIC OCIOKHCHHUS.

JlnarHocTHKa ¥ JISYCHUE TIAIIICHTOB C TYOYJIOMAaTHUsMU ITPOBOAUTCS BPA4OM HEPPOIOTOM.



Hpuioxenue I'l. PaciiugppoBka npumedaHuu
* — JexapcTBEHHBIH mpemapar, BXoasammi B IlepedeHb >KM3HEHHO HEOOXOIMMBIX U
BOKHEHIIUX JIEKQPCTBEHHBIX MPENaparoB Uil MEAUIMHCKOro mnpumeHenuss Ha 2016 roxg
(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)
"% — nexapcTBEHHBIN Mpenapar, BXosiuil B [lepeueHs JIEKapCTBEHHBIX MPEMapaToB JIJist
MEIULIMHCKOr0 MPUMEHEHUS, B TOM YHUCJE JIEKaPCTBEHHBIX IPENapaToB Il MEAUIIMHCKOIO

IMPUMCHCHUA, Ha3HAYACMBbIX II0 PCHICHUIO Bpa‘le6HI)IX KOMMCCHUH MCIUIIMHCKHNX OpFaHI/ISaHI/Iﬁ

(Pacnopspxenue [IpaBurensctBa PO ot 26.12.2015 N 2724-p)



