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Kaununyeckue pekomenaauuu paccmorpensl Ha VII cve3ae Poceniickoro
o0mecTBa MmeauIMHCKNX reHeTUKOB B CaHkT IletepOypre (19-23 mas 2015 1.)

U yrBep:xaeHs! npeaceaareaem POMI', akagemukom PAH E.K. I'matepom.

KinHnyeckue pekoMeHAallui PAaCCMOTPEHbI HA 3aceJaHUH
npopuabHOM KoMuccuu MuHucTepeTBa 3ApaBooxpanenus Poccuiickoit
Denepanyu Mo MeAUUMHCKON renernke 20 mas 2014 r. 1 yrBep:KIeHbI
IJIABHBIM BHEIITATHBIM CHELHATMCTOM 110 MEAULUHCKON I'eHeTHKe

Mumnsapasa Poccun C.U.KyueBbim.



I. OBJIACTH IPUMEHEHUSA

OenepanbHble KIuHUYecKkue pekoMmeHnanuu (IIpoTokos) mo okazaHUIO
MEIUIIMHCKOW  momomu  AeTsaM  «lunmodocdarazus»  (mamee  I[Ipotokomn)
IpeHAa3HAYEeHbl Ul NPUMEHEHHs B CHCTEME 31paBooxpaHeHus Poccuiickon
denepanum.

II. HOPMATUBHBIE CCBIJIKH

[Ipu cocTaBieHNN KIMHUYECKUX PEKOMEHAAIMI UCIIOIb30BaHbl CIEAYIOIINE
TOKYMEHTBI:

e MexayHapoaHas kiaccudukanus OoJie3HEH, TpaBM M COCTOSIHUH,
Biusitomux Ha 3a0poBhe 10-ro mepecmorpa (MKbB-10) (Bcemuphas
Opranuzanus 3apaBooxpaneHust, 1994)

e Homenkiarypa MEIULIMHCKHAX yCIIyT (MunucTepcTBO
3IpaBOOXpaHEHns U conuanbHoro passutus Poccniickon denepannu,
2011 r.)

e ['OCT P 56034-2014

1. OBLIUE NOJOXKXEHUSA

Pexomenmamu «['unodocdarazus» pazpaboTaHbl KOJJIEKTUBOM aBTOPOB:

ABTOp MecTo paboThl, 3BaHKE, TOJKHOCTh

Kyues C.N. JI.M.H, TJIaBHBIM BHENITATHBIN CHCIIUAJIMCT IO
MEMIMHCKOW reHeTuku M3 PO , 3aM. 1upekTopa
OI'bY MI'HII PAMH

3axaposa E.1O. I.M.H, pod. Kadeapsl METULIIUMHCKON T€HETUKH

PMATIIO, 3aB.n1a6. HBO ®I'bY MI'HIl PAMH

benosa H.A. J.M.H., pykoBoautenb LleHTpa  BpOXKIAEHHOU
M1aTOJIOTUH




Kenuc B.M.

J.M.H., OI'bY «HayuHo-nccnenoBarenbcku
JETCKUM OPTONENNYECKUA HUHCTUTYT uMenu [.H.
Typuepa»

Menbuenko E.B.

I.M.H., dI'BY «Hay4dHno-uccnenoBarenbCKum
JNIETCKUHA OPTONEIANYECKAN HUHCTUTYT umeHu [.H.
TypHepa»

byuunckas H. B.

K.M.H.. Kadeapa rocnutanbHoi nenuarpuu, ['bOY
BIIO CIIGI'TIMY Munszapasa Poccun

Tronmpmaxkos A.H.

AM.H.,, ®I'BY DOHIOKPHUHOJOTMYECKHIA HAYUYHBIH
nenrp PAMH

Kamnanuenko H.IO.

K.M.H., ®I'BY DHIOKpHHONOTMYECKUI Hay4YHbIN
uentp PAMH

Pa6eix C.O.

J.M.H., 3aB.JJa0. MAaTOJOTHU OCEBOrO CKelleTa M
Heripoxupypruu, PHI[ BTO wum.akan. T.A.
WNnu3zaposa

Muxaiiinosa JI.K.

I.M.H., OI'bY {enTpanbHbINA Hay4HO-
MCCIICIOBATEIIbCKU HWHCTUTYT TPABMATOJIOTUHA U
oproneaun um.H.H.IIpnoposa

Pexomennanuu «['unodocdarazus» pazpaboTaHbl AJisi PEIICHUS CIIECTYIOITUX

3a1a4:

- OIIPCACIICHUC CIICKTPpa AUAI'HOCTHYCCKUX H JIe4eOHBIX YCIYyT, OKa3bIBACMBIX

60nbHBIM C rumnodocdarazuei;

— YCTAHOBJICHUC CAMHBIX TpC6OBaHHfI K HIOpAAKY AWArHOCTHUKHU W JICHCHUA

00JbHBIX ¢ TUNO(ocharazuei;

— OIPEJICJIEHUE aJITOPUTMOB IMATHOCTUKU U JieueHust [ @;

— OCYILIECTBJICHUE KOHTPOJISI 00BEMOB, JOCTYITHOCTH U KaUe€CTBA MEIUIIMHCKOMN

ITOMOIIH, OKa3bIBaCMOM MangueHTy B MCAHUIIMHCKOM YUYPCXKJIACHHU B paMKax

rocyaapCTBCHHBIX

rapanTuii  oOecrmeueHuss TpaxkaaH  OecIuIaTHON

MEIUIIMHCKON TOMOIIBIO.

B HACTOAIIMX PEKOMEHIANUAX CICAYHOIIHE METOAbI AJIA  OIEHKH

KadeCTBa U CUJIBI 10KAa3aTe/JIbCTB



Koncencyc 3kcnepros;

OrneHka 3HAYMMOCTU B COOTBETCTBUHU C PEUTHUHTOBOM cxemon (Tab. 1).

Taoauna 1.

PeiiTuHroBasi cxema AJIA OHEHKHU CHJIbI PEKOMEHAAIINH

CreneHb peKOMeHIAIMHU

KauecTBO 10Ka3aTeILCTBA

Corac necst aHHEIE XOPOIIIO
1A. CuiabHas PeKOMEeHAauusl. YO a P
BBIITOJIHEHHBIX PaHIOMH3UPOBAHHBIX
BbicokokauyecTBeHHOE
% KOHTPOJIMPYEMBIX ~ HMCCIICIOBAHUN  WJIH
A0Ka3aTeJLCTBO
HEONPOBEPKUMBIC  JOKa3aTeIhCTBA B
KaKoH-11b0 apyroi hopme
JlanpHEWIIME WCCIICOBAHUS BpSI JIU
U3MEHSAT YBEPEHHOCTD B OIICHKE IOJIb3bI U
pucka.
aHHbIE AHJIOMU3UPOBAHHBIX
1B. CuiabHas peKoOMeH1alus. A pata p
KOHTPOJUPYEMBIX HCIIBITAHUN c
Jloka3aTebCTBO YMEpPEHHOe
BAYKHBIMUA OTpaHUYCHUSIMHU
(IpOTHBOpPEUYNBBIC pe3yJIbTaTHI,
METOI0JIOTHYECKHE HEIOCTATKH,

KOCBECHHBIEC WJIM HETOYHBIC), WK OYCHb
yOeuTeNbHbIE JOKa3aTeIhCTBA B KaKOM-

aub6o npyroi popme.

JlanpHelie uccienoBaHust (€ciau OHU

IPOBOJSATCSA), BEPOSITHO, OKAXKYT BIHSTHUE




Ha YBCPCHHOCTD B OLICHKC I10JIb3bI U pUCKa

U MOTYT UIBMCHHUTDH OLICHKY.

1C. Cuabnasi pekomengauus. Huzkuii

YPOBEHB 10Ka3aTeIbCTBA

JlanHbIC u3 Ha0JIFOJaTeIbHBIX
HCCJICIOBAaHUM, OCCCHCTEMHOTO
KJIWMHAYECKOIO OIlbITA 1580071 u3

PaHIOMU3HUPOBAHHBIX KOHTPOJIUPYEMBIX
UCTIBITAaHUH C CEpbE3HBIMU
Henoctarkamu. Jlrobas ouenka s¢dexra

ABJACTCA HGOHpGIIGHGHHOﬁ.

2A. Caaban PeKOMEeHAausl.

I[OKaBaTeJ'IbCTBO BBICOKOI'0 KadeCTBa

COFJ’I&CYIOI_HI/IGCSI JaHHBIC Xopouio

BBIITOJIHCHHBIX PaHIOMHU3HUPOBAHHBIX
KOHTPOJIHUPYCMBIX I/ICCJ'ICIIOBaHI/Iﬁ NN
HCOITPOBCPIKUMBIC J0Ka3aTcJIbCTBA B

KaKoH-1100 apyroi hopme

JlanpHele ucCCIeNOBaHus BpsiA JU

HN3MCHAT YBCPCHHOCTD B OLICHKC I10JIb3bI U

pucKa.
aHHBIE AHIOMU3UPOBAHHBIX
2B. Ciaaban peKoMeHIAIHUS. A pata p
KOHTPOJIUPYEMBIX HCIIBITAHUN c
YMepeHHOe Ka4uecTBO J0KA3aTe/IbCTBA
BaYKHBIMH OrpaHUYCHUSIMHU
(TpOTUBOPEUYNBHIE pe3ybTaThI,
METOI0JIOTHYECKUE HEIOCTATKH,

KOCBCHHBIC HJIN HGTO‘-IHBIC), WX OYCHDb




yOenuTenbHbIe JOKA3aTeIhCTBA B KAKOM-

au6o npyroi popme.

JlanpHelue wuccienoBaHust (€ciau OHU
POBOJISATCS ), BEPOSITHO, OKAXKYT BIHSTHUE
Ha YBEpPEHHOCTb B OLICHKE T0JIb3bI U pHUCKa

U MOT'YT UI3SMCHUTH OLICHKY.

2C. Cnaabas peKoMeH1anms.

I[OKaBaTeJ'IbCTBO HHU3KOI'o Ka4yeCcrBa

JlaHHBIE n3 HAOJIFOJAaTEIbHBIX
HCCJIEJOBaHNMH, 0eCcCUCTEMHOTO
KJINHUYECKOIO OIIBITA, WIH u3

PaHIOMH3UPOBAHHBIX KOHTPOJIHPYEMBIX
UCTIBITAaHUM C CEPbhE3HBIMU
Hegoctatkamu. Jlrobas onenka sddexra

SIBJISIETCSI HEOTIPEICIICHHON

*B Ta6JIHHG HI/I(l)pOBOG 3HAYCHUC COOTBCTCTBYCT CHUJIC peKOMeHHaHHﬁ, 6YKBGHHOG -

COOTBETCTBYET YPOBHIO JI0KA3aTEIbHOCTH

MeToabl, HCIIOJIb30BaHHBIE J1JIA COOPa/cesIeKIUM 10KA3aTEeIbCTB

JlokazarenpHOM 0a30if JJIsi COCTaBJICHUS PEKOMEHJAIMW SBUJICS TIOMCK B

AJIEKTpOHHBIX 0Oa3zax naHHbix PubMed wu Medline. Jlannble KIMHUYECKHE

PEKOMCHAAIMKW IMOATOTOBJICHBI Ha OCHOBAHWMKW MCKAYHAPOIHBIX KIMHHUYCCKUX

PEKOMEHAIMI O TMarHOCTUKE M TakTHKe BeAeHus: ['D, pa3paboTaHHBIX TPYHION

skcniepToB o ['®, a Takxke 0030pa MyOJMKAIUMN KIMHUYECKUX HCCIEIOBAHUM.

['myOuHa nmoucka coctaBuiia 5 JierT.




WNupukaroper  nobpokadectBenHoi mpakTuku (Good Practice Points-GPPs)
0a3MpoBAMCh HA KIMHUYECKOM OIbITe padoduedl Trpynmsl 1O  pa3padoTKe

PEKOMEHIAIUH.

DKOHOMHUYECKHUM aHaJIn3 )41 HY6HI/IK3HI/II/I I10 q)apMaKOC)KOHOMI/IKe HC

AHAJIM3UPOBAINCE.

Banunuzanus pexkomeHaamnuili 6azupoBajiach Ha BHYTPEHHEW SKCIEPTHON OIECHKE.
KoMmMmeHnTapuu, mosry4eHHbIC OT KCIIEPTOB, CHCTEMATU3UPOBAIIUCH U 00CYKIATNCh
npeacenareireM M wieHamu paboueit rpymmbl. [IpoekT pexomeHmanuii ObLI

PCUCH3UPOBAH HC3aBUCUMbIMHU OKCIICPTAMMU.

JUis OKOHYATENbHOM peJaklUuMu M KOHTPOJS KayecTBa PEKOMEHAAlMU ObLIH
MMOBTOPHO MPOPELIEH3UPOBaHbl WICHAMH pabOyel Tpymibl, KOTOPbIE MPUILIA K
BBOJAY, 4YTO BCE€ 3aMe€4yaHWsd M KOMMEHTAPHM INPHUHATHI BO BHHMAaHUE, PHUCK

CHCTEMaTHYECKUX ONTHOOK IIpu pa3pa60TKe peKOMGHIIaHI/Iﬁ CBCIACH K MUHNMYMY

OcHOBHBIC PCKOMCHOAINHU, YPOBHHU J0Ka3aTCIIbHOCTHU 141 HHAUKATOPbI
HO6pOKaHeCTBeHHOﬁ IIPAKTUKHW IIPUBOIAATCA II0 XOA4Y H3JIOKCHHA TCKCTa

PEKOMEH AU,

BricokoTexHomornuHass nomoib 0o0yibHBIM ¢ ['d mpemycMaTpuBaeT HaJIMYUE
MOATOTOBJICHHOTO Bpaya B OOJACTU JUArHOCTUKU W JieueHHS O0ibHbIX ¢ ['D
3a0oeBaHuEM, 3HaHMEM UM TOOOYHBIX 3(P(HEKTOB Tepanmuu W METOJOB HX
KOPPEKIINH, TOATOTOBJIEHHOT'O CPEIHETO MEIUIIMHCKOTO TIepcoHana, BO3MOKHOCTh

BBIIIOJITHCHUS KOHTPOJIBHBIX TCCTOB, TCXHOJIOT'MU BCIIOMOTaTEJIbHOM TCpallnuu.

['® oTHOCATCS K pPEAKMM HACICIACTBEHHBIM 3a00JI€BaHUSM, UYTO MCKJIIOYAET
BO3MOXXHOCTh IIPOBEJACHHUS OOJBIINX KOTOPTHBIX M  PaHAOMH3HPOBAHHBIX

KOHTPOJIHUPOBAHHBIX I/ICCHGJIOBaHI/Iﬁ U IJIs1 CO3aaHus IMMPOTOKOJOB AUArHOCTHKHU H



TCpaln  HUCIIOJB3YIOTCA  JIMIIb  TCMATHUYCCKUC  HCCICOAOBAHHA  OKCIICPTOB,

OHY6HHKOB&HHH€ B IIOCJICAHUC IBa JCCATHUIICTHA.

CnucoK OCHOBHOM JINTEpPaTypHI:

1.

Mornet E. Hypophosphatasia. Best Practice & Research Clinical
Rheumatology. 2008;22(1):113-127

. Whyte M, Greenberg CR, Salman NJ, et al. Enzyme-Replacement Therapy in

Life-Threatening Hypophosphatasia. N Engl J Med. 2012;366(10):904-913
Barcia J P, Strife C F, Langman CB. Infantile hypophosphatasia: treatment
options to control hypercalcemia, hypercalciuria, and chronic bone
demineralization. J Pediatr. 1997;130(5):825-828

Rodriquez E, Bober M, Davey L, et al. Respiratory Mechanics in an Infant
With Perinatal Lethal Hypophosphatasia Treated With Human Recombinant
Enzyme Replacement Therapy. Pediatric Pulmonology 2012;47(9):917-922
Mornet E. Hypophosphatasia. Orphanet J Rare Dis. 2007;2:40

Styne D. Pediatric Endocrinology: Laboratory Values. Lippincott Williams &
Wilkins. 2004:347

. Collmann H, Mornet E, Gattenlohner S, et al. Neurosurgical aspects of

childhood hypophosphatasia. Childs Nerv Syst. 2009;25(2):217-223
Mohn A, DeLeonibus C, de Giorgis T, et al. Hypophosphatasia in a child with

widened anterior fontanelle: lessons learned from late diagnosis and incorrect
treatment. Acta Paediatr. 2011;100(7):43-46

. Millan JL, Narisawa S, Lemire I, et al. Enzyme replacement therapy for

murine hypophosphatasia. J Bone Miner Res. 2008;23(6):777-787

10.McKee MD, Nakano Y, Masica DL, et al. Enzyme Replacement Therapy

Prevents Dental Defects in a Model of Hypophosphatasia. J Dent Res.



2011;90(4):470-476
11.Whyte M P, Valdes R, Jr., Ryan LM, McAlister WH. Infantile
hypophosphatasia: enzyme replacement therapy by intravenous infusion of

alkaline phosphatase-rich plasma from patients with Paget bone disease. J
Pediatr. 1982;101(3):379-386

12.Whyte M P, Kurtzberg J, McAlister WH, et al. Marrow cell transplantation
for infantile hypophosphatasia. J Bone Miner Res. 2003;18(4):624-636

13.Laroche M. Failure of teriparatide in treatment of bone complications of adult
hypophosphatasia. Calcif Tissue Int. 2012;90(3):250

14.Deeb AA, Bruce SN, Morris AA, Cheetham TD. Infantile hypophosphatasia:
disappointing results of treatment. Acta Paediatr. 2000;89(6):730-733

IV. BEAEHUE ITPOTOKOJIA

Benenue IIpoTokoia ocyiecTBisieTcs B CIEAYIOUUX JIEUEOHBIX YUPEKICHUIX:
®I'bY  Poccumiickas  Jlerckasg  KiIMHHYECKas  OOJBHMIIA, ®dI'BY
OHIOKPUHIOTMYECKUN Hay4dHbIl HeHTp, PI' bY Hayunblil neHTp 310poBbs AeTei
U noapoctkoB, PI'BY lleHTpanbHbli HAYYHO-UCCIEAOBATEILCKUNA HWHCTUTYT
tpaBmarojgorun u  oproneguu uM.H.H.IIpuopoa , @IBY «Hayuno-
HCCIIE0BATENIbCKUM IETCKUM OpToneaAndeckui nHCTuTyT umenu [.U. Typrepay,

PHII BTO um.akan. I'.A. Unuzaposa, 'BY3 MopozoBckas JleTrckas ropojackas



OOJIbHUIIA.

V. OBIIIUE BOIIPOCHI
OIIPEJAEJIEHUE

['unodocdarazus (') -  mporpeccupyroiiee  HACIEACTBEHHOE
MeTaboMYecKkoe 3a00JieBaHKe, BBI3BAaHHOE MeMUIIMTOM IIEeIOYHON (ocdaraspl
(I1®), koTOpbIi BO3HUKAET WU3-3a MYTalUH B TEHE, KOAUPYIOIIEM
Hecnienupuueckuid TKaHeBOM wuzodepMeHT 1ienoyHoit ¢ocdarazer (HTUID).
Havano 3a0oneBaHus BO3MOXXKHO B JII0O0OW MOMEHT OT BHYTPUYTPOOHOIO J0
B3pOCJIOTO BO3pPacTa, a €ro TSHKECTh JIEKUT B JUANa3oHE OT BHYTPUYTPOOHOMH
CMEPTH [0 JJUTENbHOW HETPYJOCHOCOOHOCTH (MHBAIMIHOCTH) BO B3pPOCIOM

COCTOSHHH.

KO/ 1O MKB-10 : E83.39

OMIM: 146300, 241510, 241500, 146300

OTUOJIOT' YA U ITATOI'EHE3

I'® - HacnencTBeHHOE HapylleHUE MeTaboIM3Ma KOCTHOM TKaHH, BHI3BAHHOE
myTtanusmu rena ALPL, kogupytromero pepment HTUILL®. I'en ALPL xapTupoBan
Ha 1 xpomocome 1p36.12. TI'd Hacnemyercs KOO ayTOCOMHO-PEIIECCUBHOMY
(daie), 1160 ayTOCOMHO-AOMUHAHTHOMY THUITY HACJIEAOBAHUS.

HTUII® ob6namaeT 3HAYUTEIBHBIM BIMSHHUEM Ha IPOIECC MUHEpAIW3aIluu
KOCTEH MyTeM NpPEeLMIUTALMKI KaJbLUs U Heopranudeckoro gocdara (HP) B Buae
KPUCTAJJIOB THUApPOKCHANaTUTa B BE3UWKyJaX KOCTHOTrO Mmarpukca. Jlepumur
aktuBHocT HTUIL® npuBoauT K TUIIOMUHEpATH3aIliN, OOITUPHBIM HAPYIICHUSIM

CO CTOPOHBI KOCTEH CKeJieTa U JIPYTUM IMOJUOPTaHHBIM OCJIOXKHEHUsIM. Jlepuuut



HTHUII{®, npuBoauT K  BHEKIETOYHOMY  HAKOIUIEHHMIO  HECKOJBKHUX
dochopunupoBannsix  cyoctpatoB  HTUII®. Opun w3  cyOCcTparos,
Heopranndeckuii mupodochar (HIID), uarnbOupyer MHUHEpaTU3alMio KOCTeH
nyTeM OJOKUpOBaHUS (POPMHUPOBAHUS KPUCTAUIOB THApOKcHamatuta. [pyrue
cyoctparel HTUILL®D, ypoBHU KOTOPBIX TOXXE MOJHUMAIOTCA y MalUueHToB ¢ ['D,
BKJTFOYAIOT MUpU0KcaIhb-5 -hocdar (ILVID), ocHOBHYIO MUPKYIUPYIONIYIO (HOPMY
ButamuHa B6, u ¢ocdortanonmamun (O®OA). HTUIID runpomusyer I[1JID,
M03BOJISIS MUPUAOKCANIO TPOHUKHYTH Yepe3 remMaTosHeaninyeckuii 6apbep, mocie
yero oH BoccranaBiuBaetcs B [1IJID. [TJID urpaer BaxkHyt posib Kak KOpepMeHT
JeKapOOKCUIa3bl TIIyTaMUHOBOM KHCIIOTHI, (D€pMEHTa, OTBEYAIOIIETO 3a CHUHTE3
ramma-amuHomacisiHon kuciotel (I'”AMK). Hakomienue I1JI® B cuctemHOM
KPOBOTOKE BbI3bIBACT N€PUIMT BUTaMHHA B6 B LICHTpaibHOI HEPBHOI CUCTEME, YTO
MOXeET npuBecTy K cypoporam. HII® coctout u3 AByxX MOJIEKYJI HEOPraHUUECKOTO
docdara (HD), coOeNMHEHHBIX THUAPOIU3YEMOW BBICOKOIHEPIreTUYECKON >(PUPHON
cBsa3pro. Jlehurmur HTUII® Bemer k BHekieTouHoMy HakoruieHuto HII®D, u
CHIKEHUIO YpOBHS HD U, OIOKHPYS TAKUM 00pa30M OTIIOKEHUS THAPOKCUATIATUTA.
JIOTIOTHUTENBHO OBLJIO YCTAHOBJIEHO, YTO CJEAYIOIIME BEIIECTBA BBICTYIAIOT
BOXHBIMU perynaropamMu BHekiieTouHoro oomena HII®D u v®: mimazmatuyeckuit
MeMmOpanHbii  raukonporenuH  (PC-1),  BeipabGareiBatomuii  HII®  u3
nezokcunykineotuarpudocdaros (rHTD), TpancMeMOpaHHBIM TpPaHCIOPTHHIN
noBepxHOCTHRIM Oenmok ANKH, demoBeueckuii TOMOJIOT MBIITHHOTO OeiKa
nporpeccupyroiiero ankmioza (Ank), koropsiii obecnieunBaer Bbixon HIID u3
KJICTKH, W OCTCOTMOHTHH, KOTOPBIM TaKKe BBICTYNAET KaK HMHTUOUTOP
MUHEpAJIM3alud KOCTHOW TKaHHU. Kpome Toro, skcmpeccusi OCTEONOHTHHA
unayuupyercsi BHekieTouHbiM HIID. Takum o6pazom, HapyuieHue QyHKIUU
HTUI® Baeyer 3a coboii MacmrTaOHBIC TIOCIEACTBUSA IS HOPMAJIBLHOIO

dbopMUpOBaHUS U MUHEPATU3AINN KOCTH.



KITACCUDUKAILINA
Knunnueckas knaccudukanuss '@ ocHOBbIBaeTCs Ha BpEeMEeHH J1e0r0Ta

3a0osieBaHus. BbIAensioT nepuHaTaibHyo (pa3BUTHE CUMIITOMOB BHYTPHUYTPOOHO
WM TIPU POXKICHUH), MITaJieHdecKyto (Miaame 6 mMec), AeTcKyto (6 Mmecsien — 18
7eT) u B3pochyto (ctapiie 18 jget) hopmsl.

OTaenbHO BBIACISIOT ofoHTOTHIO(OChaTa3uio, P KOTOPOH HAOIIOAAIOTCS
TOJIBKO MPOSIBJICHUSI CO CTOPOHBI 3y00B.
KIIMHNYECKAS XAPAKTEPUCTUKA

Haubonee Tsxenbie cinydan HaOM0Aat0TCs MpH e00Te 3a00IeBaHus Y TU10/1a
¥ BO MJIQJICHYECTBE, U B TAKMX CUTyalUsIX CMEPTHOCTb MOXKET COCTaBIATH 10 50%.
I'® saBngercs peakoil 0O0JIE3HBIO W MallMEHTaAM MOTYT CTaBUTHCS OIMIMOOYHbBIE
JUArHO3bl, TaKue KaK, HaInpumep, HECOBEPILICHHBIN OCTEOT€HE3.
Huddepennupyromieit Onoxumuueckoit yeproit I'd saBisieTcst HU3Kass aKTUBHOCTD
nienoyHo  gocdarazpl. Junarnoz ' nomkeH OBITH 3amogo3peH y JiroOOro
HaueHTa, co CHWKEHHOM akTuBHOCThIO II[dD, ocobeHHo B coderaHuu co
CKEJIETHBIMU IPOSBICHUSIMU WIH HEBPOJIOTHYECKUMU (cynoporu,
KPaHUOCUHOCTO3), MOYEYHBIMU (runepkagbLIueMus, TUNEpKaIbIUypus,
HE(POKAIBIUHO3), MBIUICUHBIMH  (MHOINATUSI) WM  CTOMATOJIOTMYECKUMHU

MaToJIOTUSIMU (paHHEE BhIMAaJACHUE MOJIOYHBIX 3yOOB WJIKM HAPYIIIEHUE pOCTa 3y0OB).

Knuandeckue mposBieHHus 3TOTo 3a00JI€BaHUs 3HAYMTEIIHFHO BapbUPYIOT IO
TSOKECTH MPOSBJICHUS CUMITOMOB. B HEKOTOPBIX Cilyyasx 3a0ojieBaHUE MPOTEKAET
HAaCTOJBKO  TSDKEJIO, YTO HACTymaeT BHYTPUYTpOOHas CMEpTh  IUIOJA.
[TepunaranpHas ['®, 6e3 cBOEBpEeMEHHO OKa3aHHOM MTOMOIIM, MPAKTUYECKHU BCeraa
neranpHa. Okomo 50% wmiazeHnes ¢ auargosoM [ @ mormOarOT BCIIEACTBUE
IbIXaTEJIbHOW HEIOCTATOYHOCTH. Y JAPYrMX MAlUMEHTOB CKEJICTHbIE HApPyLICHHS

U/WJIM CEPhE3HBIE OCIOXKHEHUS B PA3JIMUYHbIX OpraHax MPOSBIISIOTCS MPU POKIECHUH,



BCKOpE TIOCJIC POXKICHUS WM T03)KE B TCUCHHE XU3HH U MOTYT HECTH C COOOM

3HAaYUTCIILHOC ®YHKHHOHMBHOC N Ka4CCTBCHHOC 6p€M}I JJIA ITaDUCHTOB C 3THUM

3a00JIEBAHUEM.

Hauboee

CUMIITOMBI IIPUBCACHBI B Ta6J'II/II_Ie

pacrpoCcTpaHeHHbIE

KIIMHUYCCKHUC

NIPU3HAKA U

MepTBblii 101

['unmoMuHepanu3anys

Tsoxensie neopmanuu
IPYJHOM KIIETKH

Hedbopmaryu
TPyOYaThIX KOCTEH

KocTHO-XpsimieBbie
BBIPOCTBI

Pentrenonornueckoe
pa3psKEHUE TKaHU B
MeTtaduzax

Cnabas occudukanus
(U308

Paxur

[Tepenomsl

Jlerounasa
HEIOCTAaTOYHOCTH

Henocrarounoe
IUTAaHUE

Menennas
puOaBKa Macchl
Tena

CHmxeHue
pUOABKU MaCChl
TeJa U OTCTaBaHHE
B (hu3myeckom
pa3BUTHHU

I'unoronns

PaxuronomoOuas
00JIE3HB

CkeneTHbIe
nedopmanum

Hapymienue
3aKUBJICHUSA
MEPEIOMOB U UX
pELMINBUPOBAHNE

Hwuzkas
MHUHEpAIbHAS
IJIOTHOCTD
KOCTHOM TKaHU

Hwu3kuii poct

C1a00CTh MBIIIIII

Hapymenue
pa3BUTHSA
MOTOPHKH

[Tepenombl/

TICEB/IOTIEPETIOMBI

OcTteoMaisnus

XOHI[pOKaJIBHI/IHOS

OcreoapTponaTus

IIceBnonomarpa

XpoHUUecKas
MBIIIEYHAsA/KOCTHA
s1 00JIb

Brimagenue 3yo6oB
BO B3POCIIOM
BO3pacTe




[Iepenomel B6-3aBucumbie XpoHnyeckas Hapymenus
CyJIOpOrH MBIIIEYHAsI/KOCTHA | (POPMUPOBAHUS/TIP
st 00JTh Oope3bIBaHUs 3y0OB
Cynoporu Hedpoxkanbunno3 | Pannee BblnageHue
3y00B
AmnHO3 [M'unepkanprmemus/
TUIEPKATBIUYPUS
[TpexxneBpeMeHHOe
BbINa/ICHUE
MOJIOYHBIX 3yOOB
Kpanunocunoctos

KIIMHNYECKAA INMATHOCTUKA

Ckenemmnule nposgienusn I'®

CMmepTHOCTh B paHHEM BO3pacTe, Korja 3a0oJieBaHuE MPOSIBUIIOCH B BO3PACTE
10 6 MecsIeB, OOBIYHO HACTYIAET B pe3yJbTaTe TyOOKOW TMIOMHHEpATU3AINH
KOCTEH CKEJEeTa, KOTOpasi BEJET K MOPOKaM Pa3BUTHS IPYTHOM KJIETKH, TUIIOIJIAa3Un
JICTKUX, MPOTPECCUPYIOIICH JIEMUHEpATU3AMUA, JIETOYHOM M  JbIXaTEeJIbHOU
HEJ0CTaTOYHOCTU. PaxuTonomoOHas neopmalius ckenera ¥ TUIIOMUHEpaTH3aIus
SIBJISIFOTCS] OTJIMYMTENILHBIMU Y€pTaMU MEPUHATAIBHON U MilafieHueckux ¢popm ['O.
N3-3a HEOOMBIIOTO pa3Mepa paxUTUYHON TPYAHOU KIETKH MOXKET MOTpeOOBaATHCS
NPOJOJKUTENbHAS  BCIIOMOTATENbHASl BEHTWISIIMA JIETKUX W JbIXaTeJIbHAs
MOJJICpKKa. B HEZAaBHO BBITOJHEHHOM MCCIICIOBAHUU JIETOYHOM MEXAHUKHU Y
HOBOPOXJCHHBIX C TOpaKaIbHbIMUA HapymeHusMu [ mpu poxneHun ObLIO
0OHapy»XEeHO, YTO JIbIXaTelbHasl padoTa y HUX NMPEUMYIIECTBEHHO OCYIIECTBIISIETCS

CMCIICHHUECM XXMBOTA, 4 HC pr,Z[HOI\/JI KJICTKU. Y TSKEI0 MOPAKCHHBIX MJIAJICHIICB YIKC

IpU POXKIECHUU KOHEYHOCTH MOTYT OBbITh YKOpOo4eHbl U aedopmupoBanbl. Kpome



TOT0, U3 IOKTEBOW HJIM Majlo0epIIOBOM KOCTEH MOTYT BBICTYIIATh KOCTHO-XPSIILIEBbIC
IINOPBI, MpOpbIBasi HpuU 3TOM KOXKy. CKeleTHble MpOsBICHUS y JeTell Oonee
CTapllero BO3pacTa MOTYT BKJIIOYATh YTOJILIEHHUS B 00JacTH peOEpHO-XPAIIEBBIX
COUJIEHEHUHN (paxuTHYecKue 4eTkH), X- uinu O-o0pa3HOe HCKPHUBIEHHE HOT,
YBEJIMYEHUE 3aIICTUI, KOJIEHEH M JOJBDKEK M3-3a PACIIMPEHHBIX METa(u30B U
uHorAa Opaxuiedannyeckue yepemna. ITH MalrueHThl TAKKe MOTYT JKaJloBaThCs Ha
00JIb B KOCTAX M JTUCKOMMOPT B cycTaBaxX (CKOBaHHOCTH, MPUITYXJIOCTh). Y Ooiee
CTapUIMX IMALUEHTOB, MPOSBIEHUSI CO CTOPOHBI KOCTEW CKEJeTa MOTIYT BKIIOYATh
MHOT'OKPATHBIE MEPEIOMbI, 0COOEHHO CTPECCOBBIE NEPEIOMBI TTFOCHEBBIX KOCTEM,
IICEBAOIEPENOMBI, TUI0X0 3aKUBAIOIINE MEPEIOMBI, TPEOYIOIINE XUPYPrHUECKOrO
BMEIIATENIbCTBA,  HETPYIOCHOCOOHOCTh,  XOHJAPOKAJIBLIMHO3 W CHJIBHYIO

XpOHUYECKast 00JIb.

Penmezenozpagpuueckue npusnaku cunogpocpamaszuu

VY namuentoB ¢ ['® HabmrogaroTcss XapakTepHbIE pPEHTreHOTrpadUyuecKue
HapylIEHUs, BKJIKOYAIOIME KOCTHO-XPSLIEBBIE BBIPOCTHI, WCKPUBJIEHUE U
yKOpoueHue TpyOuaThiX KocTeil. MokeT HabonaThcs paclIUpeHue 30H pOCTa,
HEPOBHOCTh BPEMEHHOM 30HbI KaJdblU(DPUKALIMK U pacliupeHre MeTadu30B C 30HaAMU
OT pa3psbKeHus (MMPOCBETICHUE HAa PEHTI€HOIpaMMe) J10 OCTeockieposa. Jledekrsl,
ONMCAaHHbIE KaK “‘A3bIKM~  IIPOCBETJEHUsS HA PEHTTEHOrpamMMe, KOTOpbIE
IPOELUPYIOTCS OT 30H pocTa B MeTapu3bl, MOTYT MOMOYB OTANYUTE ['® OT npyrux
NpPUYMH paxuTa w/win MmeTtaduzapHod octeoauciuiazuu. Kak Obulo OoTMEYEHO,
MOCJIE/ICTBUEM 3THUX HAPYIIEHUH MOXET SBISATHCA HUZKUUA POCT U MEPEOMbI
TpyOuUaThiX KoOCTEH. Y HEKOTOPBIX MAIMEHTOB MOTYT BBISBISATHCA TaKHe
PEHTI€HOJIOTUYECKUE SBJICHMS, KaK XOHAPOKAJIbIMHO3, IICEBIONEPEIIOMbI H
NICEBONOIArpa.

OcreorneHns U CHH>KEHHAs: MUHEpabHas INIOTHOCTh KOCTHOM Tkanu (MIIKT)



MOTYT OBITh OOHApYKEHBl HA CHUMKAX JIBYXIHEPTeTUYECKOHW PEHTTEHOBCKOU
aocopounomerpun (DXA). MIIKT MoxxeT BpeMEHHO BOCCTAaHOBUTHCSI B B
MMOJAPOCTKOBOM BO3pacTe, HO MPOTPECCUBHO CHUBHUTHCS BHOBH BO B3POCIOM
COCTOSTHHH.
Ilonuopzanusvie ocnoxcuenusn cunogpochpamazuu

Hapsay ¢ rpyObiMu nedexTaMu KOCTel CKeleTa, HaOMIoaeMbIMY Y MTAITICHTOB
¢ I'd, nepurmur HTUID u HakomieHHEe €ro cyOCTpaTOB MPHUBOIAUT U IEJIOMY
CHEKTPY TMOJUOPTaHHBIX OCJIOXHEHUU. Y BBIKUBIIMX HOBOPOXKIEHHBIX MOTYT
HaOII01aThCsl IEPUOANYECKOE allHOA C IIMaHO30M U Opaaukapaueii, B6-3aBucumbie
CyIIOpOTH, HEOOBICHUMAS JTUXOPaJKa, MUETOPTU3HASI aHEMUs, BHYTPUUEPEITHOE

KPOBOM3JIMAHUC, PA3APAKUTCIBbHOCTD U HpOH3HTCJ’IBHBII>i IjIad.

HeBpoJsioruyeckue nposiBjieHust

OgHuM M3 caMblX paHHUX U TSDKEJIEHIIMX CUMIITOMOB OOJIE3HHM SBIISIFOTCS
CyZOpPOTY HOBOPOXKIAEHHBIX, BOSHUKAIOIIUE U3-3a I10{bEMA BHEKJIIETOYHOI'O YPOBHS
[1JI® u mocnenyroriero aeguiuTa MUpUI0KCaIs B IEHTPAIbHOM HEPBHOM CUCTEME.
N3penka y manveHTOB CyAOPOTM BO3HHMKAIOT IIEPBBIMM, €IIE€ JO TOro, Kak
3a00JieBaHUE KOCTEW CKeJeTa CTAaHOBUTCA OuyeBUAHO. [lupumokcuH-3aBUCHMBIE
CyZIOpPOTH, PE3BUBIINECS Y HOBOPOKAEHHOTO, SIBJITFOTCS IIJIOXHUM ITPOTHOCTHYECKAM
npu3HakoM. [TarrenTs! ¢ ['® Takxke MOTYT AEMOHCTPUPOBATH “‘DYyHKIMOHATBHBINA
KPaHMOCHHOCTO3, KaK pe3yJIbTaT PAHHETO CPalleHUs IBOB Yepena u3-3a CHHOCT03a
MATKUX TKaHeW. B mnepuHaTaapHOM NEPUOJAE IEPENOHYAThIE KOCTH MOTYT
KaJbIU(PUIUPOBATECS OT LIEHTPA, CO3/laBas BIIEYATIIEHUE CBOEU pa3iesieHHOCTH,
TOTJa KaK, Ha camMOM JieJie, OHM OKa3bIBAIOTCA (DYHKIIMOHAIBHO 3aKpPBITHIMHU.
KpaHnocmHOCTO3 MOXKET CONMPOBOXKAATHCS IMOBBIIIEHHBIM BHYTPHUYEPEITHBIM
JaBJICHUEM W OTEKOM JUCKa 3pUTEIBHOTO HEpBa, YTO MOXET MOTpeOOoBaTh

OIICPATUBHOIO JICUCHUS.



IToyeyHsble nNposiBICHUSA

VY HekoTopbix manueHToB ¢ ['D, 0coOeHHO y MIIa/IeHIIeB, IEPBOHAYAIBLHOE
3a00JieBaHWE KOCTHOM TKaHM MOXKET BBIIVISIETh MEHEE TSKENIbIM, YeM
OMOXMMHUUYECKHE U APYTue CUCTEeMHbIE HapylieHus. Toraa Kak CHIKEHUE YpOBHS
menouyHor  ¢ocdarazbl B KOCTHOM MaTpuKce OJIOKHpyeT (opMUpOBaHHUE
KPUCTAJIJIOB THAPOKCHANATUTA, BBITEKAIONIEE M3 3TOTO CHIKEHHUE MOTpeOsIeHUs
KaJIbIUs KOCTBIO BMECTE C MOCIEAYIOIIeH JeMHUHEpATU3AIed MOKET TIPUBECTH K
TUNEPKATBIIMEMUN W TUNEpPKaJbIUypud. Y  TOJOOHBIX  MAIMEHTOB
THMEPKATBIUEMHUSI MOKET BBI3BIBATh Pa3ApPaXUTEIHHOCTh, AMHOd, AHOPEKCHUIO,
pPBOTY, MOJIMJUIICUIO, MOJUYPUIO, JAETUAPATAINIO, 3alopbl, THUIOTOHUIO U
He(dpokanpMHO3. bonee cTapire nauueHThl, Takue Kak B3pociibie ¢ ['D, ocobeHHo
T€, y KOTOPBIX 3a00JIeBaHKE OBIIIO AMATHOCTUPOBAHO B ACTCTBE, TAK)KE MOTYT UMETh

IMTOYCYHBIC HAPYIICHUA.

MbleYHbIe NPOSIBJICHUSA

CnabocTh MBI WU CTaTHYECKas MHOIMATUS Takxke cBszaHa ¢ ['D. B
OMMUCaHuM ciaydas Tpex aereid ¢ I'D, y KOTopbix HAOIIOAAIUCH CJ1a00CTh MBIIIIII,
CKOBAaHHOCTH U 00J1b, Seshia U KOJUIeTH MPENOI0KIIIN, YTO HEPOTPECCUPYIOIIast
MPOKCUMAaIbHAs MUOIATHUSI MOXKET OBITh BaXXHbIM paHHUM TpuzHakoM ['D. Otu
CUMIITOMBI TO-TIPEKHEMY CJIOKHO OOBSCHUMBI, HO OHM MOTYT BO3HHMKATh B
pe3ynbTate noabemMa ypoBHs nupodocdara umm mu3-3a Ipyrux moka HEM3BECTHBIX
(akTOpOB, KOTOpPbIE MOT'YT MHTMOMPOBATh MbIIEYHYIO QyHKIUIO. [etu ¢ I'dD
MOTYT JE€MOHCTPUPOBATh HEMPOrpecCUPYIONyl0 "yTHHYIO" (KOBBUISIONIYIO) H
3aMeIJIEHHYIO TTOXOAKY.

BcenenctBue HapylieHus: HOpMaJdbHOTO MeTabojnu3Ma Kaiblius U (pocdaron
MOXET HAOMIONAThCA WEIbIA P JIPYTUX PEeBMATOJOTUYECKUX COCTOSHUM,

HauOosiee 4YacTo y B3pochbiX mnamueHToB ¢ ['D. B yacTHOCTH, OTJIOXKEHHE



nupodocdara kampuus auruapata (IIOKJ) moxxeT mnpuBecTH K pa3BUTHUIO
TIICEBJIOTIOAATPbl M/WIM OOBI3BECTBISIONICTO MepuapTpura. boiee Toro, y 3THX
MAIMEHTOB XOHJIPOKAJIBIMHO3 MOXKET OBITh BU3yaJM3MPOBAH Ha PEHTTCHOBCKHX

CHHUMKaAax.

IIposiBjIeHHsI CO CTOPOHBI Y€JTHCTHO-JIMLEBOH CHCTEMbI

Hinsa I'd xapakTepHbl npoOiembl, CBA3aHHbIE ¢ (OPMUPOBAHHUEM 3YOOB, y
JeTe, NOAPOCTKOB M B3pOCHbIX. lIpekaeBpeMeHHOE BBINIAJEHUE MOJIOYHBIX
(mepBUYHBIX ) 3yOOB MOKET OBITh paHHUM Hpu3HaKoM ['®D, mpuyem eIMHCTBEHHBIM.
XapakTepHbIM MposBieHueM ['® sBnsercs BblajgeHUe 3y0OB 0€3 paccachlBaHUsA
KOpHS, COMNPOBOXKJAIOIIEECS YMEHBIIEHUEM BBICOTHI aJbBEOJSIPHOM  KOCTH
(0cOOEHHO HMXKHEH YeNIOCTH ), TUIIOIIa3us [IEMEHTa 3y0a U pacliupeHue MoJI0CTH
MYJIbIIBI 3y0a U KOPHEBBIX KaHAJIOB.

[Ipu nuarHoctuke '@ y MOAPOCTKOB WM B3POCIHBIX TIIATEIBHBIA cOOp
aHaMHe3a MOXXET BBIIBUTH NMPEXKJIEBPEMEHHOE BBINAJCHUE MOJIOUYHBIX 3yOOB WU
paHHee BbINAJICHWE WIM yJajeHHe KOpPEeHHbIX 3yOoB. Ecnu BeimageHue 3y00B
OKa3bIBAECTCS E€IWHCTBEHHBIM HANJCHHBIM IPU3HAKOM, OHO OIMCHIBAETCS Kak
onoHTorumnodocdarasus.

JIABOPATOPHASA INMATHOCTUKA

Huskuii ypoBeHb aktuBHOcTH (epmenta I[P  sABisercss KIHOYEBBIM
uHaukaropoM ['d. BaxHO OTMETHTh, YTO HOpPMAaJbHbIE 3HAYEHUS YPOBH:
AKTUBHOCTH ILEJIOYHOM (ocdaTaszbl 3aBUCIAT OT Bo3pacta. IIpu obcnenoBanuu
MAIMEHTOB JICUalIuil Bpad JOJDKEH yOeTuThCs, 4TO cooOIaemMbie JabopaTopuei
pe3ynbTaThl OTPAXKAIOT HOPMAJIbHBIM M AHOMAJbHBI YPOBHU IO BO3pacTy
KOHKPETHOTO MaI[MEHTA.

Tabnuia 2. AKTUBHOCTS TIeI0YHON (pocdoTaspl B 3aBUCUMOCTH OT BO3pacTa



Bo3spacr [Tono3penne na I'® (E/n) Hopwma (E/n)
<1 mec 0-60 60-320
1-11 mec 0-70 70-350
1-3 rona 0-125 125-320
4-6 ner 0-150 150-370
7-9 ner 0-150 150-440
10-11 et (M) 0-150 150-470
10-11 ner (OK) 0-150 150-530
12-13 net (M) 0-160 160-500
12-13 net (K) 0-110 110-525
14-15 net (M) 0-130 130-530
14-15 ner (OK) 0-55 55-305
16-19 net (M) 0-60 60-270
16-19 net (0K) 0-40 40-120

>19 ner 0-40 40-120

JlaHHBIE C caiiTa:

ARUP Laboratories website http://lItd.aruplab.com/tests/pub/0021020

['® moxeT ObITh MOATBEPKIAEHA, €CIU BbIsIBJIEHA HU3Kast akTUBHOCTH LD wu
noBbIlIeHHbIe YpoBHU cyOcTparoB HTUI® (HII®, VIO u PDA). Iloavem
ypoBHs [IJI® B miasme, 4acTo OTOXKACCTBIISIEMbIA € BUTaMHMHOM B6, ToXe
HaOmogaeTcs y nauueHtoB ¢ ['®, u BeIsIBUTSH ero npoiue. [logbem ypoBHeit ®DA B
MOYE TaKK€ JaeT OCHOBaHHWs Ipenmnonarat Hanuuve ['d, HO emy He XBaraer
YyBCTBUTEIBHOCTU JPYTUX OMOXMMHUECKUX MapkepoB. [IpH BBISBICHUH HU3KOTO
YPOBHSI aKTUBHOCTH I1iei10uHOM (hocdaTaspl, nuarnos I'd MoxkeT ObITh YCTaHOBJICH
Ha OCHOBAHMM  KIMHMYECKHMX  IIOAO3PEHUM, CEMEMHOr0  aHaMHe3a W

PEHTIe€HOJOTMYECKUX MPU3HAKOB paxuTa (MM OCTEOMAJISIIUU Y B3POCIBIX), & TAKXKE


http://ltd.aruplab.com/tests/pub/0021020

1o rmoabeMy ypoBHel cyoctparoB HTUII® (omenka cuiabl pexoMeHaanmuu 1A) .
Tem He MeHee, MOCKOIbKY HEOOX0IMMO UCKITIOUUTh APYTHUE MPUUUHBI PaXUTa,
psa 1abOpaTOPHBIX MMOKA3aTENel MOKET IOMOYb B IOCTAHOBKE BEPHOT'0 JUArHO3a.
['maBHBIMHM cpefy 3TUX TOKa3aTellel SBISIOTCA YpPOBHHU Kambius, docdopa, 25-
ruapokcu-sutamuia D u mapatupeougnoro ropmona (IITT). B obmem ciyuae y
narueHToB ¢ 'O MoryT HaOII0AaThCS HOPMAJIbHBIE YPOBHHU 25-TUAPOKCHU-BUTAMUHA
D wu mapatupeouanoro ropmona (IITI), xors IITI" moxer OBITb HUZKHUM Y
NAlUECHTOB C THUIEPKaJIbLHUEMUEH. ['unepkanpuuemMus, TUNEPKAJbUUYPUS U
runepocdaremuss Oosiee pacmpocTpaHeHbl y miajeHueB ¢ ' no mnpuunHe
HAapyLIEHHOI0 3axBara Kaiublusd U HP IJI0XO MHUHEPAIU3YIOLIUMUCSH KOCTSIMHU
ckenera. Kak paHee yke OTMEYaIOCh, 3TH paCCTPOMCTBA MOT'YT IIPUBECTH K PBOTE,
He(PPOKaIBIIMHO3Y U B KOHEYHOM CUETE K HapylIeHUI0 PYyHKUUH TOYeK. IHbie
nabopaTopHbIE MOKA3aTeNH, TAKUE KaK YPOBEHb OMIIMPYOrHA B CHIBOPOTKE KPOBH,
acraprar-aMMHOTpaHc(epasbl (ACT), JAKTATIETUIPOTEHA3BI (JIAD),
KpEaTUHKUHA3bI U alib10J1a3bl, TP ['®D 00BIYHO OCTAIOTCS B MIpeiesiax HOPMBI.
MeTtonasl JIHK-nuarHocTuku IPUMEHSFOTCS s OKOHYATEJIbHOHU
Bepu(UKaMu AUarHo3a, U B Ciyyae, €cii OMOXMMHUYECKHE H3MEHEHUs He
IIO3BOJISIFOT OJHO3HAYHO YCTAHOBUTH JAaHHBIM AMArHo3. YacTeIX MyTallvii B T€HE HE
ONMCAHO, PEKOMEHAYETCS MNPOBEICHHE MOJaHOro aHanmsza reHa ALPL meromom

IIPSIMOTO CEKBEHUPOBAHUS.

JINODOEPEHIIUAJILHBIN JUATHO3

Huddepenunanphas auarHoctuka ['@ He mpelncTaBiseT 3aTpyAHEHH.
JlnarHo3 CTaBUTCA Ha OCHOBAaHMM KJIMHHUYECKOM KAPTHUHBI, pE3yJbTAaTOB
PEHTIeHOJOTUYECKUX UCCIEA0BaHMM 1 1abopaTOpHbIX NaHHbIX. [Ipu paccMoTpennu
ckeneTHo gopMmbl Oone3nn ' MoxkeT HanmoOMHUHAThH APYryue OUCIIa3Ud KOCTen

CKCJICTAa W IATOJIOTHH, IMPOTCKAKINUC C PAXUTOM W/ OCTGOMaHHHHeﬁ. Takue



00J€3HM  BKJIIOYAIOT  PAaxXuUT  BCIAEACTBHE  Aeuiura  BuTamuHa D,
runodocpaTeMUUECKUA paxXUT, TOUYEYHYIO OCTEOIUCTPOPHUIO, KIIEHJOKPaHUATbHYIO
JUCILIA3UI0 W WIUMONATUYECKUM IOBEHWIBHBIM ocTteonopo3. Kpome Toro,
[IPEHATAJIBHOE  YJIBTPAa3BYKOBOE  HUCCIICNOBAHUE  MOXET  IIPEAINOIOKUTH
HE3aBEPIICHHBI  OCTEOr€HE3, KaMIIOMEIMYECKYH JHCIUIA3UI0 WM HMHbIE
xoHapoauciasuu. [1o aTon npuyrHe U1 Bpadya Ba)KHO YYHMTBIBATH BO3MOKHOCTD
I'd, ocobeHHO y mMalMEHTOB C NpU3HAKAMHU TSDKEJIOM TMIIOMUHEpaIU3aluy,
[epeJoMaMy, aHAMHE30M HapyILIEHUs 3yO0OYENIOCTHOTO amnmnapaTa U ONUCaHHBIMU

IMOJIMOPraHHbIMU OCJIOKHCHUAMMU.

Ta6nuna 3. {uddepenuuanbuas quarnoctuka ['O.

3a0oneBaHue I'unodocdarasus | Paxut R Hecosepuienibilt
nuadeT OCTEOrcHE3

11D B kpoBHU l 1 1 Hopma

[Mupunokcansdocdar | 1 ! ! Hopwa

B KPOBHU

docdorTanosamuH B | 1 ! ! Hopma

MoYe

Ca/P 1 UM HOpMa ! ! Hopma

[TapaTtropmon lnim Hopma 1 1 Hopma

Butamun D Hopma ! 1 Hopma
JIEUEHUE

Ha ceroansimiHuii 1eHb €OWHCTBEHHBINM IATOTCHETUUYECKOM Tepanuend D
aBisieTcsl (pepMEHT-3aMeCTUTENbHON Tepamnusa achoTa3zoil anbda, crernubpuyHoMn
PEKOMOMHAHTHON 1IenouHol (ocdara3oi, MpU UCHOJIb30BAaHUU KOTOPOMl OBLIO
MPOJICMOHCTPUPOBAHO YyiyulieHue mo ypoBHsM cybcrtpatoB HTUI®D, HIID u
IUI®, ymyymeHwe ¢ TOYKM 3PEHUS PEHTICHOJOTMYECKUX ITPU3HAKOB PAXHUTA,
yJydiieHue QyHKIUU U MUHEPaTU3alui KOCTEH y MalieHTOB.

MHOroHanMoHaIbHOE OTKPBITOE HCCIENOBAaHUE C ydyacThueM 11 muaneHies u



nerer (B Bo3pacte mMeHee 36 mec.) ¢ I'® uzyyano 6-mecsuHbll U 12-MeCsSUHBIM
NEPHUOJIbI JICUECHUS MTOJAKOKHBIMUA MHBEKIUAMU achoTasbl anbda B 103¢ 1-3 Mr/kr
Tpu pa3a B Hememro. Kpurepum BKIIOYEHUS B MCCIEIOBAaHME: CUMITOMBI ['O,
BO3HHUKILIME B BO3pacTe J0 6 MecsleB, HU3KUN ypOBEHb IIEIOYHOU (ocdaTassl,
BBICOKMI ypoBeHb [IJI® B ma3mMe KpOBH, PEHTIEHOJOTMYECKUE IPU3HAKU
CBs3aHHOW ¢ rumnodocdarasueii maToaoruu KOCTEH CKeeTa, HU3Kas MpuOaBKa B
Bece, paxuTuieckas aegopManus rpyIHON KIETKH, IbIXaTelbHas HEJO0CTaTOYHOCTh
Bcaencteue 1D, mMUpUIOKCUMH-3aBUCHUMBIE CYIOPOTH, HETPaBMATHYECKHUE WIIN
IJIOXO 3a)KUBAIOIIME [EPEJIOMbl, THIEPKaIbIUEMUs, KPAaHUOCUHOCTO3 WIIU
HePpOKaNbIUHO3. [IepBUUHBIMM KOHEUHBIMU TOYKaMH SIBJISUIUCH 0€30MaCHOCTh U
IIEPEHOCUMOCTh U u3nedyeHne paxura. M3 11 manuentos 10 1o xoHma nponum 6-
MECSIYHBIN Kypc JeUeHUSI U 9 — 12-MeCTIHBIN.

PeHTreHorpaMMbl OLIEHMBAIUCh IO 7-0aJUIBHOM MOCJENIOBATENIbHOMN IIKaje
o0IIero BreyaTieHus OT peHTreHorpadudeckux uzMmeHenuid npu paxure (RGI-C),
a OLICHKA TSDKECTH JIeXKasa B IMAIa30He OT TSKEJIOro yXyAIEHHs 10 IIOYTH IIOJIHOTO
n3neyeHusi. OTBETUBIIMI Ha JICUCHUE OMPENCTSICS KaK MAlHUEeHT CO CpEeIHEH
orieHkoi RGI-C Tpex He3aBUCUMBIX PEHTI€HOJIOTOB B +2 miin 060Jiee, yka3blBarouen
Ha SIBHOE M3JIEYEHUE paXUTa. Y OJHOTO NALMEHTa W3JIEYEHUE KOCTEH CTallo
OYEBUJIHBIM YK€ B HEJIENIO 3 1 OMUCHIBATIOCH KAK YKCTPAOPIUHAPHOE B HEAETIO 24.
VY 9 u3 10 manueHToB, MpoIIEAINX 6-MEeCSYHbIA Kypc JieueHus, omnenka RGI-C
BO3pOCia C MOMEHTa UCXOHOTO ypoBHs 110 Henenu 24 (90%; 95% noBepuTenbHbIM
unrepsain [[AN], ot 55 no 100), n y 8 u3 9 nanueHToB, 3aBepinBIINX 48-He1€TbHBIMI
nepuoj Je4yeHus, 3Ta oleHka ymyumuiack (89%; 95% AU, ot 52 mo 100) mo
COOTBETCTBHS KPUTEPUIO OTBETA Ha JieueHue. boiee Toro, y namuenta 6€3 BUANMON
KOCTH HAa MCXOJHOM YPOBHE, HE COOTBETCTBOBABUIETO KPUTEPHUIO “OTBETHBLIETO ),
TEM HE MeHee ObLI0 3a(UKCUPOBAHO yIyUllIEeHUe MUHEpaIn3aluu yepes3 48 Heenb.

Ha wucxogHom ypoBHe Yy BcCeX MAalMEHTOB, KpOME OJIHOTO, HMENACh



AbIXaTeabHasi  HEJNOCTaTOYHOCTh B JIMANa30HE  OT  MPOrPECCUPYIOLIEH
HEJOCTaTOYHOCTU JI0 TOJIHOM OCTAaHOBKU JIbIXaHMS, TpeOyIoUIed MOJTHOLEHHON
HUCKYCCTBEHHOW BeHTWsIuu Jierkux. K Hemene 48 6 wu3 9 mnaiueHToB
CaMOCTOSITENIHO JIbIIIATIN OOBIYHBIM BO3TYyXOM 0€3 Kakoi-mubo pecnupaTopHOU
noaJepXku (mo cpaBHeHuto ¢ 1 u3 11 Ha HUCXOIHOM YpPOBHE), OJUH MOJIyYall
JOTIOJTHUTENbHBIA KUCIOPOJ YEpe3 HOCOBYIO KaHIONIO, OJUH HaxOJIWJICS Ha
UCKYCCTBEHHOW BEHTWISIUMU JIETKUX TOJIBKO HOYBKD M OJIMH MO-TIPEKHEMY
HAXOJIUJICS Ha MOJIHOM MCKYCCTBEHHOW BEHTHIIAIMH JerkuX.(11)

Uro kacaeTcsi 0€30IaCHOCTH CpEACTBA, BO3HUKIIME BO BPEMS JICUECHHS
Hexenarenbuble sBieHus (BBBJIHS) sBnsuce B 1nenom HecepbesHbiMu (148
[81%] BBBJIHA), nerkumu (110 [60%] BBBJIHSA) wiu ymepenasimu (56 [31%]
BBBJIH) 1o BbIpa)X€HHOCTH M PACUEHUBAIUCH KAaK HECBS3aHHBIE C Tepanuen
acorazoit aneda (110 [60%] BBBJIHA). Cszanabie ¢ MPOBOAUMBIM JIeYEHUEM
H4 rmaBHBIM 00pa30M COCTOSIN U3 HH(PY3UOHHBIX U UHBEKIUOHHBIX peakuui (UP)
U peakuuii B Mmecte BBeaeHus (PMB); Bce oHM SBJISUIUCH JIESTKUMU U YMEPEHHBIMU
M0 BBIPAXEHHOCTH W Hecepbe3HbIMU. OO0 WP, cucrteMHble CHMOTOMBI KOTOPBIX
COrJIaCOBBIBAIUCH OBl C peakuueld TUNepuyBCTBUTEIBHOCTH, HE COOOUIANOCh
Cepbesnbie Hexenatenbhble siBnenus (CHSA) (34 [19%] BBBJIHA) B menom
COOTBETCTBOBAJIA IMPOSIBICHUSM M OCJIOKHEHUSIM OCHOBHOTO 3a0osieBaHusi ['d u
ObUIM COUTEHBI HECBA3aHHBIMU C JICUEHUEM.

C ToukuM 3peHus OMOXMMMUYECKHUX I[IOKazaTejell paHee MOBBILICHHbIE
mazMaruyeckue ypoBau cyoctparoB HTUIL®D, neoprannyeckoro nupodocdara u
nupuIoKcanb-5'-pochara ynanu. [logbem ypoBHS mapaTUPEOUAHOIO TOPMOHA B
CBIBOPOTKE KpPOBU  COINPOBOXKJAJ 3aXHUBJICHHUE KOCTEM cKenera, jenas
HE0OXOIMMbIM BBEJICHHE B PAllMOH MHUILEBON A00aBKHU ¢ KaimbiueM. HecMoTps Ha
3TO, HU y OJIHOTO NALIMEHTA HE BO3HUKJIA CAMIITOMATHYECKas TUITOKAJIbLUEMHUS U HE

NPOSIBUJICA HU OAWH W3 MIPU3HAKOB CUHApPOMA “TOJIOAHBIX KocTel . boiee Toro, He



OBLJIO BBIABICHO (DAKTOB OKTOMWYECKOW KambIU(DHUKAIMA W  ONPEIACICHHO
CBSI3aHHBIX C IIPEMApaTOM CEPhE3HBIX HEXKEIATEIbHbBIX SIBICHH.

B 2014 romy ObumM mnpeAcTaBi€HBbl PE3YJbTAThl MPOAODKEHHUS IaHHOIO
uccaenoBanus. M3 M3HAYaIpbHOrO HCCIEAOBAHUS W3-3a AJIEPTUYECKOM pPEeaKIMH
BBITIAJl OJMH TAIMEeHT, TakuM oOpa3oM, 3ddekTuBHOCT, acdoTazpl anbha
oueHuBaitach Ha 10 OonpHBIX. 13 10 mamueHTOB 9 NMpOAOIKAOT KUTh, TAKUM
oOpa3zoMm 3-x neTHsisi 0011as BhbKUBaeMocTh coctaBuiia 90%, B To Bpemsi Kak 0e3
JIYeHUS] BBKUBAEMOCTh 3HaUMTENbHO HIbke. [ToMmumo mikansl RGI-C uzmenenus B
CKeyieTe oleHuBanuch 1mo 10-0amipHOM mikane Tsxectu paxuta RSS (rickets
severity scale). JIna 8 u3 10 manuenToB uzmenenus: meauanbl RGI-C cocraBuino
+2.50; (p = 0.008) m meamnansl RSS -6.25 (p = 0.016) Ha MmoMeHT BKIIIOUEHHS B
uccaenoBanuss 8 n3 10 manueHTOB TpeOOBalM KUCIOPOAHOW MOAAEPKKH, Ha
CETOAHSIIHUMN JIeHb, CIIyCTs 3,5 roja KUCIOpOoaHas MOAJIepKKa TpeOyeTcsl TOJIbKO
OJIHOMY MAaIUEHTY.

BbII0O  IpencTaBIEHO MHOTIOHAIMOHAJIBHOE  OTKPBITOE  PaHAOMH3UPOBAHHOE
HCCIIEIOBaHNE C yyacTtueMm 12 pereit B Bo3pacte 5-12 ner. ['pynmoii cpaBHEHUA
cranu 16 manueHToB M3 KOropThl UCTOPUYECKOTO KOHTPOJA, y 15 n3 16 koTtopsix
MUMeJach UCTOPUS PEHTTEHOBCKUX CHUMKOB 3a 2-X JIETHUI NEPUOJ,.

B cpaBHeHum c Tpymmoil MCTOPHUECKOTO KOHTposs oreHka mo mkaire RGI-C
3HAYNTEIBHO YIyYIIWIach 4yepe3 6 mecsaueB (MEpBUYHASI LIEIb MCCIEIOBaHUSA,
p=0.0007) u mogaep>kuBaiach Ha 3TOM ypoBHe B TeueHue 2-x yer (p=0.0011).
VYiayunieHue cOCTOSIHUSI KOCTEM CONMPOBOXAAINCH C YIYUYIIEHUEM (PU3HYECKHX
KOHIMUMI nanueHToB. CpeaHss AUCTaHIMS, NPOiAeHHAs 32 6 MUHYT yBEIUYHIAChH
Ha 242 meTtpa ¢ 350 MeTpoB B HauaJie UCCIAEAOBAHUA 10 S92 METpPOB CIyCTs 3 rojia
npuMeHeHus: acorassl anbda. Cuia U BBIHOCIHUBOCTh OLEHUBAIMCH MO TECTaM

bprounkca —O3zepeukoro (BOT). Ilokazarenu pesynbTaTa TeCcTa Ha MOTOpPHBIE



HaBBIKM 3HAYUTENIBHO yJydllaguch coycts 3 Mecsna tepanuu(p=0.004) u
JOCTUT A HOPMBI B TeueHnue 3-x jet (p<0.0001).

JIis  OIeHKM TsDKeCTH 3a00JieBaHMS W TEPCIEKTHB MAlMEeHTOB 0e3
MAaTOr€HETUYECKOr0 JIeYeHUs1 ObUIO MPOBEAECHO PETPOCIIEKTUBHOE UCCIIEIOBAHUE, C
KPUTEPUSMU 1OJ00Opa AHAJIOTMYHBIMU BBIIIEONMCAHHOMY HCCIIEJOBAHUIO —
MAIMEHTHI C IEpUHATANbHON U HHpaHTHIbHOU Qpopmamu ['D. U3 48 BKIIOUEHHBIX
B MCCJIEJIOBAaHUE MALIMEHTOB HA MOMEHT O60pa faHHbIX 73% (35/48) ymepno. [Ipuuem
00abKMHCTBO (58%) ymepio Ha mepBOM IOy KHW3HH. MennaHa BbIKMBAEMOCTH
cocraBuna 8,9 mec (95% [AUS.1, 14.1). V nmaumeHToB oTMEHanuch Aedopmarius
rpyaHoit kietku (91%), 3amepxka pasutust (76%), kpaHuocuHoctos (61%) u
HedpokanpunHo3 (52%). Butamun B6 acconumnpoBaHHbIE CYAOpPOKHbBIE MPUTIAIKH
B 100% city4aeB sIBISUIMCH PEABECTHUKOM cMepTH. HeoOXoaAMMOCTh KHCIIOPOIHOM
nojaepxku, Bkimoydas IBJI, Takxe NpuBOANUIIO K CMEPTH B OOJIBIIUHCTBE CIy4acB
(ouenka cuibl pekomenganuu 1B). [Tpomomkaromumecs: ucciienoBanus GepMeHT-
3aMECTUTENIBHON TEpaIluy y IETel, MOAPOCTKOB M y B3pocibiX ¢ ['@ mo3BOIAOT
MPEANOJIOKNTh BO3MOXKHOE YIydllleHHMe y nauueHToB ¢ ['@ Bcero aumamasona

BO3pACTOB.

CUMIITOMATHUYECKOE JIEHEHUE

BBeneHnne nMeThl ¢ HU3KAM COJIEPKAHUEM KAJIBLMUSA, HApsALy C TUApaTaluuen,
Tepanued  AUYpeTHMKaMH WM  TJIIOKOKOPTUKOMJIAMHU  MOMKET  OCJIaOWTh
TUINEPKATIBIUYPUIO Yy TEX MNAIUEHTOB, y KOTOPbIX OHa HabOmojgaercs. BaxHo
OTMETHUTB, UTO B cilydae jieueHus: ['P TpaauiiMOHHBIX ITOAX0I0B K JICUEHUIO paxuTa
U ocreoMamsiiuu (BUTaMuH D W MuHepasibHble NHILIEBbIE 100AaBKH) CIIEIyET
u3beratb, KpoMe TeX cliydaeB, Korjga AeUIMT ObLT TOATBEPXKACH. Y TaKHUX
nanuueHToB ¢ ['@ ypoBHM UMPKYJIHMPYIOIIMX B KpPOBOTOKE Kaublus, HD u

MeTaboiIuTOB BUTaMMHa D MOryT oka3zatbesi Hu3KUMH. Takum oOpasom y



miajeHieB ¢ ['® u30bITOUHBIE KOJMYECTBA BUTaMUHA D MOTYT CHPOBOLIMPOBATH
WIN YCUJIUTh TUNEPKAIBIIMEMHUIO U TUNIEPKAJIBIUYPUIO, YaCTO HAONIOAaeMble MPU
TsokenoMm I'®. B coobmennu Mohn et al yrBepxaanocs, 4To Takoe JISYSHUE B CITydae
ManueHToB ¢ ['d MokeT TakKe NPHBECTH K MACIITAOHBIM OTPHUIATEIHHBIM
adexkram. B sroM coolmiennn onuchiBaics 11-mecsunblii pebeHok ¢ ['D, y
KOTOpPOTO Pa3BWIIMCHh BBIOyXaHUE TMEPEIHEro pOJHUYKA, HApYIICHHE pocTa U
pa3BUTHs, HEQPOKAIBIIMHO3 W HApyUIWIACh MHUHEpalu3alus KOCTEH B XOJe
NpUMEHEHUs1 J100aBOK C KajlbllMeM M BUTaMHMHOM D B BBICOKMX J03aX H3-3a
HEIPaBUJILHOTO YCTAHOBJIEHHOTO AUArH03a alMMEHTAPHOI0 paxuTa.

3a)XUBJICHUE MEPEIOMOB y NalMeHTOB ¢ ['®D yacTo HapyIIEHO U 3aMEJIEHO MO
CpPaBHEHUIO C OOBIYHBIMH TanueHTamMu. CleoBaTeIbHO, B CIy4ae HEKOTOPBIX
MalMeHTOB MOTYT OKa3aThCs HEOOXOAMMBI XUPYpPruyecKUe BMENIaTeIbCTBA,
Hanpumep, puxcaius. [lockoybKy KauecTBO KOCTH y ManueHToB ¢ ['D mMoxkeT ObITh
HEJIOCTaTOYHBIM, IPUMEHEHUE METO0B XUPYPTUUECKOHN (hUKCAIIMU JJIsl IEPEIIOMOB
JOJDKHO TPOBOAUTHCA C OCTOPOYKHOCTBHIO ONBITHBIMU XHPYpPraMu-OpTONEAaMHU.
[IpodunakTuyeckue 1 BCIOMOTraTeIbHbIE MEPBI, TAKUE KAK UCIIOJIb30BAHUE KPECE-
KAaTaJIOK, XOAYHKOB, TpOCTE€d W/WUIM OPTE30B, OKA3BIBAIOTCA HEOOXOAMMBI
3HAYUTEIHLHOMY MPOLIEHTY MalEHTOB.

B nocnennue roasl ¢ paMmkax 00ps0bI ¢ 6a3ucHoi narodusuonorueit I'd Obut
pa3paboTaH psiJi METOJOB M CpeACTB. B 1mensax xoppekuuu nedunuta menoqHon
docdartazel U o0xoma octeobnacTHOro JedekTa, UCCHeAoBaTeNd MPUMEHSIIU
MepeuBaHus TIa3MaTHYECKON 1ieaouHor pocdaTtaspl OT MALMEHTOB C OOJE3HBIO
[Temxera. XOoTs Ha pEHTTeHOTpaMMax M OBLJIO 3aMETHO HEKOTOPOE YJIyUIICHHE
MUHEpaJI3alii MeTapu30B U OTCYTCTBOBAIIU MPU3HAKH YTSIKEIIEHUS] PaxuT, 3TOT
OAXO0A y AeTed Miaamero Bo3pacra ¢ ' He mpoaeMOHCTPUPOBAI HUKAKON
JIOJITOBPEMEHHOM MOJIB3bI. Y mutajsieHieB ¢ ['® Taxke ObuH MpepUHSATHI TTOTBITKH

TPAHCIUIAHTALIMMA KJIETOK KOCTHOW TKAHM M KOCTHOIO MO3ra. XOTs BO3JIEUCTBHUE



ATUX TPAHCIUIAHTATOB OKA3aJIOCh MPAKTHYECKU HECYLIECTBEHHBIM, UCCIEA0BATENIN
NPEANOJIAraloT, YTO TAKWE BMEIIATEIbCTBA MOTYT BCE-TaKU OKA3aThCSI BHITOIHBIMU
Y HEKOTOPBIX TALMEHTOB C TSKEIBIM, YTPOXKAIOLIUM KU3HU TEUEHUEM 3a00JI€BaHUSI.
VY IByX MalMeHTOB, OMMCAHHBIX B 3THX COOOIIECHUSX, CEPbE3HBIX HEXEIATEIbHBIX
3¢ (PeKTOB HE BO3HMKIO, a YXYAIUICHHUE WX COCTOSIHUS C OOJIbLIEH BEPOSTHOCTHIO
OTpakaeT BIUSHUE OTCYTCTBHS crnernuduuHoro jgeuenus [D. Tem He MeHee,
CleAyeT MOMHHUTb, YTO TPAHCIUIAHTAlMsg KOCTHOTO MO3ra CBfA3aHa C PSIAOM
NOTEHIIMAIBHO  TSDKENBIX  HekenaTtenbHbIX dddexroB. Kpusz orTopikeHus
TPAHCILJIAHTATa (KOT), uHpexus, BTOPUYHBIE 3JI0KQ4E€CTBECHHBIE
HOBOOOpa30BaHUS, JSHAOKPUHHBIE  3a00JieBaHUS, U  CEPJACUYHO-JIETOYHbIE
OCJIOKHEHHS, a TAKXKE JUIUTENbHASA TOCIUTAIN3AUA JO U MOCIIe TPAHCIUIAHTALIUN —
BOT HEKOTOPBIE U3 ACIIEKTOB, KOTOPHIE CIEA0BATh YUUTHIBATH ITPU BHIOOPE JICUEHUS.

CooOmiaiocb 0 NOTEHUMANIbHOM TMOJIb3€ MNPUMEHEHUs Tepulnaparuja,
pekoMOuHaHTHOM (opmbl mapatupeougHoro ropmona (ITTIY), y HeckoabKuX
B3poCibIX nanueHToB ¢ ['@. Tem He MeHee, pe3yipTaTbl 3THUX HMCCIEIOBAaHUN
nmpoTuBOpeunBbl. Hanpumep, B nepBoHavyasibHOM onucanuu ciydas B 2007 romy
Whyte u kosern oOHapyxwid, 4To y S56-1eTHero B3pociioro ¢ I'd 6 Henmenb
JICYCHHS] TEPUMAPATUIOM TIPUBEIN K 3aKHUBJICHHUIO MepeoMa, ociabieHuto 00,
CBSI3aHHOU C Iepenomom, HapacTtanuto cuHTte3a HTUIL® npu cHmkeHun ypoBHEN
CyOCTpaToOB M yBEJIMYEHUIO MUHEPAIU3ALMU KOCTEH. B MpOTHBOMOI0AKHOCT 3TOMY
B coobmennn 2011 roga 66110 cie1aH0 MPOTUBOIIOIOKHOE IO CMBICITY 3aKITIOYEHUE
nmo uroram roja JjedeHus 43-metHero mamueHTta ¢ I'dD. B stoM mcciaenoBanuu
coobmanock, uto jeuenne [ITI He mamo momb3bl ¢ TOYKHU 3pEHUS MUHEPATBHOU
IUIOTHOCTH KOCTHOM TKAHW WJIM CHIBOPOTOYHBIX YPOBHEH MIeNO4YHOM (ocdaTasbl.
Bonee Toro, ieuenue ObLIO IPEPBAHO MO MPUYUHE YCUJIEHUsI KOCTHOM 6011, Takum
o0pa3oM, ¢ y4eToOM 3THUX CIIy4aeB C Pa3IUYHBIMH MCXOJAMHU, HENb3s COCTABUTH

OKOHYATENbHYI0 (OPMYJIMPOBKY KacaTellbHO MPUMEHEHUs Tepunaparuaa y



nanueHToB ¢ ['®P. Taxke BaXKHO HANOMHUTH NPAKTUKYIOIIMM BpadaMm, 4YTO
TEpUMNapaTUJl HE JOJDKEH HCIOJIb30BaThCS Yy JEeTed U y MOJOJBIX B3POCIBIX
MalMeHTOB C OTKPBITHIMU S3MH(PU3aMH H3-32 TOBBIMICHHOTO PHCKAa Pa3BHTHS
OCTEOCAPKOMBI.

Y nanuentoB ¢ I'd cnegyer usberath mnpumeHeHus OucdochoHaTOB,
CUHTETHYECKUX  aHAJIOTOB  HeopraHmyeckoro mumpodocdara. B  pannem
uccienoBanun Deeb u kosuier mutazeHiy ¢ runodocdarasueit u paxuTtom ObLI
Ha3HaueH OucdocdoHaT — HaTpUs KIOAPOHAT — B HAJIEKE, UTO JAHHBIN Ipemnapar
CIVIAIUT PACXOXKIECHUE MEXIYy MacIITaOHON pe3opOIreil KOCTHOM TKaHU U €€
dbopmupoBanueM. Tem He MeHee, OHU OOHApYKUJH, uTO OuchochoHat He okazan
MOJIOKUTEIHHOTO BIMSHUSA HU Ha KOCTH CKeJeTa, HU Ha TE€YCHHE 3a00JIeBaHHE Y
naruenTa. [lo3aaee B uccienoBanusx ObUTa OIBEPTHYTa COMHEHHIO MOJIh3a TAKUX
npenaparoB y nanueHToB ¢ I'D, 0coOEHHO y TeX, Y KOTO YPOBHU KaJIbIUs JIEkKAT B
npeeaax HOpMbl, a APYTUe UCCIEA0BATENN YTBEPKAAIOT, UTO STH CPEACTBA COBCEM
IpOTUBONOKa3aHbl nanuenTaM ¢ I'®. Hanpumep, Mornet u Nunes yka3bIBaroT, 4TO
nedyeHue ouchochonaraMu MOKET OKa3aThCS CBOETO PoJa “loJA0paCHIBAHUEM JIPOB
B Koctep.” Y B3pocibix ¢ runodocdarazueid u ocTeoMasslUei, MOJTy4aBIIUX
neyenne OucdochoHatamu, OBUIM OMHCAHBI JIATEPAIbHBIC IOJBEPTIYKHBIC

TMICEBIONEPEIOMbI OCIPEHHONU KOCTH.

OPIAHM3ALIUS MEJULIMHCKOI TOMOILU

Opranuzanusi okazaHus MOMOIIM 00JbHBIM ['D ocyiecTBisieTcs BpayaMmu-

opTorncaaMu, BpadyaM-OHAOKPHUHOJIOTraM U BpadaMU-TICANaTpaMu.

AMﬁy.JIaTOpHO-HOJII/IKJII/IHI/I‘leCKaH MnmoMomb BKJIIO4YACT BBISIBJICHUC,

AUArHoCTUKY, JICUCHUEC W IMOCICAYIOMICC JUCITAHCCPHOC Ha6J'IIOJI€HI/IC IIaImucHTOB, a



TAKKC MCIHNKO-TCHCTUYCCKOC KOHCYJIBTHUPOBAHUC II0 IPCAYIIPCIKICHUIO HOBLIX

ClIy4dacB 3a00JI€BaHMS B CEMBIX OOJIBLHBIX.

CrauumonapHoe JiedyeHue OonbHbIX ¢ ['@ OCYILECTBIIIETCA B
neAUaTpUYECKUX, CIIEHUATU3UPOBAHHBIX OPTONEAUYECKUX OTACICHUAX LIEHTPOB U
MHOTONPOGUIbHBIX OONBHUI], @ TaKke B MPO(YUIBHBIX OTACICHUSX Je4eOHO-
Npo(UIAKTUUYECKUX YUPEXKJIEHUH B 3aBUCUMOCTH OT BHJA KIMHUYECKHX

nposiBiieHun ['®.

CrauMoHapHoe IUIAaHOBOEe JIeYeHHMe BKJIIOYAeT OOILECOMAaTUYECKYIO,
OpPTONEIUYECKYI0 M XHUPYPrHUYECKYI0 peadMIuTanuio OOJIbHBIX, IPOBEIECHUE
CHEUUaIbHOM  MAaTOr€HETUYeCKOM  (EepMEHT-3aMECTUTEIBbHON  Tepanuu 10

KU3HEHHBIM TMTOKa3aHUsIM achoTazoi anbda.

VI. XAPAKTEPUCTUKA TPEBOBAHUH
6.1. MOIEJIb ITALTUEHTA

Kareropus Bo3pactHas: JETU

ITon: JIF000i

da3a: mro0as

Craaus: mro0as

OcnoxHeHue: BHE 3aBUCUMOCTH OT OCJIO)KHCHMU
Bug meaumHCKOM ITOMOIIH: ClieUAIN3UPOBAHHAS

YcinoBue oka3aHus: aMOyJaTopHas

dopma oKazaHud

MEIUIIMTHCKOM ITOMOIIIH: MJIaHOBas

Kox mo MKB-10: E83.3

6.1.1. Kpurepuu n npu3HAKH, ONpeaesaI0IINe MOAe b MallMeHTa



Kimanyeckne npossnenuss ['@ — paxuThyecKkue W3MEHEHHsI CKEJeTa,

TMIIOMHEIIMHA3ALMS, MHO>KECTBEHHBIE IIEPEJIOMBI, KPaHHUOCTEHO3,
TUIEPKATbIIUEMUs], TUIIEPKATBLINYPUs, HEPPOKAIBIIHO3.
6.1.2. Ilopsnok BrIOYeHus1 nanuedTa B [Iporoxou
CocTosiHHEe OOJBHOTO, YIOBJIETBOPSIOLIEE KPUTEPUSIM M IpPU3HAKAM

JAUArHOCTHUKU I[&HHOﬁ MOACIIN IMallkMCHTA.

6.1.3. TpeGoBaHusl K ITMATHOCTUKE aMOYJIATOPHO-TOJTUKJIUHUYECKOM

Kon HaumeHoBanue KpatHocts
BbINIOJIHEHH ST

[Ipuem (ocMOTp, KOHCYJIbTAIMS) Bpaya- 1
B01.031.001 neanaTpa MmepBUIHBIN

[Ipuem (ocMOTp, KOHCYJIbTAIMA) Bpaya- 1
B01.006.001 TeHEeTHUKA MePBUYHBIN

[Ipuem (0cMOTp, KOHCYNIbTAIIUS) Bpada- ITo
B01.025.001 He(dpoJiora nepBUYHBIN NOTPEeOHOCTH

[Ipuem (ocMOTp, KOHCYJIbTAITUSI) Bpaya — 1
B01.050.001 TpaBMaToJIOra-OpTONE1a MEPBUUHbBIN

[Tpuem (ocMOTp, KOHCYNIbTAIMS) Bpada- ITo
B01.066.001 CTOMATOJIOra-OpTOIEa TEPBUYHbBIN NOTpeOHOCTH

[Tpuem (ocMOTp, KOHCYJIBTAITHS) Bpada- 1
B01.064.003 CTOMATOJIOTra JETCKOTO MEPBUYHBIN

[Ipuem (0cMOTp, KOHCYJIbTAIMSA) Bpaya- 1
B01.058.003 JIETCKOTO SHAOKPUHOJIOTA TIEPBUIHBIN
A02.07.004 AHTpPOIIOMETPUYECKHUE UCCTIEAOBAHUS 1




Kopn HaumenoBanue Kparnocrs
BBINOJIHEHUA
N3mepenne noaBUKHOCTH CyCTaBa Ilo
A02.04.003 (yrimomeTpusi) MOTPEOHOCTH
BusyanbHoe uccienoBanue rnpu naTojoruu Ilo
MOJIOCTH PTa, BKJIIOYAsi YePEIHO-UYETIOCTHO- NOTpeOHOCTH
A01.07.002.001 | nuuieBoit oOnacTu
COop anamHe3a U kanod rnpu 3a00JIeBaHUSIX ITo
A01.09.001 JIETKUX 1 OPOHXOB NOTPEOHOCTH
AyckynbTaius npu 3a00J€BaHUSIX JETKUX U ITo
A01.09.005 OpOHXOB NOTPEOHOCTH
ITo
A01.30.025.002 | Onpenenenne GopMbl TPYTHON KIETKH NOTPEOHOCTH
CocraBneHue 3aKII04YeHHS O (PU3UIECKOM 1
A01.30.024 pa3BUTUU
N3MepeHne OCHOBHBIX aHATOMHUYECKUX 1
A02.03.007 OKPY>KHOCTEH
OcMOTp MOJIOCTH pTa C TOMOUIIBIO 1
A02.07.001 JOTIOJTHUTENBHBIX THCTPYMEHTOB
OrnpeneneHne CTENEHN MaTOJIOTUYECKON 1
A02.07.008 MOABUYKHOCTH 3y0OB
VY IpTpa3ByKOBOE MCCIEAOBAHNE MATKUX ITo
A04.01.001 TKaHel (oJHa aHaTOMUYECKas 30Ha) NOTpeOHOCTH
ITo
A04.28.002.001 | YnpTpa3ByKkoBO€E HCCIIEI0BaHUE TIOYEK NOTPEOHOCTH
A06.09.007.002 | Pertrenorpadwust nerkux mudponas 1




Kopn HaumenoBanue Kparnocrs
BBINOJIHEHUA
KomnuiekcHoe uccienoBanue st ITo
IpEeHaTaIbHON AMATHOCTUKH HApYLICHUM NOTPEOHOCTH
B03.032.002 pa3BUTUs peOeHKa (BHYTPUYTPOOHO)
ITo
A11.05.001 B3siTue kpoBU U3 nanpua NOTPEOHOCTH
Al11.12.009 ITo
B3zsitie kpoBu u3 nepudepudeckoit BEHbI NOTPEOHOCTH
HccnenoBanne ypoBHS MapaTUPEOUTHOTO 1
A09.05.058 TOpPMOHA B KPOBH
Omnpenenenue 1,25-OH Butamuna /[ B kpoBu 1
A09.05.221.001 | Ha aBTOMaTH4YECKOM aHAJTU3aTOPE
Onpenenenue 1,25-OH Butamuna /[ B kpoBu 1
A09.05.221.002 | py4HBIM METOIOM UMMYHO(]IIOOPECIICHIINN
UccnenoBanue ypoBHS U30(hepMEHTOB 1
A09.05.179 nienouHoi gocdarasbl B KpoBU
HccnenoBanre ypoBHS 11eI04HOM ocdaTassl 1
A09.05.046 B KPOBH
HccnenoBanrie ypoBHS OOIIEro KajabIus B 1
A09.05.032 KpPOBH
A09.05.020 HccnenoBanue ypoBHs KpeaTUHIHA B KPOBU 1
A09.05.011 HccnenoBanue ypoBHs anbOyMUHa B KPOBU 1
HccnenoBanne ypoBHS acnaprar- 1
A09.05.041 TpaHCaMHUHAa3bl B KPOBU
HccnenoBanne ypoBHS aJIaHUH- 1
A09.05.042 TpaHCaMHUHAa3bl B KPOBU




Kopn HaumenoBanue Kparnocrs
BbINIOJIHEHH S
HccnenoBaHue ypoBHS HEOPTAaHHUECKOTO 1
A09.05.033 dbocdopa B kpoBH
A09.28.012 HccnenoBanre ypoBHS KaJbllUs B MOYE 1
OO6mumii (KIMHUYECKHI) aHau3 KPOBU 1
B03.016.003 pa3BEepHYTHIN
B03.016.006 AHanu3 Mo4yu 001U 1
HccnenoBanue ypoBHS HEOPraHUYECKOTO 1
A09.05.033 dbocdopa B kpoBU
HccnenoBanue ypoBHs MapaTUPEOUTHOTO 1
A09.05.058 rOPMOHA B KPOBU

6.1.4. Xapakrepucruka aJiJrOpuTMOB U 0COOCHHOCTE! BHITIOJTHEHMSI
HeMeUKAMEHTO3HOM MOMOIIH
Coop anamnesa u rcanoo
[Tpu cOope anamHe3a U *aja00 OOJBLHOTO BBISIBISIOT CIEAYIOLINE OCOOEHHOCTH
KIIMHAYECKUX JaHHBIX:
e Hanuune cxoaHoro 3ab0eBaHus y pogHOro OpaTa WA CECTPhI B CEMbE
e UYacTeie nepenomsl
e MpoOJieMbl, CBSI3aHHbIE C (HOPMUPOBAHKUEM 3y00B, Y E€TEH, MOAPOCTKOB
Y B3POCIIBIX.
e [IpexxaeBpeMEeHHOE BBINAJCHIE MOJIOYHBIX (IEPBUYUHBIX) 3y00B
e Pa3zBurtue HeppoKaTbIIMHO3A
Busyanvnoe uccneoosanue
PaxurononoOHas pedopmanus ckeinera M THUIOMHUHEpalIM3alus CKelleTa

ABJISIFOTCS OTJIMYUTENbHBIMU YEPTaMHU NEpUHATATBHON U MJaieHueckux popm ['O.



buoxumuueckue usmenenusn
[Ipu  ompenenenun  aktuBHOCTH  IIId  HeoOXOmMMO  yYHMTHIBATH
MEKTYHApOIHBIE PEBEPCHBIEC 3HAYEHUS, IIOCKOJIBKY Y MAMeHToB ¢ ['® akTMBHOCTH
3TOro (hepMEHTA MOKET OBITh CHMXKEHA HE3HAYUTEIIBHO.
HeoOxoaumo obpaiaTh BHUMaHUE HA U3MEHEHUE YPOBHS KaJIbLIUSI B KPOBU U

Mo4Ye. Y MHOTHX IIarnMucHTOB Ha6JII-O,ZIa€TCH TUIICPKAJIBIUCMUS U TUIICPKAJIBIIUYPUSL..

Penmezenozpagpuueckue npusnaxu

VY narenToB ¢ I'® HaOIIOAAI0TCS KOCTHO-XPSIEBBIE BHIPOCTHI, UCKPUBJICHHE
U YKOpPOYEHHE TPYOUaThIX KOCTEH.

MoskeT HaOIIOAaThCS pACIIMPEHUE 30H POCTA, HEPOBHOCTh BPEMEHHON 30HBI
KaIbLIMPUKAUM W pacliupeHre MeTau3oB C 30HAMH OT pa3psKeHUs
(mpocBeTiieHUE Ha PEHTIeHOTpaMMe) 10 OCTEOCKIIEpPO3a.

JedeKTbl, OnMcaHHbIe KaK “SI3bIKM’ MPOCBETIICHUS HA pEHTI€HOrpaMMe

Y HEKOTOpBIX MAIMEHTOB MOTYT BBISBIATHCS TAKHUE PEHTTEHOJIOIMYECKUE
SABJICHMSI, KAK XOHJIPOKAJIBI[MHO3, [ICEBONEPEIOMBI U TICEBIONOIATPA.

OcTeoneHus U CHIKEHHas MUHCpAJIbHAs IIJIOTHOCTD KOCTHOU TKaHH.

6.1.3. XapakrepucTuka aJIrOPUTMOB U 0COOEHHOCTEIl NMPUMEHEeHUs
MeIUKAMEHTOB
CumnToMatuueckasi Tepanusi IPOBOAUTCS B COOTBETCTBUU C TPEOOBAHUSIMU

IMPOTOKOJa BCACHHA OOJILHBIX C BBISIBJICHHBIM 3a00JIEBAaHUEM WJIH CHUHIOIPOMOM.

6.1.4. TpeGoBaHus K pe;KMMY TPYJa, OTABIXA, JIeYCHUS WU
peadmUTALIAN

Orpanunuenue GU3N4YECKUX HArpy3oK.



6.1.5. TpeGoBanus K yXoay 3a MallHEHTOM M BCIIOMOTaTeJIbLHbIM
npoueaypam
[TarmenTsl TpeOyrOT 0COOOTO OTHOIICHHS CO CTOPOHBI METUITMHCKOTO
MIEPCOHAJIA, YUYUTHIBAsK yTPO3y BOSHUKHOBEHHS IEPETIOMOB.
6.1.6. TpeGoBaHus K IMeTHYECKUM HA3ZHAYEHUSM M OTPaHUYEHUSIM
CrenuanbHbix TpeOoBaHuii HeT. TpeOyercs Ha3HAYCHHE JAUETHI MPH
MATOJIOTUH MOYEK COTJIACHO CTaHJAPTHBIM PEKOMEHIAIMSIM Bpadya-HedpoJiora.
6.1.7. ®opma MHPOPMHUPOBAHHOTO JO00OPOBOJIBHOIO COTJIACHS MAIUEHTA
npu BbinojHenuu IIporokosia
HNupopmupoBaHHOe JOOPOBOJIBHOE COIVIACKE MAIUEHT J1aeT B MHCbMEHHOM
BHJIE.
6.1.8. IlpaBuiia u3MeHeHusi TpedGoBaHuii npu BbinoaHeHuu [IpoTokoaa u
npexkpaineHue aeiicreus tpedosanuii [lporokosna
[Ipy BBIABIEHMM MPU3HAKOB JpYyroro 3a0ojeBaHusA, TpeOyHOLIEro
IPOBEACHUS TUArHOCTUUECKUX U J€UeOHBIX MEPOIPUATHH, HApsIAy ¢ IpU3HAKaMU
I'® wmMenuuMHCKass TIOMOIb MALMEHTY OKa3bIBA€TCSI B COOTBETCTBUH C

Tp€6OBaHI/I$IMI/I IMPOTOKOJIa BECACHUA OONBHBIX C BBISBJICHHBIM 3a00JICBaHHEM WU

CHUHIPOMOM.

6.2. MOJIEJIb ITAIIMEHTA
Kareropus Bo3zpacTHas: JEeTH
ITomn: JIF000i
da3a: mro0as
Cranus: aro0as
OcnoxHeHue: BHE 3aBUCUMOCTH OT OCJIO)KHECHMU
By MeIuImHCKOM ITOMOIIIH: CIIeNUAIN3UPOBAHHAS
VcnoBue okazaHus: CTallMOHAPHBIEC
dopma okazaHus
MEIUIMHCKON ITOMOIILIH: IJIAHOBAsI
[IponoIKUTENIBHOCTS JIEYEHUS
(mHen): 14




Koo no MKB-10: E 83.3

6.2.1. Kpurepuu u npu3HaKu, onpeaesioiniue Mojaeab NanueHTa
Knunnueckue mnposiBaeHuss '@ — paxuTudeckue H3MEHEHHUs CKeJeTa,
TUTIOMUEIIMHU3ALIUS, MHO>KE€CTBEHHBIE MEePEIOMBI, KpaHHUOCTEHO3,

TUIEpPKAIbIUEMUs], TUIIEPKAIbLINYpUsl, HEPPOKAIBIHO3.
6.2.2. Ilopsaok BriIoYeHusi naunuenTa B [Iporoko
CocTosiHuEe OOJBHOrO, YJOBJIECTBOPSIONIEE KPUTEPUSIM M  IpPU3HAKAM

JAUAarHOCTHUKU I[&HHOﬁ MOACIIN IMallKCHTA.

6.2.3. TpeGoBaHus K CTALIMOHAPHOMY JIeYE€HUIO

Kon HaumenoBanue Kparnocts
BbINIOJIHEHU S
[Tpuem (0cMOTp, KOHCYNIbTAIIMS) Bpada- 1

B01.031.001 neanaTpa mepBUIHBIN

[Ipuem (ocMOTp, KOHCYJIbTAIMS) Bpaya- 1
B01.006.001 TeHETHKA MTePBUYHBIN

[Ipuem (ocMOTp, KOHCYJIbTAIMS) Bpaya- 1
B01.025.001 HedpoJiora MepBUYHBIMI

[Tpuem (ocMOTp, KOHCYNIbTALIMS) Bpaya — 1
B01.050.001 TpaBMaTOJIOra-OpTONE/a MEPBUUHBIN

[Ipuem (0cMOTp, KOHCYJIbTAIMSA) Bpaya- 1
B01.066.001 CTOMATOJIOTa-OpPTOTIe/Ia IEPBUYHBIN




Kopn HaumenoBanue Kparnocrs
BbINIOJIHEHH S
[Ipuem (ocMOTp, KOHCYJIbTAITMS) Bpaya- 1
B01.064.003 CTOMATOJIOTa JETCKOTO TIEPBUYHBIN
[Ipuem (ocMOTp, KOHCYJIbTAITMS) Bpaya- 1
B01.058.003 JIETCKOTO YHAOKPUHOJIOTa TTIEPBUYHBIN
E>xeqHeBHBIN OCMOTP Bpa4OM-HEOHATOJIOTOM ITo
C HAOJIIOJIEHUEM M YXOJIOM CPEJIHETO U MOTPEOHOCTH
MJIQIIIETO METUIIMHCKOTO TIEpCOHaa B
B01.032.003 OTJICJICHUH CTaIliOHapa
ExxeHeBHBINM OCMOTP BPa4YOM-TIEAUATPOM C ITo
HAOJFOICHUEM M YXOJIOM CPETHETO U MOTPEOHOCTH
MJIQIIIETO METUIIMHCKOTO TIEpCoHaa B
B01.031.005 OT/ACJICHUU CTallMOHapa
ExxeHeBHBIN OCMOTpP BpayoM- ITo
HHJOKPHUHOJIOTOM C HAOJIOJICHUEM U YXOI0M NOTPEeOHOCTH
CPEITHEr0 U MJIAIIETO0 MEIUIIMHCKOTO
B01.058.006 MepcoHaa B OTAEJICHUM CTallMoHapa
[TepemenieHue u/uimu pa3MeIicHue ITo
A14.30.001 TSDKEII000JIBHOTO MAIMEeHTa B TIOCTEIIH MOTPEOHOCTH
TpancnopTUpoOBKa TSHKEI0O00ILHOTO Ilo
A14.30.002 NalMEHTa BHYTPH YUPEKICHUS NOTPEeOHOCTH
ITo
A14.30.014 O1eHKa UHTEHCUBHOCTH 00U MOTPEOHOCTH
OOyueHre YWICHOB CEMbH IMAlIHCHTA TEXHUKE ITo
A14.30.015 MepeMEIICHHS U/WUJTU Pa3MEIIICHHS B ITIOCTEIU | TMOTPEOHOCTH
OOyueHune marueHTa CaMOTIOMOIITH TIPH ITo
A14.30.016 MepEeMEILICHUH B TIOCTEIN U/UJTH Kpecye MOTPEOHOCTH




Kon HaumenoBanue KpartHoctsh
BbINIOJIHEHH S
OOy4eHne marueHTa MepeMeIIeHrIo Ha ITo
A14.30.017 KOCTBLISX MOTPEOHOCTH
OOy4eHne marueHTa cCaMOIOMOIIH TIPH ITo
TIEPEMEIIEHUH C TIOMOIIBIO JOMOJHUTEIBHON | TOTPEOHOCTH
A14.30.018 OIOPBI
ITo
A13.30.006 OOyuenue yxoay 3a 00JIbHBIM PEOCHKOM MOTPEeOHOCTH
OO6yueHue OJIU3KUX YXOy 32 ITo
A13.30.004 TSKEJI000JIbHBIM MAIUEHTOM MOTPEOHOCTH
[Tporeaypsl CECTPUHCKOTO yXO/a 3a ITo
B02.032.001 HOBOPOK/ICHHBIM HaXOSLIUMCS B KIOBE3€ NOTPEOHOCTH
A02.07.004 ITo
AHTPOTIOMETPUIECKUEC UCCIIEAOBAHUS NOTPEOHOCTH
H3mepenne moaBMKHOCTH CYCTaBa ITo
A02.04.003 (yrinomeTtpusi) MOTPEOHOCTH
BusyanpHOe uccienoBanue Mpyu MaToJIoTuu ITo
MIOJIOCTH PTa, BKIIFOYAsT YEPEITHO-YEIIIOCTHO- NOTPEOHOCTH
A01.07.002.001 | nurieBoit ob6mactu
COop anaMHe3a u xajno0 mnpu 3a00JEeBaAHUIX ITo
A01.09.001 JIETKUX ¥ OPOHXOB NOTpeOHOCTH
AyCKyIbTaIus Ipy 3a00JIeBaHUAX JIETKUX U Ilo
A01.09.005 OpoHXOB NOTpeOHOCTH
ITo
A01.30.025.002 | Onipenenenrie GopMbI TPyTHON KIETKU MOTPEeOHOCTH
ITo
A01.30.025.003 | Onipenenenne GopmMbl HOT NOTpeOHOCTH




Kopn HaumenoBanue Kparnocrs
BbINIOJIHEHH S
CocraBneHue 3aKII04YeHHs 0 (PU3nIECKOM ITo
A01.30.024 pa3BUTHUH MOTPEOHOCTH
M3MepeHne OCHOBHBIX aHATOMHYECKHUX ITo
A02.03.007 OKPY>KHOCTEH MOTPEOHOCTH
OcCMOTp MOJIOCTH PTa C MOMOIIBIO ITo
A02.07.001 JIOTIOJTHUTEIBHBIX HHCTPYMEHTOB MOTPEOHOCTH
Omnpenenenre CTENEHN MaTOIOTHYECKON ITo
A02.07.008 MOJIBMYKHOCTH 3y0OB NOTPEOHOCTH
VY 1bTpa3ByKOBOE HCCIEAOBAHNE MATKUX Ilo
A04.01.001 TKaHel (0/1Ha aHATOMUYECKAs 30Ha) MOTPEOHOCTH
ITo
A04.28.002.001 | YpTpa3ByKOBOE HCCIETIOBAHUE TIOYEK NOTPEOHOCTH
ITo
A06.09.007.002 | Pentrenorpadus gerkux mudponas NOTPEOHOCTH
KommuiekcHoe ncciietoBanue s ITo
IIPEHATAIbHON TUArHOCTUKYU HapyLIECHHAN NOTPEeOHOCTH
B03.032.002 pasBuTHs peOeHKa (BHYTPHUYTPOOHO)
ITo
Al11.05.001 B3siTue kpoBU U3 nanbua NOTPEeOHOCTH
Al11.12.009 ITo
B3situe kpoBu u3 nepudepuieckoil BEHbI NOTpeOHOCTH
HccnenoBanue ypoBHS apaTUPEOUTHOTO 1
A09.05.058 TOpPMOHA B KPOBHU
Onpenenenue 1,25-OH Butamuna /[ B kpoBu 1
A09.05.221.001 |Ha aBTOMAaTHYECKOM aHAIU3aTOPE




Kopn HaumenoBanue Kparnocrs
BbINIOJIHEHH S
Omnpenenenue 1,25-OH Butamuna /[ B kpoBu 1
A09.05.221.002 | py4HBIM METOAOM UMMYHO(DIIOOPECIICHITUN
HccnenoBanue ypoBHS U30)E€pPMEHTOB 1
A09.05.179 mieouHoi ocdaraspl B KPOBU
HccnenoBanre ypoBHS 1ie109HOM docdarassl 1
A09.05.046 B KPOBH
HccnenoBanue ypoBHs OOIIEro KaJblUs B 1
A09.05.032 KpPOBH
A09.05.020 HccnenoBanre ypoBHs KpeaTUHUHA B KPOBU 1
A09.05.011 HccnenoBanue ypoBHs aibOyMUHA B KPOBU 1
HccnenoBanuie ypoBHs acniapTar- 1
A09.05.041 TpaHCaMHUHAa3bl B KPOBU
HccnenoBanrie ypoBHs aJlaHUH- 1
A09.05.042 TpaHCaMUHA3bl B KPOBU
HccnenoBaHue ypoBHS HEOPraHUUECKOTO 1
A09.05.033 dbocdopa B kpoBH
A09.28.012 HccnenoBanue ypoBHS KaJbIUs B MOUE 1
OO0mumii (KITMHUYECKUIA) aHATTN3 KPOBU 1
B03.016.003 pa3BepHYTHI
B03.016.006 AHanmm3 Mo4u o0ITHit 1
HccnenoBanue ypoBHS HEOPraHUUECKOTO 1
A09.05.033 dbocdopa B kpoBH
HccnenoBanue ypoBHS apaTUPEOUTHOTO 1
A09.05.058 rOpMOHa B KPOBHU




6.2.4. XapakTepucTuKa aJITOPUTMOB U 0COOEHHOCTE BBHIMOJTHEHUS
HeMeIUKAMEHTO3HOM IMMOMOIIH
Coop anamnesa u xncanood
[Tpu cOope anamHe3a U xKaja00 OOJHLHOTO BBISIBISIOT CIEAYIONIME OCOOEHHOCTH
KJIIMHUYECKUX JAHHBIX:
e Hannuune cxoaHoro 3a00eBaHusl y pOJHOTO OpaTa WM CECTPhI B CEMbE
e UYacTele nepenomMbl
o [IpoOnemsl, cBsizaHHbBIE ¢ (HOPMUPOBAHHEM 3y0O0B, Y I€TEH, MOAPOCTKOB
Y B3POCIIBIX.
e [lpexneBpeMeHHOE BhINIAJICHUE MOJIOYHBIX (TIEPBUYHBIX) 3yOOB
e PaszButue HeppoKambIUHO3A
Busyanvnoe uccneoosanue
Paxutonogobnas aedopmaius ckelera W TUIOMHHEpAIM3allUs CKeJieTa
SIBJISIFOTCS] OTJIMYMTENIbHBIMU Y€pTaMU MepUHATAIHLHON U MitaJieHueckux ¢popm ['O.
Bbuoxumuueckue usmenenus
[Tpu OITPENICIIEHUN aKTUBHOCTH 1D HEO0XO0IUMO YUYUTHIBATh
MEKIyHapOIHbIE PEBEPCHBIC 3HAUEHUS, IOCKOJIbKY Y MAIUEHTOB ¢ ['® aKTUBHOCTH
3TOTO (hepMEHTa MOKET OBITh CHIDKEHA He3HAUMTeIbHO. CM. Tabuma 2.
Heo6xonumo oOpaiaTh BHUMaHUE Ha U3MEHEHHUE YPOBHS KaJbIUs B KPOBU U

Moue. Y MHOTHUX manucHTOB Ha6J'IIOI[aeTC${ TUNICPKAIBIUECMUSA U TUIICPKAJIILIINYPHAL.

Penmezenozpaghuueckue npusnaxu
VY naruenToB ¢ I'® HaOMIOMAIOTCS KOCTHO-XPSIIIEBBIE BHIPOCTHI, UCKPUBJICHHE

U YKOpOUYEHHUE TPyOUaThIX KOCTEH.



MoskeT HaOIIOAATHCS PACIIMPEHUE 30H POCTa, HEPOBHOCTh BPEMEHHOM 30HBI
KadblU(pUKALIMM U pacuiMpeHue MeTadu3oB C 30HAMU OT  pPa3psLKEHUs
(mpocBeTIIEHNE Ha PEHTTEHOIrPaMMe) 0 OCTEOCKIIEPO3a.

JleeKThl, OnmMCcaHHbIe KaK “SI3bIKKM”° MPOCBETIICHUS HA PEHTI€HOIpaMMe

Y HEKOTOpPBIX MNALMEHTOB MOTYT BBISABIATHCA TAKHUE PEHTTEHOJIOIMYECKUE
ABJIEHUS, KaK XOHAPOKAIBIMHO3, IICEBAONEPEIIOMBI U IICEBIOINIOAATPA.

OcreoreHns U CHUKEHHAss MUHEpaJIbHas TIIOTHOCTh KOCTHOM TKanu (MIIKT).

6.1.3. XapakTepHCTHKA aJITOPUTMOB U 0COOEHHOCTE MpUMeHeHn sl
MeIMKAMEHTOB
CumnToMatuyeckasi Tepanusi IpOBOAUTCS B COOTBETCTBUU C TPEOOBAHUSIMU

IIPOTOKOJIa BEACHUA OOJBHEIX C BBISIBJICHHBIM 3200J€BaHUEM TN CUHAPOMOM.

6.2.4. TpeGoBaHus K pe;KMMY TPYyAAa, OTABIXA, JICYCHUS] UJIH
peadmIMTALIAU

Orpannuenue GU3NIECKUX Harpy3o0K.

6.1.5. TpeGoBaHuA K yX04y 32 NALMEHTOM M BCIIOMOIaTeJIbHbIM
npoueaypam
[TauueHtsl TpeOyrOT 0COOOr0 OTHOILIEHHS CO CTOPOHBI MEAMIIMHCKOTO

IIEPCOHAJIA, YYUTHIBASA YIPO3y BOSHUKHOBEHUS IIEPETOMOB.

6.2.6. TpeOGoBaHus K IMeTHYECKUM HA3HAYCHUSAM M OTPAHHMYCHUAM
CrenunanbHbix TpeOoBaHuil HeT. TpeOyercs Ha3HAyeHHE MAMETHI MPH

NaTOJIOTUH MOYEK COTJIaCHO CTaHJAPTHBIM PEKOMEHJAIMsIM Bpadya-HedpoJiora.



6.2.7. ®opma uHGOPMHUPOBAHHOTO TO0OPOBOJIBLHOIO COTJIACHUS MALIMEHTA
npu BeinoJiHeHun [lpoTokosia
HNupopmupoBanHoe JOOPOBOJILHOE COTIACKE MAIMEHT JaeT B MUCbMEHHOM

BHAC.

6.2.8. IlpaBuiia usmeHeHusi TpedoBaHuii npu BbinoaHeHuu [IpoTokona u
npexkpaimieHue aeicreus tpedoBanuii [lporokosa

IIpy BBISIBIEHMHM NPU3HAKOB JApPYroro 3a0o0JieBaHUs, TPEOYIOLIETOo
MIPOBEICHMS TMarHOCTUYECKUX U JIEUEOHBIX MEPOINPUATUNA, HAPSIAY C MPU3HAKAMU
I'® wMemuuuHCKass MOMOIIb MAUEHTY OKAa3bIBa€TCsi B COOTBETCTBUU C
TpeOOBAHUSIMU MPOTOKOJIA BEICHUS OOJBHBIX C BBISBICHHBIM 3a00J€BaHUEM HIIU
CUHIPOMOM.

VII. TPAOUYECKOE, CXEMATHYECKOE U TABJINYHOE

HPEJACTABJIEHHUE ITPOTOKOJIA
He npexycmorpeno.

VIII. MOHUTOPUPOBAHMUME ITPOTOKOJIA
KPUTEPUU U METOHAOJIOI' A MOHUTOPUHI'A 1 OHEHKU
OOOEKTUBHOCTH BBITIOJIHEHU A ITPOTOKOJIA

MonuTopupOBaHue IPOBOAUTCS HaA BCed Teppuropun Poccuiickoi
denepanum.

YupexeHueM, OTBETCTBEHHBIM 332 MOHUTOPUPOBaHUE JaHHOTO [IpoTokorna,
apiasierca  DPI'BY  «DHAokpuHoNOrMYecknii HayyHbld  1eHTp». IlepeueHb
MEIMIMHCKUX YUYPEKICHUN, B KOTOPHIX MPOBOAUTCS MOHUTOPUPOBAHUE TAHHOTO
[Iporokoma, mnpuBenen B Ilpunoxenne 1. MenuiMHCKAE — YUPEKIACHUS
MHOOPMUPYIOTCS O BKJIIOYEHUH B TIEPEUCHb MO MOHHTOpUpOoBaHHIO [IpoTokomna

ITMCBMCHHO.



MonunrtopupoBanue IIpoTokona BKIIrO4aerT:
- cOoop uHpopMaIU: O BEACHUH MAIUeHTOB ¢ ['D B METUIIMHCKUX OPTaHU3AIUAX
BCEX YPOBHEW;
- aHAJIN3 MTOJYYCHHBIX JAaHHBIX;
- COCTaBJICHHE OTYETA O pe3yJibTaTax MPOBEJACHHOIO aHAJIN3a;
- MPEACTaBICHHE OTYeTa B MHUHHUCTEPCTBO 3APaBOOXPAHEHUS U COLHUAIBHOTO
passutus Poccuiickon denepanum.
N cxonHBIMU JaHHBIMU TTPU MOHUTOPUPOBAHUM SIBJISIFOTCSI:
- MEAMUMHCKAs JOKyMeHTauwus - KapTel nanuenra,
- Tapudbl HA MEIUIIMHCKUE YCIYTH,
- Tapudbl HA JIEKAPCTBEHHBIC MpenapaThl.
[Ipu HeoOxomumocTu mnpu MoHUTOpUpoBaHUU [IpoTOKOIa MOTYT OBITh
WCIIOJIb30BaHbl UCTOPUHU 00JIe3HU, aMOy1aTopHble KapThl manmeHToB, CTpagarommux

runodocdarazueii, 1 UHbIE TOKYMEHTHI.



[Ipunoxenne 1 k  DenepanbHbIM KIMHUYECKUM  PEKOMEHALMAM
(ITpoTokoJ1) O OKa3aHUIO MEAUITMHCKOM noMoliu aeTaM «I unodocdarazus»
[lepeueHb  MEIUUIMHCKUX  YUYPEXKACHUH, B  KOTOPHIX  IPOBOJMUTCS

MOHUTOpHUpOBaHuE AaHHOTO [IpoToKoNa:

®I'BY Poccuiickas [erckast KIMHNYECKas 00JIbLHHMIIA,
OI'BY DHAOKPUHOIOTMYECKUI HAYUYHBINA LIEHTP,
OI'bY HayuHblld LEHTpP 310POBbS AETEW U OAPOCTKOB,

OI'bY llenTpanbHbli HAYYHO-UCCIEIOBATEIBCKUA HHCTUTYT TPABMATOJIOTUH U

oproneauu um.H.H.IIpuoposa,



OI'bY «HayuyHo-uccienoBaTeabCKUil AETCKUA OPTONEINYECKUNA WHCTUTYT

nmenu .. Typuepay,

PHII BTO um.akan. I'.A. Nnuzaposa ,

I'bY3 Mopo3zosckas JleTckas ropojckas 00JbHUIIA.



