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MeToauKA OLIEHKH CHJIBI peKOMeHIlaIII/Iﬁ N YPOBHSA UX MPEACKA3aTECIbHOCTH,
HUCMOJb30BAHHAA NMPHU COCTABJICHUM JAHHBIX KIIMHUYC€CKHX peKOMeHIlaHHﬁ*

Ouenka pekoMeHIaAUM

aJIbHeIee
I'pananms Co CTOPOHBI A
Co cTopoHnbI Bpaua HanpasBJieHHe
NAlHEeHTOB
UCTIOJIb30BAHUSA
ITopasnsromee
OOJIBLITMHCTBO
Pexomennanus Moxer
HaIMEHTOB,
OBbITH IPUHSATA B
OKa3aBILIUXCA B [TonaBnsromemy
. Ka4yecTBe CTaHIapTa
YpoBenb 1 | mogo6HOI1 cuTyanum, OOJIBIIMHCTBY CBOMX T ——
«JKenepThl | NPEANOUH Obl NaIMeHTOB Bpay Oyaer
MEIULUHCKOTO
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
bonpmas yacts . HOHD
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 3aWHTEPECOBAHHBIX
«Jxcneprsl Heo0X0/1MMa MoMOoIIb B
4TOOBI CJIe/10BaTh CTOPOH JI0 IPUHATHS UX
10JI1ararT» BbIOOpE U MIPUHATHH
PEKOMEHyEMbIM B Ka4eCTBE
pelieHus, 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 UCCIIEI0OBATEIA-IKCIIEPTa WM TOT/1a, KOT/1a
P (HT) o0cyx/aemas TeMa He JI0IYCKaeT aJleKBaTHOI'O IPUMEHEHUS CUCTEMBI
JI0Ka3aTeNbCTB, UCIIOIb3YEMbIX B KIIMHUYECKOH MPaKTHKE.
IIpequKTOpHbIC YPOBHU PeKOMEHAALMI
KauvecTBO
I'papanus 3HadyeHHe/oNNCaAHHE
A0KA3aTEJbCTB
DKcnepThl aOCOIIOTHO YBEPEHBI B TOM, YTO MPH BBHIIIOJHEHNUHU TaHHOU
A Bericokoe pEeKOMEeHIaluH, HAOII0AaeMblii 3((PEKT MOUTH MOTHOCTHIO COBMAJET 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 OyzeT
CYIIECTBEHHO OTJIMYAThCS OT HETO.
Huskoe [Tpencka3piBaeMblii 3PHEKT MOXKET CYIIECTBEHHO OTINYAThCS OT
peanbHOrO.
D Ouenp Hu3kuil | [Ipenckaszanue 3¢pdexra kpaiiHe HEHAZEKHO U OYEHDb 4acTO OyzeT
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OTJINYAThCA OT PCAJIbHOIO.

[Ipumeuanue: * - B COOTBETCTBUU ¢ KIUHHMYeCKUMH 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'emommanus

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

IITTr — IlapatupeouaHslii TOPMOH

IS — Ilapatupeonndkromus

THIIK — IlapamuToBUIHBIE KEIIE3bI

Ca — Caxapnblii 1uaber

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

OxoKI’ — DOxokapauorpadus



BBEJIEHUE

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

[Tporpeccupytomast motepsi Macchl AeicTByonmMX HepoHoB Beienctsue XbII nmpuBoaut
K CHIDKEHHIO CHOCOOHOCTM TMOYKHM 3KcKpetupoBaTh (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 M OCTe00JacTaMH B OTBET Ha rumnepdocdareMuro,
CHIDKaeT pealOcopOuuio P B NpOKCHMManbHBIX KaHaJbllaX M MOJABJISET AKTUBHOCTH la-
ruapokcunasel, Tpanchopmupytomein 25(OH)D B 1,25(OH),D, ywmenpmas D-3aBucumyro
abcopbuuto P B kumeunuke. brmaromaps 3TOMy KOMIIEHCATOPHOMY MEXaHM3MY YypOBeHb P
CBIBOPOTKH JUIMTEIBHO OCTAeTCs B Mpejieiax HOPMbI, @ CBUAETEIILCTBOM U30BITOUHON (pocdaTHOI
Harpy3KH SIBJISICTCSI MOBBIICHUE (HPAKIMOHHOM 3KCKpeuuu P ¢ mouoil. [1ockoiabKy MOCTOSHHO
noBbIeHHBIH ypoBeHb FGF23 HeoOxoaum st mojjiep:kaHusi HOpMaJIbHOTO ChIBOPOTOYHOTO P,
HEM30€KHO MPOJIOHTUPYETCsl MOJaBJIEHHE CHHTE3a KaJbLUTPHOJA, YTO MPHUBOJAUT K CHIKEHUIO
abcop6uuu kanbius (Ca) U pa3BUTHIO THIOKATbIEMUHU. TakuM 00pa3oM, Ha4aJIbHBIM COOBITHEM
pazeutus MKH Hapszny ¢ NOBBIIEHHMEM YpPOBHS CBIBOPOTOYHOTO P M CHM)KEHMEM CHHTE3a
KaJIbLIUTPUOJIA CYUTAETCS NOBBILIEHHE NTpoxyKuuu FGF23.

Jedbumut kanpuutpuona (C MOCIHEAYIOUIEH TUMOKANbIIMEMUel) BO3HUKAET HE TOJIBKO

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

00YCJIOBJIEH MPOrPEeCcCUpYIOIIel NecTpYKIUEH MPOKCUMAIIbHBIX KaHAIbLEB (MeCTa 00pa3oBaHUS
KaJIbLIUTPUOJIA), JONOJHUTEIBbHON cymnpeccuedl 1a-ruapokcuiasel  anuao30M, HEKOTOPBIMU

HAKaIlJIMBAIOLIUMUCS P YPEMUU COEAMHEHUAMM (KCAaHTHH, MOYEBAas KHUCJIOTAa), CHUKEHUEM
3alacoB  MPEIIIECTBEHHUKOB KaJbLUTpUONA (XoJeKalbUudepos, 3prokanbuudeposn) 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 Ui HOPMaJbHOTO (PYHKIIMOHMPOBAHUS 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 BCACHIBAIOIIETroCcs B KuiewyHuke mapamwienbHo ¢ 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 Bo3pacrtaromeil runepmiazuu I[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, mpuBogur k runeprpoduu J1eBOro xemyaouka,
YTO MOBBINACT CEPACYHO-COCYIUCTYI0 W 0Oyt JneTtambHOCTh namueHtoB ¢ XbBII 5D ecr,
HEKOHTpOJIMpYeMble TrunepdochaTeMus U THIEPKATBLUEMHS CONPOBOXKAAIOTCS H30BITOUYHBIM
00pa3oBaHMEM U OTJIOKEHHEM B 3JACTUYHOM KapKace MeJIMaHHONH 00OJIOYKU COCYIOB KalbLUMi-
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 3MACTUYHOCTH CTEHOK apTepUil yCKOpseT IMyJIbCOBYIO BOJIHY, M, KaK CIEICTBUE,
HapylIaeT MPOLECC OKCUTCHAIMM B KaNMWUIAPHOM pyclie, MOBBIIIAeT cucroindyeckoe All,
dopmupyer TUNEpTPOUI0 U AUACTONMYECKYIO0 AuchyHKiuio muokapaa. C Ipyroil cTopoHsl,
CHCTEMHOE BOCIAJICHUE, OKCUAATUBHBIA CTpecc W HEeOJIaronpHsTHBIM JIUNUIAHBIN NpoduiIb MpH
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
NPOAYKTa TMPOUCXOAUT OTIOKEHHE QocdaTa KamblMs B aATEPOCKICPOTHUECKUX 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 NMaToJIOTHUH, MOBBIIIEHUIO CEPAECUHO-COCYIUCTON U
o011l JIeTaTbHOCTH, ATOJIOTMYECKUM MEPEIoMaM.

[ToreHnnuanbHass BO3MOXHOCTh MPEMATCTBOBATh PA3BUTHIO W/WIM TPOTPECCUPOBAHHIO
MKH-XBII pauuoHanbHO BBIOpaHHOW Tepamueld CTUMyJUpoBaia co3jlaHue HaroHanbHBIX
pexomennauuii 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 PE3yJbTATHI
HKCHEPUMEHTAIBHBIX Pa0OT, KPYMHBIX OOCEPBALlMOHHBIX, PAHJIOMH3HUPOBAHHBIX KIMHUYECKUX
UCCIICIOBAaHUI M METa-aHaJIM30B, KOTOpPhIE BHECIM KOPPEKTUPOBKM B TOHHUMAHHE IMaToreHes3a
MKH-XBII 1 noaxomoB K Tepanuu, BCIEACTBHE YEro Ha3zpesa HEOOXOJUMOCTh 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,
napatupeouHoro ropmona (I1TT), menounoii pocdaraspl u BuTamuna D;
* HapyIIEHUSMH OOHOBIICHUS] KOCTHOM TKaHU, MMHEPAJIU3aIMU, 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. Bcem mamnuentaM, HauuHast ¢ XbI1 3 ctagnu, He0OX0AUMO HCCIEI0BATEL 0a30BbIE

nabopaTopHble Moka3aTenu ypoBHel hocdopa, kanbuus, [ITI" u akTHBHOCTH 1I€T0YHOM
docparassl (1C).

1.2.2. YactoTa KoHTpoJsi bnoxumuueckux napamerpoB MKH u o6beM o0ciieioBaHus 3aBUCST
OT PEe3yJIbTATOB MOJYUYCHHBIX MIOKa3aTeNel, X IMHAMHKH, CTaIuH/CKOPOCTH
nporpeccupoBanus XbII u mpoBoasTCS B COOTBETCTBUY C MpuBeAeHHON Tabmureit 1 (1B).

1.2.3. IIpu HaJIM4MK OTKIIOHEHUH J1a00paTOPHBIX NOKA3aTeIel OT IeJIEBOro J1ana3oHa pereHne
0 4acTOTE NOBTOPHBIX UCCIIEOBAHUI U KOMILIEKCE MEp I10 JIOTIOJIHUTEIEHOMY
00cIeI0BaHUI0 ¥ HOpMaJIn3aluH (PochOpHO-KAIBLIUEBOT0 OOMEHA TPUHUMAETCS
WHJUBUIyaJIbHO, ITOKA WX 3HaYeHus He cTabunusupyrorcs (2C).

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

Craausi 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 ¢pakuus (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 JTA00PATOPHBIX NOKa3aTe/ el MUHEPaJbHOIro 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 (11®) M 53-128 En/n
esiouHas Qgocgatasza 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 (ocdaros B kposu naruenTos ¢ XbII 3-5D craauii
ABIISIIOTCS peepeHCHbIE 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. KoHIneHTpanuio 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 ¢ XbBII 3-5 craguii neneBoit ypoBeHb ChIBOpOTOUHOro Ca J0KeH ObITh

B Ipezienax peepeHCHBIX MmoKazaTenel Uit JanHoi nadopatopuu (2C).




2.1.3.4. ¥ nanuenrtoB ¢ XbII 5D craguu ypoBeHbs Ca B CBIBOPOTKE KPOBH, U3MEPEHHBIH N1E€pe
CEaHCOM JMalin3a, KOPPEKTUPOBAHHBIM HAa KOHLEHTPALMIO aJb0yMHHA, CIeyeT
MOAJEPKUBAThH B TIPEJIeiax HOPMAIBHOTO auamnasoHa (2D).

2.1.4. IlesieBoii ypoBeHb NapaTHPEOUTHOT0 FTOPMOHA

2.1.4.1. B cBsI3u ¢ OTCYTCTBUEM JI0Ka3aTEIbHOM 0a3bl ONTUMabHBIX 3HaueHuil ypoBHS ullT
Ha fgoauanusHbix craausax XblI, npennaraem npuaep:kuBaThCs MEKIyHAPOIHOU
pexomenaanuu neneBbix nokaszareneit [ITT (KDOQI, 2003), npuBeneHHbBIX B TabmuIe 2
(HT).

2.1.4.2. Y nanuenrtoB ¢ XBII 5D craguu ciaenyeT cTpeMUTHCS IOAEP)KUBATH ONTUMAJIBHBIN
yposesb UlITI" mpumepHO B MHTEpBaJe ABYX — YETBIPEXKPATHOIO IIPEBLILICHUS BEPXHEN
IpaHuUIbl HOpMBI 1715 1anHoro Metoaa (150-300 nr/mi) u qomyctumsbiid ypoBeHb ullTT
IIPUMEPHO B UHTEPBAJIE ABYX — JEBATUKPATHOI'O IIPEBBILIEHNS BEPXHEN IPAHULIBI HOPMBbI

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

2.1.4.3. MbI nonaraem, 4To Hau4uue oTkiIoHeHu ypoBHs ullTT B mo0yio cTopoHy OT
YKa3aHHOTO ONTUMAJIbHOTO JTUAIa30Ha, SBJIIETCS OCHOBAHUEM JIJIsl HavaJla WM U3MEHEHHS
tepamuu (2C).

2.2. JMATHOCTHUKA KAJBIUPUKAIIMU COCYI0B, KJAIIAHOB CEPJIIIA, MATKHUX
TKAHEM

2.2.1. YV maunentoB XbII 3-5D craguii 111 yCTaHOBJIEHUS HAJIMYUS WIN OTCYTCTBUS
KaJbIM(PUKALUU COCYJOB MBI PEKOMEH/1yeM HUCIOJIb30BaTh OOKOBYIO a0 IOMUHAIBHYIO
peHTreHorpaduio C MOTYKOJIMUYECTBEHHOW OIICHKOW KalblIu(UKAIMKA a0 J0MUHAIBHON
aoptsl o Mmeroay Kauppila (1B) u ynerpacoHorpaduro asist OLeHKH KalblupuKaim
MIOBEPXHOCTHBIX 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 MOJYKOJIMYECTBEHHOM MIKAJION KaKk
pa3syMHYI0 aJbTepHATUBY KOMIbIOTepHOU ToMorpaduu (2C).

2.2.3. Ml ipe/y1araeM OLeHUBaTh HAIMYKE KalblU(UKALUMU COCYIOB U KJIANIAaHOB Cep/lia B
Hayasie HaOJIOACHUS U JJaJiee €KETO/IHO I OLIEHKU PUCKOB €€ HapacCTaHUs U KOPPEKLUU
tepanuu MKH-XBII (HI').

2.3. JUATHOCTHUKA COCTOSHUS KOCTHOM TKAHH

2.3.1. Jlns olleHKH COCTOSIHMSI KOCTHOM TKaHM y nauuentoB ¢ XbII 3-5D craawuii cnenyer
yuutbiBaTh ypoBHH UIITT 1 LL{® (nnm kocTHO-crieruduueckoii ¢ppaxun) (2B). B kauectBe
JIOTIOJTHUTEIHHBIX KPUTEPHEB MOTYT OBITh UCIIOIH30BAHBI PE3YIbTAThI OMPEACICHUS B KPOBH
ypOBHE# ocTeokanbina U N-KOHIIEBBIX (pparMeHToB Tenonentuaa Koarena I tuna (2C).

2.3.2. Onpenenenue MuHepaibHOU MI0THOCTU KOocTHOM TKanu (MIIK) meromamu
IBY(QOTOHHOU peHTreHOBcKol abcopbunometrpuun (DEXA) minu KoMIbloTepHON
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JICHCUTOMETpUH 1iesecooopazno y nauueHToB ¢ XBII 1-3 craauii, uMeronmx GpakTopbl
pHUCKa HAPYIICHUS MUHEPAIU3ALUU KOCTH.

2.3.3. VY nanuentos ¢ XbII camxenne MIIK moxeT OBITH CBSI3aHO, KaK C OCTEOMAIISIIINEN
(medunut BuTamMuHa D, anroMuHIEeBas HHTOKCUKAIIWS, 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 (mpeniecTpyromee ieueHne
rmokokoptukocteponnamu, BITIT, ABK, malnutrition (He1ocTaTO4HOCTh MUTAHWSA),
XpoHHU4YecKoe BocmaneHue) (2B).

2.3.4. YV muu ¢ XBII co camxennoit MIIK octeonopo3 MokeT coueTaTbCsl Kak ¢
BBICOKOOOMEHHBIM, TaK U ¢ HU3K00OMeHHBIM 3a0oseBanueM ckeneta (HI).

2.3.5. Ml pekOMEHyeM OLIEHUBAThH JIAHHBIE BCEX PEHTTEHOJIOIMYECKUX UCCIIEIOBAHUM,
MIPOBEICHHBIX 110 Pa3IMYHBIM MOKa3aHUsAM (MamMMorpadusi, peHTreHorpadus rpyaHoM
KJIETKH, KOCTEH) KaK Ha MpeaMeT HAJIMYKUs BHEKOCTHOM KaJblM(UKALIK, TaK U
XapaKTepHBIX NMPU3HAKOB (hrOpo3HOr0 ocTenTa (CydneprocTaabHas pe3opOLus, UICTOHYCHNE
KOPTUKAJIBHOTO CJI0s1, JIM3UC HOI'TEBBIX (pasiaHr, Oypble KUCTHI), U KOCTHOW NaTOJIOTUH,
aCCOILIMMPOBAHHOM ¢ 2-MUKpOrI00yIMHOBBIM amuitoniozoM (HI).

2.3.6. Y manuenToB ¢ XBII (mpu TIaTeIbHOM HCKIFOUYEHUHU 3a00JIEeBaHUH C BOBIICYCHUEM B
MaTOJIOTUYECKUI MPOLIECC KOCTH) JUIsl YTOUHEHHS XapaKTepa KOCTHOM MaTOJIOTMH MOXKET
00cy)aaThCcsi MOPOIOTUIECKOE UCCIIeIOBaHNE OMONTaTa KOCTHON TKAHU MPU:

— mepelioMax KOCTe ¢ MUHUMAIbHBIM TPAaBMATUYECKUM BO3ICHCTBHEM WU 0€3 HEro
(maTosoruyecKue nepeaombl);

— yposue IITT npu XBII 5D craguu B nuanazone ot 100 qo 500 nr/ma B coyeTanuu ¢
HEO0OBSICHUMBIMU THIIEpKANbIIEMUEH, runodochareMueii, MOBBIIEHUEM aKTUBHOCTH
P man KI®, nHTEeHCUBHBIMH OOJIIMH B KOCTSX;

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

PA3JEJ 3. KOPPEKI[USI MUHEPAJIbHBIX HAPYIIIEHUM ITPU XBIT

TepaneBTudeckue peuieHus (onpeaeneHue JeueOHoM TaKTUKY, Ha3HAYeHUE Teparuu,
TUTpALHS JJ03bI IPENapaToB, OleHKa 3((HEeKTUBHOCTH, TOOOUHBIX 3()(HEKTOB, MOSIBIICHUE
HoBbIX MKH) cieryeT ocHOBBIBaTh Ha pe3yJibTaTax J1abopaTOPHBIX UCCIICAOBAHUI B

JUHAMHUKE, a HC Ha CAMHUYHBIX peByanaTax, HpI/IHI/IMaH BO BHUMAHHUEC BCC UMCHOIIIHMECS OLICHKHAU
MKH (1C).

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

3.1.1.1. ®akTopamu, BIUAIOUIMMH Ha YPOBEHb ChIBOpOTOUYHOTO (ochopa npu XbII, sBisroTes:
— COCTOSIHME OCTAaTOYHOH (PYHKITUH MTOYEK;
— 4acToTa, MPOJOJDKUTEIILHOCTD U aJIeKBATHOCTD JTHAN3a;
— mnotpebnenue hocdaToB ¢ MuUIIeH (M MHUILEBEIMU 100aBKaMHu ),
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— npuem OCII;

— crenens BI'TIT u uwyBcTBUTENnBHOCTS CcKenera K ITTT
— malnutrition 1 runepkaTadboIn3M;

— 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 ¢ MeHbIIeN ckopocTho nporpeccupoBanus XbII (1A).

3.1.1.3. lleneBoii ypoBeHs P nocturaercs:
— orpanudeHueMm norpednaenus ¢pocdaros ¢ numeit (1A);
— yMeHblIeHueM abcopOiun pocdaron B kumeunuke (1A);
— yBenuueHueM uMuHanuu pocpartos (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 11eneBoro
JMarna3oHa ChIBOPOTOYHOTO ocdopa morpednenue hocdopa ¢ nuiiei cieayer
orpanuunBath 10 800—1000 mMr/aeHs ¢ KoppeKureil Ha TUILEBYIO MOTPeOHOCTh B Oenke. Mbl
peKoMeHayeM NoTpeOIeHHe MPOYKTOB MUTAaHUs ¢ OTHoIeHHeM ¢ocdater (Mr)/6enok (T)
MeHee 12 mr/r, ¢ O0JIBIIMM KOJIMYECTBOM PACTUTENBHBIX OCJIKOB, OTCYTCTBUEM MJIM CAMbIM
HU3KHUM COJIepKaHUEM HeopraHndeckux ¢gochaToB B NUIIEBBIX 100aBKax (1A).

3.1.2.2. Cobmonenue mano0enkoBoii quetsl namuentamu ¢ XbII 4-5 cranuii ¢ qobdasneHneM
wiu 6e3 KeTOaHaJ0rOB aMUKHUCIIOT SBJISIETCS (PaKTOPOM, MIPUBOSIIUM K CHUKCHHUIO
notpebienus gpocopa (2A). Ha noguanususix craausax XbII nenecoodpasno
HCIOJIb30BAHUE BEreTapHAHCKOM JUEThl B COUETAHUHU C KETOAHAJIOIaMU aMHUHOKHUCIIOT,
MO3BOJISIONIEH MaKCUMaJIbHO CHU3UTH NOTpedsieHne GocdaToB 3a cHeT X MEHbILIECH
OMOJOCTYMTHOCTH U3 pacTUTeNbHOTO Oenka (1B).

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

3.1.2.4. IIpu GenKOBO-IHEPTeTUUECKOM HEAOCTATOUHOCTH, arPECCUBHOM OI'PaHMYCHHUU
¢docdaros B quere, unteHcuBHOM npuMeHeHnn OCIT MmoxeT pa3BUBaThCS
runogochaTemMus, Ipu KOTOPOil TpeOyeTcst COOTBETCTBYIOIIAsE KOPPEKIHS B COOTBETCTBUH C
npeanosiaraemMon npuuuHoi (2C).

3.1.2.5. CnenyeT npoBOAUTH OOyUEHHUE MAIIMEHTOB HEOOXOAMMBIM HAaBBIKAM M 3HAHHSIM T10
MATaHUIO ¥ onleHke auetsl (HI).

3.1.3. YMenbmenue adcopouuu ¢pocharon B kumeunnke Gpocdar-cBA3bIBAIOIIMMH
npenaparamu (PCII)

3.1.3.1. IIpu orcytcrBuM 3¢ ekra ot orpannueHus norpediaenus P ¢ numeit ciexyet
Ha3HauuTh QocdaT-cBa3biBatomue npenapats! (HI).
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3.1.3.2. Boi6op OCII nomxeH ObITh HHAUBUIYAIbHBIM, C YIETOM
— mokazareneit MKH;

craguu XbBII;

CONyTCTBYIOIIEH TEpAIUU;

— npuBepkeHHOCTH K Jedenuto (HI).

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

3.1.3.4. ®ocar-cBs3bpIBaIOLINE MTPENIApPaThl HA OCHOBE KalbLUs (aLeTaT Kajablusi, KapOoHaT
KaJIbIMs) MOTYT MCIIOJIb30BaThCs B KAUECTBE CTAPTOBOW Tepanuu runepdochareMun y
NAIMEeHTOB C TUIOKAJIBIIMEMUEH I YPOBHEM ChIBOpOTOYHOro Ca B Ipejienax 1eaeBoro
JMarnazoHa u npu noseimieHHoM yposHe [ITI (1B).

3.1.3.5. MnI He pekoMenayeM npuMmenenue Ca-conepkanmx @CII npu runepkaibuueMuy,
KaJbIM(UKALUU COCYJOB/MATKUX TKAHEH U CHIDKEHHU B ABYX ITOCIIEI0BATEIbHBIX
m3mepenusx ypoBHs IITI mna3msl HUxe 1iesneBoro auana3ona (¢ yuerom craguu XbII) Bo
n30exaHue Meperpy3ku KaiabliueM 1 BHEKOCTHOW Kanbluudukanuu (1B).

3.1.3.6. MakcumanbHoOl cyTouHo# 103011 Ca-conepxamux OCII cnegyer cunrats 1,51
anemeHtapHoro Ca, a cymmapHoe norpedienue anementapHoro Ca (Bkitouasi moTpedieHue
¢ nuieit) He 7omkHo npeBbimath 2,0 r/cytku (2C). [locne nazHauenus Ca-comepkaniux
@CII tpebyercst Oosiee yacThlil (€KeMeCsUHBII) KOHTPOJIb ypoBH Ca B KpOBU /7S
WCKJIFOUEHHMS 3MU30/10B runepkaibuuemMu (2B).

3.1.3.7. Ilpu coxpaHeHNH y TUATU3HBIX MMAMEHTOB runepdocdareMun, HECMOTPs Ha
IPUMEHEHHE MaKCUMaJIbHO PEKOMEHIyeMOW WK TIepeHOCUMOH 10361 Ca-coepiKaiiux
@CII, cnenyer pacCMOTPETh BO3MOXKHOCTh OJJTHOBPEMEHHOT'O Ha3HAYEHUSI KOMOHMHAILIUU
@CII, conepxamux u He cogepxamux Ca (HI).

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

3.1.3.9. Tepanus OCII, ne conepxamumu Ca (ceBenamepa ruApoOXJIOpU), IPUBOIUT K
CHIDKEHHIO YPOBHSI XOJIECTEPHHA, 3aMEJIICHUIO CepACYHO-COCYTUCTON KalbIU(pUKAIIH,
CHIDKECHHUIO CEep/ICYHO-COCYUCTOM U 001el tetanbHocTy y nanueHToB XbI1 5D cranun
(1A).

3.1.3.10. Anmtomunmnii-conepxariue OCII 3 pexkTUBHBI, HO MOTYT IPUBECTH K aJTFOMHUHHUEBOI
TOKCUYHOCTH (CHIDKEHHE MUHEPAJIN3alUN U aKTUBHOCTH 0CT€001aCcTOB, pa3BUTHE
mukporutapHoit EPO- u Fe-pesuctentnoi anemun, sHuedanonatuu, Heiponaruu). Mbl
IpeijiaraéM OrpaHMUYUTh HEMPEPBIBHOE NIpUMEHEHHE amoMuHuii-cogepxkamux OCII no 4
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HeJenb ¢ nocaeayommum nepexoaoM Ha apyrue OCIIL. [TpoeneHre NOBTOPHBIX IUKIIOB
Tepanuu amroMuHui-coaepxkammu OCII BozmoskHo He Oornee 2 pa3s 3a roa (HI).

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

aJIMHAMUYeCcKOU 0onie3Hu KocTH (2B);

runepkansiuemun (HI);

OJIHOBPEMEHHOM Ha3HA4Y€HUH ¢ npenaparamu Butamuna D (1B).

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

3.1.4. YBenuuenue d3auMuHanuu GocdhaToB HHTeHCHPHUKALMEH THATN3A

3.1.4.1. VYBenuueHue JUIMTEIBLHOCTU ceaHCOB remoauanusa Ha 0,5-1 yac mpu Tpex mpoueaypax
B HEZIEJII0, YBEJIIMYEHHE IIJIOLAAN U IPOHULIAEMOCTH IMAIN3aTOpa UMEIOT OIPaHUYECHHbIE
BO3MOYKHOCTH B YBEJIMUEHUH KJIMpeHca GochaToB U3-3a MPEUMYIIECTBEHHO
BHYTPUKJIETOUYHOI'O UX COJAEPKAHUS U MEJUIEHHOTO IIEPEMELIEHMSI MEXKIY 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 BBIBEJCHHS MOKHO AOCTUTHYTH (2C):
— yAJUMHEHHEM BPEMEHU JHMAJIU3HOU ceccuu 10 6-8 yacos;
— TIpUMEHEHHEM reMoauagpuiIbTpauu on-line;
— INPUMEHEHHEM aBTOMATHUUYECKOT0 IEPUTOHEATIBHOTO JUAJINA3A.

3.1.4.3. BeiBeaenue (hocdaToB Mpu MEPUTOHEATHHOM JHATN3€E OMPEIEIIIeTCs
IPOHMIIAEMOCTBIO IIEPUTOHEANBbHOM MeMOpaHb. I1oBbIIeHNs BhIBeieHUS (ochaToB
MOJKHO JIOOUTHCS yATUHEHHEM BPEMEHHU SKCIO3UINU Auanu3upyroiiero pacrsopa (1C).

3.2. KOHTPOJIb YPOBHSA CbIBOPOTOYHOI'O KAJIbLIUS

3.2.1. IIpu npeBbIICHUH BEPXHEH IPaHUIIBI LIEJIEBOT0 YPOBHS KOppEeKTHpoBaHHOTO ob1ero Ca
CBIBOPOTKH, CJIeyeT MOAUDUIIMPOBATH TEPAITUIO, KOTOPasi MOXKET BBI3HIBATh
runepkansuuemuto (1C).

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

PEKOMEHIyEM:

— YMEHBIIUTH 103y WK 0TKazaThcs oT npuMenenust OCII na ocHose kanbuus (1B);

— y nauueHToB ¢ BI'TIT yMeHbIINTH 103y MU OTKa3aThes OT npuMeHeHus BJIPA no
BO3BPAILCHUS YPOBHS KOPPEKTUPOBAHHOTO 00111er0 Ca CHIBOPOTKH K LIE€JIEBBIM
3HAYEHUM;

— MpH BBICOKOHOpPMaJIbHOM ypoBHE Ca (2,45-2,5 MMOIb/1T) Ha TOAMATU3HBIX CTaHUIX
XBII Bo3moxkHO Ha3HaueHHUe cenekTuBHOTO BIPA (mapukansuuron) (1D);
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— MpHU COXPAaHEHUH TUNEPKAIBIIUEMUN, HECMOTPSI Ha MOIU(DUKAIINIO TepATUU BUTAMHHOM
D w/unu npexpamenue npuema Ca-coaepxkammx @CII, 6onbabM ¢ XBIT 5D HazHauuth
KaJIbLIUMUMETHK (nuHakanuer) (1B);

— TPOBECTHU JOMOJHUTEIbHBIA JUArHOCTUUECKUI MOUCK APYTHX BO3MOXKHBIX IPUUUH
MOBBIIICHUS YPOBHS ChIBOPOTOUHOTr0 Ca (MHOKECTBEHHAs] MUEJIIOMA, METaCTaTUYECKOe
MOpaXeHHe CKelleTa, afuHaMudeckast 00se3Hb Koctu u 1p. (1B).

3.2.3. Ilpu qyinTenbHO CYLIECTBYIOMIEN THIIEPKAIbIMEMUH WU TUIIOKAIBLIMEMUN MBI
pEKOMEHIyeM H3MEHUTh KoHlleHTpanuto Ca B nuanusate (2D), mocKoIbKy
TUIIOKAJIbLUEMHUs IPUBOJUT K YCKOPEeHUIO ITporpeccuposanus BI'TIT, a runepkansuuemust
— K YCUJICHUIO COCYAMCTON Kanblu(pUKauy. Y TalleHTOB C TUIIEPKATBIIMEMUEH MBI
PEKOMEH1yEM MMOHU3UTH KOHIeHTpanuio Ca B quain3upyromemM pactsope 1o 1,25
mMoub/1 (1B).

3.2.4. HuzkokanbiueBslid quanu3ar (1,25 MMOIIb/IT 1 MeHee) MOXKET MPENsSTCTBOBATh
naneHeimemy cHwkenuto npoaykuuu [T, nporpeccupoBanmio aquHaMU4ecKoil 00JIe3HI
KOCTH ¥ BHEKOCTHOHM KaJIbIIU(UKAIMH, CTIOCOOCTBOBATh KOPPEKLIUHU TUIIEPKATbIIUEMUH U
HOBBICUTB A3PPEKTUBHOCTH Mpenaparos Butamuua D (IB).

3.2.5. Ilpu pa3BUTUH THIIOKANBIIMEMUHN C KIMHUYECKUMHA CUMITOMAaMHU, IIPEBBIIIEHUN LIENEBBIX
3HaueHui ullTT" MBI pekOMeHyeM Tepanuio, HallpaBJIEHHYIO Ha MOBbIIeHHe ypoBHs Ca:
— Ha3HaueHHE COJIeH KanbIys (Hanmpumep, kKapOooHaTa Kaiblus) U/ UK
— Ha3HAauY€HHUE WM YBEJIMYEHUE J03bl IPEnapaToB BUTaMuHa D npu oTcyTCTBUM
3HAYUMOI runepdochaTeMun u/mmm
— CHIKEHHME JI03bl WJIM OTMEHY KalblUUMHUMeETHKa (2B).

PA3JIEJ 4. KOPPEKIIMA YPOBHSA IIAPATUPEOUJIHOI'O 'TOPMOHA

OcHosHoli nienbto neuenus BI'TII sBisiercsa qoctuxkeHne U NoepKaHue ONTUMAJIBHOTO YPOBHS
IITT', Hopmanu3anus IMPOLIECCOB PEMOACIUPOBAHUS KOCTHON TKAHM, IPEJOTBPALLEHNUE PA3BUTHU
HKTOMUYECKOHN KalbIU(pHUKAIIMH, CHUKECHUE YaCTOThI IEPEIOMOB, IPEJOTBPALCHUE PA3BUTHUS
¢ubpo3a KOCTHOTO MO3ra, CIIOCOOCTBYIOIIETO PA3BUTHUIO aHEMHUHU U pe3ucTeHTHoCTH K EPO,
YBEJIMUEHUE NPOJIOJKUTEIBHOCTH U KaUECTBA JKU3HU MALMEHTOB.

4.1. MEAJUKAMEHTO3HAS TEPAIIUS

4.1.1. IlepBonauanbHbIi BeIOOp npenapata 1t koppekiuu BI'TII, ero cmena nim komOuHams
OTIpeNIeNIAI0TCS ToKa3aTesiMu (ochOpHO-KaIBIIEBOro 0OMeHa, npoduiem
6e3omacHocTH npemnapara 1 kauHudeckuM BapuantoM MKH (1A). Ilpu renaenuuu k
Hapactanuto ypoBHs ulITT B unrepaine ot 300 1o 600 rir/mi mo pesynpraTam 2-x
nociuenoBareabHbIX u3Mepenuil uian yposae ullTT >600 nr/mi HeoOXoaUMO Ha4YaTh
MEMKaMEHTO3HYIO TEpaIHuIo.

4.1.2. YV maunentoB ¢ XBII 3-5 craguit MequkamenTo3Has koppekuus BI'TIT Bxirouaer
MepOopalIbHBIN pueM HeceneKTUBHBIX B/IPA (kanpuuTpuon, anbhakambluaon) Wik
cenextuBHbIX B/IPA (mapukanbimron) npu ypoBHe P u Ca B 1eneBom 1uana3oHe Hiu

nipu runokanbiuemuu (1C).
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4.1.3. BAPA He cienyer Ha3HauaTh nauueHtam ¢ noauanusHot XbII ¢ runepkanbipemueit

u/wnu runepdocdaremueit (1C).

4.1.4. IlepBonauanbHbiii BeIOOp npenapata st koppekuuu BI'TIT y nanuentos XbIT 5D

CTa/IUM CJIELyeT OCHOBBIBATh C Y4ETOM JABYX KinHHuYeckux BapuanToB MKH-XBIT (HT).

«KnuHnueckuii BapuaHT NpUMEHEHUs1 BUTaMuHa Dy Xxapakrepusyercs
TUIIOKaJIbIIMEMUEN Uiu KOHIeHTpanuel Ca CbIBOPOTKH Ha YPOBHE HMKHEH TpaHUILIbI
LIEJIEBBIX 3HAYECHUM U LIEJIEBBIMU [10KA3ATEISIMU CBIBOPOTOYHOTO P.

«KnuHnueckuii BapuaHT NpUMEHEHNS KaJIbLIUMUMETHKA) XapaKTepU3yeTCs
rUNepKaablIueMUei Wiu KoHLeHTpaueil Ca Ha ypoBHE BEPXHEN IpaHMIIbI LIEJIEBBIX
3HAQYECHMU U MTOBBIIICHUEM CBIBOPOTOYHOIO P.

IIpn HOpMaTEHOM UM HU3KOHOPMAJIBHOM YPOBHE CbIBOpOoTO4YHOrO Ca n
BBICOKOHOPMaJIbHOM ypoBHE P 1ienecoobpa3zno coueTaHHOE IPUMEHEHHE
KanpluMuMeTHKa (rHakaneiet) u BJIPA (anbdakanbuunon, KaabIUTPUOI,
MapUKAJIBLIATOII).

4.1.5. ¥V nauuentoB ¢ XBII 5D mbl pekoMeHlyeM HauMHATh MEIUKAMEHTO3HYI0 MOHO- WIH

coyeranHyto Tepanuio BI'TIT ¢ MUHMMaIbHBIX 103 BEIOPAHHBIX MPEMAPATOB C

nocne,uyfomeﬁ ux TI/ITpaL[Pleﬁ, KOTOpas nmpoaonKacTcda 10 JOCTUKCHUA LEJICBBIX

3HaYeHUH OMOXMMHUECKUX Moka3zarenei hocopHo-kanpieBoro oomena (1C).

4.1.6. IlapuKaabIUTON YMEHBIIAET PUCKU TUIIEPKATIBIIMEMUH, BHEKOCTHOM KaabIM(pUKALIUU U

ABIISICTCS MIperapaToM BbiOOpa Ha Aoauanu3HbIX ctaausax XbII mpu:

BI'TIT, pe3ucTeHTHOM K Tepanuy KaJbLUTPHOIOM UM aidb(akansiunoiom (2B);
KaJIbIIMEMUH, OJIN3KON K BEpXHEW IpaHuLIe 1eNieBoro auanazona (2B);

AMU30/1aX TUIIEPKATbIIMEeMUU Ha OHE Tepanuu HecenekTuBHbIMU BJIPA (2B);
BHeKocTHOU Kanblupukanuu (2C);

nuabetnyeckor Hedpomnatuu (2B).

4.1.7. Hunakansuer sBisieTcst 3¢ hekTuBHBIM npenapaToM Koppekuuu BITIT:

CHIDKAET 4acTOTy MapaTUPEONIPKTOMUI U NeperaoMoB KocTei (1A);

ABIISICTCS Tepanueil BbIOOpa B ciaydasiXx HEBO3MOXKHOCTHU HITH OTKa3a OT
xupyprudeckoro BMemarensctsa Ha [IITDK (HI');

3aMeIIseT KalbIU(PHUKAIMIO COCYI0B M KJIAIIAaHOB CEep/lia PU MPOIOIHKUTEIBHOM
npumenenuu (2C);

CHIDKAET PUCK Pa3BUTHsI CEPAEUHON HeocTaTouHOoCTH (2B);

CHIDKAET YacTOTYy FOCIUTAIU3AIHIH 110 CepIeUHO-COCYAUCTHIM IpuunHam (2B).

4.1.8. LlunakanbLeT sBIIsETCS MpenapaToM Bbidopa ais koppekuuu BITIT npu:

BI'TIT, pe3aucTteHTHOM K Tepanuu npenapatamu Buramusa D (2B);
runepkaibiuueMuu (2A);

TPYAHOKOHTpOJIUpYeMoi TuriepdochareMuu, CONPOBOXKIAIOIICHCS TOBBIILICHUEM
@ (HI);

KaJbIM(UKALKUU COCYIOB, KJIAallaHOB Cep/ila, MATKUX TKAaHEH WM yPEeMHUYECKON
kaneiupunakcuu (HT).
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4.1.9. Ilpu runokaabUeMuu B 3aBUCUMOCTH OT €€ BBIPaXEHHOCTH, COITyTCTBYIOLIEH Tepanuu
Y KIIMHUYECKOH CHMITOMATHKH LIEIeCO00pa3HO MEPECMOTPETh IPOBOJUMYIO TEpATHIO,
CHU3UTH 103y WK OTMEeHUTH ImHakanmet (2C) (pekomengarms 3.2.5.).

4.1.10. CoueranHas Tepanus KATbIIUMUMETUKOM (IIMHAKAIIIET) ¢ BUTAaMUHOM D
(anmbhakanbLUA0) TO3BOJISIET CHU3UTH J03bI IPUHUMAEMbIX IPENapaToB, YMEHBIINUTh
YacTOTY J10303aBHCHUMBIX MMOO0YHBIX 3(p(PEeKTOB IIMHAKANIIETa (TUITOKATbIIUEMUS,
TOILIHOTA), YBEIHYUTH 3 (HEKTUBHOCTH U Oe30macHocTh Tepanuu (1B).

4.1.11. lnurenpHOE IPUMEHEHHE KaJbIIMMUMETHKOB U MpenapaToB BuTaMuHa D criocoOHO He
TOJIBKO B KPaTKOCPOUYHOM IEpCIEeKTUBE CHU3UTD ypoBeHb IITT, HO 1 B pe3ynbTaTe
MHOTOMECSIYHOM Tepanuu MpUBECTH K 0OpaTHOMY pa3BuThio runepmiazuu [TLIDK (HT).

4.1.12.V namuentoB ¢ XbII 5D cragun, Beixon 3nadyenui I1TI" 13 nieneBoro guanasoHa B
000MX HANPABICHUSX UITU MPOJIOJDKAIOIIEECS €T0 CMEIICHHE K TPAHUIIaM IEJIEBOTO
nuarnazoHa TpedyeT u3MeHeHus pexuma uedenus (2C).

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

4.2. MTAPATUPEOUIDKTOMMUA

4.2.1. Maparupeonmkromus (I1T3) — s dpexruBnbiil metoa neuenus BITIT, koTopsrii
MIPUBOJIUT K OBICTPOMY perpeccy KIMHUKO-Tab0paTOpHON CHMIITOMATHKHU 3a00JIeBaHUS,
CHIDKCHUIO PUCKA HEOIArOMPHUSITHBIX UCXO0B U MOBBIIICHUIO KAYeCTBA KU3HU

narueHToB (2C).

4.2.2. Ilokazanus x I[ITD y maunentos XBII 3-5D craauii ¢ Tsaxensim Teuenuem BITIT
OTIPENIENIAIOTCS IPU IUHAMHYECKOM HAOII0ACHUU U KOMIUIEKCHON OLIEHKE KIIMHUYECKOM
u 1aboparopHoi cumrtoMaTuku (1B).

4.2.3. MsI pekomenryem nposenenue 11TO y nanuenTos npy;
— mnosimeHuu ypoBus [ITI 6onee 1000 nr/mna B Teuenue > 6 mec., peppakrepHOM K
MEIMKaMEHTO3HOMN Teparuu
— BBIPAXEHHON HEKOHTPOJIUPYEMOU TUIIEPKAIbIIUEMUY;
— TPOTrPecCUPOBAHUM KIMHUYECKOW CUMIITOMATUKH (YCHIIEHHE KOCTHO-CYCTaBHBIX
OoJieli, ”3MEHEHHE TTOXOJIKH);
— KaJbUU(UIAKCHU C PA3BUTHEM UIIEMUYECKUX U3bA3BICHUIN KOXKH;

4.2.4. Tlepen BoinonnenueM I1TD o0s3arenbHO POBECHKE TOONIEPALMOHHON YIBTPa3BYKOBOM
Busyanmzanun 1K, koTopyro npu He00X0AUMOCTH MOXKHO JIOTIOJIHUTH OAHO(POTOHHO-
SMHCCHOHHOM KOMIBIOTEPHON TOMOrpadueil Ui MarHUTHOPE30HAHCHOM ToMorpaduei,
panuon3oTonHon ciuuHTUrpaduen (1A).

4.2.5. Boi6op cnocoba I1TD u 06beM onepaTuBHOrO BMEIIATENIbCTBA (CyOTOTaIbHAS,
TOTalbHas ¢ ayToTpaHcmantanueil pparmenta [MIPK nmox koxxy/mbliiiy npearieybs,
totanbHas [1TD 6e3 ayrorpancruiantauuu ¢pparmenta [ILDK, peBusns BUI04KoBOi
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JKeJe3bl U yJalieHHe e€ BEpXHHUX MOJII0COB, PE3CKIMs/yAaJIeHUE JOJIU IIUTOBUIHON
JKEJIE3bl) OCTAETCS 38 XUPYPIOM U ONPEIENIETCS HHAUBUAYAIBHO B KaXKI0M KOHKPETHOM
ciryudae (2C). Bo Bcex BOBMOXKHBIX CIy4asiX ClIeAyeT peKOMEHA0BATh CyOTOTaNbHYIO HITH
totanpHyto [ITO ¢ ayrorpancnnanTauuen naparupeongHon Tkanu (HI).

4.2.6. UnTpaonepaunoHubiii KoHTpoab ypoBHs [T nmossimaer 3¢ppekTuBHOCTH OnepaTuBHOTO
BMmenarenberBa (2C).

4.2.7. Y nauuenTos, neperecunx [1TD, He06X01UMO IPOBOJUTH JUHAMUYECKUNA KOHTPOJIb
ypOBHsI 00111eT0 WK HOHU3UpoBaHHOTO Ca B KpOBU Kaxkible 4—6 yacoB B TeueHue 24
4acoB I10CJIE ONIEpalK U 3aT€M JBAX/Ibl B IeHb B TeueHUe 48—72 4acoB 110 €ro
crabmm3anuu (HI).

4.3. KOPPEKIIUS OCJIOKHEHHUM MAPATUPEOUIDKTOMHUM

4.3.1. K noreHuunanbHbIM ocnoxkHeHusaM I1T3 otHocsTes:

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

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

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

— THUIONapaTHpeo3.

4.3.2. C uenbio NpopUIAKTHKY TSHKETION MOCIEONEePAIIMOHHON THIIOKANBIIEMUN (CHHIPOM
«TOJIOJJHOM KOCTH») Y HMAallMEHTOB BHICOKOTO PHCKA C BBICOKOOOMEHHOM MaTOIOTHEH
KOCTH MBI PEKOMEH/IyeM MPEJONEePALMOHHBINA IPUEM 5 MKT anb(akanbIunoia
eXenHeBHO B TeueHue 5 aueit (HI).

4.3.3. IlocneonepaiuOHHY0 THIIOKAIBIUEMUIO CIIEAYET KOPPEKTUPOBATH NAPEHTEPAIBHBIM U
SHTEpaJIbHBIM Ha3HaueHueM npenapatoB Ca (1-3 r/cyTku B paBHBIX 103aX), aKTUBHBIMH
npemnapatamu Butamuaa D (anbdakansuugon 0,5-2,0 MKI/CyTKH), J03bI KOTOPBIX
JIOJDKHBI PETYIMPOBATHCS TI0 Mepe HEOOXOJMMOCTH ISl TOJICPKaHUsT YPOBHS
nonusuposanHoro Ca B HopMmanbHOM nuanasone (HI).

4.3.4. ITpu camxeHnn cbiBopoToyHoro Ca mexee 1,8 MMOJIB/IT WK MOSIBICHUH KITMHUYECKUX
CUMITOMOB THUIIOKAJIbIIMEMHH (TTApeCcTe3nH, OPOHXOCTAa3M, JIAPHHTOCITIA3M, CUMIITOMBI
XBocteka u Tpycco, Teranust u/wim cynoporu) pekomenayercs uagysus 10% pacrBopa
TIIFOKOHATA WM XJIOPUJA KalbIHsl, yBeIWYeHHe KoHIeHTpanuu Ca B JUATU3HPYIOIIEM
pactBope (HI').

4.3.5. IIpy BOBHUKHOBEHUH MEPCUCTUPYIOIIETO/PELUIUBUPYIOLIETO OCIEONEPALUOHHOTO
I'TIT uenecooOpa3HO UCIIOIB30BaTh KOMIUIEKCHYIO MeAMKaMeHTo3Hyo Tepanuio (DCII,
KaJIMMUMETHKH, HeceneKTuBHbIe/cenekTuBHble BJIPA). [Ipu oTcyTcTBUN 3 dekTa nnu
HENepEHOCUMOCTH TEPANUU UHIUBHUIYyaJIbHO PELIMTH BOIPOC O MPOBEACHUH TOBTOPHOM
omeparuu (HI).
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PA3JAEJ 5. KOPPEKIIUA IMATOJIOT'MH KOCTHU
5.1. KOPPEKIIMA JE®EKTA MUHEPAJIN3ALIUN

5.1.1. Jedext munepanuzanuu, uiu cHkenne MIIK go crenenn octeonopo3sa (Ts <-2,5 B
JT1000M CErMEHTE CKelleTa) MOBBIIAET PUCK MEPEIOMOB U CMEPTH OT JH0ObIX puuKH (2B).

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

5.1.3. ¥V nanuentos ¢ XbII 3 craguu ¢ ypoBuewm IITI" B 1iesieBoM 1uara3oHe U OCTEONIOPO30M
U/WIIN BBICOKOM PUCKE TIEPEIOMOB, YCTAaHOBJICHHBIX Ha OCHOBaHUU Kputepue BO3, Mbl
PEKOMEH/IyeM TepaIuio, MPUHATYIO B 0011el nomynauuu (2B).

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

5.1.5. OOyuenue naueHToB npaBuiiaM 0e30MacHOro nepeaBmkeHus 3G HEeKTUBHO CHIKACT
puck nepenomos npu XBII 5D (1C).

5.1.6. Ilpu Ha3HAueHUH MeAUKaMEHTO3HOM Tepanuu nanuentaM ¢ XbII 5D Mbl npeanaraem
YUUTBIBATh MOOOYHBIE 3((PEKTHI TEpANHH, TPUBOIAIINE K CHIPKEHHIO YCTOHYHUBOCTH TIPU
x0760€, 1 PeXx/ie BCero, NpernaparoB, BO3ACUCTBYIONINX Ha LIEHTPAIbHYIO HEPBHYIO
cucremy (HI).

5.2. AJUHAMMNYECKAS BOJIE3Hb KOCTHN

5.2.1. ®dakropamu pucKa HUI3KOOOMEHHOM /anuHamudeckoi 6ose3nu koctu (ABK) sBnstores:

— BO3pacT crapiue 65 yert;

— caxapHslii quaber;

— TEPUTOHEANbHBIN THUaIN3;

— yBenuueHue Harpy3ku Ca (Bblcokoe coaep:kanue Ca B quanusare, J0NOJIHUTEIbHbBIN
npuem npenapatoB Ca, JyUTeNnbHOE TpUMeHeHne 60binx 103 Ca-coaepkamx
OCII);

— U30BITOYHO BBICOKHE JI03bI IIPEMapaToB BUTaMuHa D;

— Huskuil yposens IITT

— IITD B aHamHe3e;

— Teperpyska aJloMHHUEM;

— JUIMTENIhHOE MpeIecTByIolIee MpuMeHeHue oudochonaros.

5.2.2. luarno3 ABK M0OHO TpeArnonoxXuTh (IpU HEBO3MOKHOCTH IPOBEACHUS KOCTHON
Ouorcun) y MauueHToB C MEePEYUCICHHBIMH (DAKTOpaMH pUCKa MPH:
— CTa0WIBHO HU3KOM MM HOpManbHOM ypoBHe [ITIT" 6e3 Tepanuun
aHTUTIAPATUPEOUTHBIMU CPEJICTBAMH;
— HOpManbHOM ypoBHe LI[D;
— THUIEPKAJIbIHEMHUU.
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5.2.3. Ilpu ABK, nmMeronieil BEICOKHE PUCKU COCYTUCTOM KambIU(PHUKAIUU U IEPETOMOB, MBI
PEKOMEHIyeM IMPEIIPUHATH BCE YCUIIHS U1 UCKITIOUCHHS THIIEPKAIBLIUEMHUU U
runepdocparemun (1B), akTuBanun KocHoro oomena u crumyisiiuu cekpeunu 1T (2B):
— otka3 oT npumeHenus Ca-coaepxamux OCII;

— 0TKa3 oT amoMuHuii-cogepxamux OCII;

— TIpPUMEHEHHE AUATU3UPYIOLIET0 pacTBOpa C HU3KOW KOHIeHTpauei Ca B auanusare;

— CTporas IueTa ¢ MOHIKEHHBIM cojiepskaHueM (hocdaToB 1 UCKITIOUEHUEM
Heoprannueckux ¢pocdaros;

— KOPPEKIHs alu103a;

— HUCKJIIOYUTH IpUMeHeHHe 01(OochOHATOB U APYTHX aHTUPE3OPOTUBHBIX ar€HTOB.

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

6.1. IEJEBBIE YPOBHHU IMOKA3ATEJIE U1 YACTOTA UX UCCJIEJIOBAHUA

6.1.1.Penunuents! noyeunoro tpancmiantara (I11T) B Teuenue nepsoro roja mnocie onepanuu
JOJDKHBI TIATENILHO HAONIOIAThCSA HA MPEIMET BOCCTAaHOBIEHUS KaIbLIUN-(OCPOPHOTO
oomMena u ¢yukuuu IIIDK. B panHem mnocneomnepanuonHoMm nepuone (1 mec)
CBIBOPOTOYHBIE KOHLEHTPAIMK KLU U (pocdopa OmpeaesstoTcsi exXeHeIeNIbHO, Jaee
exxemecsiuHo. Yposenb IITI B kpoBu — mocne crabunm3zanuu (QyHKIHHM TTOYEYHOTO
TpaHCIIaHTaTa u aanee uepes 6 u 12 mec. (1B).

6.1.2. V peuunuentoB IIT xparHocts uccienosanus mnapamerpoB MKH  onpenensercs
CTENEHBIO U CKOPOCTHIO PAa3BUTHS HMX OTKIOHEHHMH, a Takke (yHKIHEW MOYEYHOTOo
TpaHcIulaHTata. [11aHOBBI MOHUTOPHUHT MPOBOAUTCS IO MPOTOKOIY OOCIEI0BaHUS MIPU
XBIT 3-5 cr. Ilaumentam, momyuarommMm JedeHue mno noBogy MKH, ob6ocroBano
COCTaBJIEHUE UHAMBHyaIbHOTO rpaduka odcnenosanus (HI).

6.1.3. B mocTTpaHCINIaHTallMOHHOM IIE€PUO/IE 1IeNIeBbIe 3HaUeHUs Kanblus, Gpocdopa u IITI
onpeaenstores Gpynkuueit I1T B coorBerctBuu co cragusmu XbII (1B).

6.1.4. Croiikoe HapyeHHue KanbIui-GpochopHOro oOMeHa (TunepKaIbIIeMus,
runogocdaTemMust) U MOBBILICHHBIH, HE COOTBETCTBYIOIINI (DYHKIIUHU IOYEYHOTO
TpaHcIianTara, yposens IITT, onpenensiemsle uepe3 12 mecsues nocie yCcnemHon
TpaHCIUIAaHTALUH [I0YKH, YKA3bIBAIOT HA pa3BUTHE NocTTpaHcIuianTanuonsoro ['TIT.

6.1.5. Tonmueckas 1MarHOCTUKA yBEJIUYEHHBIX oqHON MK Heckonbkux [TIIDK nmpoBogurcs no
TOMY XK€ IJIaHy, Kak U y nauueHToB ¢ XbII 3-5 craaguii (HI).

6.1.6. Perunuentam IIT ¢ CK® >30 mu/mMmuH HopMmanibHbIM ypoBHeM IITI, HO uMerounmm
(bakTopsl pHuCKa pa3BUTHSA 0CTEONopo3a (oOmenonysIMOHHbIE,
TJIFOKOKOPTUKOCTEPOUIHAS Tepamnus OCHOBHOT'O 3a0oseBaHus u/unu B

NMOCTTPAHCINIAHTAIMOHHOM HCpI/IOI[e), HGHGCOOGPEBHO AUHAMHUYCCKOC OIPCACICHUC
MIIK (2D).
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6.2. TEPAIINA MKH B IOCTTPAHCINIAHTAIIMOHHOM ITEPUOJIE

6.2.1.TepaneBtuueckass crparerusi nocrrpasciuiantanuonHoro [I'TIT  onpepensercs B
3aBucumocty ot nokazarened MKH-XBII, nepeHocumocT M OTBETa Ha MPOBOJIUMOE
JIEYEHUE.

6.2.2.1lpu ymepenHom mnosbiieHun IITIT (mo 2-3 pa3 oT BepxHEW TrpaHULBI 1IEJIEBOro
JMarna3oHa) ¥ TUM0-/HOPMOKAIBIIMEMHH JICYECHUE CIeNyeT HAUYMHATD C aKTHBHOU (hOPMBI
BUTaMUHa D (KaabIUTPHOI) WK €ro aHajoros. (2B).

6.2.3.Ilpu nocrrpancruiantanmonHoM ITIT ¢ runepkanbuueMuen IONMYCTUMO Ha3HA4YeHHE
[MHAKAJbIETa Ha CPOK He Oonee 1 rona(2B).

6.2.4. Y penMnueHToB [I0YEYHOr0 TPAaHCIUIaHTaTa ¢ nocrrpaHciuiantamonubM I'TIT B cimygae
oTrcyTcTBUS 3¢ (eKTa, HeMepeHOCUMOCTH, BOSHHKHOBCHHH HEOIArONpPUATHBIX SIBICHUN
WM HEBO3MOXXHOCTH IIPOBEICHUS JICKAPCTBEHHOM TEpAIlUU CJIEAYET PELIUTH BOIIPOC O
BoinonHeHun IITO. Ilokasanuem k cpounoil IITD sABisercs runepkaabIUEMUYECKHM
kpu3 (2B).

6.2.5. Y nmnaunueHToB ¢ COXpaHHOW (YyHKUMEH TpaHCIUIAHTaTa JIEYECHHE OCTEOoropo3a
MIPOBOAMTCS, Kak ¥ B 00miei nomyssiiuu (2C).

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

7.1.1. Kanpumdunakcus — peakoe tsokenoe ocnoxxkaenne MKH-XBII, xapakTepusytoieecs
MIPOrpecCUpyIoNIei MeIaHHOW KalblU(UKAIMEH COCYIOB KOKHU MAJIOTO Kanuopa
(~100um), conpoBokaaromielcs HEKPO3aMHU KOKU U MATKUX TKaHEH C BBIPa)KEHHBIM
007eBbIM cHHAPOMOM. KanbIudumakcus pe3ko CHUKAET KaueCTBO KU3HU U TIOBBIIIAET
cmepTHOCTh OonbHBIX ¢ XbIT 5] cranueit.

7.1.2. Kanprmdunakcus pa3BuBaeTCs MPEUMYIIECTBEHHO y OOJIbHBIX HAa T€MONATIN3E U B
IIOCTTPAHCIUIAHTAL[MOHHOM I1€PUO/JIE, 3HAUUTEIBHO PEKE y NALUEHTOB Ha
NIEPUTOHEAIILHOM JIMAJIN3€ U HUKOTAA — HAa JOJUAIM3HBIX CTAIUAX.

7.1.3. BepossTHBIMU (paKTOpPaMU pUCKa KAIbLUU(UIAKCUU SIBIISIOTCS:
— nexomneHcuposanusid BITIT;
— TUIEepKaidbleMus U runepocharemus;
— TUINOATHOYMHHEMHUS;
— TpeAIEeCMTBYIONIAs Tepanus anTaronuctamu Butamuna K (Bapgapus, cuakymap);
— OXKUpEHHeE, KEHCKUHU T0J, Tepanusi KOPTUKOCTEPOUIaMU;
— JJUTENbHAs Tepanus MeTabonuTaMu BUTaMiHa D B BBICOKHX J103aX;

— 3a00J1cBaHUS IICUCHH;
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7.1.4. lnarHocTHKa KaablU(PHUIAKCUH OCHOBBIBAETCS B IIEPBYIO OUEPElb HA KIMHUYECKUX

MPU3HAKAX U JAHHBIX peHTreHorpaduu (Hanboee YyBCTBUTEIIbHBIA BApUAHT —

Mammorpagun), TO3BOJISIONUX BBISIBUTH KalbIU(UKALUIO COCY10B KOXH. [Ipn

BO3MOKXHOCTH CJICAYCT IIPOBOJAUTL PAaJUOU30TOITHOC CKAHUPOBAHUC C TGXHeLII/IeM-99,

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

MEJIKMX COCYJI0B. broricusi Kok moBsIIaeT puck 00pa3oBaHus sI3BEHHBIX IE(PEKTOB C
MOCTIeIYOIUM HH(DUIUPOBAHHEM.

7.2. JEYEHUE KAJIBIIN®UJITAKCUHN

7.2.1. IIp1 BO3HUKHOBEHUH KaJTbIU(PHIAKCUN Mbl PEKOMEHAYEM HallPaBUTh YCHIINS Ha
KOPPEKIHIO CYIIECTBYOIMX (hakTopoB pucka (1A):

ontuMusupoBath Tepanuio BI'TIT (CcHU3UTB 103y WM OTMEHUTH TEPAIIUIO
MeTaboauTamu BuTamMuHa D;

Ha3HAYUTh WIW YBEIUYHUTH 103y KaJIbLIUMUMETHKOB (LIuHaKabLeT) (2B);

pu Hed(h(HEKTUBHOCTU MEIUKAMEHTO3HOH Tepanuu npousBectu [1TD (2B);
HOPMAJIN30BaTh YPOBEHb aTbOyMUHA IJIA3MBI;

Ha3Ha4YUTh ceBenamepa ruapoxinopus B kauectse OCII;

MCIOJIb30BaTh HU3KOKANBIIMEBbIN quanmu3at (1,25 MMob/i);

YBEJIUYUTH MPOAOIKUTEIBHOCTD UM YaCTOTY CEAaHCOB I'€MOIUAIN3a;

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

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

AaHTHUCENTUYECKYI0 00pabOTKY HEKPOTUYECKHX 04aroB 0e3 Xupypruueckoro
yJaJIeHus] HEKPOTU3UPOBAHHBIX TKAHEH;

cucremHas tepanus uHpekuuit (HI);

Ha3zHaueHue 6M¢ochoHaTOB B KaUeCTBE aHTUPE30POTUBHOTO (CHUKEHHUE YPOBHS
Ca) 1 aHTUIUTOKUHOBOTO (TIPOTHBOBOCIIATUTEILHOTO U 00€300JIMBAOIIIET0) areHTa
(2C);

25% pactBOp THOCYNb(]aTa HATPUA BHYTPUBEHHO UM BHYTPh

yJy4IllIeHUue OKCUTeHAIMK TKaHel (rriepOapuyeckas okcureHanus) (HI')

Tepanust BuTaMuHoM K

aMIIyTalusi KOHEYHOCTH B HEKOHTponupyemon cutyauuu (HI').
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