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MeToauKA OLIEHKH CHJIBI peKOMeHIlaIII/Iﬁ N YPOBHSA UX MPEACKA3aTECIbHOCTH,

HUCMOJb30BAHHAA NMPHU COCTABJICHUM JAHHBIX KIIMHUYC€CKHX peKOMeHHaHHﬁ*

Ouenka pekoMeHIaAUM

aJIbHeIee
I'pananms Co CTOPOHBI A
Co cTopoHnbI Bpaua HanpasBJieHHe
NAlHEeHTOB
UCTIOJIb30BAHUSA
ITopasnsromee
OOJIBLITMHCTBO
Pexomennanus Moxer
HaIMEHTOB,
OBbITH IPUHSATA B
OKa3aBILUXCA B [TonaBnsromemy
. Ka4yecTBe CTaHAapTa
YpoBenb 1 | mogo6HOI1 cuTyanum, OOJIBIIMHCTBY CBOMX -
«JKenepThl | NPEANOUH Obl NaIMeHTOB Bpay Oyaer METIHHCKOTO
peKOMEHAYIOT)  ClIeZIOBaTh PEKOMEHIOBATb CIENOBAT |
PEKOMEHAYEMBIM ITyTeM | UMEHHO 3TUM ITyTeM P
OOJIbLIIMHCTBE
U JIAITH HeOOobIIas .
KJIMHUYECKUX CUTyalun
4acTh U3 HUX OTBEPIIIU
ObI 3TOT IYTh
Jns1 pa3HBIX MALIMEHTOB
ClIeyeT MoI0upaTh
bosbuias yacts oy FOHp
pas3IuYHbIC BAPHAHTHI
HaIKeHTOB, N Pexomenmanuu,
peKoMeH1anuii,
OKa3aBILUXCA B BEPOSITHO, TOTPEOYIOT
. MOJXOASAIINE UMEHHO HM.
o J00HOM CUTYyaluH, 00CYX/IEHUS C yYacTHEM
Yposens 2 Kaxxnomy nauueHnry
BbICKa3aJIUCh OBI 32 TO, BCEX 3aMHTEPECOBAHHBIX
«Jxcneprsl Heo0X0/1MMa MoMOoIIb B
4TOOBI CJIe/10BaTh CTOPOH JI0 IPUHATHS UX
10JI1ararT» BbIOOpE U MIPUHATHH
PEKOMEHyEMbIM B Ka4eCTBE
peleHus, KoTopoe OyaeT
MyTeM, OJIHAKO KIIMHUYECKOTO
COOTBETCTBOBATh
3HAYMUTENIbHAS YaCTh CTaHJapTa
LEHHOCTSM U
OTBeprIa Obl 3TOT MYyTh
NPENOYTEHUSIM JaHHOTO
narueHTa
«Her JlaHHBIN YPOBEHb NPUMEHSETCS B TEX CIy4asiX, KOI/ia B OCHOBY PEKOMEHIAIN
roanammy Y CIAAbIBaCTCA 3JIpaBbIil CMBICI UCCIIEI0BATEIA-IKCIIEPTa WM TOT/1a, KOT/1a
P (HT) o0cyx/1aemas TeMa He JI0IYCKaeT aleKBaTHOI'O IPUMEHEHUS CUCTEMBI
JI0Ka3aTeNbCTB, UCIIOIb3YEMbIX B KIIMHUYECKOH MPaKTHKE.
IIpequKTOpHbIC YPOBHU PeKOMEHAALMI
KauvecTBO
I'papanus 3HadyeHHe/oNNCaAHHE
A0KA3aTEJbCTB
DKcnepThl a0COIIOTHO YBEPEHBI B TOM, YTO MPH BBHIIIOJIHEHUHU TaHHON
A Bericokoe pEeKOMEeHAaluH, HAOI0AaeMblii 3(PEKT MOUTH MOTHOCTHIO COBMAJIET C
OXKHJIAEMBIM.
DKCIepThl 0’KUAAIOT, YTO MIPU BHITOJIHEHUH JAHHOW PEeKOMEH/1alluH,
B Cpesee HaOmo1aeMblii 3¢ ekt ckopee Bcero OyaeT OJIM30K K 0XKHIaEMOMY,
p OJTHAKO HE UCKJIFOYAETCs] BO3MOXKHOCTB TOTO, YTO OH OyzAeT
CYIIECTBEHHO OTJIMYAThCS OT HETO.
IIpenckassiBacMblil 5PPEKT MOKET CYLIECTBEHHO OTJINYATLCS OT
C Huskoe pex b M

pEaJIbHOTO.



[Tpenckazanue s ¢exra KpaifHe HEHaIeKHO U 0UY€Hb YacTo OyaeT
OTJIMYAThCS OT PEATBHOTO.

D OueHp HU3KUI

[Ipumeuanue: * - B COOTBETCTBUU ¢ KIUHHYeCKUMH pekoMeHaanusmu KDIGO (2009).



Cnmcox cokpameHui

ABK — AjmuHamudeckas 00JI€3Hb KOCTH

A — CpIBOPOTOYHBIN abOyMHUH

e — Ienounas ¢ocaraza

KD - KocrHas menounas gocparaza
B/IPA — AKTHMBaTOp peuenTopos BuTaMuHa D
' - T'emoamanus

I'TIT — T'unepnapartupeos

BITIT — BropuuHbI runeprnapaTupeos

ullTT — HHTakTHBIN NapaTUPEOUHBIA TOPMOH
MKH-XBII - MuHepasibHble U KOCTHBIE HApyIIEHHs IPH XPOHUYECKON O0JIe3HU MOYEK
MIIK — MunepanbHas INIOTHOCTh KOCTH

I — IleputoHeanbHbIN nUaNU3

[T — IloueyHslii TpaHCIIIIAHTAT

IITT — IlapatupeouaHslii TOPMOH

IS — Ilapatupeonndkromus

THIIK — IlapamuToBUaHBIE KEIIE€3bI

Ca — Caxapnblii 1uaber

CK®D — CKopocTh KITyOOUKOBOH (PMIIBTpALIUU
OCII — @ochaT-cBA3BIBAIONINI TIpenapaT
XBIT — XpoHuueckas 00J1e3Hb OYEK

OxoKI’ — DOxokapauorpadus



BBEJIEHUE

MuHepallbHO-KOCTHbIE HapylLIeHdss MpH XpoHuueckoi Ooneznu mnouek (MKH-XBII)
SABJSIIOTCA  IIUPOKO  PACHpOCTPAHEHHBIM  IIporpeccupyromuM  ocioxkHeHueM XbII wu
XapaKTepU3yITCS CUCTEMHBIM HapylICHHEM MHUHEPAIbHOTO U KOCTHOI'O MeTaboIM3Ma.

[Tporpeccupytomast motepsi Macchl AeicTByonmMX HepoHoB Beaenctsue XbII nmpuBoaut
K CHIDKEHHIO CHOCOOHOCTM TMOYKHM 3KCcKpetupoBaTh (ocdarel (P). IloBbimenue ypoBus P
CBIBOPOTKM CIIY)KUT CUTHAJIOM Ul BKJIIOUEHUS KOMIIEHCATOPHBIX MEXaHU3MOB, IPU3BaHHBIX
MOJICP>KUBATh ONTUMANIbHBINA romMeocTtas. Tak, ¢akrop pocta ¢pudbpobdnactos 23 (FGF23, ropmon
dbocdaToHnH), CHHTE3UPYEMbIi OCTEOIUTAMH U OCTeo0JIacTaMu B OTBET Ha rurnepdocdareMuro,
CHIDKaeT pealOcopOuuio P B NpOKCHMManbHBIX KaHaJbllaX M MOJABJISET AKTUBHOCTH la-
ruapokcunasel, Tpanchopmupytomein 25(OH)D B 1,25(OH),D, ywmenpmas D-3aBucumyro
abcopbumto P B kumeunuke. brmaromaps 3TOMy KOMIIEHCATOPHOMY MEXaHH3MY YypOBEeHb P
CBIBOPOTKH JUIMTEIBHO OCTAeTCs B Mpejeiax HOPMbI, @ CBUAETEIILCTBOM U30BITOUHON (pocdaTHOI
Harpy3KH SIBJISICTCSI MOBBIICHUE (HPAKIMOHHOM 3KCKpeuuu P ¢ mouoil. [1ockoiabKy MOCTOSHHO
noBbIeHHBIH ypoBeHb FGF23 HeoOxoaum st mojjiep:kaHusi HOpMaJIbHOTO CBIBOPOTOYHOTO P,
HEM30€KHO MPOJIOHTUPYETCsl MOJaBJIEHHE CHHTE3a KaJbLUTPHOJA, YTO MPHUBOJUT K CHIKEHUIO
abcop6uuu kanbius (Ca) U pa3BUTHIO THIOKATbIEMUHU. TakuM 00pa3oM, Ha4aJIbHBIM COOBITHEM
pazeutus MKH Hapszny ¢ NOBBIIEHHMEM YpPOBHS CBIBOPOTOYHOTO P M CHM)KEHMEM CHHTE3a
KaJIbLIUTPUOJIA CUYUTAETCS NOBBILIEHHE NTpoayKuuu FGF23.

Jedbumut kanpuutpuona (C MOCIHEAYIOUIEH TUMOKANbIIMEMUel) BO3HUKAET HE TOJIBKO

BcieacTBue uHTHOUpYyromero BausHusS FGF23 Ha akTuBHOCTH 10-TUAPOKCHIA3BI, HO TaK Ke

00YCJIOBJIEH MPOrPecCUpYIOIIel NecTpYKIKEH MPOKCUMANIbHBIX KaHAIbLEB (MecTa 00pa3oBaHUS
KaJIbLIUTPUOIIA), JONOJHUTEIBbHOM cymnpeccuedl 1a-ruapokcuiasel  auuao30M, HEKOTOPBIMU

HAKaIlJIMBAIOLIUMUCS P YPEMUU COEAMHEHUAMM (KCAaHTHH, MOYEBAas KHUCJIOTAa), CHUKEHUEM
3aracoB  MPEIIIECTBEHHUKOB KaJbLUTpUONA (XOoJeKalbUudepos, 3prokanbuudepos) us-3a
HYTPUTUBHBIX NPOOJIEM H Jp.

['unokanbuuemus, B CBOIO O4YEpElb, 3aIlyCKAECT €LI€ OAWH BAXXHbIA KOMIIEHCATOPHBIN
MEXaHU3M — MOBBINAET cekpenuio mnaparupeongHoro ropmona (IITI) rmaBHBIME KiIeTKaMu
napamuToBuanbix kene3 (IIDK). Iloanepxanune ypoBHs Ca CBIBOPOTKHM B Y3KUX MNpefesiax
KpaifHe Ba)XHO Ul HOPMaJbHOTO (YHKIIMOHMPOBAHUS BCEX CHUCTEM OpraHm3Ma (Ipexie BCero
CEPICUHO-COCYAUCTOM M Tepellayd CUrHajia B HEWpO-MBIIICUYHBIX CHHAIcax). beicTpoTa
BOCCTaHOBNICHH ToTepb Ca  OCyIIeCTBIAETCS 3a CUeT pe30opOlrMu KOCTHOM  TKaHU
(;erxkonoctynHoro pesepByapa Ca B opranusme) nojn BoszaeictsueM IITI, crumynupyromero

OCTCOKJIACTHhI, U, BO BTOPYIO OYCPC/ib, 3a CHCT aKTUBAllUU la-FI/IIIpOKCI/IHaSLI, IIOBBIIICHUA CHHTEC3a

D-ropmona u yBenuyeHus KumeyHoil abcopbumm Ca. [lns BeiBeneHHs H30bITOUHOTO P,
BBICBOOOJKIAIOIIETOCS M3 KOCTH M BCACHIBAIOIIETOCs B KuileyHuke mapamienbHo ¢ Ca, 1T
obnamaer ¢ocdaronnyeckumu cBoiictBamu U, nopodno FGF23, cuwmxkaer peabcopbuuio P B
IIPOKCUMAJIbHBIX KaHanblax. [loBelmaromascs 1O Mepe IIPOrPEeCCUBHOM IIOTEPU IOYEHUHOU
napeHxuMsbl Harpyska P npuBoaut k Bce Bozpacrtaromeil runepmiazuu [MIDK ¢ runepcekpenueit
ITTT u popMupoBaHHIO aJCHOMBI.

[TocrostHHOE TOBBIIEHHE OOMEHAa M PEMOJICIMPOBAHUS KOCTH BEIET K HApYLICHHIO e
APXUTEKTOHUKH, CHI)KEHHUIO MUHEpPAIM3alMyd U INPOYHOCTH, YTO MOBBILIAET PUCK U YACTOTY
IIEPEJIOMOB.



VY moneit 6e3 natonoruu nouek FGF23 unrubupyer cexpenuto I1TT, ognako y nanueHTos
¢ XBII sroro He mpoucxoaut Beienactsue Aeduuurta daxrtopa Klotho, sxcnpeccupoBanHoro B
kananbiax u [NIK u o6ecnieunBatomiero Bzanmoaeiicteue FGF23 ¢ penenropamu.

FGF23, ne3aBucumo ot daxtopa Klotho, mpuBoaur k runeprpoduu j1eBoro xemyaouka,
YTO MOBBIACT CEPACYHO-COCYIUCTYI0 W 0OuIyro JneTtambHOCTh namueHtoB ¢ XbII 5D ecr,
HEKOHTpOJIMpYeMble TrunepdochaTeMus U THIEPKATBLUEMHS CONPOBOXKAAIOTCS H30BITOUYHBIM
00pa3oBaHUEM U OTJIOKEHHEM B 3JACTUYHOM KapKace MeJIMaHHONH 00OJIOYKU COCYIOB KalbLIUM-
MPOTEUHOBBIX YACTHII, COCTOSAIIMX U3 TUAPOKCHANATUTA U (PeTyrnHA. DTOT MPOLIECC MPOBOLUPYET
U3MEHEeHHe (PEHOTHIIA TJIAJKOMBIIICYHBIX KIIETOK COCYJOB C TpaHchopMmamueid B XOHIPO- U
OCTEOLUTONOJO0HBIE KIJIETKH, YTO CIIOCOOCTBYET MEAMAHHOW KalbUU(UKAMK apTepuid u
apTepuo.

[Torepst AMACTUYHOCTH CTEHOK apTepUil yCKOpseT MyJIbCOBYIO BOJIHY, M, KaK CIE/ICTBUE,
HapylIaeT MPOLECC OKCUTCHAIMM B KaNMWUIAPHOM pyclie, MOBBIIIAeT cucroindyeckoe All,
dopmupyer TUNEpTPOUI0 U AUACTONMYECKYIO0 AuchyHKiuio muokapaa. C Ipyroil cTopoHsl,
CHCTEMHOE BOCIAJICHUE, OKCUAATUBHBIA CTpecc W HEeOJIaronpHsTHBIA JIUMUIAHBIN Npoduib mpu
YpEMHH, OTBETCTBEHHBIE 3a JHJOTEJIMANBHYIO AUCHYHKIMIO U IMOPAKEHUE HHTUMBI COCYOB,
CIOCOOCTBYIOT (POPMHUPOBAHUIO ATEPOCKIEPOTHUECKUX OJSAIMIEK M YCKOPEHHUIO IIPOILIECCOB
atepockieposa. B ycioBusix runepdocdareMunt U MOBBIICHHOTO YPOBHS KaJblHii-hocopHoro
IPOAYKTa TMPOUCXOAUT OTIOKEHHEe QocdaTa KamblMs B aTEPOCKICPOTHUECKUX OJIAIIKAX,
CTEHO3UPOBAHHUE U TPOMOO3 COCY/IOB, PEANU3YIOIIUXCS B UHPAPKT U MHCYNBT. Takum oOpazom,
IpoIecchl HapylIeHHs Kalbluii-(ocGopHOro TromeocTasa NPUBOIAT K HEOIAronpusTHBIM
ucxogam MKH-XBII: cepaedyHo-cocyiucTol MaToJIOTHUH, MOBBIIIEHUIO CEPAECUHO-COCYIUCTON U
o011l JIeTaTbHOCTH, ATOJIOTMYECKUM MEPEIoMaM.

[ToreHnnuanbHass BO3MOXHOCTh MPEMATCTBOBATh PA3BUTHIO W/WIM TPOTPECCUPOBAHHIO
MKH-XBII pauuoHanbHO BBIOpaHHOW Tepamueld CTUMyJUpoBana co3jlaHue HaroHanbHBIX
pexomenpauuii no MKH npu XBII B 2010 r., mpu3BaHHBIX AOBECTH 10 CBEACHUS IMPAKTUUYECKUX
Bpaueil Haubonee 3(pPeKTUBHbBIC MYTH PEIICHUS KIMHUYECKUX 3314, CBS3aHHBIX C HApPYLICHUEM
¢dochopHo-KanmbIeBOro obMeHa. B TeueHwe mOCIETHUX JIET OMYOJMKOBAHBI PE3yJIbTATHI
HKCHEPUMEHTAIBHBIX Pa0OT, KPYMHBIX OOCEPBALIMOHHBIX, PAHJAOMH3HUPOBAHHBIX KIMHUYECKUX
UCCIICIOBAaHUI M METa-aHaJIM30B, KOTOpPhIE BHECIM KOPPEKTUPOBKM B TOHHUMAHHE IMaToreHes3a
MKH-XBII 1 noaxomoB K Tepanuu, BCIEACTBHE YEro Ha3zpesa HEOOXOIUMOCTh B U3MEHEHUSIX U
JONOJIHEHUAX HalmoHanbHbIX peKOMEH AL,



PA3JEJI 1. CHHAPOM MMUHEPAJIbHBIX 1 KOCTHBIX HAPYIIEHUI ITPA
XPOHUYECKOM BOJIE3HU TOYEK (MKH-XBII)

1.1. ONPEJAEJEHUE CUHAPOMA MKH-XBII

MuHepanbHble 1 KOCTHBIE HapyIICHUs MpU XpoHHueckoi 6one3nn nouek (MKH-XBIT) —
CHUCTEMHOE HapylICHHE MUHEPAIILHOTO U KOCTHOTO METa00IM3Ma, MPOSBIISIOIIEECs
MOCPEJICTBOM OJTHOT'O MJIM KOMOMHALIMEH CIeIYIOINUX COCTOSTHUMA:
* OTKJIOHEHUSIMH B MeTabosmsme pochartos, pakropa pocta pudpodbracToB 23, Kaablus,
napatupeounHoro ropmona (I1TT), menounoii pocdaraspl u BuTamuna D;
* HapyIIEHUSMH OOHOBIICHUS] KOCTHOM TKaHU, MMHEPAJIU3alMU, 00beMa, TMHEHHOTO POCTa
Y IPOYHOCTH KOCTH;
* kanpluduKanyet cocy1oB u/miu Msarkux tkanen (HI).

1.2. OFBEM N YACTOTA KOHTPOJISI BUOXUMHNYECKUX ITAPAMETPOB MKH-XBII

1.2.1. Becem mamuentaM, HauuHast ¢ XbI1 3 ctagnu, He0OX0AUMO KCCIEI0BATEL 0a30BbIE

nabopaTopHble Moka3aTenu ypoBHel pocdopa, kanbuus, [ITI" u akTHBHOCTH 1I€T0YHOMN
docparassl (1C).

1.2.2. YactoTa KoHTpoJsi bnoxumuueckux napamerpoB MKH u o6beM o0ciieioBaHus 3aBUCST
OT PEe3yJIbTATOB MOJYYCHHBIX NIOKA3aTeNel, X IUHAMHKH, CTaIUH/CKOPOCTH
nporpeccupoBanus XbII u mpoBoAsITCS B COOTBETCTBUU C MpUBeAeHHOM Tabnutei 1 (1B).

1.2.3. IIpu HaJIM4MK OTKIIOHEHUH J1a00paTOPHBIX NOKA3aTeIel OT IeJIEBOro J1ana3oHa pereHne
0 4acTOTE NOBTOPHBIX UCCIIEJOBAHUI U KOMILIEKCE MEp I10 IOTIOJIHUTETEHOMY
00cIIeI0BaHUIO ¥ HOpMaJIU3auH (PocHOpHO-KAIBLIUEBOIr0 OOMEHA TPUHUMAETCS
WHJUBUIyaJIbHO, ITOKA WX 3HaYeHus He cTabunusupyrorcs (2C).

Ta6auna 1. Ilepeyenb n 4acTOoTa KOHTPOJIsI OMoXUMH4YecKuX napamerpos MKH
Ha pasHbIx craguax XbII.

Craaus XBII (CK® mn/mun/1,73 m°)
Hokasatenm 59-30 29-15 <15 Huanus
3 4 5 5D
YacToTa 00CI€10BAHNII B IO

docdater 1 2 4 12
Kanbuuit (MOHU3UPOBAHHBIN WU | ) 4 12
KOPPEKTUPOBAHHBIN HA aTbOYMUH)
ITaparropmon nHTakTHBIN (MIITTY) 1 1 2 2-4
[lenounas pocdataza (LLD) niun 1 1 5 4
koctHas ¢ppakuus (KIID)




PA3JIEJ 2. IMATHOCTUKA MKH-XBII

2.1. IMATHOCTHKA BHOXUMHUYECKNX OTKJIOHEHUI

2.1.1. LesneBbie 3Ha4YeHHUs1 JJA00PATOPHBIX MOKa3aTeel

IeneBoit nuana3zon nabopatopHsix nokazareneit MKH npu paznuunbix craausx XbBII

Mpe/ICTaBJIeH B Ta0nuIIe 2.

Tab6umna 2. LlesaeBbie 3HaYeHUs1 JTIA00OPATOPHBIX NOKa3aTe/ el MUHEPaJbHOI0 00MeHa

Craausi XBII (CK® mn/mun/1,73 m*)

IMoka3arennb 59-30 29-15 <15 Huanu3
3 4 5 5D
docdater 0,87-1,49 Mmmoun/1
2,5-4,6 mr/on
Kanpuuii o0muii 2,1-2,5 mMmomb/n
(KOppEKTUPOBAaHHBIN Ha
aTbOyMHUH) 8,4-10,0 mr/mn
. . 1,1-1,3 mmons/n
Kanbiuit HoHu3upOBaHHBIN
4,4-5,2mr/001
3,85-7,7 7,7-12,1 12,1-16,5 16,5-33,0
WHTaKTHBIN TapaTUPEOUTHBIN IMOJIB/JT IMOJIB/JT IMOJIB/JT IMOJIB/JT
ropmoH (ullTT) 70-110 110-150 150-300
35-70 /v r/MIl /M1 r/MIl
111 docth (111®) M 53-128 En/n
esiouHas Qocgatasza K 42-98 Ea/i
K docd M <20 wxkr/n
ocTHas 1enoyHas gocdarasza
XK1 <14 mxr/n
(KIL®)
K2 <22 mxr/n
buxap6onar miazmsl (HCO3) 22-26 mEq/L

2.1.2. OueHka ypoBHs CBIBOPOTOYHOT0 ochopa

2.1.2.1. lleneBbiMu 3HaueHUSIMU ypoBHA (ocaros B kposu narenTon ¢ XbII 3-5D craauii
ABIISIIOTCS pedepeHCHbIE TOKa3aTeNu s JaHHOH nabopatopun (1B).

2.1.3. OueHKa ypoBHSl CHIBOPOTOYHOI0 KAJbINS

2.1.3.1. ¥V nauuMeHToB C 10AWAIU3HBIMU WK Juanu3Hoi ctaauamu XbII ypoBeHb
ChIBOpOTOUHOro Ca OlleHUBAETCA MO pe3yibTaTaM onpeaeaeHus o0IIero win

nonusupoBanHoro Ca (1B).

2.1.3.2. KoHneHTpauuio o0Iero KajibLus B CBIBOPOTKE CIEAYeT KOPPEKTHPOBATh Ha YPOBEHb

anpOyMHHA B 11a3Me 1o popmyse:
Ca kopp (Mmodb/i) = Ca o6uwmii + 0,02 mmons x (40— A[r/n]) umu
Ca xopp (mr/mr) = Ca obumii + 0,8 Mmoub X (4 — A [r/nm])




2.1.3.3. Y narmenToB ¢ XbII 3-5 craguii neneBoit ypoBeHb ChIBOpOTOUHOro Ca J0KeH ObITh
B Ipezienax peepeHCHBIX MmoKazaTenel uist JanHoi nadbopatopuu (2C).

2.1.3.4. Y nanuenrtoB ¢ XbII 5D craguu ypoBeHbs Ca B CBIBOPOTKE KPOBHU, U3MEPEHHBII I1€pe
CEaHCOM JMalin3a, KOPPEKTUPOBAHHBIM HAa KOHLEHTPALMIO aJIb0yMHHA, CIeayeT
MOAJEPKUBAThH B IIPEJIeiax HOPMAIBHOTO auamnasoHna (2D).

2.1.4. llesieBoii ypoBeHb NapaTHPEOUTHOT0 FTOPMOHA

2.1.4.1. B cBsI3u ¢ OTCYTCTBUEM JI0Ka3aTeIbHOM 0a3bl ONTUMaIbHBIX 3HaueHui ypoBHS ullT
Ha goauanusHbix craausax XblI, npennaraem npuaep:kuBaThCs MEKIyHAPOIHOU
pexomenaanuu neneBbix nokaszareneit [ITT (KDOQI, 2003), npuBeneHHBIX B TabmauIe 2
(HT).

2.1.4.2. Y nanuenrtoB ¢ XBII 5D craguu ciaenyeT cTpeMUTHCS IOAIEP)KUBATH ONTUMAJIBHBIN
yposesb UllTI" mpumepHO B HHTEpBaJIE ABYX — YETBIPEXKPATHOIO IIPEBLILICHUS BEPXHEN
IpaHUIBl HOpMBI 17151 1anHoro Metoda (150-300 nr/mi) u qomyctumbiid ypoBeHb ullTT
IIPUMEPHO B UHTEPBAJIE ABYX — JEBATUKPATHOI'O IIPEBBILIEHNS BEPXHEN IPAHULIBI HOPMBbI

(130-600 nr/mn) (KDIGO, 2009) (2C).

2.1.4.3. M1 nonaraem, 4yTo Hamu4uue oTkiIoHeHui ypoBHs ullTT B mo0yio cTopoHy OT
YKa3aHHOT'O ONTUMAJIbHOTO JTUAIa30Ha, SBJIIETCS OCHOBAHUEM JIJIsl Havyalla WM U3MEHEHUS
tepamuu (2C).

2.2. JMATHOCTHUKA KAJBIUPUKAIIMU COCYI0B, KJAIIAHOB CEPJIIIA, MATKHUX
TKAHEM

2.2.1. ¥V mauuentoB XbII 3-5D craguil 17151 yCTaHOBJIEHUS HAJIMYUS WIN OTCYTCTBUS
KaJbIM(PUKALUU COCYJOB MBI PEKOMEH/1yeM HCIOJIb30BaTh OOKOBYIO a0 IOMUHAIBHYIO
peHTreHorpaduio C MOTYKOIMUYECTBEHHOW OIICHKOW KalblIu(UKAIKA a0 JOMUHAIBHON
aoptsl o Mmeroay Kauppila (1B) u ynerpacoHorpaduro asis OeHKH KalblupuKam
MOBEPXHOCTHBIX COCYZIOB (COHHBIX, O€JPEHHBIX apTEPHid, COCYTUCTOTO JOCTYIA Y
nuanu3HbiX nanuenton) (HI).

2.2.2. JIns OLIEHKH CTENIEHU KaJIbIIMHO3a CTPYKTYP CEpALIA MbI IIpejiaraeM IpoBecHHE
9XOKapauorpaduu ¢ OLIEHKON CTENEeHN KalbLIMHO3a MOJYKOIMYECTBEHHOM IIKAJION KaK
pa3syMHYIO aJbTepHATUBY KOMIIbIOTepHOU ToMorpaduu (2C).

2.2.3. MbI ipeijiaraeM OlIEHUBATh HATHMYUE KaTbIIU(PUKAIIUU COCYIOB U KJIAIIAaHOB Cep/Iia B
Havasie HaOMIOCHNS U Jjajiee €XKEeTOTHO TSl OLIEHKH PUCKOB €€ HapacTaHUs U KOPPEKIUU
tepanuu MKH-XBII (HI').

2.3. IUATHOCTHUKA COCTOSHUS KOCTHOM TKAHU

2.3.1. Jlns olleHKH COCTOSIHUSI KOCTHOM TKaHM y nauueHtoB ¢ XbII 3-5D craauii cnenyer
yuutbiBaTh ypoBHH UIITT 1 LI{® (nnm kocTHO-crieruduueckoii ¢ppakun) (2B). B kauectse
JIOTIOJTHUTEIHHBIX KPUTEPHEB MOTYT OBITh UCIIOIH30BAHBI PE3YIbTAThI OMPEACICHUS B KPOBH
ypOBHE# ocTeokanblna U N-KOHIIEBBIX (pparMeHToB Tenonentuaa Koarena I tuna (2C).
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2.3.2. Onpenenenue MuHepaibHOU MI0THOCTU KocTHOM TKanu (MIIK) meromamu
1By (oToHHOHN peHTreHoBckoi abcopobunomerpun (DEXA) nnm komnbroTepHOit
JCHCUTOMETpUH 1iesecooopazno y mauueHToB ¢ XbBII 1-3 craauii, uMeronmx GpakTopbl
pHCKa HapyIIEHUS] MUHEPAJIU3aIMU KOCTH.

2.3.3. YV nanuentoB ¢ XbII camxenne MIIK moxeT OBITH CBSI3aHO, KaK C OCTEOMAIISIIINEN
(medunut BuTamuHa D, anroMuHIEeBas HHTOKCUKAIIHS, YPEMUYECKUH ali103), TaK U C
octeonopo3oM. PakTopaMu prUCKa OCTEONOPO3a SBISIOTCS KaK OOIIEOMYISIIHOHHBIE
BIUSHUS (MEHOMAy3a, TUTIOTOHAIN3M, CTApUYECKUI BO3pACT, CaXapHbId auaderT,
runoguHamus), Tak u cnenuduueckue s XbII (mpeniecTyromiee eueHne
rmokokoptukocteponnamu, BITIT, ABK, malnutrition (HeIocTaTO4HOCTh MUTAHWUSA),
XpoHHUYecKoe BocmaneHue) (2B).

2.3.4. YV muu ¢ XBII co camxkennoit MIIK octeonopo3 MokeT coueTaTbCsl Kak ¢
BBICOKOOOMEHHBIM, TaK U ¢ HU3K0OOMeHHBIM 3a0oseBanueM ckeneta (HI).

2.3.5. Ml pekOMEHyeM OLIEHUBAThH JIAHHBIE BCEX PEHTTEHOJIOIMYECKUX UCCIIEIOBAHUM,
MIPOBEICHHBIX 110 Pa3IMYHBIM MOKa3aHUsAM (MamMMorpadusi, peHTreHorpadus rpyaHou
KJIETKH, KOCTEH) KaK Ha MpeJMeT HAJIMUKUs BHEKOCTHOM KaJblM(UKALNK, TaK U
XapaKTepHBIX MPU3HAKOB (hUOPO3HOTO ocTenTa (CydrneprocTaabHas pe3opOLus, UICTOHYCHNE
KOPTUKAJIBHOTO CJI0s1, IM3UC HOI'TEBBIX (pasiaHr, Oypble KUCTHI), U KOCTHOW IaTOJIOTUH,
aCCOILIMMPOBAHHOMN ¢ 2-MUKpOrI00yIMHOBBIM amuiioniozoM (HI).

2.3.6. Y manmenTtoB ¢ XbII (mpu TIaTeIbHOM HCKIFOUYEHUHU 3a00JIEBaHUH C BOBIICYCHUEM B
MaTOJIOTUYECKUI MTPOLIECC KOCTH) JUIsl YTOUHEHHS XapaKTepa KOCTHOM NMaTOJIOTMH MOXKET
00cy)aaThCcsi MOPHOIOTUIECKOE UCCIIeIOBaHNE OMONTaTa KOCTHON TKAHU TPU:

— TmepeliomMax KOCTe ¢ MUHUMAIbHBIM TPAaBMAaTUYECKUM BO3ICHCTBHEM WU 0€3 HEro
(maTosoruyecKue nepeaombl);

— yposue IITT npu XBII 5D craguu B nuanazone ot 100 qo 500 nr/ma B coyeTanuu ¢
HeOoOBSICHUMBIMU THIEpKANbIIueMuei, runodocdaremMueii, MOBBIIEHUEM aKTUBHOCTH
P man KIL®, nHTEeHCHUBHBIMH OOJISIMH B KOCTSX;

— TMOJ03PEHUH ACCOIMUPOBAHHOTO ¢ amroMUHIEeM 3aboneBanus ckenera (HI).

PA3JEJ 3. KOPPEKI[USI MUHEPAJIbHBIX HAPYIIIEHUM ITPU XBIT

TepaneBTudeckue peuieHus (onpeaeneHue JeueOHoM TaKTUKY, Ha3HAYEHUE Teparuy,
TUTpALMS JJ03bI PENapaToB, OleHKa 3((HEeKTUBHOCTH, TOOOUHBIX 3(h(HEKTOB, MOSIBIICHUE
HoBbIX MKH) ciieryeT oCHOBBIBaTh Ha pe3yJibTaTax J1abopaTOPHBIX UCCIICAOBAHUIH B
JTMHAMUKE, a HE Ha €IMHUYHBIX PE3yJIbTaTaxX, IPUHUMas BO BHUMaHUE BCE UMEIOIUECS OLIEHKU
MKH (1C).

3.1. KOHTPOJb YPOBHS CBIBOPOTOYHOI'O ®OCDPOPA
3.1.1. O01He MOJI0KEeHU A

3.1.1.1. ®akTopamu, BIUAIOLIMMH Ha YPOBEHb ChIBOPOTOUYHOTO (ochopa npu XbII, sBisroTes:
— COCTOSIHME OCTAaTOYHOM (PYHKITUH MTOYEK;
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— 4acToTa, MPOJOJDKUTEIILHOCTD U aJIeKBAaTHOCTD JHAJN3a;

— mnotpebnenue hocdaToB ¢ MuUIIeH (M MHUILEBEIMU T00aBKaMHu ),
— npuem OCII;

— crenens BI'TIT u uwyBcTBUTENnbHOCTS CcKenera K IITT

— malnutrition 1 runepkaTaboIn3M;

— mapeHTepanbHoe nutanue (1B).

3.1.1.2. YpoBHH cbIBOpOTOYHOTO P B mpesenax HOpManbHOTO Juana3oHa kak y 6onbHbeix XbI1,
TaK ¥ B MOIYJIALUH, ACCOUUUPOBAHBI C MEHBIIUMH PUCKAMH CEPICUHO-COCY IUCTHIX
OCJIO)KHEHUH U ¢ MeHblIeW ckopocTho nporpeccupoBanus XbII (1A).

3.1.1.3. lleneBoii ypoBens P nocturaercs:
— orpanudeHuem norpednaenus ¢pocdaros ¢ numeit (1A);
— yMeHblIeHueM abcopOiun pocdaron B kumeuynuke (1A);
— yBenuueHueM uMuHanuu gocpartos (2B);
— CHIKeHHeM MoOwim3anuu (ocdaros u3 koctu (2B);

3.1.2. Orpannyenue norpedjaenus pocharos ¢ numiei

3.1.2.1. OcHOBHBIM UCTOYHHUKOM (ochaToB siBisieTcs: 6e0K. [Ipu npeBbIeHnH 11e1eBOro
JMarna3oHa ChIBOPOTOYHOTO ocdopa motpednenue hocdopa ¢ nuiiei cieayer
orpanuunBath 10 800—1000 mMr/aeHs ¢ KoppeKureil Ha TUILEBYIO MOTPeOHOCTh B Oenke. Mbl
peKoMeHayeM noTpebIeHre MPOYyKTOB MUTAaHUs ¢ OTHomeHueM ¢ocdater (Mr)/6enok (T)
MeHee 12 mr/r, ¢ 00JIBIIMM KOJIMYECTBOM PACTUTENBHBIX OCIKOB, OTCYTCTBUEM HMJIM CAMbIM
HU3KHUM COJIepKaHUEM HeopraHndeckux ¢gochaToB B NHUIIEBBIX 100aBKax (1A).

3.1.2.2. Cobmonenue mano0enkoBoil quetsl nauentamu ¢ XbII 4-5 cranuit ¢ qobaBneHnem
wiu 6e3 KeTOaHaJ0rOB aMUKHUCIIOT SBJISIETCS (PaKTOPOM, MIPUBOSIIUM K CHUKECHHUIO
notpebienus gpocopa (2A). Ha noguanususix craausax XbII nenecoodpasno
HCTOJIb30BAHUE BETeTApHAHCKOM JUEThl B COUCTAHNUHU C KETOAHAJIOIaMU aMHUHOKHUCIIOT,
MO3BOJISIONIECH MaKCUMaJIbHO CHU3UTH NOTpedsieHne GocdaToB 3a cyeT X MEHbILIECH
OMOJOCTYMTHOCTH U3 pacTUTeNbHOTO Oenka (1B).

3.1.2.3. Ha ¢one cobmroaenns Maio0enKkoBoil TUeThl ¢ orpaHndeHueM (ocdopa
pEKOMEHIyeTCs exxeMecssyHoe onpeaeneHue ypoBus P B ceiBopotke (HI').

3.1.2.4. IIpu 6enKOBO-IHEPTeTUUECKOM HEAOCTATOUHOCTH, arPECCUBHOM OI'PaHMYCHHUU
¢docdaros B quere, unteHcuBHOM npuMeHeHnn OCIT MoxeT pa3BUBaThCS
runogochaTemMus, Ipu KOTOPOil TpeOyeTcsi COOTBETCTBYIOIIAsE KOPPEKIHMS B COOTBETCTBUU C
npeamnosaraemMoi npuuuHoi (2C).

3.1.2.5. CnenyeT npoBOIUTH O0yUEHHUE MAIIMEHTOB HEOOXOAMMBIM HABBIKAM M 3HAHHSIM I10
MATaHUIO ¥ onleHke auetsl (HI).

3.1.3. YMenbmenue adcopouuu ¢pocharos B kumeunnke Gpocdar-cBA3bIBAIOIIMMH
npenaparamu (PCII)
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3.1.3.1. IIpu orcytcrBum 3¢pekra ot orpannueHus norpediaenus P ¢ numei ciexyet
Ha3HauuTh QocdaT-cBa3biBatomue npenapats! (HI).

3.1.3.2. Bo16op OCII nomxeH ObITh HHAUBUIYATbHBIM, C YIETOM
— mokazareneit MKH;
— craauu XbII;
— CONYTCTBYIOILIEH TEpAIuU;
— npuBepkeHHOCTH K Jedenuto (HI).

3.1.3.3. ¥ nauuenToB ¢ noauanu3neiMu cragusimu XbI1 B ycnoBusix Hopmodocharemun (¢
1elnpto cHkeHus cekpernd FGF 23) Mbl He pekoMeHayeM NIPEeBEeHTUBHOE Ha3HAUCHHE
mo6b1x @CII BenepcTBUE BOBMOXKHOTO YCKOpPeHUs cocynucToi kanbuudukanuu (1C).

3.1.3.4. ®ocar-cBs3pIBaIOLIME MTPENIApaThl HA OCHOBE KalbLKs (aLeTar Kajablusi, KapOoHaT
KaJIbIMs) MOTYT MCIIOJIb30BaThCs B KAUECTBE CTAPTOBOW Tepanuu runepdochareMun y
MAIMEeHTOB C TUIOKAIBIMEMUEH I YPOBHEM ChIBOpOTOYHOro Ca B Ipejienax 1eaeBoro
JMarna3zoHa u npu noseimieHHoM yposHe [ITI (1B).

3.1.3.5. MnI He pekoMenayeM npuMmenenue Ca-conepkanmx @CII npu runepkaibuueMuy,
KaJbIM(PUKALUU COCYJOB/MATKUX TKAHEH U CHIDKEHHHU B ABYX ITOCIIEI0BATEIbHBIX
m3mepenusx ypoBHs IITI mna3mbl HUxe 1ieneBoro auana3ona (¢ yuerom craguu XbII) Bo
n30eKaHue Meperpy3ku KaibliieM 1 BHEKOCTHOW Kanbluudukanuu (1B).

3.1.3.6. MakcumanbHOl cyTouHo# 103011 Ca-conepxamux OCII cnegyer cunrats 1,51
anemeHtapHoro Ca, a cymmapHoe norpedienue anementapHoro Ca (Bkirouasi moTpedieHue
¢ nuieit) He 7omkHo npebimath 2,0 r/cytku (2C). [locne nazHauenus Ca-coepkaniux
@CII tpebyercs Oosiee yacThlil (€KeMeCsUHBIi) KOHTPOJIb ypoBHS Ca B KpOBU /7S
WCKJIIOUEHHMS 3MHU30/10B runepkanbuuemMu (2B).

3.1.3.7. IIpu coxpaHeHHH y TUATU3HBIX MMAMEHTOB runepdocdareMun, HECMOTPs Ha
NPUMEHEHHE MaKCUMAJIbHO PEKOMEHIyeMOW WM TIepeHOCUMON 10351 Ca-coepiKaiiux
@CII, cnenyer pacCMOTPETh BO3MOXKHOCTh OJJTHOBPEMEHHOT'O Ha3HAYEHUSI KOMOHMHALIUU
@CII, conepxamux u He cogepxamux Ca (HI).

3.1.3.8. ¥ nmauuentoB ¢ XBII 4-5D craauii ¢ runepdocharemMueii Mbl peKOMEHyeM
oTkazarbcs oT npuMenenus Ca-conepxkamux OCII npu:
— IIOCTOSIHHOM WIH PEeUUIUBUPYIOLIECH THIIEPKAIBLIMEMUH;
— yposze IITI" HHXKe LeIeBbIX 3HAUCHMUI;
— KaJbLIMHO3€ COCYAOB/KaJIbIIM(PUKALNN MIATKUX TKAHEH;
— aJMHAMHMYECKOMH 0O0JIE3HH KOCTH;

3.1.3.9. Tepanus OCII, ne conepxamumu Ca (ceBenamepa ruApOXJIOpU), TIPUBOIUT K
CHIDKEHHIO YPOBHSI XOJIECTEPHHA, 3aMEJJICHUIO CepACYHO-COCYTUCTON KalbIU(pUKALNH,
CHIDKECHHUIO CEep/ICYHO-COCYUCTOM U 001el tetanbHocTy y nanuenToB XbI1 5D cranun
(1A).
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3.1.3.10. Anmtomunmnii-conepxariue OCII 3 peKkTUBHBI, HO MOTYT IPUBECTH K aJTFOMHUHHUEBOM
TOKCUYHOCTH (CHIDKEHHE MUHEPAJIN3alUN U aKTUBHOCTH 0CT€00JIacTOB, Pa3BUTHE
mukporutapHoit EPO- u Fe-pesuctentnoi anemun, sHuedanonatuu, Heiponaruu). Mol
IIpe/ijIaraéM OrpaHMUYUTh HENMPEPBIBHOE NpUMEHEHHE amoMuHuii-cogepxkamux OCII no 4
Hezelb ¢ nocienyomum nepexonoM Ha apyrue @CII. [IpoBeneHne NOBTOPHBIX LIUKIOB
Tepanuu anroMuHui-coaepxkammmu OCII BozmoskHo He Ooinee 2 pas 3a roa (HI).

3.1.3.11. McknrounTh UCIIOIB30BaHUE IPUMEHEHUE altoMUHUI-coaepkamux OCII npu:
- Hu3koM yposae ullTT" (2B);

aJIMHAMUYeCKOU 0oJie3Hu KocTH (2B);

runepkansiuemun (HI);

OJIHOBPEMEHHOM Ha3HAuY€HUHU ¢ npenaparamu Butamuna D (1B).

3.1.3.12. T'unepdocdaremusi, CONpoBOXKIAIOIIASCSA TOBBIILICHHBIM yYpoBHEM LD,
PE3UCTEHTHAsI K TPOBOIMMOMN TepallH, MOXKET OBITh KaK CIEJICTBUEM Pe30pOLINU KOCTH MPH
BI'TIT, Tak u nenoro psia 3abosneBanuii, He cBs3aHHbIX ¢ XbII, 1 moTpeboBath
JOToTHUTEbHOTO 06cnenoBanus (HI).

3.1.4. YBenuuenue d3auMuHanuu GocdhaToB HHTEHCHPUKALHEH THATN3A

3.1.4.1. VYBenuueHue JUIMTEIBLHOCTU ce€aHCOB remoauannsa Ha 0,5-1 yac mpu Tpex mpoueaypax
B HEJIEJII0, YBEJIIMYEHHE IIJIOLAAM U IPOHULIAEMOCTH IMAIN3aTOpa UMEIOT OIPaHUYECHHbIE
BO3MOYKHOCTH B YBEJIMUEHUH KJIMpeHca GochaToB U3-3a MPEUMYIIECTBEHHO
BHYTPUKJIETOYHOI'O UX COJAEPKAHUS U MEJUIEHHOT'O IIEPEMELIEHMSI MEKY CEKTOpaMH Tela,
NPUBOJALIETO K BhIpaxkeHHOMY 3¢ dekty pukomera (2C).

3.1.4.2. HecMOTps Ha U3BECTHBIE OIPaHUYEHUS B KOHTPOJIE YPOBHS GochaToB METOAAMHU
JIMaan3a, ONpeIeJICHHOTO MOBBIILIEHUS €0 BBIBEJACHHS MOKHO AOCTUTHYTH (2C):
— YAJUMHEHHEM BPEMEHU JHMAJIU3HOU ceccuu 10 6-8 yacos;
— TIpUMEHEHHEM reMoauaguiIbTpauu on-line;
— IMPUMEHEHHEM aBTOMAaTHUYECKOT0 IIEPUTOHEATIBHOTO JUAJINA3A.

3.1.4.3. BriBenenue ocdaroB npu nepuTOHEAIHLHOM IUAIN3E ONPEIEIIeTCS
MPOHMIIAEMOCTBIO IIEPUTOHEANBbHOM MeMOpaHb. I1oBbIeHNs BhIBeieHUS QochaToB
MOJKHO JIOOUTHCS yATUHEHHEM BPEMEHHU SKCIO3UINU Auanu3upyroiiero pacrsopa (1C).

3.2. KOHTPOJIb YPOBHSA CbIBOPOTOYHOI'O KAJIbLIUS

3.2.1. IIpu npeBbIlICHUH BEPXHEH IPaHUIIBI LIEJIEBOT0 YPOBHS KOppEeKTHpoBaHHOrO ob1ero Ca
CBIBOPOTKH, CJIeyeT MOAU(DUIIUPOBATH TEPAITUIO, KOTOPasi MOXKET BBI3bIBATh
runepkansuuemuto (1C).

3.2.2. C uenbto KOppeKuu runepkaibuueMun y 60iapHb1X XbIT 3-5D craguu Mel

PEKOMEHIyEM:
— YMEHBIIUTH 03y WK 0TKazaThcs oT npuMenenust OCII na ocHose kanbuus (1B);
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— y nauueHToB ¢ BI'TIT yMeHbIINTH 103y UM OTKa3aThCs OT npuMeHeHus BJIPA no
BO3BPAILCHUS YPOBHS KOPPEKTUPOBAHHOTO 00111er0 Ca CHIBOPOTKH K LIE€JIEBBIM
3HAYEHUAM;

— TpU BBICOKOHOpMaJIbHOM ypoBHE Ca (2,45-2,5 MMOJIb/JT) Ha TOAMAIN3HBIX CTAIHIX
XBII Bo3moxkHO Ha3HaueHHe cenekTuBHOTO BIPA (nmapukansuuron) (1D);

— TpU COXpAaHEHUHU TUNEPKAIBIIMEMUHN, HECMOTPS HA MOAM(PUKALINIO TePATUH BUTAMHUHOM
D w/unu npexpamenue npuema Ca-coaepxkammx @CII, 6onbabM ¢ XBIT 5D HazHauuth
KaJIbLIUMUMETHUK (nuHakanuer) (1B);

— IPOBECTHU AOIOJHUTEIBHBIN IUarHOCTUYECKUI MOUCK APYTUX BO3MOKHBIX IPUUUH
IIOBBILIEHUS YPOBHSI CHIBOPOTOYHOIO Ca (MHOKECTBEHHAs! MUEJIOMa, METaCTaTHUECKOE
MOpaXeHHe CKelleTa, afuHaMudeckast 0ose3Hb koctu u 1ip. (1B).

3.2.3. Ilpu ayinTenbHO CYLIECTBYIOMIEN THIIEPKAIbIMEMUH WU TUIIOKAIBLIMEMUN MBI
pEKOMEHIyeM U3MEHUTh KoHlleHTpanuto Ca B nuanusate (2D), mocKoIbKy
TUIIOKAJIbLUEMHUs IPUBOJUT K YCKOPEeHUIO ITporpeccuposanus BI'TIT, a runepkansuuemust
— K YCUJICHUIO COCYAMCTON Kanblu(pUKauy. Y TaIlMeHTOB C TUIIEPKATBIIMEMUEH MBI
PEKOMEH1yEM NMOHU3UTH KOHIeHTpanuio Ca B quain3upyromemM pactsope 10 1,25
mMmoub/1 (1B).

3.2.4. HuzkokanbiueBslidl quanu3ar (1,25 MMOIIb/TT M MEHee) MOXKET MPENsTCTBOBATH
naneHeimemy cHikenuto npoaykuuu [T, nporpeccupoBanmio aquHaMU4ecKoil 00JIe3HI
KOCTH ¥ BHEKOCTHOHM KaJIbIIU(UKAIMH, CTIOCOOCTBOBATh KOPPEKLIUHU TUIIEPKATbIIUEMUH U
HOBBICUTB Y3PPEKTUBHOCTH MpenaparoB Butamuna D (IB).

3.2.5. Ilpu pa3BUTUH TMIIOKANBLIMEMUHN C KIMHUYECKUMHA CUMITOMAaMHU, IIPEBBIIIEHUN LIENEBBIX
3HaueHui ullITT MBI pekOMeHyeM Tepanuio, HallpaBJIEHHYIO Ha MOBbIIeHHne ypoBHs Ca:
— Ha3HaueHHE COoJIeH KaibIys (Hanmpumep, kKapooHaTa Kaiblus) U/ UK
— Ha3HAa4Y€HHUE WM YBEJIMYEHUE J03bl IPEnapaToB BUTaMuHa D npu oTcyTCTBUM
3HAYUMOI runepdochaTeMun u/umm
— CHIDKEHHME JI03bl WJIM OTMEHY KajlblUUMHUMeETHKA (2B).

PA3JIEJ 4. KOPPEKIIMA YPOBHSA IIAPATUPEOUJIHOI'O 'TOPMOHA

OcHosHoli nienbto nedenus BI'TII sBisierca qoctuxkeHune U NoepKaHue ONTUMAIBHOTO YPOBHS
IITT', Hopmanu3anus IMPOLIECCOB PEMOICIUPOBAHUS KOCTHOM TKAHU, IIPEJOTBPALLEHNUE PA3BUTHU
HKTOMUYECKOHN KalbIU(pHUKAIIMH, CHUKECHUE YaCTOTHI IEPEIOMOB, IPEIOTBPALCHUE PA3BUTHUS
¢ubpo3a KOCTHOTO MO3ra, CIOCOOCTBYIOIIETO PA3BUTUIO aHEMHUH U PE3UCTEHTHOCTH K EPO,
YBEJIMUEHUE NPOJIOJKUTEIBHOCTH U KaUECTBA JKU3HU MALMEHTOB.

4.1. MEAJUKAMEHTO3HAS TEPAIIUS

4.1.1. IlepBonauanbHbIi BeIOOp npenapata 11 koppekiuu BI'TIL, ero cmena nim komOuHaIms
OTIpeNIeNIAI0TCS ToKa3aTesiMu (ochOpHO-KaIBIIEBOro 0OMeHa, npoduiem
6e3omacHocTH npemnapara 1 kiauHudeckuM BapuantoM MKH (1A). Ilpu renaenuuu k
Hapactanuto ypoBHs ulITT B unrepsaine ot 300 1o 600 rir/mi mo pesynpraTam 2-x
nociuenoBareabHbIX u3Mepenuil uian yposae ullTT >600 nr/min HeoOXoaUMO Ha4YaTh
MEMKaMEHTO3HYIO TE€paIHtIo.
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4.1.2. YV maunentoB ¢ XBII 3-5 craguiit MequkamenTo3Has koppekuus BI'TIT Bxirouaer
nepopaibHbIi pueM HeceaeKTUBHbIX BJIPA (kanbuuTpuoi, anbhakanbUumaon) Wi
cenextuBHbIX BJ/IPA (mapukanbimron) npu ypoBHe P u Ca B 1ieneBoM 1uana3oHe Wiu
nipu runokanbiuemuu (1C).

4.1.3. BAPA He cnenyer Ha3HauaTh nauuentam ¢ noauanusHot XbII ¢ runepkanbiimemMueit
u/unu runepdocdaremueit (1C).

4.1.4. IlepBonauanbHblii BeIOOp npenapata st koppekuuu BI'TIT y nanuentos XbIT 5D
CTa/IUU CJIELyEeT OCHOBBIBATh C YUETOM JABYX KinHHuYeckux BapuanToB MKH-XBIT (HT).
* «KimHnyeckuii BapuaHT IpUMEHEHUs1 BUTaMuHa Dy xapakrepusyercs

TUIIOKAJIbIIMEMUEH WU KOHIeHTpanuel Ca CbIBOPOTKH Ha YPOBHE HUYKHEH IpaHUILIbI
LIEJIEBBIX 3HAUEHUI U 1IEJIEBBIMU I10KA3aTEIsIMU CBIBOPOTOUHOTO P.

* «KimHnyeckuil BapuaHT IPUMEHEHNUS KaJIbLIUMUMETHKA) XapaKTepU3yeTCsl
rUNepKaablIueMUeil Wiu KoHLeHTpanueil Ca Ha ypoBHE BEPXHEN IPaHMIIbI 1IEJIEBBIX
3HAYEHUH U MOBBIILIEHUEM CHIBOPOTOUHOTO P.

* Ilpu HOpMaIbHOM MJIM HU3KOHOPMAJIBHOM YPOBHE ChIBOPOTOUHOro Ca u
BBICOKOHOPMaJIbHOM ypoBHE P 1ienecoobpa3zno coueTaHHOE IPUMEHEHHE
KanpluMuMeTHKa (rHakaneiet) u BJIPA (anbdakanbuuaon, KaabIUTPUOI,
MapPUKAJIBLIATOII).

4.1.5. ¥V nauuentoB ¢ XBII 5D mbl pekoMeHlyeM HauMHATh MEAUKAMEHTO3HYI0 MOHO- WIH
coyeranHyto Tepanuio BI'TIT ¢ MuUHMMaIbHBIX 103 BEIOPAHHBIX PEMAPATOB C
MIOCJIEAYIOLIEH UX TUTPALIUEH, KOTOPAst MPOAOJIKAETCS A0 JOCTUKEHHUS LIEJIEBBIX
3HaYeHUH OMOXMMHUYECKUX MoKa3zaTenei hocopHo-kanpieBoro oomena (1C).

4.1.6. IlapuKanbIUTON YMEHBIIIAET PUCKU TUIIEPKATIBIIMEMUH, BHEKOCTHOM KaubIM(PUKALIUU U
ABIISICTCS MIperapaToM BbiOOpa Ha Aoauanu3HbX ctaausax XbII mpu:
— BITIT, pe3ucTeHTHOM K Tepanuy KaJbLUTPHOIOM WK alb(akanbiunoiom (2B);
— KaJblIMeMUH, OJM3KON K BEpXHEH TpaHUIle 1IeJIeBOro quana3zoHa (2B);
— BMNU30/axX TUIIepKaiblieMun Ha (oHE Tepanuu HecenekTuBHbIMU BJIPA (2B);
— BHekocTHOU kanbiudukanuu (2C);
- auabernyeckoit Hedponatuu (2B).

4.1.7. Hunakansuer sBisiercs 3¢ hekTuBHBIM npenapaToM Koppekuuu BITIT:

— CHIDKACT 4acTOTy MapaTUPEOUI9KTOMUI U repeoMoB Kocteit (1A);

— SBJSIETCS Tepanuel BhIOOpa B CIIydasix HEBO3MOXKHOCTH MJIM OTKa3a OT
xupyprudeckoro BMemarenscrsa Ha [IITDK (HI');

— 3aMeISeT KaJIbIM(PHUKAIUIO COCYI0B M KIIAIIaHOB CEep/Lia IPU MPOIOIHKUTEIEHOM
npumenenuu (2C);

— CHIXXAET PUCK PAa3BUTHUS CEPAECUHON HEIOCTATOUHOCTH (2B);

— CHIDKACT YacTOTY FOCIUTAIM3AIUH 110 CeplIeYHO-COCYAUCTHIM IpuunHam (2B).

4.1.8. LlunakanbLeT sBIIsETCS MpenapaToM Bbidopa ais koppekuuu BITIT mpu:
— BI'IIT, pe3ucteHTHOM K Tepanuu npenapatamu sutamuaa D (2B);
— runepkagbuuemun (2A);
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— TPYIHOKOHTPOJUpYyeMoii runephochaTeMun, COMPOBOKIAIOMICHCS MOBBIIICHUEM
@ (HT');

— KanblUU(UKAIMKA COCYIOB, KIIAMIAHOB CEPAIA, MATKUX TKAHEH WM YPEeMHUIECKON
kaneiupunakcuu (HT).

4.1.9. Ilpu runokaapUeMuu B 3aBUCUMOCTH OT €€ BBIPaXEHHOCTH, COITyTCTBYIOLIEH Tepanuu
U KJIMHUYECKOH CHMITOMATHKH LIEIeCO00pa3HO MEPECMOTPETh IPOBOJUMYIO TEPAIHIO,
CHU3UTH 103y WK OTMEeHUTH ImHakanmet (2C) (pekomengarms 3.2.5.).

4.1.10. CoueTtaHHas Tepanusi KATbIIUMUMETUKOM (IIMHAKAIIET) ¢ BUTAaMUHOM D
(anmbhakanbLUUA0M) TO3BOJISIET CHU3UTD J03bl IPUHUMAEMbIX IIPENapaToB, YMEHBIINUTh
YacTOTY J10303aBHCUMBIX MOO0YHBIX 3(p(PEeKTOB IIMHAKANIIETa (THITOKATbIINEMUS,
TOILIHOTA), YBEIHYUTH 3 (HEKTUBHOCTH U Oe30macHocTh Tepanuu (1B).

4.1.11. lnutenpHOE IPUMEHEHHE KaJbIIMMUMETHKOB U MpenapaToB BuTaMuHa D criocoOHO He
TOJIBKO B KPaTKOCPOUYHOM IEPCIEKTUBE CHU3UTD ypoBeHb IITT, HO 1 B pe3ynbTaTe
MHOT'OMECSTYHOM Tepanuu MpUBECTH K 0OpaTHOMY pa3BuThio runepmiazuu [THIDK (HI).

4.1.12.V namuentoB ¢ XbII 5D cragun, Beixon 3naduenui I1TI" 13 nieneBoro guanasoHa B
000MX HANPABICHUSX U MPOJIOJDKAIOIIEECS €T0 CMEIICHUE K TPaHUIIaM IEIEBOTO
nuarnazoHa TpedyeT u3mMeHeHus pexuma edenus (2C).

4.1.13. Ilpu cuwxkenun [ITT go 130 nr/ma ¥ HUXKe clelyeT YMEHBIIUTh J03y WM OTMEHUTh
npemnapatsl BuTamuHa D w/mnu nuaakanera (2C).

4.2. MTAPATUPEOUIDKTOMMUA

4.2.1. Napartupeonmkromus (I1T3) — addextuBnbiil meroxa neuenus BITIT, koTopsrii
MIPUBOJIUT K OBICTPOMY perpeccy KIMHUKO-Ta00paTOpHON CHMIITOMATHKHU 3a00JIeBaHUS,
CHIDKCHUIO PUCKA HEOMArOMPHUSITHBIX UCXO/I0B U MOBBIIICHUIO KAYeCTBA KU3HU

narueHToB (2C).

4.2.2. Ilokazanus x I[ITD y naunentos XBII 3-5D craauii ¢ Tsxensim teuenuem BITIT
OTIPENIENIAIOTCS IPU IMHAMHYECKOM HAOJII0AC€HUU U KOMIUIEKCHON OLIEHKE KIIMHUYECKOM
u naboparopHoi cumntoMaTuku (1B).

4.2.3. MsI pekomenyem nposenenue 11TO y nanuenTos npy;
— mnosimeHuu ypoBus [ITI 6onee 1000 nr/mna B Teuenue > 6 mec., peppakrepHoOM K
MEIMKaMEHTO3HOMN Teparuu
— BBIPAXEHHON HEKOHTPOJIUPYEMOU TUIIEPKAIbIIUEMUY;
— TPOTPecCUPOBAHUH KIMHHUYECKOW CUMIITOMATUKH (YCHJIEHHE KOCTHO-CYCTaBHBIX
0oJieli, ”3MEHEHHE TIOXO0JIKH);
— KaJbUU(UIAKCHU C PA3BUTHEM UIIEMUYECKUX U3bA3BICHUIN KOXKH;

4.2.4. Tlepen BoinonnenueM I1TD obs3arenbHO MPOBEEHNE OONIEPALMOHHON yIBTPa3BYKOBOM
Busyanmzanun 1K, koTopyro nmpu He0OX0AUMOCTH MOXKHO JIOTIOJIHUTH OAHO(POTOHHO-
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4.2.5.

4.2.6.

4.2.7.

SMHCCHOHHOM KOMIBIOTEPHON TOMOrpadueil Ui MarHUTHOPE30HAHCHOH ToMorpaduei,
panuoun3oTonHoN ciuHTUrpaduen (1A).

Br16op crnioco6a I1TD u 06bem onepaTUBHOTO BMEIIATeNbCTBA (CyOTOTaIbHAs,
TOTalbHas ¢ ayToTpaHcmantanueil pparmenta [MIDK nmox koxxy/mbliiiy npearieybs,
totanbHas [1TD 6e3 ayrorpancruiantanuu ¢pparmenta [TILDK, peBusns BUI04KoBOi
JKeJe3bl U yJaleHne e€ BepXHUX MOJII0COB, PE3CKIMs/yAaJIeHUE JOJIU IIUTOBUIHON
JKEJIE3bl) OCTAETCS 3@ XUPYPIOM U ONPEIENSIETCS HHAUBUAYAIBHO B KaXK0M KOHKPETHOM
cirydae (2C). Bo Bcex BOBMOXKHBIX CIy4asiX ClIEAyeT PpeKOMEHA0BAaTh CyOTOTaNbHYIO HITU
totanpHyto [ITO ¢ ayrorpancnnanTauuei naparupeongHon tkanu (HI).

WuTpaonepaunonnslii KoHTpoib ypoBHs IITI nossimaet 3¢ pekTuBHOCT OnepaTuBHOTO
BmenarenberBa (2C).

VY nmanuentos, nepenecmux [1T3, He0OX0AMMO POBOAUTEH AUHAMHYECKUI KOHTPOJIb
ypOBHsI 00111eT0 WK HOHU3UpOoBaHHOTO Ca B KpOBU Kaxk/ble 4—6 yacoB B TeueHue 24
4acoB I10CJIE ONIEpaLK U 3aT€M JBAXK/bl B IeHb B TeueHUe 48—72 4acoB 110 €ro
cradmmm3anuu (HI).

4.3. KOPPEKIIUS OCJIOKHEHHUM MAPATUPEOUIDKTOMHUH

4.3.1.

4.3.2.

4.3.3.

4.3.4.

K norennuanpueiM ocaoxuennsam I1TD oTHocITCS:

— CHHJPOM «TOJIOJHOM KOCTH» (IIOCIEONEPALMIOHHOE COCTOSHUE TSHKEIOM
TUIIOKAJIBIUEMHUN );

— mnepcutenuus ['TIT — coxpanenue knuHuKo-n1adoparopHoit cumnromatuku I'TIT mocne
olepanuy;

— peuuaus ['TIT — Bo3Bpar kinHuKO-n1abopatopHoit cumntoMaTuku ['TIT yepes 6 u
OoJiee MecALeB TI0CIIE ONepalny;

— THUIONapaTHpeo3.

C nenpio NpoQUIAKTUKY TSHKEJIOH MOCISONEpalMOHHON THITOKAIBLIEMHUH (CHHIPOM
«TOJIOJJHOM KOCTH») Y HAllMEHTOB BHICOKOT'O PHCKA C BBICOKOOOMEHHOM MaTOIOTHEH
KOCTH MBI PEKOMEH/IyeM MPEJONEePALMOHHBINA IPUEM 5 MKT anb(akanbIunoia
eXeIHeBHO B TeueHue 5 aueit (HI).

[TocneonepalinOHHYIO THIIOKAIBIUEMUIO CIELYET KOPPEKTUPOBATh IAPEHTEPAIBHBIM U
SHTEpaJIbHBIM Ha3HaueHueM npenapatoB Ca (1-3 r/cyTku B paBHBIX 033X ), aKTUBHBIMH
npemnapatamu ButamunHa D (anbdakansuugon 0,5-2,0 MKI/CyTKH), J03bI KOTOPBIX
JIOJDKHBI PETYIMPOBATHCS TI0 Mepe HEOOXOUMOCTH ISl TOJ/ICPKAaHUS YPOBHS
noHusuposanHoro Ca B HopMmanbHOM nuanazone (HI).

[Tpu cHwkeHnu ceiBopoToyHOTro Ca MeHee 1,8 MMOJIB/T MU MOSBICHUU KIMHUYECKUX
CHUMIITOMOB TUIIOKAJIIIMEMHUN (TIapecTe3nu, OpOHXOCIA3M, JIAPUHTOCIIa3M, CUMIITOMBI
XBocteka u Tpycco, Teranust u/wim cynoporu) pekomenayercs ungysus 10% pactBopa
IJIIOKOHATA WK XJIOPHJIA KaJIbLUs, yBeIudeHue KoHieHTpanuu Ca B TMaln3upyronem
pactBope (HI').
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4.3.5. IIpy BOBHUKHOBEHUH MEPCUCTUPYIOIIETO/PELUIUBUPYIOLIETO TOCIEONEPALUOHHOTO
I'TIT nenecooOpa3HO UCIIOIB30BaTh KOMIUIEKCHYIO MeAMKaMeHTo3Hyo Tepanuio (DPCII,
KaJIMMUMETHKH, HeceneKTuBHbIe/cenekTuBHble BJIPA). [Ipu oTcyTcTBUN 3 dexTa nnn
HENepEeHOCUMOCTH TEPANUU UHIUBHUIyaJIbHO PELIMTH BOIIPOC O MPOBEACHUH TOBTOPHOM
omeparuu (HI).

PA3JAEJ 5. KOPPEKIIUA IMATOJIOT'MH KOCTHU
5.1. KOPPEKIIUA JE®EKTA MUHEPAJIN3ALIUN

5.1.1. Jdedext munepanuzanuu, wiu cHkenue MIIK go crenenn octeonopo3sa (Ts <-2,5 B
JTr000M CErMEHTE CKelleTa) MOBBIIAECT PUCK MEPEIOMOB U CMEPTH OT JH0ObIX puyKH (2B).

5.1.2. TTanuentam ¢ XBII 1-2 craauii ¢ 0cTE€ONOPO30M W/UIH BHICOKUM PUCKOM MEPETIOMOB,
YCTaHOBJICHHBIX HA OCHOBaHUM KpuTepueB BO3, Mbl peKOMEHIyeM TepaInuio, IPUHITYIO B
obmieit momysiuu (1A).

5.1.3. ¥V nanuentoB ¢ XbII 3 ctaguu ¢ yposHewm IITI B ieieBoM uarna3oHe U OCTEONOPO30M
U/WIIM BBICOKOM PUCKE TIEPEIOMOB, YCTAaHOBJICHHBIX Ha OCHOBaHUU Kputepue BO3, Mbl
PEKOMEHIyeM TepaIluio, MPUHATYIO B 0011ei nomynanuu (2B).

5.1.4. INatmentam ¢ CK® <30 mu/mun n Huzkoit MIIK pemienue o Ha3HaueHUN
MEIMKaMEHTO3HOM Tepanuu octeonoposa (oudochonarsl, qeHocymad) NpuHUMAETCS
uaauBuayansao (HI).

5.1.5. OOyuenue naueHToB npaBuiiaM 0€30MacHOro nepeaBmkeHus 3G HEeKTHBHO CHIKACT
puck nepenomosn npu XBII 5D (1C).

5.1.6. Ilpu Ha3HAueHUH MeAUKaMEHTO3HOM Tepanuu nauuentaM ¢ XbII 5D Mbl npeanaraem
YUUTBIBATh MOOOYHBIE 3 (PEKTHI TEpAHH, TPUBOIAIINE K CHIPKEHHIO YCTOHYHUBOCTH IIPU
x07160€, 1 peXx/ie BCero, NpernaparoB, BO3ACUCTBYIONINX Ha LIEHTPAIbHYIO HEPBHYIO
cucremy (HI).

5.2. AJUHAMMNYECKAS BOJIE3Hb KOCTH

5.2.1. ®dakropamu pucKa HUI3KOOOMEHHO /anuHamudeckoi 6ose3nu koctu (ABK) sBnstores:

— BO3pacT crapiue 65 yerT;

— caxapHslii quaber;

— TEepUTOHEAIbHBIN AUAIH3;

— yBenuueHue Harpy3ku Ca (Bblcokoe coaep:xanue Ca B quanusare, JONOJIHUTEIbHbBIN
npueM npenapatoB Ca, JyUTenbHOE TpUMeHeHne 60mbinx 103 Ca-copepkamx
OCII);

— U30BITOYHO BBICOKHE JI03bI IIPENapaToB BUTaMuHa D;

— Huskuil yposens IITT

— IITD B aHamHe3e;

— Ieperpyska alllOMUHUEM;

— JUIMTENIhHOE MpeIecTByIolIee mpuMeHeHue oudochonaros.

19



5.2.2. luarno3 ABK M0OHO TpeArnonoxXuTh (Ip1 HEBO3MOKHOCTH IPOBEICHUS KOCTHON
Ouorcun) y MauueHToB C MEePEYUCICHHBIMH (DAKTOpaMH pUCKa MPH:
— CcTa0WIBHO HU3KOM MM HOpManbHOM ypoBHe [ITIT 6e3 Tepanuun
aHTUTIAPATUPEOUTHBIMU CPEJICTBAMH;
— HOpMaibHOM ypoBHe L[D;
— THUIEPKAJIBIHEMUU.

5.2.3. Ilpu ABK, nmeroeil BEICOKHE PUCKU COCYTUCTOM KambIU(pHUKAIIUU U IEPETOMOB, MBI
PEKOMEHyeM IMPEIIPUHATH BCE YCUIIHS JUIs UCKITIOUCHHS THIIEPKAIBLIUEMHUU U
runepdocparemuu (1B), akTuBanun KocHoro oomena u crumyisiiuu cekpeunu [T (2B):
— otka3 oT npumeHenus Ca-coaepxamux OCII;

— 0TKa3 oT amoMuHuii-cogepxamux OCII;

— NpPUMEHEHHE AUATU3UPYIOLIET0 pacTBOpa C HU3KOW KOHIeHTpauei Ca B auanusare;

— CTporas IueTa ¢ MOHKEHHBIM cojiepskaHueM (ocdaToB U UCKITIOUEHUEM
Heoprannueckux ¢pocdaros;

— KOPPEKIHs alu103a;

— HCKJIIOYUTH IpUMeHeHHe 01M(ochOHATOB U APYTHX aHTUPE3OPOTHUBHBIX ar€HTOB.

PA3JIEJ 6. PEHUIIMEHTBI ITIOYEYHOI'O TPAHCIIVIAHTATA: OCOBEHHOCTHU
TEYEHUA MKH, IMATHOCTUKA U METO/bI UX KOPPEKIIU

6.1. IEJEBBIE YPOBHHU ITOKA3ATEJIEM 1 YACTOTA UX UCCJIEJIOBAHUA

6.1.1.Penunuents! noyeunoro tpancmianTara (I11T) B Teuenue nepsoro roja mnocie onepanuu
JOJDKHBI TIATENIbHO HAONIOIAThCSA HA MPEIMET BOCCTAaHOBIEHUS KaIbLIUN-(OCPOPHOTO
oomMena u ¢yukuuu IIIDK. B panHem mnocneomnepanuonHoMm nepuone (1 mec)
CBIBOPOTOYHBIE KOHLEHTPAIMK KaJIbLUS U (pocdopa ompeaesstoTcsi exXeHeIeNIbHO, faiee
exxemecsiuno. YposeHb IITI B kpoBu — mocne crabunm3zanuu (QyHKIMM TTOYEYHOTO
TpaHCILIaHTaTa u aanee uepes 6 u 12 mec. (1B).

6.1.2. V peuunuentoB IIT xparHocts uccienosanus mnapamerpoB MKH  omnpenensercs
CTENEHBI0 U CKOPOCTHIO Pa3BUTHS HMX OTKIOHEHHMH, a Takke (yHKIHEW MOYEYHOTrOo
TpaHCIulaHTaTta. [11aHOBBI MOHUTOPHHT NPOBOAUTCS IO MPOTOKOIY OOCIEI0BaHUS MIPU
XBIT 3-5 cr. Ilaumentam, mnomyuatommMm JedeHue no noBogy MKH, ob6ocroBano
COCTaBJIEHUE UHAMBHyaJIbHOTO rpaduka odcnenosanus (HI).

6.1.3. B mocTTpaHCIIaHTallMOHHOM TIE€PUO/IE TIeNIeBbIe 3HaUeHUs Kanblus, pocdopa u ITTI
onpeaenstores Gpynkuueit 1T B coorBerctBuu co cragusmu XbIIT (1B).

6.1.4. Croiikoe HapymeHHue KanbIui-GpochopHOro oOMeHa (THnepKaIbIIeMus,
runogocdaTemMust) U MOBBILICHHBIH, HE COOTBETCTBYIOIINI (PYHKIIUHU IOYEIHOTO
TpaHcIuianTara, yposeHs IITT, onpenensiemsle uepe3 12 mecsues nocie yCcnenHon
TpaHCIUIAaHTALlUH [I0YKH, YKA3bIBAIOT HA pa3BUTHE NocTTrpaHcIuianTanuonsoro ['TIT.

6.1.5. Tonmueckas 1MarHOCTUKA yBEIUYEHHBIX 0qHON MK Heckonbkux [1IIDK nmpoBogurces no
TOMY XK€ IJIaHy, Kak 1 y nauueHToB ¢ XbII 3-5 craguii (HI).

20



6.1.6. Perunuentam IIT ¢ CK® >30 mur/mMmuH HopMmanibHbIM ypoBHeM IITI, HO uMerounmm
(bakTopsl pHuCKa pa3BUTHSA 0CTE0Nopo3a (oOuenonysIMOHHbIE,
TTIIOKOKOPTUKOCTEPOUIHAS Tepamnus OCHOBHOTO 3a0oseBaHus 177070171 B
MOCTTPAHCIUIAHTALIMOHHOM TIEpHOJIE), LEeNecoo0pa3HO IWHAMHYECKOE ONpeieieHHUe
MIIK (2D).

6.2. TEPAIINA MKH B IOCTTPAHCINIAHTAIIMOHHOM ITEPUO/JIE

6.2.1.TepaneBtuyeckass crparerusi nocrrpaHciuiantanuonHoro [I'TIT  onpepensercs B
3aBucumocty oT nokazarened MKH-XBII, nepeHocumocT M OTBETa Ha MPOBOJIUMOE

JICUYCHUC.

6.2.2.1lpu ymepenHom mnosbimieHuun IITIT (mo 2-3 pa3 oT BepxHEW TrpaHULBI 1IEJIEBOro
Jarna3oHa) ¥ TUM0-/HOPMOKAIBIIMEMHH JICYEHUE CIeIyeT HAUYMHATD C aKTHBHOU (hOPMBI
BUTamMUHa D (KaabIUTPHOI) WK €ro aHajoros. (2B).

6.2.3.Ilpu nocrrpancuiantanmonHoM ITIT ¢ runepkanbuueMuen IONMyCTUMO Ha3HAa4YeHHE
[MHAKAJbIeTa Ha CPOK He Oonee 1 rona(2B).

6.2.4. Y penMnueHToB [10YEYHOr0 TPaHCIUIaHTaTa ¢ nocrrpaHciuiantauonHbM I'TIT B cimydae
oTrcyTcTBUS 3¢ (eKTa, HeMePeHOCUMOCTH, BOSHHKHOBCHHHM HEOIArONpUATHBIX SIBICHUN
WM HEBO3MOXHOCTH IIPOBEICHUS JICKAPCTBEHHOM TEpAIlUU CIEAYET PELIUTH BOIIPOC O
BoinonHeHun IITO. Ilokasanuem k cpounoil IITD sBisercs runepkagbIUEMUYECKHUM
kpu3 (2B).

6.2.5. Y nmnanueHToB ¢ COXpaHHOW (YyHKUMEH TpaHCIUIAHTaTa JIEYECHHE OCTEOoIopo3a
MPOBOAMTCS, Kak U B 00mei nomyssiuu (2C).

PA3JAEJ 7. KAJIBHA®UIIAKCHUSA
7.1. OIIPEJAEJIEHUE, DPAKTOPBI PUCKA

7.1.1. Kanpumdunakcus — peakoe tsokenoe ocnoxxkaenne MKH-XBII, xapakTepusytoieecs
MIPOrpecCUpYIONIeH MeIuaHHONW KalblU(UKAIMEH COCYIOB KOXKHU MAJIOTO Kainuopa
(~100um), conpoBokaaromIeics HEKPO3aMHU KOKU U MATKUX TKaHEH C BBIPa)KEHHBIM
00seBbIM cHHAPOMOM. KanbIudunakcus pe3Ko CHUKAET KaueCTBO KU3HU U TIOBBIIIAET
cmepTHOCTH 0onbHBIX ¢ XbII 5] cranueit.

7.1.2. Kanprmdunakcus pa3BUBaeTCs MPEUMYILIECTBEHHO y OOJIbHBIX HA T€MONAIN3E U B
IIOCTTPAHCIUIAHTAL[MOHHOM I[1€pUO/JIE, 3HAUUTEIBHO PEKE y NALUEHTOB Ha
MIEPUTOHEAIBHOM JIMAJIN3€ U HUKOTAA — Ha JOJUAIM3HBIX CTAIUAX.

7.1.3. BeposTHBIMU (paKTOpPaMU pUCKa KATbLUU(UIAKCUU SIBIISIOTCS:
— nexomneHcuposanusid BITIT;
— TUIEepKajdbIeMus U runepocharemus;
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TUII0abOYMUHEMUS;

npeAnIeCMTBYIOIIAs Tepamusi aHTaroHucTamu Butamuna K (Bapdapus, cuHKymap);
OXXHPEHUE, KEHCKHI T0JI, TepaIusi KOPTUKOCTEPOUIaMHU;

JUTUTENBbHAS Tepanus MeTaboIMTaMy BUTaMHHA D B BRICOKUX 103aX;

3a00JIeBaHUs IICUCHU;

7.1.4. lnarHocTrKa KaabLU(PHUIAKCUH OCHOBBIBAETCS B IIEPBYIO OYEPElb HA KIIMHUYECKUX

MPU3HAKAX U JAHHBIX peHTreHorpaduu (Hanboee YyBCTBUTEIIbHBIA BApUAHT —

MamMorpagpun), TO3BOJISIONUX BBISIBUTh KalbIU(UKALUIO COCY10B KOXH. [Ipn

BO3MOKXHOCTH CJICAYCT IIPOBOJUTHL PAJUOU30TOITHOC CKAHUPOBAHUC C TGXHQI_II/IGM-99,

MOBBINICHHOC HAKOIIJICHUC KOTOPOI'O IO KOXeH CBHUICTCIILCTBYCT O KaJIBLII/I(bI/IKaL[I/II/I

MEJIKMX COCYJI0B. broricusi Kok moBbIIaeT puck 00pa3oBaHus sI3BEHHBIX IE(PEKTOB C

MOCTIeIYOIUM HH(DUIPOBAHHEM.

7.2. JEYEHUE KAJIBIIM®UJITAKCUHN

7.2.1. IIpu BO3HUKHOBEHUH KaJIbIU(PHIAKCUN Mbl PEKOMEHAYEM HallPaBUTh YCHIINS Ha

KOPPEKIHIO CYIIECTBYOIMX (hakTopoB pucka (1A):

ontuMusupoBath Tepanuio BI'TIT (CcHU3UTh 103y WM OTMEHUTH TEPAIIUIO
MeTaboauTamu BuTamMuHa D;

Ha3HAYUTh WIW YBEIUYUTH 103y KaJbLUUMUMETHKOB (IIuHaKabLeT) (2B);

pu Hed(h(HEKTUBHOCTH MEIUKAMEHTO3HOH Tepanuu npousBectu [1TD (2B);
HOPMAaJIN30BaTh YPOBEHb aTbOyMUHA IJIa3MBI;

Ha3Ha4YuTh ceBenamepa ruapoxinopun B kauectse OCII;

MCIOJIb30BaTh HU3KOKANBIMEBbIN quanmu3at (1,25 MMob/i);

YBEJIUYUTH MPOAOIIKUTEIBHOCTD UM YaCTOTY CEAaHCOB I'€MOIUAIN3a;

0TKa3 OT Tepanuu BappapuHOM C MEPEX0A0M Ha albTEPHATUBHBIC AaHTUKOATYJISTHTHI
(TemapuH WM KJIOMUAOTPEb);

7.2.2. B xauecTBe JOMOJIHUTENBHOM Tepanuu Mbl pekomenayeM (1B):

aHTHUCENTUYECKYI0 00pabOTKY HEKPOTUYECKHX 04aroB 0e3 Xupypruuaeckoro
yJaJIeHus] HEKPOTU3UPOBAHHBIX TKAHEH;

cucremHas tepanus uHpekuuii (HI);

Ha3zHaueHue 6M¢ochoHATOB B KaUeCTBE aHTUPE30POTUBHOTO (CHUKEHHUE YPOBHS
Ca) 1 aHTUIUTOKUHOBOTO (TIPOTHBOBOCIIATUTEIHLHOTO U 00€300JIMBAOIIET0) areHTa
(2C);

25% pactBoOp THOCYNb(]ATa HATPUS BHYTPUBEHHO UJIH BHYTPh

yJy4IllIeHHue OKCUTeHAIMK TKaHel (rriepOapuyeckas okcureHanus) (HI')

Tepanust BuTaMuHoMm K

aMIIyTalus KOHEYHOCTH B HEKOHTponupyemon cutyauuu (HI').
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