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TepMuHBI U onIpeaeICHUS

AprepuajbHas runeprensus — AJl, npessimatoniee 95-i nepueHTWIb A JaHHOTO MoJia U Bo3pacTa

pu 3-X BU3UTAX K Bpayy.

AnnHamMuyeckasi 00JIe3Hb CKeJIeTa — COCTOSHHUE, XapaKTepu3ylolleecs CHIDKEHHEeM o0bemMa |

MHUHCpAIU3alU KOCTH MapaJJICJIbHO CO CHUKCHUCM KOCT€06pa30BaHI/I}I.

BenkoBo-3HepreTuyeckasi HeIOCTATOYHOCTh — HEJAOCTATOK SHEPTMM M HYTPUEHTOB MUTAHUS IS
oOecrnieueHusi moTpeOHOCTEeN (U3NYECKOro pas3BUTHUA peOeHKa (mainutrition — B aHIIOSA3BIYHOM

JIUTEpaType)

BuexocTHas kajabuudukanus — orioxeHue (ocdaroB u kampiiusg B QopmMe THAPOKCHANIATHTA B

KO’KC, MbIIIIIIAaX, BHYTPCHHUX OpraHax, BOKPYI' CyCTaBOB.

BropuuHblii runepmaparupeo3 — BTOpUYHAA THNCPPYHKIMS WU THUICPIIIA3US TMapalIUTOBUIHBIX
&KeJes, pa3BUBaroniascs Ha (JOHEe MPOrPEeCCUPYIONIEr0 YMEHBIICHUsI MAcChl AEHCTBYIOMNUX HEPPOHOB
Opy XpPOHUYECKOM OO0JIe3HU MOYeK, BCiEACTBUE TunepdocdaremMun, yBeaudeHusl (aktopa pocra

bubpobnacToB 23, AedhunuTa KaIbIUTPHUOIA, THITOKATHITUEMUH.

I'mnepronnvecknii Kpu3 — BHe3anHoe noBbiieHne AJ[ >30% or o0ObIMHOTO YpOBHS,

COIPOBOXKIAONIEECS KIMHUYECKON CUMIITOMATUKOU.

I'mneprensust Oesioro xaJjara — nosbllieHHe AJl npu M3MEpeHUM B MEIULIMHCKOM YUPEXKIACHUM,

HOpMaJibHBIM ypoBeHb A/l noma, B criokoiinoit o6ctanoBke (VB mpu CMA/L <25%)

3agep:KkKa pa3sBUTHA — TEPMUH, HCIOJB3YEMbId I OMHCAHUS JACTeH, (U3MYECKOe pPa3BUTHE
KOTOpPBIX, B TIEPBYIO oOdepeab pOCT, Hmke oxumaemoro (failure to thrive — B aHDIOA3BIYHOMN

JUTEpaType)

3amecTuTeIbHAS MOYEeYHAsl Tepamusi — KOMIUIEKC CHEIUAIM3UPOBAHHBIX METOJOB 3aMEILIEHUs
(GyHKIMI noyek (reMoAuannu3, NepuTOHeaNnbHbI TUaIn3, TPaHCIUIAHTAlUs MOYKHK). TpaHciaHTanus

ITOYKHU MMO3BOJISICT BOCCTAHOBUTL BECh CIICKTP YTPAUCHHBIX (I)YHKI_II/Iﬁ IIOYCK.

KapaunoBackyasipuas 0oJie3ub npu XBII — nporpeccupyroiiee mopaxeHue cepaeuHO-COCYyIUCTON

CUCTEMBI BCIICACTBUE BO3ACHCTBUS KOMILIEKca (hakTopoB, accormupoBanubix ¢ XbII.

MackupoBanHasi AI' — HopmanbHbIl ypoBeHb A/l pu U3MEPEHUH B MEJULIMHCKOM YUPEXJIECHUH, HO

noxbeMbl A/l noma (1o ganubiM CMAJL win peryasipHbIX «OMaIIHUX» u3mMepeHuit AJl.

MuHepaJibHbIe U KOCTHbIe HapymieHus npu XbII — curapoM cucTteMHOM MaToNOruy, BKIIFOYAKOIIAN
nabopaTopHble  OTKJIOHEHHS B  MHUHEPaJbHO-KOCTHOM  METa0OoJM3Me, KOCTHBIE AaHOMAJUH,

AKTOMHUYECKYIO Kaiblu(uKanuio, conyrctpytomue XbII.

Hounas AI' («non-dipper») — orcyrcrBue cHmkenus cpeaero CAJl u JIAJl HOUblO BO BpeMsl CHa
(Hopma — 10-20%).



HyrputusBHbIi (TPO(OJIOrH4eCKH) CTATYC — 3TO KOMIUIEKC KIMHUYECKUX, AaHTPOIIOMETPUYECKUX U
7a00paToOpHbIX TOKa3aTeliel, XapaKTepU3YIOUIMX KOJIWYECTBEHHOE COOTHOIIEHHE MBIIIEYHON ¢
KUPOBOM MacChl Teja nmaueHTa. Takke ynoTpeOaseTcss TEPMHUH «ITUTATEeNIbHBIN CTaTyCc) / «COCTOSTHUE

IIUTaHUuA» .

Octpoe nospexkaenue nouexk (OIII) — ocTpoe, moTeHIIMATILHO 00paTUMOE U3MEHEHHUE B MOYECYHOM
MapeHXUMe, COMPOBOXKJAIOIIEECS CHIDKEHHEM (YHKIMMA TOYeK pa3Nu4yHOM creneHu.  TepmuH,
OOIIENPUHATHIA B HACTOSIIEE BpPeMS BMECTO YCTApEBIIEr0 — OCTpas IMOYeYHash HEAOCTaTOYHOCTh
(OIIH). Ilocnennee mpemiokeHue Mo cBoel cyTu HeBepHoe, Tak kKak TepMmuHbl OIIIl m OIIH He
ABJISIIOTCSL CUHOHMMaMH. MexayHaponsasle kputepuu koHceHcyca miua OIIIl mpenHasHadeHsl s
OMHCAHUS TPEX YPOBHEW IMOYEYHOM HENOCTATOYHOCTHU (PHUCK, TPaBMBI, HEJOCTATOYHOCTH) U JBYX

KJIMHUYECKHUX UCXOA0B (MOTEeps MOYeuHON (PyHKIIUN U TepMUHATIbHAS CTAIus).
[MapaTupeoudKTOMUA — XUPYPrUUYECKUN METO/ JIeUeHuUs runepnaparupeosa npu XbII.

IlepuToHea bHBINH TUAIN3 — METOJ 3aMECTHTEIILHOMN MTOYEYHON Teparii, OCHOBAHHBIN HA MPUHIINAIIC
1 dy3noHHOr0 oOMeHa, GUIBTPAMOHHOTO U KOHBEKIIMOHHOIO MEPEHOCa Yepe3 «IEePUTOHEATbHYIO
MeMOpaHy» (OPIOIINHY) HU3KO- U CPETHEMOJICKYISIPHBIX M OCIKOBBIX CyOCTAHITUM, a TAKKE KUIKOCTH

U3 KPOBH B TUANM3UPYIOIIUNA PACTBOP, HAXOSAIIUNCS B TOJIOCTH OPIOIINHBI.

IlepuToHeanbHBI  IMAJM3 €  HCHOJb30BAHMEM  ABTOMATHU3HPOBAHHBIX  TEXHOJIOrHMM
(aBTOMATH3MPOBAHHBIN NEPUTOHEANbHBIN AMAJIU3) — METOJ MEPUTOHEATHBHOIO JAHAIN3a, KOTOPHIN
OCYIIIECTBIISIETCS] C MOMONIBIO CIIEHMAIBHBIX anmnaparoB (LUKIECPOB ISl MEPUTOHEATHHOTO JIUATU3A),
o0ecreynBaroluX BBEACHUE U BBbIBEJICHUE AUAIU3HOTO pacTBopa 0e3 ydactus nauuenta. [{ukiep no
3aJIaHHO¥M TPOrpaMMe BPauoOM OCYIIECTBISIET aBTOMATHUYECKUE ITUKIIBI 3aMEHBI PACTBOpPA B OPIOIIHON

ITOJIOCTH.

IMocTosiHHBIH aMOYJIaTOPHBIH NMEPUTOHEAJbHBIN IMAIM3 — METON TEPUTOHECATHHOTO IUan3a, B
KOTOpPOM 3aME€Ha JMAM3UPYIONIETO pacTBOpa B OpPIOMIHON MONOCTH (HECKOIBKO pa3 B CYTKH)

IMPOBOAUTCA CaMOCTOATCIIbHO OOJILHBIM B aM6YJIaT0pHI>IX YCIIOBHAX (B JOMAallIHUX YCJIOBI/I}IX).

Pe3ucrentHasi AI' — ypoBenb A/l BbIlie 11e7IeBBIX 3HAYCHUN, HECMOTPs Ha mipreM 3-x u 6omee AI'C (B

OIITUMAJIbHBIX 1103ax), OJIUH U3 KOTOPBIX — JUYPCTHUK.

CepaeyHasi HeIOCTATOYHOCTb — CHHIPOM, pPa3BUBAIOLIUICSA BCIEJICTBUE CTPYKTYPHOTO WIIU

(YHKITMOHAIBLHOTO TTOBPEKIECHUSI MUOKAP/1a, IPUBOSIIETO K CHIDKCHUIO HACOCHOU (DYHKIIMU Cep/la.

«Cyxoil Bec» — BeC IALKMEHTAa B COCTOSHUM HOPMOTHMJPATAlHH; y MAUUEHTOB HAa T€MOAUAIU3E —
MHHHUMAaJbHBII BEC, IPH KOTOPOM €IlI€ HET CUMIITOMOB rurnoBoiiemMun (nageHue A/Jl, cyqoporu MbIIIi

KOHEUYHOCTEH, OO B )KUBOTE)



1. Kparkast nHpopmMauus 1mo 3a001€BaHNI0 WIH
COCTOSIHUIO (Ipynnbl 3200/ 1eBAHUUA UJIHA COCTOSTHUM)



1.1 Onpenenenue 3a00/1€eBaHUsA HJIH COCTOSTHUS
(rpynnbl 32001€BAHAMA UJIA COCTOSTHUI)

Xpounueckasi 6oJ1e3ub nouek (XBII) — croiikue HapyieHus: QyHKIUH MTOYEK, MPOIOJIKAIOIIUECS B
TeUYeHHE 3-X MeCAIeB U 0oJiee, OnmpeesieMble Kak CTPYKTypHbIE W/UIU (PyHKIIMOHATHHBIE U3MEHEHUS
C pa3IMYHOM CTENEHBIO CHWXEHHS KiupeHcHoW (yukmmu [1]. XpoHudeckue 3a00jieBaHMs TOUEK,
HE3aBUCUMO OT 3THUOJIOTUH, UMEIOT OOLIME MEXAaHU3MBI IIPOrPECCUPOBAHUS U TPEOYIOT OMpeeIEeHHBIX

TEpANEBTUYECKUX YCUIINM, HAITPABJICHHBIX HA OTJAJICHUE HACTYIUICHUS TepMUHaiIbHOU cTtaaunu XbII.

Pexomenpanmu no omnpeneneHuto u knaccuukaunn XbIT 6puin BBenensl HanmoHnanbHbIM (QOHAOM
nouek (NKF) u nunnnmaruBHoi rpynnoi no kauecTBy ucxoqoB 3adoneBanuil nouek (KDOQI) B 2002
rolly W BIOCJEACTBUM ObUIM HPUHATHI C HEOOJBIIMMHM U3MEHEHHSIMH MEXIYHApOIHOM TIpynIoi
peKOMEHJAaUMi TO YIy4IIEHUIO DIO0aJbHBIX HUCX0A0B MoyeuHblx 3aboneBanuil (KDIGO) c

aganTanuen B 2012 roay (cM. paszzien JUarHoCTHKA).

XBIl Moxer mposABIATHCS pPa3HOOOpPa3HBIMH CHUMITOMAaMHU U CHHApOMaMH. MakcuMaabHOe
YBEIWYEHUE JUINTEIIBHOCTH JKU3HM TALMEHTA II0CI€ pa3sBUTHS TepMHHaiIbHOM craguu XDbII
OIpeesIeTcsl HE TOJbKO BO3MOXHOCTSMHU JHMAJIM3HOW TEpanuv, HO M COXPAHHOCTBIO OOIIEro

(1)I/I3I/I‘I€CKOFO 1 COMaTU4YCCKOIO COCTOSAHMUA pe6eHKa.

Jlns  o0o3HAueHUS HAPYUICHWH HYTPUTUBHOTO CTaryca HCIOJB3YIOT TEPMHH «0eJIKOBO-
JHepreruyeckasi HexoctarouHocTb» (BIOH) — HenocTaTok >HEPrUM WU HYTPUEHTOB NUTAHHS IS
obecrnieueHNsT TOTpeOHOCTEW (u3MUeckoro pa3BUTHs peOeHka (malnutrition — B aHMIOA3BIYHOMN

auteparype) [2, 3].

3anep:xxkka paspurusa (failure to thrive) — Tepmun, MCHOIb3yeMblil Il OMHUCAHUS JETEH, KOTOpHIE
pacTyT HE Tak, Kak okuaanoch. Juarnoctuka bOH (malnutrition) ocHoBaHa Ha aHTPOIIOMETPUUECKUX
U3MEpPEeHUSIX, a HejocTaroyHoe mnuraHue (undernutrition) ompeaensieTcss Kak aucOalaHc MEXIy
MOTPEOHOCTSIMU B MUTATEIBHBIX BEIIECTBAX U UX MOTPEOJICHUEM WIH JI0CTABKOM, YTO B CBOIO OUEpe/lb
MPUBOIUT K MACPUIUTY DHEPruu, OelKa WM NUTATeIbHBIX MHKPOAJIEMEHTOB, KOTOPBIM MOMKET

OTPHUILIATENILHO CKAa3aThCs HA POCTE U Pa3BUTHUU [4].

Pa3Butue XBII B nerckoMm Bo3pacTe OKa3bIBAeT HETaTUBHBIN 3(PQPeKT Ha JUHEHWHBIH POCT KOCTEeH U
HEPEAKO TMPUBOAUT K BBIPAKEHHOM 3a/I€pKKE KOHEYHOIO pOCTAa y MALMUEHTOB. 3aJepKKa pocTa

yBenuuuBaetrcs co craaueit XbII [5].

Anemusi npu XBII — pe3ynbrar HUCXOASIIUX CUTHAJIOB, BO3HUKAIOIIUX U3-3a JUCPETYIISILIUU CUCTEMBI
TUTNOKCHS-MHAYIIMOeTbHOTO  (hakTopa — mnponui-4-runpokcunaza (HIF-PHD), mnocneactBusimu
KOTOPBIX SIBJISIFOTCSL YMEHbIIEHHE NpoayKuuu 3putponostuHa (3110), usmenenne oomena xenesa (Fe)
n cHmwkenue remomioomHa (Hb). Hedporennass anemmsi 3akoHOMEpHO OcCoXKHsSeT TeueHue XbII,
KOTOpas 4Jarie auarHoctupyercs npu cHmkeHuun CKD mo 40-60 mn/mun/ 1,73M%, XOTSL MOXET ObITh
BbIsIBJIEHA Ha Oosiee paHHUX cTaaugx 3a0osieBaHus [6, 7]. AHeMus cBA3aHa C IUIOXMMH HCXOAAMH,

TJIOXMM Kau€CTBOM >KM3HU U HEMPOKOTHUTHUBHBIMU CIIOCOOHOCTAMH Y TtanieHToB ¢ XbII [8].



ITo mepe Toro, kak nporpeccupyetr XbII co camxennem CK® no 50% oT HOpMBI, METa0OIMYECKUN
anua03 TMPUBOAUT K CHWIKEHUIO pOCTa M YCUJIGHHIO Kataboiim3ma Oelika 3a cueT peadcopOiuu
OT(QUIBTPOBAHHOTO OWKapOOHAaTa, CHIKCHHS CHMHTE3a aMMHUaKa, CHIDKEHUS BBIBEICHHS THTPYEMOM
KHUCJIOTHI 1 3aKMCJICHUS KaHATIBIIEBOU JKUIKOCTH. X POHHUYCCKHN METaOOIMICCKHII alli/103 MPUBOIUT K
MU3MEHEHHUSIM MOHHOTO COCTaBa, Pe30pOlMHM M OTIOKEHHIO KOCTHOW TKaHH, 3aMeUIeHHIO A (EeKTOB
ropmoHa pocta. IIpu amummose nmomammserca cunte3 1,25 (OH),D B moykax, 4ro B COYETaHUU C
ocTaToyHbIM (¢ocaroM ¥ THUMOKATbIHEMHUEH B KOHCYHOM HTOTE TPHUBOAUT K BTOPUYHOMY

runepnaparupeosy [9].

Pabouas rpynna KDIGO pexomennoBaia B 2006 romy TepMUH «MHHeEpPaJbHble M KOCTHbIE
Hapymienuss npu XBII (MKH-XBII)» mis onucaHus CUCTEMHOM MaTOJOTHH, BKJIIOYAIONIECH OJWH
WIM HECKOJBKO JUArHOCTUYECKH 3HAUMMBIX KOMIIOHEHTOB: HapylE€HUE MeTa0OoIu3Ma KaJblLus,
docdopa, nmaparupeounnnoro ropmona (I1TI), ¢akropa pocra pudpodnaactoB 23 (FGF23), Butamuna
D ¢ KIMHMYECKUMHU TIPOSBICHUSMH TATOJOTUM KOCTHOM TKaHW (HU3KUH POCT, CHIDKEHUE
MUHEpaIM3AIUU KOCTEH W HapylIeHUE IEJOCTHOCTH KOCTHU) U IKCTPACKETETHOW KaibIU(UKAIIMCH.
Panee npumeHsieMblid TEPMUH “‘TlOYeYHasi OCTEOAUCTPOGUS” OTHOCUTCS TOJIBKO K OMUCAHUIO KOCTHOM
IMaTOJIOTUH, BO3HHUKAOIIEH Kak ociokHeHue XbII, © oCHOBaH Ha OIICHKE JaHHBIX OHMOIICHHM KOCTH.
buoricus B Hactositee BpeMsi HE HCTOIb3yeTCs A BepU(UKAIIMM TMATOJIOTHMH KOCTHOW TKaHU TPH
XIIH.

KapanoBackyasipuas 6oJie3us (KBB) nmpu XBII — 310 nporpeccupyroniee nopaxeHue cepiacuHo-
COCYIUCTOM CHCTEMBI, 00yCIIOBJICHHOE BO3JEHCTBHEM KoMILIekca GakTopoB, cBsazaHHbIX ¢ XbII. KBb
ABJIIETCSI OCHOBHOM MPUYMHOMN COKpALIEHUs! MPOAOKUTEILHOCTH KM3HU B 3TOM Tpymnne OOJIbHBIX.
KapanoBackynsipHble OCIOXKHEHUsS SIBISIOTCS MPUYMHONW CcMEPTH AeTell n nofgpocTtkoB ¢ XbBII 5 cT B
25-32% cayuaes [10, 11, 12].



1.2 DTHOJIOTHUS U MATOT¢HE3 3a§0J1eBaHnﬂ HJIH
COCTOSIHUA (TPynnbl 3200/1€BAHUIN UJIM COCTOSHUMN)

Xorsa xoHuenuus XbBII y nereld aHanornyHa KOHUEHLIHMM y B3pOcCibIX, neauarpudeckas XbII umeer

HEKOTOpPbIE 0COOEHHOCTH, MEHBIIIE JOKA3aTEIHCTB M MHOTO (DAKTOPOB, KOTOPHIE JJO KOHIIA HE U3YUYEHBI.

B nerckom Bo3pacte ocHoBHOW mnpuunHOW XDbBII sBisitoTcss BpoXaeHHbIE 3a00JIEBaHUS TIOYEK.
[Mpuuunsl gerckoit XbBII Takke 3aBUCAT OT Bo3pacTa M CTpaHbl NpoxuBaHusa. Hanbonee wyacTeiMu
sTHONOTHYECKUMH (dakTopamu HeoHaTanbHOW XbBII sBhsitoTCs: TuUmoriasus / AUCIIa3vs TOYEK,
KJIAllaH 3aJHEHd YpeTphl U APYrue BPOXKACHHBIE aHOMAJIMH ITOYEK U MOYEBBIBOAAIIMX IyTei. Jpyras
ATUOJIOTHS BKIIIOYAET MOJIMKUCTO3 MOYEK, KOPTUKAJIBHBIA HEKPO3 U TPOMOO3 MO4YeYHBIX cocynoB [13].
Hau6onee yacteiMu npuunnamu pa3sutusi XbII B Utanuu u ctpanax CeBepHOit AMEpPUKHU 10 JAHHBIM
peructpa NAPRTCS (North American Pediatric Renal Transplant Cooperative Study) sBistoTcs:

o Bpoxnaennsie anomanuu nodek u yposorudeckoro tpakra (CAKUT), xoropsie cocrabiusior 60%
cinyuaeB XbIl y neren.

e Imomepynspuele npuuuHbl cocTaBiusitoT or 10-20% nereir ¢ XBII B 3aBucuMoctu OT
reorpaduueckoro noynoxenus. Ilopaxenue KiayOOYKOBOTO ammapara B OCHOBHOM BCTpEUAETCs Y
nereit crtapuie 12 net, yto coctabisieT 45% ciyyaeB nanueHToB ¢ XbII B Coenqunennbix [tarax
AMepukn, T17e HaumOoJee YacThIM TIOMEPYIAPHBIM 3a00jeBaHUEM OCTaeTcs (HOKaIbHBIH
cermeHTapHbIil momepynockiepos3 (PCI'C), Becrpeuatomuiica B 9% y aeteil eBporeouaHON packl U
B 1/3 ciyuaeB cpenu appoamepuxaHiieB-moApocTkoB. Taxxke npuunHamu XbII y nereit MmoryT ObITH
TeMOJIUTHKO-YPEMUYECKUI CHUHAPOM, BTOPUYHBIC TJIOMEPYJSpHBIE 3a0ojeBaHusl (Hampumep:
CHUCTEMHBIM BoYaHOUHbI HedpuT). B omimume or B3pochbix nuaberhyeckas Heppomartus H
TUIIEPTOHHUS SABIAIOTCS peakuMu npuunHamu XbII1 y nerei.

o Jlpyrue 3aboneBanust coctaBisaoT 20-30% Bcex ciaydaeB XbBII y mereit m BKiIrO4aroT B ceOs:
TCHETUUYECKH JETEPMUHUPOBAHHYIO TMATOJOTUIO (IIMCTUHO3, OKCal03, HACIECACTBCHHBIH HEPPHUT),

WHTEepCTULIMANIbHBIN HehpuT [14, 15].

B psne cnyqaeB atnonorust XbII ocraercs Hepacno3nannoil. OxxupeHue y neTeil — HoBasi mpoliiema
BO BceM mupe. HenaBuue uccnenoBaHus HIeHTUGUIIMPOBAIN paHHEE HapylleHue (QYHKIMH MOYeK U
puck passutusa XbII y nereit ¢ nu30bitounoit maccoit tena [16, 17]. Kpome Toro, miiageHIsl ¢ HU3KOM
Maccou Tesa MpU POKICHUH U MAJOBECHBIE JUJISl T€CTAMOHHOTO BO3PACTa UMEIOT MOBBIIICHHBIA PUCK
pasButus TepmuHanbHOU ctanun XBI1 B mogpoctkoBoM Bozpacte [18, 19]. ITo mepe pocta mpobieMbl
JNETCKOTO OXHUPEHHUSI U CTApeHUsi HACEJIEHHWA C HU3KOM Maccod Tena MpU POXKACHUM MHUPOBOE

COOOIIECTBO MOXKET CTOJIKHYTHCS C TOTEHITMATIBLHBIM CIBUTOM B dMHAEMHUOIOTHHU AeTckoi XBII.

TepmunaabHas cragus XBII. [TomepynspHbie HapyIICHUS COCTABIAIOT OOJBIIYIO OO0 OCHOBHBIX
OpUYMH Yy JeTell ¢ TepMuHanbHOW crtaaueil Oone3Hu nouek (ESKD). Oto cBsizaHo ¢ ObicTpoit
ckopocThio mporpeccupoBanus XbIl y mnamueHTOB ¢ HapyleHUSMU KIyOOukoBOM (yHKIHU B

CpaBHCHHU C 6OHBHBIMI/I, HMCIOIIMMHU HETIIOMCPYIIAPHBIC TPUYNHBI.

CornacHo exerogHomy otuyeTy cucteMbl naHHbIX nouek CHIA (USRDS) 3a 2017 roxa, ocHOBHBIMU
npuunHamMu XITH y nanuentoB B Bo3pacte oT 0 g0 21 net B 2011-2015 rogax, Kak ¥ B NpeablAyILINAe

rozibl, ObUIM BpOXKIEHHBbIE aHOMauu modek u MoueBbiBoAsAmuX myTe (CAKUT, 22%), nepBuunble



roMepyisipabie  3a0oneBanus  (21,8%), KHCTO3HBIE/HACIIEICTBEHHBIC/BPOXKICHHBIE HAPYIICHUS
(12,5%) wu BrOpuuHBIE TIOMEpYyIApHble 3aboneBaHus/Backynutbl (10,7%). Haubonee wyactbie
WHAVWBUYAJIbHBIC JIMArHO3bl, CBSI3aHHbIE C TepMUHAIBHOU craauen XbII y neren, BrIrOUaIM
OYaroBBIM CETMEHTApHBIM TioMepyiaockiepo3 (11,6%), rumommasuto / aucrmasuro modek (10%),

BPOXJEHHbIE 00CTPYKTUBHBIE yporaruu (9,7%) 1 cCUCTEMHYIO KPacHYIO BOIYaHKY (6,3%) [20].

HeanexkBaTHOe nmMTaHMe — XOpPOLIO M3BECTHAas NMpuuuHa Imioxoro pocra y aered ¢ XbII. BOH
aCCOIIMMPYETCS] C MPOTPECCHPOBAHMEM YPEMHUUYECKHMX CHUMIOTOMOB, TMPUBOAUT K OEJIKOBO-
SHEPreTUYeCKOMY MCTOLICHUI0 M YBEJIMYEHUIO JIETAJIbHOCTU Yy JTOW KaTeropuu IalueHToB. B
uccnenosanuu CS Wong et al. mpogeMOHCTpUPOBAHO, UTO AJI KaXJA0r0 CTAaHJAPTHOTO OTKJIOHEHHUS Z-
score cHmkeHus pocrta y gered ¢ XbIl mo cpaBHEHHIO €O 3I0POBBIMM JETBMH, PHUCK CMEPTH

noBbIaeTcs Ha 14% [21].

BOH accomuupyercst He TOIBKO C MOBBIIIEHUEM PUCKA TOCHUTAIM3ALUA U CMEPTHOCTH y AETEH, HO
TAKKE€ CO CHIKCHUEM DJJACTUYHOCTH apTEPUi C MNOTEHUUAIBHBIM PUCKOM KapIHOBACKYJISPHOM
NaTOJIOTUM U CHIDKeHHEeM KoHueHtpauuu 25-OH Buramuna JI. bonbiiue ucciepoBaHusi, Takue Kak,
Kidney Disease Outcomes Quality Initiative (KDOQI) pexkomeHayloT mnpoOBeIeHUE pPaHHEH,
WHTCHCUBHOW HYTpUTUBHOM mognepkku y nerer ¢ XbII. Pan uccnenoBanmit y mutagennes ¢ XbII
MOKa3aJii 3HAYUTEIHHOE YBEIWYCHUE CKOPOCTH POCTa MPH 00ECIIEYCHUH aJIeKBaTHON YHEPTEeTHIECKOU
LHEHHOCTH TUTaHUs, YTO OOECHEeYMBajJIOCh KOPMJIEHMEM 4Yepe3 Ha30racTpajbHbI 30HA WU
ractpoctoMmy. TakuM oOpa3oM, obecrieueHne aJeKBaTHOTO MUTAHUS SBIISETCS OJHUM W3 Ba)KHEHIIMX

ACITeKTOB JICUCHUS peOCHKA C XPOHUYECKON O0JIC3HBIO MOYCK.

BOH, cBsa3annas ¢ 3a0ojeBaHUMEM, HMEET HECKOJbKO BO3MOXKHBIX MEXaHU3MOB: CHHUKEHHE
noTpeOJICHNUs THIIH, TOBBIIICHHE MOTPEOHOCTH B HYTPHEHTAX, YBEIMYECHHE TMOTEpPh HYTPUEHTOB U
HapylLIeHUE HX HWCIOJIb30BaHUS OpraHn3mMoM. Baxnas ponp B paszsutuun bOH, cBs3aHHON
3a0o0sieBaHMEM, MPUHAJJIEKUT BOCHAJICHUI0. BocnangeHue paccMarpuBaeTcs B HOBOM KayecTBE, TaK
KaK MOXET SBIATbCS npuumHOoM bBbOH, a Takke BHOCUTh BKIAQJ KaK OAWMH M3 MEXaHU3MOB
dopmupoBanus bOH. Bocnanenne MoxeT BIMSATh HA amleTHT U HapyllaTh YCBOEHHWE HYTPUEHTOB,
UTOTOBBIN 3(PPEKT 3aBUCUT OT TOTO, SIBISETCS JIM BOCHAIEHHE OCTPHIM (KJIACCHUYECKOE BOCIAJICHUE)

WJIM BSUIOTEKYIIMM XPOHUUYECKUM (MeTaBocnaneHue) [22].
[Tpuuunel BOH y nereit ¢ XbII:

o Ilioxoii anmeTuT, MOXKET OBITH CBSA3aH C U3MEHEHUSIMU BKYCOBBIX OIIYIICHHUH, MPUEMOM OOJIBIIIOTO
KOJIMYECTBA JIEKAPCTB, MPEANOYTEHHEM BOJIBI y JIETe C TMOJWypUEH; MOBBIIIEHUEM
HUPKYJIUPYIOMUX IUTOKUHOB, Takux Kak jentuH, ®HO-a (pakrop Hekposa omyxonu a), IL-1
(unTepneiikuH-1) u -6, KOTOpbIE ACHCTBYIOT Uepe3 TUIIOTANaMyC, BIUSS HA alleTUT U YyBCTBO
CBITOCTH.

e PBora, cBs3aHHast ¢ ractpo-330¢aragbHeIM PeQIIIOKCOM M 3a/I€P>KKOl OMOPOKHEHHS JKEIyaKa B
CBSI3U CO CHUIKEHUEM KIIMPEHCA MOJIUIIENITUAHBIX TOPMOHOB.

o Hapymienue aO0copOumuM HYTPHEHTOB IMTaHHs, CBA3AHHOE C YPEMHUYECKHUM IOBPEKICHHEM

HMHTCCTHHAJIBbHOTO OIIUTEINA U HAPYIHICHUEM MHKpO6HOMa.



o [Ipucoenunenue octpoii BOH B cBa3M C oSnu30maMuU  MHTEPKYPPEHTHBIX  WHMEKITHH,
XUPYPIUYECKUX BMEIIATEIbCTB U T.1.

e AccouuupoBaHHbIE KOMOPOUIHBIE COCTOSTHUS, BIMSIONINE Ha nuTanue |3, 23].

AHemus1 — yactoe ocioxHeHue y aereil ¢ XblI, pacnpocTpaHeHHOCTh KOTOPOTO yBEIMUYMBAETCS 10
Mepe MporpeccupoBaHusi 3a0ojieBaHMs. AHEMHs CBSI3aHA C PA3BUTHEM OCJIOKHEHUW, BKIIOUYas
YBEJIMYECHHUE YaCTOThl TOCTIMUTAIU3AIMN U CMEPTHOCTH, a Tak)Ke MPOrpeccupoBanus (aKTOPOB pUCKa
CEPIIEYHO-COCYIUCTHIX 3a00JIeBaHUM, TAKUX KaK Kak runeptpodus nesoro xkemymouka (ITDK) [24, 25].
OCHOBHOM TpPUUMHON aHEMHUHU SBISIETCS HapylleHue oOpaszoBaHus spurponostuHa (OI10)

nepuTyOyIsipHBIME PuOpoOIacTaMu KOpTeKca moyek [26].
[Tprnunnamu anemuu npu XbII y nereit sBnsroTcs:

1. Hapymenue w/unu nucperynsanust oopazoanus 110
2. Kenezonedunutheiii 3putpomnods (abcomoTHbiii Aehunut Fe, pynkumonansubii nedunut Fe,
HapyuieHue metabonusma Fe)

3. Bocnanenue u GIOKupOBaHUE Kejie3a TeNCUIUNHOM

4. XpoHHYECKHE TIOTEPU KPOBH (YacThie BEHEMYHKIIMH, TOTEPU B TEMOAMAIN3HOM KOHTYpE, MOTEpH
yepes JKKT, meHCcTpyalibHbIE TIOTEPH)

. YpeMust 1 OKCUTATUBHBIN CTPECC

. l'unepnaparupeos u muenopuodpos

. Jedunutueie cocrosHus (Butamun B12, ¢ponuenas kucnora, kapHuTuH, BUTaMuH C)
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. JlekapcTBeHHBIE CpeacTBa (MHTUOMTOPHI AHTMOTEH3MH mpeBpamatoniero ¢epmenta (MAIID),
HEIMPEeBEPKEHHOCTh K TEPaluyd aHEMUH, JIEKAPCTBEHHAss TOKCUYHOCTh, KPACHOKJIETOUHAs aruia3us

KOCTHOTO MO3Ta).

Cpenn Mexanus3moB pa3zBuTusi aHemuu npu XbII omumcan rencuanH-onocpenoBaHHBIM, KOTOPBIN
OJIOKMpYET JIOCTYIHOCTb eJjie3a Il 3pUTPOI033a Ha PA3IMYHBIX ATanax, oT abcopOuuu xeiesa

SHTEPOIMTAMHU JI0 BHICBOOOXKICHHS ICTIOHUPOBAHHOTO KeJie3a B KOCTHOM mo3re [27].

Hupkynupytromuit 110 perynupyeTr nponudepannio 3pUTPOUAHOIO POCTKA, ACHCTBYeT Kak (hakTop
pocTa, CIOCOOCTBYIOIMINA CO3PEBAHUIO APUTPONHTOB. [lepBuuHbIil cTuMyn mis skcapeccun IO -
runokcusi, oopazoanre DIIO TOBBIIAETCA TUMNOKCHS-HHAYIUOCIBHBIM (DaKTOPOM TPAHCKPHUIIIIUH,
koTopbiii kKoHTposupyeT reH D110. O6pazoanue D110 npu XBII cHmkaeTcs kak 3a cueT pa3pylieHus
nepuTyOyIsipHbIX (UOPOOIACTOB U HAPYLICHUS PETYISIUU MOYEYHOTO KUCIOPOJ - YYBCTBUTEIHHOTO
MEXaHHM3Ma, TaK M 3a CUeT HapylIeHUs TyOyIspHOW peaOcopOIMu HATpHsl B JIUCTAIBHBIX KaHAIbIaX
npu cumxennn CK®, koropoe siBisieTcst cUrHajioM i nonasieHus oOpaszoBanusi DI10. Yposenb
OIIO y nanuenToB ¢ XBII 00bIYHO HOPMAJIBHBIM WM HE3HAYUTENILHO YBEIUUYECHHBIN, HO Y MAallUEHTOB

¢ HopMasTbHOU (pyHKIIMElH ouek u anemuent ypoenb 110 nossimaercs ot 10 no 100 pas [28].

Pazsutne XbBII B neTckoM BO3pacTe MOKET IMPUBECTH K BBIPAKEHHOW 3aJ€pKKE KOHEYHOIO POCTa y
nanueHToB. YcraHoBieHo, yTto npu XbBII 3B-5 cr. orcraBanume B pocre umeer 50% nerei. [lpu
HesneueHHoi XbBII, o0ycnoBieHHON BpOXKIEHHOM MATOIOTHEH, 3a/IepKKa POCTa MOXKET HAOIIOIaThCsl B
TEUEHUE TMEPBbIX JABYX JI€T JXU3HU, TaK Kak NEpUOJl MIIaJieHUYeCTBa XapaKTepusyeTcs HauboJee

BBICOKOW CKOPOCTBIO pocTa. 3M0pOBbIE MJIaJIeHIbI AO0CTUraloT 50% poCTOBOrO MOTEHIMAala K ABYM



rogam >KU3HHM, TakuM oOpa3zom, XBbH B paHHemM Bo3pacTe MOXET OKa3aTh Ba)XHOE BJIUSHHE HaA
KOHEeUHbIN pocT. B nepuon ¢ 3 no 10 et HaOntonaercs npuOIU3UTENBHO MOCTOSIHHAS CKOPOCTh pOCTa
5-7 cm/roa. DTO, TMaBHBIM 00pa3oM, 3aBUCUT OT ropmoHa pocta (I'P) u ropmMoHOB HIMTOBUAHON
xenesbl. B mocnennue 2-3 roga mepea myOGepTaTroM CKOpPOCTb pOCTa MafaeT HENpONOPLHUOHAIBHO Y
6onbubix ¢ XBII. Hawyano myGepTaTHOro poCTOBOrO CKauka 3a/Jep)KUBAETCs, a €ro aMmIUIUTyAa

CHIKAETCsl, MPUBOJS K TAJIBHEHIIIEN IOTEpe POCTOBOIO MOTEHIMAIA.
[TpuumHbBI 3a1ep>KKK pOCTa MOTYT OBITH Pa3HOOOPa3HBIMHU:

e TEHETHUYEeCKHe PakTophl (POCT pOAUTENEH, 1O, CUHIPOMBI)

e HEIOHOIIEHHOCTH

e (pu3MUECKOe pa3BUTHE, HE COOTBETCTBYIOIIEE I'€CTAllMOHHOMY BO3pacTy

e HEOOXOJUMOCTh B MUHTEHCUBHOM TEPANUHU [IPU POXKJICHUU

e CONYTCTBYIOIINE 3a00JIEBAHUS (CUCmeMHAs namono2us, ceHemuyeckue cunopomwl: Lllumke, bapoe-
buona u I'annoyss-Moyama)

e Bo3pact Hayana XbII

e crenensb TspkecTd XBII 1 ocTarounoil PyHKIIMM MOYEK y MAalUEeHTOB Ha IUAIN3e

JCYCHUC TTIIOKOKOPTUKOWIAMHU.

Taxxe pakTopamu, BIHUAIOMIMMH Ha MPOLIECCHl POCTA, SABISAIOTCA: AeULIMT Oelika U KaJopuid, BOJHO-
AJIEKTPOJIUTHBIE TIOTEPU MPHU TOJUYPUU U COJIBTEPSIIONINX COCTOSHHUSX, METa0OJIMYECKU anuaos,

anemusi, MKH-XBII 1 pe3sucTeHTHOCTHh K TOpMOHAM, OMOCPEAYIOIUM pocT pedenka [29, 30, 31, 32].

Anabonunueckuii 3pdext I'P Ha ypoBHE TkaHel peanu3yeTcs yepe3 MHCYIMHONOA00HBIN (pakTop pocTa
1 (M®P-1). XBII — 310 cocTosiHre HEUYBCTBUTEIBHOCTH K [P, KoTOpoe Xapakrepusyercs nepuIiiuTom
¢ynkmonansaoro M®P-1 u3-3a cHmwkeHus skcrpeccuu penentopa I'P B opraHax-MuIeHsx, TaKux
KaK I€YeHb, U HaApYLUCHHs IepeAadynd curHayios penenrtopa ['P uepe3 fnyc-kunHazy2, sBistomencs
CUTHAJIBHBIM TpeoOpa3zoBaTesieM M aKTUBATOPOM MYTH TPAHCKPHUMIIMHU 5 U3-3a WHAYLHUPOBAHHOTO
BOCIAJICHUEM CYIIPEeCcCcopa IKCIPECCHH Tepeladll CUTHAIOB IIMTOKMHOB U TIOBBIIIEHHOW CITOCOOHOCTH
N®P B ycnoBusx wu3dbiTka MDP-cBss3piBatomux OenkoB [33]. CHuXEHUE TUIIOTAJIaMUYECKOTO
BBICBOOOXK/ICHHS TOHAJOTPONHUH-PUIIM3UHT TOPMOHA IPU YPEMUH CBSI3aHO C  (akTopaMu
WHTUOMpOBaHUSI — aHTuoTeH3uH Il W JeyeHue TIIOKOKOPTUKOMIAMHU, YTO MOXKET MPHUBECTH K
CHI)KCHHMIO LHUPKYJIUPYIOIIEr0 OWOAKTUBHOIO JIFOTEMHU3UPYIOLIEr0 TOPMOHA, THUIIOTOHAAU3MY U
CHI)KEHMIO pocTa B IybOeprarHoM nepuoae. B nHawyane mnonosoit 3penoctu mnpoduis ['P/UDP-1
AKTUBU3UPYETCS YBEIMUYECHHEM CEKPEIUU IMOJIOBBIX TOPMOHOB — 3CTPOTEHOB U TECTOCTEPOHA Yy
JIEBOYEK U MAJIBYMKOB, COOTBETCTBEHHO. Havano moiaoBoi 3penocTH 3aIepKUBACTCS Y MOJPOCTKOB C
XBII, nukoBasi CKOPOCTh POCTa OTCPOUCHA MPUOIU3UTENLHO Ha 2,5 roga. [IybeprarHbiii ckauok pocTa
3aras/ibIBaeT, YMEHBIIAETCS U CBSI3aHHAs C HUM CKOPOCTb POCTa, YTO OOYCJIOBJIEHO COKpallleHUEM
BpEMEHU pPOCTOBOTO ckauka. [lyOeprarHoe yBemmuenue pocta y xaereir ¢ XbBII cocrasmser
npubnusurenbHo 65 % or mybepratHOro ckayka pocta y 370poBbix gerei [34]. CiemoatenbHo,
orcraBanue B pocte npu XbII 00ycnoBneHo, r1aBHBIM 00pa3oM, MMOAABIEHUEM POCTa B 2-X MEPUOAAX:
MJIaJICHUYE€CKOM (KOT/Ia pOCT 3aBUCUT B OCHOBHOM OT (DaKTOPOB MUTAHUs) U yOepTaTHOM (3aBHCUMOM

OT MOJIOBBIX TOPMOHOB).



KrtoueBbim  paktopom dopmupoBanuss u mnporpeccupoBanusi MKH-XBII sBasieTrcs pasBuTue
He(pOCKIIepo3a 3a CYET CHUKEHHUS KOJIM4YecTBa (PYyHKIMOHUPYIOIIMX HEPPOHOB. Pesynbrar 3THx
M3MEHEHHMM: CHIDKeHHE OJKckpeunn @ocdopa ¢ MOUOHM, MOBBILIEHUE YpOBHSA (ocdaremun u
MOBBITIICHUE TIpOoayKIuu ¢akTopa pocta ¢udpodmactoB 23 (FGF23); cHmwkeHne cuHTe3a aKTHBHOMN
¢opmbl BuTamuHa D (KanbuuMTpuOia), CHIKEHHUE KOHIICHTPAIMM KaJlbLMsl KPOBH, IOBBIIICHHE
naparupeounnoro ropmona (IITD). IloBbimenune ypoBHs ¢ochopa U CHUKEHUE KaJbLMS KPOBU —
KJIIOYEBBIE MMYCKOBbIE (haKTOphl M3MEHEHHs ToMeocTa3a kocTHou TkaHu nipu XbBII. [Tapatupeonansiii
TOPMOH SIBJISIETCS] LICHTPAIbHBIM M BEAYLIMM B MEXaHU3ME PEryJALMN YPOBHS KaJbIUsl B OPraHU3ME:
HOPMOKAJIbIIUEMHUSI Ba)KHA JI1 OOECIEUEHHsS HOPMAJIbHBIX BHUTAIbHBIX (YHKIUH (TpEeXxae BCEro
CEpIIEYHO-COCYIUCTOM W  LEHTPalbHOM  HepBHOM  cucteM). JlnurenpHas  runepdyHKIUs
MapaImuTOBUIHON JKeIe3bl IPUBOIUT K €€ TUIEepTPOoPUH U THNepIia3uu ¢ GOPMUPOBAHUEM aJCHOMBI.
HenpeppiBHast CTUMYISALMS KOCTHOTO oOMeHa Ha (oHe rumepriapatupeosa BeleT K HapyLIeHHIO
MOJICTUPOBAHUS CTPYKTYpPbl KOCTH, HApPYLIEHUIO €€ MPOYHOCTH C MOCIEAYIOMUM (HOPMUPOBAHUEM
nedopmaruii u nepenomMoB. [IoMUMO TATOOTHYECKUX W3MEHEHWH KOCTHOW TKaHW MPHU BTOPHUIHOM
HEe(pPOreHHOM  THIEpIapaTupeo3e  pPa3BUBACTCA  TAaKO€  IMATOJOTUYECKOE  COCTOSHME,  Kak

KaJbUU(UKAIUSA COCYIUCTBIX CTEHOK, CTPYKTYp MHUOKap/Aa U pas3IMYHbIX MITKOTKAHHBIX CTPYKTYp
[35].

CoBpemennas konuenuusi naroreneza MKH-XBII Bkimtouaer B cebs TakKe CPaBHUTEIBHO HOBBIC
OHOMapKepbl, PETYISTOPBl U MEXaHU3MBI, TaKue Kak: gakrop pocra pudpodnactos 23 (FGF23) — onun
U3 CaMbIX pPaHHUX OHMOMApKEpOB; MENTHM, CEKPETHPYEMbId OCTEOKJIacTaMHU U OCTeoOIacTami,
KOTOPBIN perynupyeT metadbonusM GocdaroB u Butamuna D, Hanpsamyro uarudupyet cexpenuto [1TT;
peuentopel FGF23; Klotho (TpancmemOpaHHBI O€lnOK, HEOOXOAMMBIN AJI AaKTUBALMM pelenTopa
FGF23 B opranax-MuIlIeHSX: MOYKa M NapalldTOBUAHAs >kene3a); peuenrtop ButamuHa D (VDR);
KalbLIUNA-9yBCTBUTENbHBIN penentop (CaSR); ckiaepocTuH; cyOKapOOKCHINPOBAHHBIA OCTEOKAIBIINH.
IIpoBeneHHbIE HCCIIENOBaHUS Y JETEH M B3pOCIHBIX IOKa3alM IMOBbIIIEHHbIH ypoBeHb FGF23 B
CBIBOPOTKE KPOBHM M MOBBILICHHYIO dKcrpeccnto FGF23 B xocTax Ha panHux cramusx XbII, xorma
ypoBeHb (ocdopa, kampuuii u [ITT ocrarorcsa eme B npeaenax Hopmel [36, 37, 38, 39, 40]. FGF23
MOXHO CUMTaTh YYBCTBUTEIBHBIM CKPMHHUHIOBBIM TecToM sl BbisiBieHUss MKH-XBII nHa pannux
sranax. Jlebunur kanpuuTpuosna takxke ctumynupyer cekperuto IITI wepes aktuBanuioo VDR B
MapaluTOBUIHBIX XKelle3aX U KOCBEHHO CIIOCOOCTBYET Pa3BUTHIO TMIOKAIBIIMEMHH, KOTOpas SBJISETCS
elle OAHUM CUJIbHBIM cTUMYIOM s cexkpeunu IITT [41, 42]. CHUKeHHME KOHIEHTPAIIMU KaJblUs B
CBIBOPOTKE TaK)X€ MOLIHBIN cTuMyd s cekpeuuu IITI, 4ro, cBsA3aHO CO CHMIKEHHOM JKCIpeccuen
CaSR B kinerkax mapamuToBuIHbIX Xkene3 [43]. Croitkasg runopeakTuBHOCTH VDR u cHuxkeHue
skcnpeccun CaSR mpUBOIAT K TUINEPIUIA3WM MAPANIUTOBUIHBIX IKEJIE3 W Pa3BUTHIO TPETHYHOIO

rurepnaparupeosa [44].

[Taropuzmonornueckne acrnexktel MKH-XBII mpencraBieHbl CIOKHBIM — KacKajoM COOBITHM,
BKJIFOYAKOIIMX B3aMMOJICMCTBUS TIOYKH, MAPAIIATOBUIHON MKEJE3bl, KOCTH, KUIICYHUKA, CEPIACYHO-

CcO CYI[HCTOﬁ CHUCTEMBI.

Crneunduueckue acnekThl KOCTHOTO MeTalolM3Ma y JIeTed BKIIOYAIOT HE TOJBKO HEMPEPHIBHOE
KOCTHOE PEMOEIMPOBAHUE, COYETAIOIIEe IMPOLECChl OCTEOOJaCTHUECKHEe M PE30pPOTHUBHBIE, HO U

HerepBIBHBIﬁ BBICOKOI[I/IHB.MI/I'-IHHﬁ npouecc MpOAOJIIBHOTO PpOCTa CKCJICTA A0 3aKPLITHUA pOCTOBOfI



MJIACTUHKHM, YTO CYIIECTBEHHO YCJOXKHSET MOHMMAHUE MHMHEPAIBHOTO M KOCTHOTO TOMEOCTa3a y
pedenka ¢ XbII. Hapymenune pocra pedenka — ogHo u3 ocHoBHbIX nposiBaeHuit MKH-XBII. I1pu atom
JOCTHKEHHE HOPMAJIBHOTO KOHEUHOTO POCTA SIBJISIETCS CEPhE3HON MPOOIEMOM sl KaXKI0TO MalMeHTa
¢ XBII.

B pazsutuu KBb y nereit ¢ XBII urpatot posb kak TpaAULMOHHBIE (PaKTOPbI PUCKA, TaK U (PAKTOPHI,
00yCIOBJICHHBIE CHIDKEHHEM TMouedHor (yHKIMU. K mepBeIM OTHOCSTCS apTepHalibHAsl TUTIEPTEH3US,
TUTIOMHAMUS, OKUPECHHE, TUTIEP- U JUCIUIHUIEMHUs, HapYIIEHUs YIIIEBOAHOTO OOMEHA; KO BTOPHIM —
aktuBauus PAAC, napymenuss ¢ochopHO-KanbUueBOro oOMEHa, XpPOHUYECKOE BOCIAJICHUE,
SHAOTENNANbHAS TUCPYHKIIMS, OKCUATUBHBIN CTpecc, TUIEPBOIEMHUS BCIEICTBUE 3aI€PKKU HATPUS U

BOJIbI, aHemus [12, 45].

OcnoBHbIM (hakTopoM nporpeccupoBanusi XbIl u KBbB sBnsercs aprepuanbhas runeprensus. Al
BO3HMKAET BCJIEJICTBUE IMOBBIIMICHUS COCYIMCTOTO TOHyca (demy cmocoOctByeT aktuBanus PAAC,
OKCUJATUBHBIA CTpecC, MPOBOCHAIUTEIbHBIE IIUTOKUHBI, MPOBOLMPYIOIIUE SHIOTEIHAIBHYIO
muchynkuuo) u ysennyeHuss OLIK (k ueMy npuBOOUT 3ajep:kKa HaTpusi U BOJbI, OOYyCIIOBIIEHHAS

3aboseBanneM nouyek u/minm aktuparuein PAAC).

Hapymenus ¢ocdopno-kanabuueBoro oomena npu XBII (runepnaparupeos, runepdocdaremus,
noBeimieHue ypoBHsi FGF23, ocTteokanpliiHa, a TakKe CHHKEHHE AKTUBHOCTH WHTHOUTOPOB
KaJIBIIU(UKAIIMN) CHOCOOCTBYIOT PEMOACIMPOBAHUIO COCYAWCTOM CTEHKH: YTOIIICHUIO WHTHUMBI-
Meauu, Gpuoposy, a 3aTeM KaJbIMHO3Y MBIIIEYHOTO CII0S CTEHKU apTepuil (B TOM YHCIIe KOPOHAPHBIX),
runeprpopuun U KaiabuuHO3y Muokapna JDK. B pesynprare pemopenupoBaHUS CHUYKAETCSA
AJIACTUYHOCTh apTepUil U HUX CIOCOOHOCTh CMATYaTh MYIbCOBBIE KOJIEOAHMSI CKOPOCTHU KPOBOTOKA,
MOBBIMIAETCS MX KECTKOCTH (stiffness), yBenmunBaeTcss CKOPOCTh PACIPOCTPAHEHUS MTyIECOBOM BOJTHBI
[46]. HapacTanue mepudeprudeckoro COCyIucToro COnpoTuBiIeHus ycyryomser Al, koTtopas B CBOIO
ouepenb MPUBOAUT K JAJbHEWIIEH NMEPECTPOMKE MBIIIEYHOIO CJIOS apTepUid U MPOTPECCUPOBAHUIO

rUnepTpoPpuu MUoKap/a.

I'unepTpodusi MUOKapaa aCCONMUPOBAHA CO CHI)KEHHEM TUIOTHOCTH KalTWJLISIPOB, YTO CIIOCOOCTBYET
umemud. MmeMust mpoBOIMPYyeT anonTo3 MHOKAPAUOIMTOB, HAKOTUIEHHE MEXKKIIETOYHOTO MaTPUKCa U
¢ubpo3 MUOKapaa, 4To, B CBOIO O4epelb, ycyryomnseT umemuro. ['uneprpodpun u ¢pubposy muokapaa

CIOCOOCTBYET TaK)Ke MOBBIICHHBIN YpOoBeHb aHTHOTeH3UHA I u anpaocTepona [47].

I[lo wmepe mnporpeccupoBanusi XbII BeleykazanHble HapylmieHUs: yCyryONstOTCSl, JOCTHUTas
MAKCHMAaJIbHOM BBIPA)KEHHOCTH Ha JUAIIM3HOW CTaauu. [[MuTenbHOE, CUMHEPTrHYECKOE BO3JIEHCTBUE
(akTOpOB pUCKa MPUBOIAT K BBIpaXeHHOW rurneprpoduu u/unu aunarauuu JDK, auacronuueckoi, a
3aTe€M U CHUCTONMYECKOW nuc@yHkuuu. Bo3HHMKaeT HEJOCTAaTOUHOCTh KPOBOOOPAIICHHUSI, 3HAYUTEIBHO
BO3PACTAET PUCK HAPYILICHUM CEPACYHOTO PUTMA, UIIEMUYECKUX aTaK, KOTOPBIE B UTOTE MOTYT CTaTh

npuynHoi cmeptu pedenka ¢ XBII 5 ct. [12, 46].



1.3 Dnuaemuosorus 3a60J1gBaHnﬂ WJIM COCTOSTHMS
(rpynnbl 32001€BAHUMA UJIA COCTOSTHUI)

B nureparype nmansHele o pacnpoctpaneHHOCTH XbBII cpenu nereit HemMHoOrouwciieHHbL. VcThHHAs
yactota XBII B neTckoM BO3pacTte HE WM3BECTHA, MOXKET JocTurath 1% B gerckoil momynsuuu [48].
Heonaranbnast XBII BcTpeuaercs npumepHo y 1 u3 10 000 >xMBOpOXKIAEHHBIX, TOTNAa KaKk 4acToTa
TEPMUHAIIBHOW CTAJHHU B 3TOM BO3PACTE COCTABISAET OKOJIO 7,1 Ha MHJIJIMOH BO3PACTHOI'O HACEJICHMS
[13]. B paznmuunbix crpanax mupa XbII Bapeupyer ot 2 1o 16 Ha 1 MJIH. IETCKOrO HACEIEHUS/TO.
Bonpiias gacte geteit ocraercs 0e3 AuMarHosa J0 B3pOCiOro Bo3pacrta. [1o maHHBIM HallMOHAJIBHBIX
peructpoB: yactora nerei, Hyxparomuxcs B 3IIT or 9-10 HOBBIX ciydaeB Ha MIIH. JETCKOTO

HaceneHus B rof (BenukoOpurtanus, ABctpanus u Hosast 3enanaust) no 15 — B CIIIA [15, 49, 50].

12591 neteil ¢ mompaBKOW Ha BO3pACT, MOJI U PACOBYIO / 3THUYECKYIO NMPUHAAIEKHOCTh. CpenHuii
Bo3pact aereit ¢ XbII coorBercTBoBan 6 (1-13) romam. Yacrora BcTpewaeMoctu y Aeteit 10 1 roga
cocraBwia 20,2%, B Bo3pacre 1-3 ner — 17,8%, 4-6- ner — 12,0%, 7-10 ner — 14,8%, 11-14 nmer —
15,2%, 15-17 net — 19,9%. ITpu s3tom XBII 1-2 ¢t quarnoctupoBana y 20,0% mnamuentoB, XbII 3a u
36 ct. —y 9,1% u 4,0%, XBII 4 ct. — B 1,5% cnyuaeB, XBII 5 ct. (6e3 nuanuza) — 0,7%. B 64,7%

cinydaeB nuarHoctupoBana XbII ¢ HeyTouHeHHOU cTraauei [S1].

Pacnpoctpanennocts XBII y neteit B ctpanax EBpomnetickoro Cotro3a konednercst ot 55-60 mo 70-75
CllyyaeB Ha MWUIMOH HaceneHus B Mcmanum w Wtanuu, B 3aBUCHMOCTH OT KIMHHYECKOTO
onpeaenenust XbII, koropoe UCnoap30BaIOCh B KaXJI0M uccienoBanuu [15]. Mexay TteM, B cTpaHax
bmmwxaero Bocroka (Kyseiit) u FOro-Bocrounoit Asum (bpyneii-JlapyccanaMm) pacnpocTpaHEeHHOCTh
XBII 3HauuTenbHO BhIIe U cocTaBisieT 329 u 736 ciaydaeB Ha MHIIMOH Hacenenus [15, 52]. Tlo
naHHeIM CepOCKOro menuaTpuuecKkoro perucrpa pacrpoctpaneHHoctb XbBII 2—-5 cr. cocrasnser 96,1
ClydaeB Ha MWUIMOH HaceneHusa [53]. Bwicokas pacnpoctpaneHHocTh XBII B crpanax bawxHero
Bocroka u Oro-Bocrounoit A3un MOXeT ObITh 00BsSCHEHA OOJBIINM KOJIMYECTBOM HACIIEICTBEHHBIX

3a00JIeBaHUI B OTHOI CEMBE.

PazButne TepmunanbHOM ctamun XbII B qeTckom Bo3pacTe ObUTO CTAOMIBHBIM B TEUCHUE MOCIECTHUX
30 et BO BceM MUpPE, HO pacpOCTPAHEHHOCTh YBEIMYMBAJIACh BMECTE C YACTOTOM CIIydaeB Avain3a u

PELUIIMEHTOB IOYEYHOTI0 TpaHCcIuIanTara [8, 54].

PacnpoctpanenHoctr u 3a0omeBaeMocth XBII 1-4 cr. y gnereit PD He ycraHoBieHa.
Pacnipoctpanennocts XBII 5]] cocraBnser 20,2:1000 000 nacenenus. Ha 31.12.2015r B P® 6wuio
3apeructpupoBano 626 aereit, nonyuatomux 31T (nepuroneansusiii nuanuz (I1/1), remoauanus (I']),
tpancruiantamus nouku (TI1)): ma I'J[ — 6,06 manmenTos/miH. aerckoro Hacenenwms, mis 1] — 5,0

MaIMEeHTOB/MITH., /IS TPAHCIUIAaHTAIMHU oYKy — 9,13 marmenTta/MiH. [55].

BrisiBnenue u peructpanus MEXIyHApOIHBIX JaHHBIX 00 smuaemuoioruu gerckoir XbBII sBrsercs
cnoxxHou 3amaueit. Coobmraemoe konuuecTBo Aeteit ¢ XbII, BeposTHO, 3aHMKEHO, TTOCKOIBKY paHHUE
cTaauu 3a00JeBaHus OOBIYHO MPOTEKAIOT 6eccuMnTOMHO. KpoMe Toro, MoXeT UMeTh MECTO HEMOJTHOE
MPEeIOCTaBICHNUE JIaHHBIX U3-3a JAeQUUUTa MEIULIHUHCKUX YCIyr B pailoHaX C OTrpaHUYCHHBIMU
pecypcamu. B pesynbrare TpyaHO CpaBHUBaTh nokazarenu aerckod XbII Bo Bcem mupe u3-3a

pa3Hoo0pa3us TOCTYIHBIX PECYpCOB 3paBOOXpaHEHUs Kak st yxona 3a aetbmu ¢ XbII, Tak u s



OTCJIC)KMBAHUA U c6opa TOYHBIX HOMYIIAIHWOHHBIX HJAHHBIX W HCIIOJb30BAHUSA PA3JIMYHBIX OIMMCaHUM.
KpOMe TOrO, OHy'6.HI/IKOBaHHa}I I/IH(i)OpMaIII/IH YaCcTO OCHOBAHAa HA OTYUCTAX M3 KPYHHLIX CIIPABOYHBIX

OCHTPOB, U HCACHO, ,Z[GﬁCTBHTGJII)HO JIX OTU JAHHBIC OTPAXKAr0T IMOIIYJIIIIMMOHHBIC PHUCKH.

[TonmynsunonHsie OuLEHKUM yMmepeHHOW u Tskenod XbII wnm TepMuHaNIBHOM CTaguM TOYEYHOU
HE/JI0CTAaTOYHOCTH Yy JETei, KOTOpeM Tpelyercs 3amecturenbHas mnodeyHas tepanus (311T),
pacCUMTHIBAINCH MO CPEAHEH ToloBOW 3a001€BAEMOCTH HAa MMJUIMOH BO3PAaCTHOIO HACEJIEHUS U
BapbUPOBAJIU CICTYIONIIM 00Pa3oM:

* EBpona — 11,9 ciryuyaes
* Jlarunckas Amepuka — ot 2,8 1o 15,8 ciyyaes.

*B cTpanax Adpuku k ory ot Caxapsl, Tie pecypchl 3ApaBOOXpaHEHUs] Haubosee OrpaHUueHbl, ObLI
OTMEUYEH CaMblii HH3KHM OMyONnuMKOBaHHBIM ypoBeHb XBII 1o pesynasraraM OJHOIICHTPOBBIX

uccieaoBaHui u kosebancs otT 1 1o 3 ciaydaes.

[IpencraBnennsie gannbie o pactpoctpanennto XbII, Tpedytomeit ucnons3oBanus 3I1T, Bappupyer
u3-3a pazHoro ypoBHs poctynHoctd 3IIT nns nmerelr B crpaHax, mpeacTaBuBLIMX oTueThl: HoBas

3enanaus — 18 cinyuaes, CIIA — 15,5, 3anagnas EBpona u Ascrpanus — 9,5, Poccust — <4 ciiyuaes.

PacoBble, mosioBble U Bo3pacTHble pa3anuuda. Jlanueie peectpa CeBepoaMepUKaHCKUX
neauaTpUUeCcKUX UcclieoBaHu nmoyek u copmecTHbIX uccienoBanuii (NAPRTCS) u peectpa auanusza
u TpaHcmiantauuu ABcTpanuu W Hooit 3emanauu cooOunu o nossiieHHOM pucke XbBII y

OTHUYECKUX MECHBIIIMHCTB.

B Cesepnoit Amepuke uvacrora XBII y adpoamepuxaHiieB B JBa-Tpu pas3a BbIlIE, YeM Yy JeTel
eBporeouiHoM packl. B ABcTpanuu u HoBoii 3enananu et KOPEHHOM HAIMOHAIBHOCTHU (HampUMep,
abopurensl © Maopu) umeroT Oosee Bbicokui puck OIIIl m mexoropeix TumoB XbBII. Tlokasarenu
TepMuHaIbHOU cTaauu XbII cpeny KOpEeHHOro HACENEeHUs 110 CPAaBHEHUIO ¢ HEKOPEHHBIM HACEIECHUEM

AHAJIOTMYHBI B BO3pacTe 10 14 jeT, HoO 3HaYUTENBHO BO3PACTAOT nocie 15 er.

VY adpoamepukaniieB renotun anonunonporernHa L1 (APOL1) MoxkeT 00bACHATh OBBIIIEHHBIN PUCK
XBII. I'enotun Boicokoro pucka At APOL1 (romo3urotssiii o amiensm pucka «Gl» nmu «G2» unun
rerepo3urotHocTu coeanHeHus: G1G2) cBsi3aH C MOBBIIMICHHBIM PUCKOM Pa3BUTHs [JIOMEPYISPHOU
001e3HU, 0COOCHHO (oKaIbHO-CerMeHTapHOro moMepyinockiepoza (PCI'C), mo cpaBHEHUIO C
TAaKOBBIMM C T'€HOTHII HM3KOro pucka (uMeromuid 0 wnm 1 amnens pucka). B o0bearHEeHHOM aHanu3e
Xponnueckoit 6one3nu nouek y aeredt (CKiD) m Cetn uccrnenoBanuii HepOTUYECKOTO CHHIPOMA
(NEPTUNE) 104 neteii ¢ mmomepyssipHON 00JI€3HBIO U apOaMEPUKAHCKUM MTPOUCXOKICHUEM, JCTH C
TCHOTUIIOM BBICOKOTO PHCKa HCHBITalK Ooyiee OBICTpOE CHUXKEHHE (YHKIHUU TOYEK C TEUYCHHEM

BPCMCHHU I10 CPABHCHUIO C rpynnoﬁ /:[eTeﬁ C I'CHOTUIIOM HHU3KOI'O pUCKaA.

3aboneBaeMocTh U pacnpocTpaHeHHOCTh XBII y nmereit Beimie y auil My»ckoro moja. [ToBeIeHHbBIN

puck XbBII y MyXuyuH cCBs3aH C 0Oojiee BBICOKOM 4YacCTOTOW BPOXKJICHHBIX aHOMAJIMM MOYEK U



moueBbiBomsAmMX TmyTted (CAKUT), Bkmtodyas OOCTPYKTHBHYIO YpOMATHIO, AUCIUIA3HIO TIOYEK,

TUIIOIIIA3UIO ITOYCK U CUHAPOM CIIMBOBOTO JKHMBOTA.

[Manmentsr ¢ XbBII obpamiatorcs 3a momoIbio B ASTCTBE. B 0a3ze JaHHBIX XPOHUYECKOW MOYCUHOU
HepoctarouHocTH (CRI) NAPRTCS, xotopas comepxut cBeaenus o 6onee 7000 marmentoB ¢ XbII,
BO3pACTHOE pacmpenesienne Ha MoMeHT BbisBieHUs: XbII 6110 cneqyromum: <12 mecsitie — 15%, ot
12 no 23 mecsueB — 5,2%, ot 2 1o 6 net — 15,7%, ot 6 no 13 met — 32,1%, ot 13 no 18 mer — 28,3%,
ot 18 mo 21 roga — 3,7%.

Onurcarp maroreHe3 JaHHOTO COCTOSIHUSI HE MPEICTABIISIETCS BO3MOXKHBIM, MMOCKOIbKY XbBII siBisercs
MCXOMIOM JII0O0TO TOYEYHOTO M BHEIMOUEYHOro 3aboneBanus, a GopmupoBanue XbII mpoucxoaut B

paMKax MmarorcHelda NpeaAcCTBYOucro 3a00JIeBaHus.

Yacrora BOH cpenu aereii ¢ XBII 5 cT. mmupoko pacnpoctpaneHa u Bapbupyet ot 20 g0 80%. It0
MaTOJIOTMYECKOE COCTOSIHUE BENIET K MOTEPE MBIIIEYHON MACChI, )KUPOBOM MACCHI, 3aMEIJICHUIO pOCTa
CO CHMXEHHEM BEJIMYMHBI KOHEUHOTo pocta [56]. IlpubnusurensHo y 40% nereil ¢ TepMUHAIbHON
craaueit XbII umeroT MEeHbIIUKA KOHEYHBIH POCT (HHMKE TPEThEro MEPUEHTUIIS]) MO CPABHEHHUIO CO

3I0POBBIMHU JIFOIBMH TOTO K€ BO3pacTa M Moja KOHTPOJIbHOM rpynibl [57, 58].

JlaHHBIE MHOTOIIEHTPOBBIX MCCIIEOBaHUN MOKa3bIBatOT, yTo y 73% nereii ¢ XbII 3 cr., 87% — 4 cT., n
93% — 5 ct. amarnoctupyercs anemus (NAPRTCS) [59].

Hapymenue pocta, BcTpevaromeecs y 35% nereit ¢ XBII 2-4 ct. sBnsiercss Haubonee TpyaHON IS
JICUEHUS U caMOW cepbe3HOM rncuxosnoruyeckoit npodiemoit [5]. [lo nanueim J.Harambat et al., 43%
MaIMEeHTOB C TePMHUHAIBHOUN cTaauei modyeunon HepoctatouHoctd (ESRD) B mercTtBe He gocTuraror
HOPMaJILHOTO pOCTa B3pocioro yemnoBeka [58]. bomee Toro, peanpHoe HazHaYeHHE comMarponmuHa™**
netsim ¢ 3anepxkkoil pocta ¢ XbBII weBenuko [60]. Ilo nanubiM peructpa CKiD y gereit ¢ HU3KUM
pPOCTOM A0 TPAHCIUIAHTAUMU BPEMS BBDKHMBAHUS TPAHCIUIAHTATA TOCJE TPAHCIUIAHTAMHM TMOYKH Ha
40% wmenbiie [61].

AptepuanbHas runeprensus (Al') peructpupyercs, B 3aBUCUMOCTH OT ctaguu, y 40-80% nereii ¢
XBII, ¢ MakcuMallbHOM pacIpOCTPAHEHHOCThIO cpeau manueHToB Ha 3IIT. B »Toil ke momymsinuun
Yale BCETO BBISBISIOTCA TaKMEe MapKephl KapIHOBACKYISIPHOU OOJE3HM, Kak TUNepTpodus MUOKapaa
JIK (mo 92%), yTonilieHne MUHTUMBI-MEIUU BHYTPEHHEW COHHOU apTepuu (10 89%), kanpuudukanus

KopoHapHbIX aptepuit (0 20%) [10, 12, 46].

ITo nanueiM EBpormeiickoro obmecTBa aeTckoi Hedposiaoruu.u EBponeiickoi moueuHoi accoruanus —
EBponeiickoit  accommanuu  auanuza u - TpaHciiantonoruu  (ESPN / ERA-EDTA),
pacnpoctpaneHHocTh neauarpuueckoit 3IIT B 2012 romy B EBpome coctaBuna 27,9 ciydaeB Ha

MUJIJIMOH HacesieHus [62].



1.4 Oco0eHHOCTH KOAUPOBAHHUSI 3200/ 1€ BAHUSA WJIH
COCTOSIHUA (IPynnbI 3200J1eBAHUN UJIU COCTOSHUN) 1O
MexayHapOAHOH CTATHYECKOH KJIACH(PUKALMH
0oJ1e3Hel U NPo0JieM, CBI3aAHHBIX CO 310POBbEM

B MexnaynaponHoit  craructudeckoi — knaccudukamuu  6omesneir  (MKB) 10 BHeceHsl
COOTBETCTBYIOIINE U3MEHEHHUSI, KaCaIOLMECs 3aMEHbI yCTapEBILIETO TEPMUHA «XPOHUUYECKAs MOUYEeUHAast
HEJ0CTaTOYHOCTh» Ha TEPMHH «XpOHHUYEcKas Oosne3Hb mouek» (kox N 18.1), a Takke KoAMpOBaHUs

XBII. B nactosiiee Bpems amnst o6oznadenus craanii XbII cnenyer ucnonb3oBars komabl N18. 1-N18.5.
N18.1 — Xponuueckas 607€3Hb TOUEK, CTagus 1

N18.2 — Xponuueckasi 007€3Hb MOYEK, CTAUS 2

N18.3 — Xponuueckasi 601€3Hb 1ouek, craaus 3 (3a u 36 craaun).

N18.4 — Xponuueckas 607€3Hb NOYEK, cTagus 4

N18.5 — Xponuueckasi 607€3Hb MOYEK, CTAAUA 5

N18.9 — Xponuueckas 607€3Hb TOUEK C HEYTOUHEHHOM cTajueit

Jlns KomupoBaHUs 3THOJIOTHYECKOTO (pakTopa (Oone3Hn, mpusenmen Kk pa3puTuio XbII) momkHBI OBITH

UCIIOJIb30BaHbl cooTBEeTCTBYIOIIME KOJibl MKbB-10 B nononnenue k ocHoBHoMy kony XbI1.

B cnyuasx moarotoBku k 3amectutenbHor mouedHor Tepamuu (3I1T), kog XBII C5 craguu (N18.5)
HEOOXOUMO JOMOTHUTE Komamu Z49.0-Z49.2.

749.0 — [ToaroToBUTENbHBIE MPOLEAYPHI ISl MPOBEACHUS AUan3a (COCYAUCTBIN AOCTYI
JUIsI TEMOJINAIN3a, IEPUTOHEAIbHBIN KaTteTep) (IIPU COCTOSHUAX NPU

XBIT N18 (N18.4; 18.5))

7Z49.1 — DKCTpaKkopropaIbHBIN U3 (TeMOIUATN3, TeMOAUa(IIBTpaIIus))

749.2 — Jlpyroi Bua auanusa (MepuTOHEATbHBIN TUATTU3)

B nononnenne x xomy XBII momkHbl OBITH MCIOJIB30BaHbI coOoTBeTCTBYIOMME Kojabl MKbB-10 s

KonupoBaHus ocinoxHeHun XbII u accounmpoBaHHBIX COCTOSHUM:

D63.8 — AHeMust pu APYTUX XPOHUUECKUX OOJIE3HAX, KITACCH(PUITMPOBAHHBIX B IPYTUX PyOpHKaX
E21.1 — Bropuunslii rutieprapaTupeos, He KJIacCu(PUIMpoBaHHBIN B APYTUX pyOpHUKax

E43 — Tspxenas O0eakoBo-3HEpreTuyeckas HeZJOCTaTOYHOCTh

E44.0 — Ymepennas 6e1K0oBO-dHEPTreTHUECKAsE HEAOCTATOYHOCTh



E44.1 — Jlerkast 6enkoBO-3HEpreTuyecKas HeJJoCTaTOYHOCTh
E45 — 3anepxka pa3Burtus, o0yclioBIeHHas OETKOBO-2HEPTETUYECKON HEJIOCTaTOYHOCTHIO

e AnMMEHTapHas: HU3KOPOCIOCTh (KapIMKOBOCTBH), 3aJ€pKKa pOoCcTa

e 3anepkka (GU3MUECKOTO pa3BUTHUS BCIEACTBUE HEIOCTATOYHOCTH MUTAHUS

E46 — benkoBo-3HepreTHyecKkas He10CTaTOYHOCTh HEYTOUHEHHAS

E83.3 — Hapymenue oomena ¢ocdopa

E83.5 — Hapymienue oOMeHa KambIus

E83.8 — Jlpyrue HapyuieHuss MUHEpaJIbHOTO 0OMeHa

E&7.2 — Aunnos

E87.5 — I'mnepkanuemust

E89.2 — I'mnonaparupeos, BO3HUKIIHUMI IIOCIE MEAULMHCKUX POLENYD

[15.1 — T'unepren3us npu Apyrux 3a00JI€BaHUIX TOYEK

[43.8 — Kapauomuonarusi mpu Ipyrux 00Jie3HIX, KIaCCUPUIIMPOBAHHBIX B IPYTUX PyOpHKax

N25.0 — IToueunast octeogucTpodus



1.5 Knaccudpukanust 3a001€BaHust MM COCTOSTHHSA
(rpynnsl 32001€BAHUMA UJIA COCTOSTHUI)

Kpurepun auarnoctuku u onpenenenus craguid XbII y nereit anantuposansl B 2012 rony KDIGO
[6]. Kputepuu XBII npencrasnensr B Tabmure 1.

Tabnuua 1. Kpurepun onpenenenust XbII (ecau o6a coxpanstorcs 6oiee 3-X MecCIeB)

Mapkepbl rnoBpexaeHus AnbbyMUHYypua (CKOpPOCTb 3KCKpeuun anbbyMumHa ¢ Mo4doi =30 Mr/cyT; oTHoweHue An/Kp mMoum
novek (1 n 6onee) >30 mr/r [=23 mr/mMmonb])

MN3MeHeHMst ocafka MouM (M30/MpOBaHHas MUKpoOreMmMatypuss C HapyleHueMm Mopdoaorum
3pUTPOLMTOB (@HM30UMTO3) NpU NoBpexaeHnn 6asanbHON MeMbpaHbl Kyb04YKOB; 3pUTpoLUNTapHbIE
LUMAMHAPBLI Npy nponundepaTMBHbIX hopMax rioMepynoHedpuToB, NenKkounTapHble LUAUHAPbLI NpU
nvenoHedpuTe WMAN WHTEPCTULMANBHOM HedpuTe; OBasibHble XMPOBble Tenbla WU >XWUPOBble
UMAMHAPLl MPU MNPOTEUHYPWUUN; TPaHYNsipHble UWAVHAPbI W KNETKWM MOYeYHOro KaHalbLeBoro
3NUTENUS NPU MHOMMX NapeHXMMaTo3HbIX 3aboneBaHnsx (Hecneunduyeckne npusHakm))
DNeKTPONUTHbIE W ApYyrne HapyleHus BCAeACTBME KaHanbueBoW AUCHYHKUMM  (MOYeYHbI
KaHanbLeBbl aumao3, HedpOreHHbli MOo4YeyHbli HecaxapHbln anabet, cuHApPOM ®aHKOHM,
LMCTUHO3,1 Ap.)

IvcTonornyeckne n3MeHeHus

CTpYKTYpHble HapylleHus npu Bu3yanumsauupyowmx Mmetogax uccnegosanus (Y3U, KT n MPT c
KOHTPACTHbIM yCU/IeHneM nnmn 6e3, N30TonHble MeToAbl, aHrnorpadus)

TpaHcnnaHTaums NoYyku B aHamHese

CHuxeHne CK® CK® <60 mMn/mMuH/1,73 M2 (kaTeropun CK® C3a-C5). CK® <15 mn/mun/1,73 M2 (C5) pacueHusaioT
Kak noyeyHasi HeOCTaTOYHOCTb

Camkenne CK® MOXHO BBIIBUTH C ITOMOIIBIO COBpeMEHHBIX (opmyn mig pacueta CKD nHa
OCHOBAaHHUM CBHIBOPOTOYHOIO KpeaTMHHWHA Wiau muctatuHa C, HO HE TOJBKO IO OJHOMY U3 ITUX

moKasareineu

Cnenyer MNOAYEPKHYTh, YTO KPUTEPUU «IIPOJOJDKUTEIBHOCTh >3 MeECsleB» HE NPUMEHUM K
HOBOPOXKJEHHBIM WJIM MJaJ€HIIaM B Bo3pacTe <3 mecsdleB, Takke Kak u kpurepuil «CKO <60 mn/
mun/1,73 M%» He MPUMEHHM K JeTSAM B BO3pacTe <2 JIeT, y KOTOPBIX CIEAYeT NPHMEHSATh 3HAYCHMS,
COOTBETCTBYIOIIME BO3pacTy. OO0l 6eI0Kk B MOUe / IKCKpeIus albOyMrUHA ¢ MOYOM BBIIIE MPECIIOB
HOpPMAaJIbHBIX 3HAYEHHUH IJI1 COOTBETCTBYIOIIETO BO3pacTa MOXKET OBITh 3aMEHEH Ha ajJbOyMUHYPUIO
>30 mr/244. Bce »meKTpoNUTHBIE HapyILIEHHs y JIeTed JOJKHBI pacCMaTpHUBATbCS C TOUKU 3pPEHUs
BO3PACTHBIX HOPM.

Baxnocte knaccuduxanuu XBII 3akmiodaercss B CleQyOMMX NPEUMYIIECTBAX: €€ KOppeyslus ¢
TaKMMH HUCXO/IaMHU, KaK MpOorpeccupoBaHue 3a001eBaHus, PUCK CEPJICUHO-COCYIUCTHIX 3a00JIE€BaHUN U
CMEPTHOCTh OT BCEX NMPUYMH; U BO3MOKHOCTh TEPAIIEBTUUECKUX BMEIIATENILCTB HA PAHHUX CTaUAX
OoJIe3HH I 3aMeJICHUs] €€ MPOTrPECCUPOBAHUS M YITyUIlIEHUsI Ka4ecTBa KHU3HU U BBDKUBAEMOCTH [0,
63, 64, 65]. Ha HauanbHOM 3Tarne HeoOXOUMO OLIEHUTh HAIMYME MAapKEPOB MOYEUHOTO OBPEKICHUS,

a B panpHeiieM onpenenuth ctaanto XbII mo CK® u crenenp anb0yMuHypun/poTeHHYPHUH.

IIporpeccupoBanne XBII omnpenensiercs Ha ocHoBaHuM BenuunHbl CK® (ctagus C) um ypoBHsA
ansOymunypuu (craaust A) (Tabmuua 2, Tabnuua 3). Ypoenr CK® ompenensercs Ha OCHOBaHUU
KOHIICHTPAIIMM KpeaTMHWHA WK muctatuHa C B CHIBOPOTKE. YPOBEHb allbOyMUHYPUH OIPEACIISCTCS
Ha OCHOBAaHWU COOTHOILIEHHS albOyMUH/KpEaTHHMH B pPAa30BOM MMOPLUMM MOYM WIU CYTOYHOU
IKCKperuu anbOoymuHa ¢ Modoiu. [Tomusiii auarno3 XbII comepkuT HazBaHWe 3a00J€BaHUS MOYEK
(mpuuuny XBII, ecnu wu3BecTHa) BMECTEe € Ha3HAUCHHOM cooTBeTcTBytomel cramued C u
anbOyMUHYpHUH.

Tabnuua 2. Kareropuu (ctaaun) CK® npu XBII [6].



Kateropus CK® CK® Mn/MuH/1,73M2 Onpepenenuve

C1 =90 HopmanbHasi MAn NoBblWeHHas

Cc2 60-89 He3HaunTenbHO CHUMXEHHas

C3a 45-59 YMepeHHO CHMXeHHas

C3B 30-44 CyLecTBEHHO CHUXEeHHas

c4 15-29 Pe3ko cHuxeHHas

C5 <15 TepMUHanbHag noyevyHas HeLOCTaTOYHOCTb

An/Kp — anbOyMuH/KpeaTuHUH.
! OrHOCHTENBHO YPOBHS, XapaKTEPHOTO IS B3POCIBIX MOJIOJOT0 BO3PACTA.

2 . Brmouast He)pOTHUECKUI CHHIPOM (PKCKperms anbOyMHHa oObrgHO >2200 Mr/cyT [OTHOIICHHE
An/Kp >2220 mr/r; >220 Mr/mMMornsb|).

O630p, mpoBeaeHHbINT M.Murton et al., BKITtouas aecsTh HaONMIOAAaTEeIbHBIX UCCIEIOBAaHUN C yUacTUEM
ot 3033 1o 46949 uenosek, nmpoBeacHHbIX B CIIA, Kurtae, ®pannnn, Utanuu n Ucmanuu. Hanbomnee
4acThIM HCX0AoM Oblia pacmpoctpaneHHocTh XbBII 3-5 cr., Bapeupyromas ot 2% mo 17%.
BonbmmHCTBO manueHToB ObUIM ¢  HOPMajdbHBIM YPOBHEM alOyMHHYPHUH, CO 3HAUYUTEIHHO
noBbIieHHON — 0,4-3,2%. [IpeumyiiecTBeHHOE OOJBIIMHCTBO MAlIUEHTOB ObUIM OTHECEHBI B TPYIIIbI
HU3KOTO WM yMepeHHoro pucka nporpeccupoanus XbII. Cornacno pexomenganusm KDIGO 2012 B
rpynny BbICOKOro pucka otHeceHo 0,9-5,6%, ouennb BbicOkoro pucka — 0,3—4,8% ydacTHHKOB

uccliieIoBanus [66].
2 SD — kak pe3ko cHmkeHHy10 CKO [6].

Ta6muua 4. Kimupenc °!Cr-EDTA 'y 310poBBIX jieTeii B Bospacte 10 2 net [67].

BospacTt (Mecsiubl) CpeaHee 3HayeHne CKO£SD (mn/MuH/1,73M2)
<1,2 52,0%9,0

1,2-3,6 61,7+14,3

3,6-7,9 71,7+13,9

7,9-12 82,6+17,3

12-18 91,5+17,8

18-24 94,5+18,1

>24 104,4+19,9

[Ipu moBbIIeHHOM MOTpeOIeHU Oesika ¢ Muiled, UH(PEKIUs MOYEBbIX MyTeH, JTUXOpAJKe, TSHKEIOou
bu3mdeckoil HaArpy3ke 3a MpeamecTByrommue 24 dYaca, TpuUeMe psa JEKapCTBEHHBIX CPEICTB,

MEHCTpYyalluu U Jp. COCTOSTHUA MOXKET OTMEUAThCs TPAH3UTOpHAs abOyMunypus [68].

Tsoxects BOH (nerkasi, ymepeHHas Uiy Tskelas) MOXKET ObITh OIpe/iesieHa IMyTeM HaHeCeHUs z-0asuia

(ctanmaptHOe oTKJIOHEHUE [SD] OT cpemHero) s Kaxjaoro U3 3TUX aHTPONOMETPUUYECKUX 3HAUCHUM



(Tabmua 5) [69].

Tabnuua 5. ITokazarenu BOH, eciau noctynHsl pe3yabTaThl OAHOTO HAOMIOACHUS

MokasaTenb Nerkas b32H YMepeHHasa BoH Tsaxenas boH
Bec/pocT, z-oueHka Ot -1 pm0-1,9z OTr-2p80-2,92 -3Z NN HUXe
MMT pna coOTBETCTBYIOLWEro BO3pacTa, z-oueHkKa Ot -1 p80-1,9z Otr-2p80-2,912 -3Z NN HUXe

OnnHa/pocTt
oueHkKa

Ana  COOTBETCTBYHWLWEro BO3pacTta, zZ- HeT AaHHbIX

HeT gaHHbIX

-3Z NN HUXe

OKPY>XHOCTb MJieya B CpeaHeN TpeTu

Ot -1 p80-1,92

Otr-2p00-2,92

-3z NN HUXxe

BOH omnpenensercs mo mpoaoJKUTENBHOCTH (OCTpas,

<3 MecsIeB; XpOHUYECKas,™> 3 MecsIeB) U

CTCIICHU TAXKCCTHU (HGFKaH, YMEpPCHHAAA, T?DKCJ'I&)I). V namueHTa ¢ XPOHHUYCCKUM 3a00JIeBaHUEM |

xponuveckor BOH, Moxer npucoeaunutbes octpas BOH npu mHTEpKYppeHTHOM HHQPEKIIMOHHOM

3a00JI€BaHUH, XUPYPTUICCKOM BMEIIATEIHCTBE U «000CTPEHHUMY 3200 ICBaHMS.

Knaccuduxanus KBb B uenom y nereii He pazpaboTaHa, 0lHaKO UMEETCs KiIacCU(PUKaLUs OTAEIbHbIX

ee nposisienuit (Al, HemocTarounoctu kpoBooOpaienus) (Tadnuua 6, 7, 8).

Tabmuma 6. Knaccudukamus Al [70].

KaTteropusa A

0-15 ner,

nepueHtunm CAL w/vnn A

>16 net CAA w/vwnn OAL,
MM PT CT

HopmanbHoe

<90-ro nepueHTMNSA

<130/85

Bbicokoe HopManbHoe

OT 90-ro go 95-ro nepueHTUNSA

130-139/85-89

MmnepTeH3uns >95-ro nepueHTMNA >140/90
mnepteH3na 1 ctenenun OT 90 o 95-ro nepueHTMNsa + 5 MM pT CT 140-159/90-99
MmnepTeH3nsa 2 ctenenun > 95-ro nepueHTUnsg + 5 MM pT CT >160/100
M3onnpoBaHHasd cucTtonumyeckas CALl >95-ro nepueHtunga n JAA < 90-ro nepueHTUNA >140/<90
rmnepTeHsns

Tabmuna 7. Knaccudukanms cepaeunoit HenoctatogHocTH y aereit mo H.A.benokons (1987) [71]

Y44 ysenuuyeHo Ha 50-70%
B0O3MOX€EH akpoLMaHo3, HaBA3UNBbLIN Kalleslb, MENKOMNy3blpyaTble
XpUMbl

Craguna JleBOXXEeNnyaouKoBasi HEAOCTAaTOYHOCTb MpaBo>kenygouykoBasi HEAOCTAaTOYHOCTb
I CepAeyHasi HeAOCTaTOUYHOCTb OTCYTCTBYET B MOKOE M MOSIBASAETCS MOC/e HAarpy3ku B BUAE OAbIWKNA U Taxukapamm
ITIA YCC yBenuyeHo Ha 15-30% B 1 MuH. lMeyeHb BbICTYNaeT Ha 2-3 CM

4o ysenunyeHo Ha 30-50% n3-noj kpas pebepHon ayru
I1B YCC yBenunyeHo Ha 30-50% B 1 MuH. MeyeHb BbICTyNnaeT Ha 3-5 cm

n3-noa Kpad

pebepHo
NacTo3HOCTb, HabyxaHue LWelHbIX BeH

Ayrn, BO3MOXHa

11

YCC yBenunyeHo Ha 50-60% B 1 MuH.
yand ysenuyeHo Ha 70-100%
KnuHnyeckas kapTuHa npefoTeka nerkmx

[enaTomeranus,
rmaponepukapg, acumt

OTeYHbIN CUHAPOM,

Tabmuma 8. Knaccudukanus GyHKIIMOHAIBHBIX KJIACCOB XPOHUYECKOM CEpJCYHON HETOCTATOYHOCTH
o Ross R.D.

Knacc

WHTepnpeTtauus




I HeT cumnToMoB

11 He6onbloe TaxMMHO3 WAM MOTAMBOCTb MPU KOPMJEHWM Yy TpPyAHbIX AeTei. OUCMHO3 MNpu Harpyske y
CcTapwux geTei

III BbipaxeHHOe TaxXWnHO3 WAW MOTAMBOCTb MNPU  KOPMAEHUU Y TPYAHbIX AeTel. YAJNMHEeHHOoe BpeMs
KOpMSIeHUs. 3ajepxKa pocTa BC/eACTBME CepAeYHOW HefOoCTaTOYHOCTW. BbipaXxeHHoe AWCMAHO3 npu
Harpyske y ctapwux AeTen.

v B nokoe nmMelTCcsa Takme CMMNTOMbI KaK TaXMUMHO3, BTAXEHUE MbILLL, «XPIOKaHbe», MOT/IMBOCTb

[71, 73].




1.6 Kiimanyeckas KApTHHA 3a§0J1eBaHnﬂ W _
COCTOSTHUSA (IPyNnbI 3200/ 1€ BAHUM UJIM COCTOSIHUMN)

Knunnueckue nposinenuss XbII 3aBucsar ot xapakrepa 3adoneBanus (0e3 mopaxeHus: KIIyOOUKOB WU
Ha (poHEe IIoMepyJsIpHOro 3a00JIeBaHuUs) U TSKECTH MOYEYHOM HepocTaTodHOCTH. IlanueHTsr MoryT
UMETh TUcCMOpdUUYecKrue 0COOCHHOCTH MU (PU3NUECKUE MPOSBICHUS, IPEICTABISAIONINE 0COOEHHOCTH
TEHETUYECKUX HApyLIEHUH, KOTOpble CBsA3aHbl ¢ aHoMaimussmu nodek u  XBII (mampumep,

HACJIE/ICTBEHHbIN HE(QPUT U LIUCTUHO3).

XBIT nomkHa OBITH 3aMo03peHa y 11000ro pedeHKa C:
XBbII B cemeniHOM aHaMHE3€

nepeHeceHHbIM panHee Ol

AHEMHEU HESICHOTO MTPOUCXOKICHUS

KPEAaTHHUHOM IIJIa3Mbl BBIIIE BO3PACTHON HOPMBI
MOJNYPUEN U HUKTYpPUEU

HU3KHM YZIEJIbHBIM BECOM MOYU

MIEPUCUCTUPYIOLIEN TPOTEUHYPUEH

JIBYCTOPOHHEH marosiorueit mouek npu anrenaraibHom Y3U /mpu UMC
apTepuagbHON THIEPTEH3UEN

nehopManusIMi KOCTHON CUCTEMbI

OTCTaBaHHUEM B POCTE

Hernomepynspupie npuunnbl XBII BausioT Ha TyOyJOMHTEPCTUIIMATIBLHOE TPOCTPAHCTBO U B
ocHOBHOM cocToAT u3 CAKUT u kucto3nsix 3aboneBanuii nouek. [Ipumepno 60% nerckux ciayyaes
XBII BbI3BaHbl BpoxkAeHHbIMU aHoManusMu. Kak mpasBuno, XbBII B 3T0oil momynsiuuu Oyner
aCCOLIMMPOBATHCS C Mall03aMETHBIMHU TMpPHU3HAKAMHM JAUCPYHKIIMU TMOYEK Ha paHHEW CTaAuH U dalle
BCEro BBISBJISIETCSI C TMOMOIIBIO BU3yallM3allid, BKJIIOYash OOBIYHOE JIOPOJIOBOE YIIBTPa3BYKOBOE

HCCIICAOBAHUC, KOTOPOC BBIABIIICT CTPYKTYPHBIC aHOMAJINH.

[Tonmuypuro, koTtopass MOXKeT OBITH paHHEW Haxomakou, mockonbky MHorue CAKUT (mampumep,
OOCTpYKTHBHAsl ypomnarus, JBYCTOPOHHSISI IHCIUIA3Us TOYEK), HacJeICTBEHHbIe 3a0osieBaHus
(manpumep, HedpoHOPTH3) U TyOYIOMHTEPCTUIMAIbHBIE PACCTPOMCTBA CBSI3aHBI CO CHUKEHHOU
KOHIIEHTPAIIMOHHON CITOCOOHOCTBIO (HalpuMep, HeCcaxapHBIM MOYeUHbIH auabder). B aTux ycioBusax
HapylICHUE KOHIEHTPUPYIOMIEH CMOCOOHOCTH TIOYeK OOBIYHO TPEAIIECTBYET 3HAYUTEILHOMY
cHmkeHnto CK®. Takue mnamueHTsl moasepkeHbl BbIcOKOMY pucky OIIIl ¢ octpbeiM amnm3omom

00€3BOKMBaHHUA, KOTOPOE MOKET BO3HUKHYTD IIPU TaCTPOIHTEPUTE.



[ToBbIlIEHNE KOHIIEHTpAIlMM KpeaTHHWHA B CBHIBOPOTKE € Bo3pacToM. CremyeT MOTYepKHYTh, UYTO
nanueHTel co spina bifida, mapajuyoM HI)KHMX KOHEYHOCTEH WM JPYyrMMHU 3a00JeBaHUSIMU,
CBSI3aHHBIMU CO CHUKCHHEM MBIIIEYHON MacChl, MOTYT UMETh PHUCK HEJOCTATOYHOW JUAarHOCTUKU

XBII u3-3a 60mee HUZKOTO YPOBHS KpeaTHHUHA, KOTOPBIN 3aBbimiaeT 3HaueHus: CKO.

[Tmoxoit poct nmpu XBII cBsi3aH ¢ HEQOCTATOYHBIM MUTAHUEM, JSJIEKTPOJUTHBIMH HAPYIICHUSMH,

TyOynsipHbIM arao3oM u XBIT-MKH.

Jletn ¢ TmIOMepyJspHbIM 3a0osieBaHueM, sBistomumcs npuunHod XbBII, yacto umeror Oonee

BBIPAXXCHHBIC ITPU3HAKHW U1 CUMIITOMBI 3a00JICBaHUS TTOYCK:

MoYa IBeTa 4Yas / IBETa «KOKa-KOJbD» MOXET ObITh JuaupyrommMm cumnromom. I[lossrnenue
SPUTPOLUTOB B MOYE MOKET YKa3bIBaTh HA IIoMepyloHepUT. B apyrux ciydasx MUKPOCKOIUYECKAs

reMarypus MOXXET OBITh CITy4ailHON HaXOKOM.

IPOTEUHYPHUS SBISACTCS TECHO CBsA3aHHBIM OmomapkepoM XbBII 1 MokeT OBITH MPU3HAKOM OCHOBHOTO
3a00eBaHusl KIyOO4YKOB WM JUCPYHKIMU KaHaibleB. CToiikoe (>3 MecsieB) IMOBBIIIEHHOE

BBIBEJICHHE OeTka ¢ MOYOM CBUACTEILCTBYET 0 XbII.

OTEUHBI CHHJIPOM MOXET OBbITb BTOPHUYHBIM I10 OTHOIICHHIO K MPOTEMHYpUH HEDPOTUYECKOTO

YPOBHSL.
NOBBIIICHUE KOHIEHTPALUA KPEaTUHNUHA B CBIBOPOTKE KPOBU C TEUEHUEM BPEMEHH.
MOBBIIEHHOE apTEPUAIIBHOE TABJICHUE B COOTBETCTBUU C BO3PACTOM.

CUMIITOMOKOMILJIEKCHI ClIEHU(PUUECKUX MPOSBICHUI, CBI3aHHBIE CO BTOPUYHBIM ITIOMEPYIOHE(DPUTOM,
KOTOpPBIM BIUseT Ha QyHKUMIO Mouek W mpuBoauT K XbII, Hampumep, BOTUaHOUHBIA HEPPUT WU
rpaHyjieMaTo3 ¢ MmoJuaHruuToM. KimHuueckue mposBieHUs MOTYT BKIIOYATh Kap, apTpairuu, 0o

ApPTPUT, CBIIIb U / WJIH JIETOYHBIE CUMITTOMBI.

Knuandeckne naHHbIE pa3IMYarOTCS B 3aBUCHMOCTH OT TSDKECTH MUC(PYHKIIMK MOYEK (CM. pasmen

«/IlnarnocTuka 3a0oneBaHus»):

Ha pannnx cragusix XBII (C1 u C2) 3a0oneBanne 4acTo MPOTEKaeT OECCUMIITOMHO, €CJIM HET
MPU3HAKOB H/WJIM CHUMIITOMOB, KOTOPBIE SIBISIFOTCS TMPSIMBIM PE3yJIbTaTOM OCHOBHBIX CTPYKTYPHBIX
AHOMAJIMM TOYEK WJIM CUCTEMHBIX 3a00JIeBaHMW € TNopakeHueM nouek. I[lanumeHTsl, He uMerolue
CUMIITOMOB, MOTYT OBITb WJEHTU(UIMPOBAHBl IO TMOBBIIMIEHHOMY KPEaTUHUHY CBIBOPOTKH B
3aBUCUMOCTH OT BO3pacTa, OTKJIOHEHHUSM B aHalIM3€ MOYH (IIPOTEUHYpPHUs], TeMaTypusi WM HApYIlIEHHE
KOHIICHTPAIIMOHHOM CMOCOOHOCTH TIOYEK) WM BBISIBJICHUIO 3a00JIEBaHUS TOYEK C TOMOIIBIO
BU3YQJIM3UPYIOIIUX UCCIIEIOBAaHUM, BKJIIOYAas IPEHATAlbHOE YIbTPA3BYKOBOE HCCIEAOBaHHE. Y
MAlMEeHTOB MOTYT OBITh MNpU3HAKKM aHemMuu M jeduiura ButamumHa D. B 3T1oT mepuon ectb
BO3MO)KHOCTh BBUICYUTH TIOOYI0 OOpaTUMYI0 MPUYUHY AUCHYHKIUU TOYEK U TPEIOTBPATUTH HIIU
3aMeJUINTh MPOTPECCHPOBAHME XPOHUYECKOTO 3aboseBaHus modek. HaumHaeTcs mpocBeTUTENbCKast
pabora, yToObl peOEHOK U CEMbs MOIJIM MOHATh U PEAIM30BaTh MEPHI M0 MPEIOTBPAIICHNUIO (PAKTOPOB

pHCKa, KOTOpPBIE MOTYT YCKOpHUTH TiporpeccupoBanre XbII (Hampumep, oTka3 oT HEQPOTOKCHIECKHUX



IpernapaToB, peUANBUpPYIONME HHPEKINH, 00€3BOKUBAHNE, OKUPEHUE U KypPeHHE Y MOAPOCTKOB), U
BKJIFOUUTh MEpbI (HalpuMep, CTPOruil KOHTpoiab AJl W / Wiau CHUKEHHE NPOTEUHYpPHUHU), KOTOpBIE

MOI'yT 3aMCIOJIMTD IIPOLCCC.

XBII snerkoit u cpenneii crenenu tsxkectu (C3a m C3b). V nereil, kKoTopble IPOrpeccUpyroT A0
craguii G3a u G3b, MoryT Havyatbcsl ocioxkHeHus, cBsi3anHble ¢ XbBI1. K HuM oTHOCSATCS: mosIBIeHUE
OTEKOB, OJJICKTPOJIMTHBIE HapylleHus, aHemus, Al, AUCIUNUIEMUS, SHIOKPUHHBIC HAPYIICHUS,
HapyIIeHUE POCTa, MUHEpaIbHBIC M KOCTHBIC HApYIICHHUS U CHIDKCHHE KIMPEHCa BEIIECTB, OOBIYHO
BBIBOJMMBIX W3 OpraHu3Ma Moykamu (ypemusi). Y TakuxX MalMEHTOB JICUEHHWE COCPENOTOYEHO Ha
npouIakTUKe W JIeYeHUH 3TUX ociokHeHud. Kpome Toro, cienyer uzderats (pakTopoB pHCKa,

ONMCAHHBIX BBILIE, U1 3ameyieHus nporpeccupoBanus XbII.

Tsaxenasa XBII u TrepmuHanbHas craausa nmoyeyHoi HegocrarouHoctTu (C4 u CS). Ilanuenros, y
KOTOPBIX MPOJOIIKAECTCS Mporpeccupyromiee 3adoneBanne, He0OXOIUMO BBISBIATH 3a071aroBpeMeHHO
70 Toro MomeHTa, koraa norpedyercst 3I1T, uroObl obecrieunTh aeKBaTHYIO MOATOTOBKY U 00ydeHue
Kak manueHTa, Tak u ero cembH. IlogroroBka x 3IIT o0wruno HaumHaercst ¢ XbBII 4 ct., xorma CK®

magaeT Huke 30 mu1 / muH Ha 1,73 M2,
Ocuaoxnenusa XbBII

Kimmanueckumu npossienussMu bOH aBisitoTcs: HeagekBarHash Macca Tejla Ha CKOPPEKTHPOBAHHBIN
BO3pACT, IJIOCKasi BecoBasi KpuBas (HEIOCTaTOuHAsi CKOPOCTh HAabopa Beca), Hea/leKBaTHasi CKOPOCTh
pocCTa, HEaJeKBaTHOE COOTHOLIEHUE MACChl Tella K pOCTY, HeaJeKBaTHbIM uHAeKC Macchl Tena (UMT),

3aJICPIKKa pa3sBUTHA.

AHeMusl TPOSBISIETCS PAJOM CHMIITOMOB, KOTOpbIe TpYyAHO Au(QepeHIupoBaTb OT CUMITOMOB
ypemuu. Yacto nanueHT oOpalaercst K Bpady B CBSI3M C CUMIITOMaMU aHEMUH, HE 3Has O 3a00JIeBaHUU
nouek (OJIETHOCTh KOXKHBIX TMOKPOBOB M CIM3HUCTBIX 00osouek). KinmHuYeckuMHu MposSBICHUSMU
anemun Tipu XbII gBIsITOTCS: yTOMISIEMOCTh, COHJIMBOCTB, MBIIIIEYHAS CIA00CTh, ONBINIKA, OOIH B
cepaue, cepaueOueHne, TaxuKapaus, MOBBIILICHHAs YyBCTBUTEIBHOCTh K XOJIOAY, TOTEps almeTUTa,

CHU)KEHHE MOJIOBOM (DYHKIIMH, TUCMEHOPPEsl, HapYILIEHUE NaMsTH U KOHLIEHTPALUH.

OcHoBHbiME kiMHKUYeckuMu mnpossieHussMu MKH-XBIT sBastorcs: paxuronomobHast aedopmarius
CKeJIeTa y JIeTel Pa3HbIX BO3PACTHBIX KaTErOpHii; damie 3To mporpeccupyromee O-o6pasHoe nnm X-
oOpa3HO€ HCKpHUBIICHHE HIDKHUX KOHEUHOCTEH; yTojmieHue wmeTtadu3apHbix 30H (mogolue
«paxUTUYECKUX OpacieToB»); HapylLIeHHE [OXOAKH, OCOOEHHO NpH 3aUHTEPECOBAHHOCTH
Ta300€PEHHBIX CYCTaBOB («yTHHAs MOXOJKa); OOIH B KOCTSIX IPU ABMKEHUU; TTIOBTOPHBIE MIEPETIOMBI;
AMU(PU3E0aU3bl KOCTEH B KPYIHBIX W CPEIHUX CyCTaBaxX; HApYyLIEHHE TEMIIOB pocTa peOEHKa;
paspylIeHHe KOCTHOM sMalli M moTepsi 3yOOB, HApyLIEHHE MOpsAJIKa U TemIa Mpope3blBaHus 3yOOB;
NpU3HAKK TPOPHUUECKUX HapyIIEHUH IpYyrux NPUIATKOB KOXKHU (CyXue, JIOMKHE, IJI0XO pacTyllue
BOJIOCHI ¥ HOT'TH); CHW)KEHUE MBIIIEYHON CHIJIBI B PyKax M HOrax; cra3Mbl B UKPOHOXKHBIX MBIIIIAX,
KapnajibHbli cma3Mm; adeOpuibHble TOHUYECKHUE CYIOpPOTH; CHelu(pUYECKHe NPU3HAKU KOXKHOU
KaJbIU(PUKAUK (JI€NO3UThl KPUCTAIJIOB KalbliMs), aHTYJISPHBINA CKJIEPUT U BbISBICHUE ETO3UTOB

KpUCTAJUIOB KaJIbIH:A B CKIICPC.



Kmunnueckue nposisinenuss KBb y nereit ¢ XBII 3adactyio ckyansie. Al pu mocTeneHHOM pa3BUTUU
IPOTEKAeT, KaK MpaBWIO, OECCUMITOMHO W BBISBISETCS TONbKO Npu uaMepeHuu AJl. Ilpu peskom,
BHE3alTHOM TMOBbIIEHUU AJ[ (TUIEpPTOHMYECKOM KpHU3€) MOXKET OTMeuyaThCsi TOJOBHas OoIb,
TOJIOBOKPY’KE€HHE, TOUTHOTA U PBOTA, HAPYILICHHS 3peHHUs (TIeJIeHa, «MYIIKW» Nepe Ia3aMHu), YyBCTBO
CTpaxa, CyIOpOTH, HapylleHHe CO3HaHUS. MOKeT oTMeuaThCsl AUCKOM(OPT, 4yBCTBO TepedoeB B
obOmactu cepaua, OOYyCIIOBICHHbIE HAPYLIEHUAMH CEPJACYHOIO pUTMa C Pa3BUTHEM TaxXHUKapIuH,

OKCTPACUCTOJINH.

[Ipu mnporpeccupoanuun XbII u KBb, pa3Burum BTOpUYHON KapAMOMHUOIIATUM, CHUKEHUU
cokparumoctd Muokapaa JDK mnpucoenuHsroTcs CUMOTOMBI HEIOCTAaTOYHOCTH KPOBOOOpAIICHUS:
BSJIOCTH, YTOMJIIEMOCTb, CHI)KEHHUE TOJIEPAHTHOCTH K (PU3MUECKUM Harpy3kam, MOTIMBOCTb, OZBIIIKA.
V¥ nereit rpyasoro Bo3pacta HK MoxeT nmposiBisiTbCs 0€CIOKOMCTBOM, BSJIOCTBIO, TPYAHOCTAMU MpPU

BCKapMJIMBaHUM, AHOPEKCUEHN, PBOTOM.

Bbonu B o6mactu cepama y aereit ¢ XbII 6p1BatoT peako, HO MOTYT BO3HUKATh KaK MPOSBICHUE UIIIEMHUH

MUOKap/ia (Hanpumep, Npy KaJlbLHHO3€ KOPOHAPHBIX apTEPHUIA).

VY nereii ¢ XBII 5 ct., monydaromux 3I1T, Moxer HaOmOAaTHCS BHE3AITHOE YXYAIICHUE COCTOSHUA,
CBSI3aHHOE C TMeperpy3koil cepiauna U JeKOMIIeHcanuedl Ha (QoHe SBHOM MM CKPBITOM
rUneprujparaiuuu: 0ecrokoiCcTBO, HApaCTAIOIIAs OABIIIKA, TAXUKApIUs, IIIyXOCTh CEpACYHBIX TOHOB,
«PUTM rajonay» Mpu ayCKyJbTalluy CEpAl, KpenuTauus B Jerkux. [Ipu HeCBOEBpEMEHHOM OKa3aHUHU

IIOMOIIH MOXXET Pa3BUTLCA aHBBGOHHpHLIﬁ OTCK JICTKUX C JICTAJIbHBIM HCXOA0M.

IIpu »stom runeprugparaums y pered ¢ XbII 5/ cr. peako mnposBiseTrcss OYEBUIHBIMU,
pacnpocTpaHEeHHBIMHU OTeKamMu. Yaiile oTMedaeTcst MacTO3HOCTh BEK, JIMIIA U TOJIeHeH, mpulaBka Beca,
KOTOpYIO MHOTNA (0COOEHHO y JIeTeil paHHEro BO3pacTa) TPAKTYIOT Kak (U3MOIOTUYECKYIO MPUOABKY

MacCChI TCJIA.

[Ipu ¢usukansHOM oOcnenoBanuu y pedenka Ha Qone cumntomoB XbBII (orcraBanme B pocTe u
¢u3nyecKoM pa3BUTHH, OJETHOCTb WU CHelH(pUUecKas MUTMEHTAIHS KOKU, KOCTHBIE Ae(OopMalui U
T.J.) MOXHO BBISIBUTh CHUMIITOMBI, OOycioBieHHble Al, kapauomnartuen, HEI0CTATOYHOCTHIO
KpOBOOOpAIIEHUS: TAaXWIIHO® WA OJIBIIIKY C BTSHKCHHEM YCTYMUUBBIX MECT TPYAHOW KIETKH,
«CepAeUHbI TOp0»; MEPKyTOPHO — pACIIUPEHHUE TpaHUI] OTHOCUTEJIBHON CEepAEYHON TYHOCTH;
ayCKyJbTaTUBHO — W3MEHEHHE 3BYYHOCTHM TOHOB cepaua (ocinabimenue | Tona, akueHt Il ToHa Ha
aopte), 100aBOYHBIA 3- TOH («PUTM TayoNay», CBUAETEILCTBYIOMIMM 00 OObEeMHON meperpyske
cepana), (yHKIMOHAJIbHBIE HIYMbl HaJ OOJIACTBIO Cepila, TaXWKapauio, 3KcTpacucronuto. llpu

TOHOMCTPHUHN MOKHO BBIABUTDH MOBBIIIICHHBIN YPOBCHb Aﬂ

Hetm ¢ XbBII 5 cT. HaxomsaTcsi B PHUCKE KUZHEYTPOKAKIIUX HAPYLUICHUW CEPJIEYHOTO PHUTMA
(puOpMILIAIUH KETYT0UYKOB, ACUCTOJIUH ), KOTOPHIE MPOSBIISIIOTCS] BHE3AIHOM OJ1€THOCTHIO, ITMAaHO30M,

notepei co3HaHus, U TPeOyI0T peaHUMAlMOHHBIX MEPOIIPUATUH.

HeBpOJ'IOFI/I‘IeCKI/Ie HapymcHus BKIIIOYAIOT B cebs pas3iIndHbIC CHUMIITOMBI OT CYOJOpPOI' U TSKEII0M

YMCTBGHHOﬁ OTCTAJIOCTH OO0 0olee TOHKHX HapymeHHﬁ, MNPpUBOIAIINUX K TIOXOM YCIICBacMOCTH B



mkone. [etu ¢ XBII umeror O6osnee HU3KKME MOKA3aTeId HCTIOIHUTENBHONW (YHKIIUH, BEpOATbHON H

3pPITeJIBHOﬁ namMmsTu, 6BICpr10 YTOMJBICMOCTD 110 CPABHCHUTIO C HACCIICHUCM B IICJIOM.

JleTn, HaxoAsAUIMeCs: HA AWAIIA3€, UMEIOT 00Jiee HU3KHE MOKa3aTea KOTHUTUBHOTO BOCHPUSITHS, YeM
netu c¢ 6onee jgerkoir popmoii XBII. DTa cBA3b MOKET OBITH YACTHUHO OOBSICHEHA BIUSHUEM YPEMHH
Ha NO3HAHME U pa3BUTHE HEpBHOU cuctembl. Kpome Toro, k ocnoxuenusm XbII otHocurces ypemus,
BKJIIOUAIOIass B ce0si Takue MPOSBICHUS, KaK aHOPEKCHS, TOIIHOTAa, PBOTa M JIPYTUE CUMIITOMBI,
UCXOJIJaMU KOTOPBIX MOTYT OBITh CyJOpOTH, KOMa U CMepTelbHbIe UcXoabl. Ha doHe ypemun moxer

BO3HUKHYTbH JUCHYHKINS TPOMOOIIUTOB, IEPUKAPANUT U YPEMUUECKOE KPOBOTECUECHHE.



2. Jlmarnocruka 3a001eBaHUsI UJIM COCTOSTHUS
(rpynnbl 32001€eBAHAMA UJIH COCTOSTHUI) MEeAUIIMHCKHE
MOKA3aHUS U MPOTUBONMOKA3AHUSA K IPUMEHECHUIO
METOA0B JMATHOCTUKM

Huaenoz XBII ycmanasnusaemcs npu HAIuduu CmpyKmypHo20 uiu QYHKYUOHATbHO2O NOBPENCOEHUs.
HOYeK, COXPAHAIOWUXCS 8 MedeHUe, KaK MUHUMYM, mpex mecayes. /s nocmanosxku ouazrnosa XbII, no

oanunvim KDIGO, Heobxooumo coomeemcmaue 00HOMY U3 ciedyiowux kpumepues [6]:

o CK® menee 60 mn/mun/l,73m° 6 mevenue 3 mecayes u 6onee He3a8ucumo om Opyeux Mapkepos
XbBII;

o CK®O wmenee 60 mu/mun/l,73M°,  conposoxcoarowasncs Hamuuuem Mapkepos noYeuHo20
NOBPENCOCeHUS, MAKUX KAK NPOMEUHYpusl, CMOUKUe UsMeHeHUus 8 0caoke MOUU, USMEHEHUsl NOYeK No
OAHHBLIM  JIYYEBbIX MEeMmO008 UCCLe008aAHUs, NAMOMOPEOIOcUYEeCKUe USMEHHU N0 OAHHbIM

Hepobuoncuu.



2.1 /Kaa100bI 1 aHAMHE3

Cwum. paznen «Knunuueckas kaptuHay. [Ipu coope xanob u anaMmHesa cienyeT oOpaTuTb BHUMaHUE Ha
M3MEHEHHE AaKTUBHOCTU peOCHKa, MEPEHOCUMOCTH (U3MUECKUX HArpy30K, CHUKEHHUE alllleTUTa,
M3MEHEHHE «IUIIEBOT0)» MOBECHNUS, TIOBTOPHYIO PBOTY, MHU30/IbI TOJIOBHBIX 00JIEH, TOJTOBOKPYKEHUS,
MBILIEYHON ciabocTH, 0oeil B KOCTAX, B 00JACTH Cep/la, OIBIIIKH, MOTEPU CO3HAHMS WU CYIOpOT.
HeobOxonuMm neranbHbIil aHaIW3 MUIIEBOTO, IMPEHATaIbHOTO M CEMEHMHOro aHaMHe3a; OLEHKa
KOJIMYECTBA, KaueCcTBa M PETYISIPHOCTU IMpUEMa MUIIM; NOJydyeHHe HH(OpMAIMU OTHOCUTEIHHO
CPOKOB Hadasia 3ajiepkku pocta. ¥ Bcex marueHToB ¢ XbII 4-5 cT. (ocobenno momyuatonux 311T)
HE00X0MMO coOuparh CBelleHUs 00 00beMe BBIUTON M BBIIECICHHOM JKUJIKOCTH, BKJIIOYAs TUYpE3 U

00beM ynbTpaduiIbTpallii BO BpeMs MPOLEAYp AUalin3a, a TAKKE O IMHAMUKE Beca.

o PexoMeHyeTcsi KOHCyNIbTaIusl Bpada-Hedposora BceM manueHTam ¢ (axropamu pucka XbII mpu
IIOCTAHOBKE JIMarHo3a C LEJbI0 CBOEBPEMEHHOIO YCTAHOBJIEHUS JUAarHo3a U MPOBENCHUS TEPAIINH,
HaIpaBJICHHON Ha coXpaHeHue noueuHou pynkuuu [121, 72].

Kommentapwuii: pakmopwr pucka XBII cm. 6 noopazoene 1.2 «Omuonozusi u namoeenes 3a00/1e6aHus

UU COCMOSIHUSA (2PYNNbL 3A0071€8aHULL UTU COCMOSIHULL) »



2.2 Ou3uKaAJbHOE 00CTeI0BAHUE

[Ipu ¢dusukansHoM obcnenoBanuu pedenka ¢ XbBII cinemyer oOparuTh BHUMaHHE Ha CIEAYIOLIHE

MMOKa3aTeIIn:

- dusnueckoe pa3BuTHE peOCHKA (BEC, IJTMHA TENla/POCT, OKPYKHOCTh TOJIOBHI)
- TonmuHa KOKHOM CKJIaAKHU

- OKpY>KHOCTb CpEeIHEeH TpeTH miieya

- [IBeT Ko’kHOTO MOKpPOBA (OJIETHOCTD, IMAHO3, TUTMEHTAIIHS )

- Hanmuume otexoB

- Hanuuue nedopmanuii ckenera

- Bunumpie u3menenust o0macTu cepaia («CepAeuHblid Topoy, MyJibcaus)

- Yacrora mn PUTM AbIXaHWA, HATUYHUC OJABIIIKH C YYAaCTHCM BCIIOMOI'aTCIIbHBIX MBI W BTSKCHUU

YCTYMUUBBIX MECT TPYAHOUN KIETKH
- ' paHuLIbl OTHOCUTEIBHON CEPJIEYHON TYIIOCTH (TIEPKYTOPHO)
- XapakTep AbIXaHUS MPU AyCKYJIbTAIIUU JIETKUX

- 3ByLIHOCTB CEPpACYHBIX TOHOB, HATMYHUEC APUTMHH HIIN «PHUTMa rajioia», IyMOB IIPpHU ayCKYJIbTallun

cepana.



2.3 J1abopaTopHbIe JMATHOCTHYECKHE MCCIeI0BAHUS

° PeKOMeHIIyeTC}I BCEM IMallUCHTaM C XBII I/ICCHGI[OBB.HI/IG KHCJIOTHO-OCHOBHOI'O COCTOAHUA U I'a30B
KpOBHU C LCJIbIO JUAI'HOCTUKH HapymeHI/Iﬁ KHCJIOTHO-OCHOBHOI'O COCTOSAHUA KPOBH, KOHTPOJII B

JuHaMuke [74].
YYPC; VI 4)

KommenTapuii: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensiemcs KIUHUYECKOU cumyayuetl.
Hapywenue — KUciommo-ujenouyHoeco  COCMOsHUL — KPOBU  MOJCem  CEUOemenibCmeo8ams O
memabonuyeckom ayudosze, Komopwvii npoepeccupyem npu cHudxcenuu CK®D. YV oemeii na no3ouux
cmaousax XbBIl pazsusaemca memabonuueckuii ayudo3 ¢ BbICOKOU AHUOHHOU pasHuyell, Ko20da
CNOCOOHOCMb  NOYeK BblBOOUMb Op2aHUYecKue KUCI0mel cmanosumcs oeparudennou. Koeoa
yupkynupyrowue 0Oygepvl UCMOwaomcs, KoCmb HAYUHAEn HAKANAUBAMb U30bIMOYHbIE UOHBL
8000p00A, 4Mo NPUBOOUM K BblCBODOJICOEHUIO Kanbyus u3 kocmu. Eciu ne xoppeeuposamv ayuoos,
MOJICEem Pa38UmMvbCsi OCMEONeHUs, HapyulamosCs memn pocma, a makaice N08blCUMCs PUCK 8MOPULHO2O0
eunepnapamupeosza u npozpeccuposanuss XBbII [75]. Memabonuueckuii ayuoos npu XbBII moowcem
cnocobcmeosams  pazgUMUIo 2UNEPKAIUeMul, OmpuyamenbHo 6auUsms HaA Memabonusm 0Oenkos u
MuIUY, CMUMYIUPOBAMb B0CNANIEHUE U NOBLIWAMb UHCYIUHOpe3ucmenmuocmos [76]. Texywue
pykosoocmea KDOQI u KDIGO pexomerndyiom noodoepicusams yposernsb OuKapOoHama 8 Cbl8opomie

y nayuenmos ¢ XBII na yposne 22 moxe / 1 unu eviwie (20 max8 / 1 015 demeu mnaowe 2 1em) [4, 6].

o Pexomenmyercs BceM mamueHTaM TnpoBefaeHue OOmiero (KIMHUYECKOTO) aHaiau3a KpPOBHU
Pa3BEPHYTOIO C UCCIIEIOBAHUEM SPUTPOLIMTAPHBIX UHAEKCOB (Cpennuilt 0obeM sputpouuta [MCV]
(Ompenenennie pa3MepoB pUTPOIUTOR), cpennee conepxkanue Hb B spurpounre [MCH], cpennsis
KOHIIEHTpanus TemornioomHa B spurporutapHoit Macce [MCHC] (OmnpeneneHue CpemHero
COZICp’KaHUA W CPEIHEH KOHIIGHTpaIllMu TeMOoIJio0MHa B 3puTponuTax)), MccinegoBanue ypoBHS
JIEUKOIIMTOB B KpoBHU, JuddepeHunpoBaHHbId MOJACUYET JEHKOUMTOB (JiekouuTapHas (opmyna),
HccnenoBanue ypoBHS PETHKYJIOLMTOB B KPOBH, VccienoBanue cKOpoCcTr OCeqaHus SpPUTPOLIMTOB
(COD) c uenpto auarnoctuku anemuu npu XbII, koHTpOasS B AMHamMuKe, B T.4. jeueHus [77, 78,
79].

(YYP C; VI 5)

KomMmentapuii: Yacmoma uccneoosanuti 6 ouHamuke onpeoensaemcs KIuHuveckou cumyayueu. /{ns
OUACHOCMUKU aHeMUU 8 0emcmee UCNONb3VIOMCs 803PACMHbIE 3HAYEHUS 2eMO2100UHA N0 OAHHbIM
BO3 (cm. npunoscenue A3.16). Iloopoono anemus npu XBII paccmampusaemcs omoenvHo (cm.

Knunuuecxue pexomenoayuu Anemusi npu xponuueckou 6onesnu novex) [79].

e Pexomennyercs y gereit ¢ XBII 0e3 ycraHOBiIeHHOro JuarHo3a aHemMuu YypoBeHb Hb
KOHTpOJMpoBaTh He pexe | pa3za B ron y naunumentoB ¢ XbBII 3 ct., He pexe 2-X pa3 B rog y

naueHToB XbII 4-5 CT. ¢ 11e/1bI0 CBOEBPEMEHHOTO BhIsiBJICHUs aHeMuu[ 121].

(YYP C; VI 5)



KommenTapuii: o6viuno ne pexce 1 paza 6 3 mecaya y mex, kmo Hyscoaemcs 6 ouanuse. Yacmoma

usmepernuss Hb moowcem onpeodenamuocs knunuueckou cumyayuetl y nayuenmos ¢ XbI1.

o Pexomenayercs nuarnoctupoBats aHemuto y aereit ¢ XbIl, ecnu konuentpamus Hb vimke 110 r/ny
JeTel oT mosyroaa Ao S yet, Huwke 115 v/ y aereit 5-12 net u vwxke 120 r/ny nereit 12-15 met ¢

LIEJIbI0 CBOEBPEMEHHOM KOppekiuu [77].
YYP C; YOI 5)

KommenTapuii: V demeui 6e3 ycmanosnenno2o ouacnosa arnemuu ypogenv Hb oonowcen uzmepamocs
He pexce | paza 6 200 y nayuenmos ¢ XBIl 3 cmaouu, ne pexce 2 paz 6 200 y nayueHmos ¢ 4-5
cmaousmu XBII u ne pexce 1 paza 6 3 mecaya y nayuenmos na 3IIT. Yposenv Hb cnedyem uawe
usMepsams No KIUHUYECKUM NOKA3AHUAM U Y 0emell ¢ ouacHocmuposannou anemueti npu XbI1. Anemus
ouaenocmupyemcs y oemeti ¢ XbII, eciu xonyenmpayusi Hb nusxce 110 2/n y 0emeii om nony2ooa 0o 5

nem, Hudice 115 2/n y oemeii 5-12 nem u nudsice 120 2/n 'y oemeti 12-15 nem.

Koumponw yposns Hb ciedyem npoooums 00un paz 6 neoento npu noobope 0ozvt ICC u nepesode ¢
Onosmuna bema™**) na daposnosmun arvpa™*, zamem ooun pas 6 2 nedenu, Ho He pedice 00H020 pa3a

8 mecsiy.

Y nayuenmoe XBII, y xomopwix cemoouanuz He npo8ooumcs, KoHmpoiv ypoeus Hb na gone
nooodepoicusarouieco nedenuss ICC credyem nposooums He pedice 00HO20 paza 6 3 mecaya. Y
nayuenmos, Komopuvim nposooumcs cemoouanus, yposenv Hb na ¢one noooepoicusaroujeco neuenus

IOCC cnedyem nposooums He pedice 00HO20 pa3a 8 Mecsy.

o Pexomennyercs nanuenram ¢ XbII u anemuen onpenenauTs €€ NMPUUYMHY, HE3aBUCUMO OT CTaIuu
XBII unu norpeduoctu B 3IIT, ecnu ypoenb Hb coctaBnsier <110 r/n (<105 r/n y nereit <2 ner)
WIN TpU Pa3BUTUU CHUMITOMOB, CBsi3aHHbIX ¢ aHemueil (MccnemoBanue ¢epputuHa KpoBH,
Omnpenenenne kxodddunmeHTa HachimeHus TpaHcheppuHa xerne3om (TSAT), HccnemoBanme
ypoBHsi BuTamuHa B12 B kpoBu, HccrnemoBanue ¢(onmeBoil KUCIOTBI B KPOBH) C LEJbIO

JIMarHOCTUKU U JieueHus [80].
(YYP C; VI 5)

Kommentapmuii: Anemus y oemeti ¢ XBII mosicem 6vimov 0bycrosnena He monvko ¢ oegpuyumom I110.
Deppumun cbl6OpOMKYU OMpadicaem 3anacwyl dHeene3a 8 Opeanuzme, U e20 HeooXo0UMO NOOOePHCUBAMND
mexncdy 100 u 500 mxe/n. Oonako s3mo ocmpoghazoswviii 6eloK, NOIMOMY pPe3Yabmamvl CLONCHO
uHmepnpemuposams Ha oHe uH@eKyuoHHo20 npoyecca. Pexomenoyemcsi 00HO8pEeMEHHO UMEPAMb
yposenv CPb. Hacviwyenue mpancgeppuna ompasicaem Koauuecmeo oicene3d, O00CMYNnHo20 O
IpUMponodsa u 0oaxcHo ovimo >20%. Abcomomuviii depuyum diceneza — Mo oOuee CHUNCeHUe
3anacos xceneza 8 opzauuzme, onpeoeisieMoe npu CHudceHuu eppumuna cvigopomru <I00mke/n.
Memabonusm orceneza napywaemces y nayuenmos ¢ XbIl, ¢ uacmnocmu, u3-3a no8bIUEHHO20 YPOGHS
cencuouna’® | copmona neuenmu, xomopuiii npedomspaujaem GbIX00 Jcele3d u3 KiemoK 3d cuem
CBA3bIBAHUSL C IKCnopmepom dceneza, Gepponopmunom [81]. H3zb6eimox eencuouna nooasinsiem

a6cop6uui0 anceneza u npueodum K cexKeecmpayuu oiceinesa 6 Makpod)aeax u cenamoyumax, 4no



npusooum K @yHkyuonaivuomy oeguyumy snceneza npu XbII [82]. Ilpu ¢pyukyuonarvrom degpuyume
cyujecmayem nompebHocmb 8 OobuemM Koauuecmee xcenesa 0Jisi noddepoicanus cunmeza Hb, uem
modxcem 8vic00600umbc U3 0eno. DYHKYUOHANbHBIL Oehuyum dicene3a OUACHOCMUPYEMCs HA
ocHosanuu yposus ¢eppumuna cvieopomku (>100mxe/n), TSAT (<15-20%), ronuvecmeo
eunoxpommusix spumpoyumos (>5-10% npu nopme <2,5%). [anuvie ucciedosanus HeooOXooumbvl O
OYyeHKu cmamyca 0OMeHa Jicele3d, OUACHOCMUKU e20 Oeduyuma U  NPOSHO3UPOBAHUS

pUmMponosmudecKoco omeema Ha mepanuro JiHcejle3om.

IIpu unmepnpemayuu ypoeus eppumuna ciedyem nOMHUMb, 4mMo OAHHbIL NOKA3AMENb NOBLIULAENCSL
npu  eocnanumenviom npoyecce. llockonvky eppumun  saensemcs  ocmpoghazHvim - OenKom,
ouazHocmuueckoe 3HaueHue cieoyem OYeHUBAMvbCs OMIUYHO OM NAYUEHMO8, He CMmpaoarouux

XPOHUUECKUM 3aD01e8anuemM NoYex.
Hacviyenue mpancpeppuna (TSAT) paccuumvieaemces no popmyne:
TSAT = Fe (mkmonwv/n) / 2 X mpancgeppun (mkmonwv/n) (%)

Heduyum ¢onamos u eumamuna B12 — neyacmas, HO 8adcHas KOppekmupyemas NpuduHa aHemuu,

00bIYHO couemarowelics ¢ Makpoyumosom, y nayuenmos ¢ XbI1.

e Pexomennyercs Bcem mamnueHtam ¢ XbII mnpoBenenne AHanmuza KpoBH OMOXMMHYECKOTO
obmetepaneruyeckoro (MccnenoBanue ypoBHs KpeaTMHWHA B KpoBH, lcciemoBanue ypoBHS
MOUYEBHUHBI B KpoBH, McciaenoBaHue ypoBHSI MOYEBOM KHUCIOTHI B KpoBH, VccienoBaHue ypoBHS
oOuiero Oeika B KpPOBH, MCCIEIOBAHHME YpPOBHsS albOymMuHa B KpoBH, VcciemoBanue ypoBHS
XOJeCTepuHa B KpoBH, MccnemoBanue ypoBHS TPUINIMIIEPUIOB B KpoBH, VccriemoBanue ypoBHS
XOJIECTEpUHA  JIUTIONPOTEMHOB  BBICOKOM IUIOTHOCTHU B  KpoBHW, MccienoBaHue  ypOBHS
JUNONPOTEUHOB B KpoBH, VccienoBanre ypoBHs XoJeCTeprHa JIMTIOMPOTENHOB HU3KOM TIOTHOCTH,
UccnenoBanue ypoBHs (docdomunumaoB B KpoBu VcciaemoBanue ypoBHsI oOrero OwnnpyOuHa.
UccnenoBanve ypoBHS OMIMpyOMHA CBS3aHHOTO (KOHBIOTMPOBAHHOTO) B KpoBH, McciemoBanue
YpOBHSI OmiMpyOMHa CBOOOAHOTO (HEKOHBIOTHPOBAHHOTO) B KPOBH, OMPEICICHHE AKTHBHOCTH
acnapTraraMUHOTpaHc(epasbl B KpoBU, OmnpenerneHue aKTUBHOCTH alaHMHAMHHOTpaHC(depasbl B
KpoBHu, MccrnenoBanue ypoBHS Kamusi B KpoBu, lcciemoBanue ypoOBHS HAaTpus B KpOBH,
HccnenoBanne ypoBHs XJopa B KpoBHu, lcciemoBanue ypoBHS OOIIEro KalbliMsl B KpPOBH,
HccnenoBanue ypoBHs Heopranuyeckoro ¢ochopa B kpoBu, OnpeneneHne akTUBHOCTH LIETOYHON
docdarassl, OmnpeneneHre akTUBHOCTH amuia3bl B KpoBu, McciegoBaHue yYpOBHSI IVIIOKO3BI B
kpoBH, HMccnenmoBanne ypoBHS C-peakTHBHOTO Ocika B KPOBH) JUIS OICHKH CTCIICHU
BBIPQKEHHOCTH Aa30T€MHH, BBISBICHUSA JJICKTPOJMTHBIX HAPYIICHUM, HapylIeHUH OEIKOBOIrO
oOMeHa, oOMeHa skene3a, Kaabluui-hpochopHoro oOMeHa, TUIIEPIUNUIEMUHN C 1ENIbI0 TUAarHOCTUKU
MPOrPECCUPOBAHUS TTOYEUHOTO Tporecca, ocinoxkHeHud XbII, KoHTponss B TUHAMHUKE B MpoLEcce
neuenus [4, 78, 83, 84, 85, 86, 87, 88, 89, 90].

(YYP C; VI 5)

KommenTapuii: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensiemcs: KIUHUYECKOU cumyayuel.

Mouesuna u KpeamuHUH CbleOPONKU Kpoeu 00bIYHO UCNOJIb3YIOMCA 6 Kauecmee mapkepoes noueyHou



OUCYHKYUU, HO HAKONJTIEHUE YPEeMUUECKUX MOKCUHO8 Tulub Yyacmuyno koppeaupyem co CK® y oemeil
¢ XBII [91]. Tepmun «azomemusiy ucnoinvyemcs O 0OO3HAYEHUS NPUCYMCMBUS «YDEMUUECKUX
MOKCUHOBY, MO020a KAK MepMUH «ypemusy o0OblYHO OMHOCUMCA K KIUHUYECKUM NPOSGIEHUIM
asomemuu. XBbII yacmo céasana ¢ HapyuweHusMU MUHEPATbHO20 U KOCIMHO20 00MEHA, KOmopble MO2Ym
NpOsABIAMbC UMeHeHuemM memabonusma xaroyus u gocgopa. [92]. Yposenv obweco benxa u
AnbOYMUHA MO2YM OblMb CHUJCEHbI KAK NPOAGIEeHUsl HAPYUWEeHUN HYMPUMUEHo20 cmamyca, maxk u
meueHus: XpoHuueckoeo 3aboneeanusi novek, npuseowei Kk XbIl. B nacmosawee épems ancOymun u
npeanbOyMuH 0Oonbule He CUUMANMCA 3HAYUMBIMU Ouomapkepamu 0as ouaeHocmuku BHOH.
Heeamuenvie omkaioHenus 0Oeikog8 ocmpou azvl, mMaKux Kak anbOyMul, npearbOyMuH u
mpancgeppun, He ompaxcarom uUMeHeHull HympumueHo20 Cmamyca u 3a6ucsim om GblpadCceHHOCmU
gocnanenus, 0OHO-3NIeKMPOIUMHO20 bananca u opyaux gaxmopos. M3-3a nomepu maccol Hegpponog
XBII uacmo npusodum K HeaodeKk6amHOU NOYeHYHOU OIKCKpeyuu Kanus. |unepkanuemus sesemcs
00U eNnPUSHAHHBIM (DAKMOPOM PUCKA APUMMULL U OCMAHOBKU cepoya U npeockazyemo eeoem K bonee
svicoxou cmepmuocmu [93, 94]. Illosviwenue xonyenmpayuu CPE 6 xkposu npu XBII mooxcem
CBUOEMENbCMBOBAMb O MeYeHUU UHDEKYUOHHO20 npoyecca u nopadxcenuu muoxapoa. OOHako
ocmaemcs. Heu38ecmHuviM, 6ausem au ouciunuoemus y oemeu ¢ XBII na cepdeuno-cocyoucmyro
3abonesaemocmo u cmepmuocmo. KDIGO pexomendyem ouemuueckue mepbl U KOHMPONb 6ecd 8
Kauecmee nepeol JUHUU JedeHus ouciunudemuu y oemei. M3-3a oueHb 02panuyenHHo20 Koauvecmed

00CMYNHBIX OAHHLIX He PEeKOMEHOYemcs UCHONb3068AMb 2UNOAURUOeMUYecKUe CpeoCcmaed (Cmamumbl) y
oemeti ¢ XBII 6 6o3pacme 0o 10 nem [95].

o Pexomenmyercs Bcem mnanueHtam orneHuBath CK® Ha OCHOBE CHIBOPOTOYHOTO KpeaTMHUHA U
MEPEMEHHON pocTa MO «IpukpoBaTtHO» («bedside») dopmyne IIeapua (2009) u dopmyne

[IBapua-JInona (2012) ¢ uenpto AuarHocTuku win Monutopunra XbII, a Takke olleHKH MPOTrHO3a
B KJIMHUYECKOM MpakTuke [6, 96, 97, 98, 99, 100, 101, 102].

(YYP B; VIUI 3)

KommenTapuii: CK® ssnisemcs nokazamenem QyHKyuu novex u onpeoensiemcs Kax KOAU4ecmeo
naasmel, QUILMPYEMOU NOYKAMU 6 MmeyeHUue OnpeodeeHHO20 Nepuooa 6pemeHu (0ObIYHO OOHOL
MuHymol). 300posvle oemu maaoute 2 nem umerom uzuonocudecku bonee Huskyio CK®. CK® pasna
cymme ckopocmell hunompayuu 6cex yHKYUOHUPYIOWUX HehpoHo8 U, c1edo8amenvHo, Koppeaupyem
¢ KOMUYeCmeom QyHKYUOHUpYIouwux Hegpporos. 300posvie nouku 001a0arom 3Ha4umenbHblM pe3epeom
o151 noodeporcanusi adekeamuot CK® 6 paznuunvix uzuonocuveckux ycnogusax. Obnaoas ocpomMubim
OUONO2UYECKUM — NpeuMywecmeom,  QYHKYUOHANbHLIL — «U30bIMOKY»  HeppOHO8  3ampyoHsem
KIUHUYecKyr0 oyenky pannux cmaoui XBIl. Omo ceazano ¢ mem, umo nenopadiceHuvie HeppoHbl
CNOCOOHbI  KOMNEHCUPOB8AmMb NOBpedcOeHHble He@poHbl. Mooicem  803HUKHYMb — 2unepmpodus
ocmaswiuxcs negpponog, umo npusedem K uacmuyromy goccmanogienuio CK®. Cnedosamenvro, nem
NUHEUHOU Kopperayuu medcoy nomepeti Heppornos u nomepeii CK® [103, 104]. Cexpeyus
Kananbyeeoeo Kpeamununa yeeauyueaemcs npu cHudxcenuu CK®. Crnedosamenvho, Kaupeuc
Kkpeamununa modxcem 3asviuiamb CK® y demeut ¢ XbBII. [[pyeue oepanuuenusi cvi@0OpomoyHo20
KpeamuHuHa Kax mMapkepa QYyHKyuu nodex 6KIUAm e20 3a8UCUMOCIb OM MbIUUEYHOU MAcchbl U
Quzuueckoti akmusHocmu. Munoeue ¢husuonocuueckue eewjecmea u J1eKapCmed Mewaom aHaIu3y

kpeamununa [105].



Tpaouyuonno ucnonvzyemasn Gopmyna Ileapya (1976) u Kymaxana-bappama, (1976) xomopas
PAcCcuUmvleaiacs Ha OCHOBe KPeamuHUHd, U3MEePeHHo20 HeCmaHOapmu3uposaHuvim memooom Apage,
npusooum k 3aeviuieruio snavenuti pCK®. Hcnonvzosanue 6 opueunanvrou gopmyne llleapya (1976)
KPeamuHUuHa, UMEePEeHHO020 C NOMOWbI0 MEemOoOUK, CMAaHOapmu3uUpOBaAHHbIX NO MAHOEMHOU MAacc-
cnekmpomempuu ¢ u3omonHoiM pasoasnenuem — IDMS (isotope dilution mass spectrometry)

npusooum x 3asviwenuro ucmurnnoiu CK® na 20-40% [107].

Ina ucknrouenus nemounocmeti npu oyernke CK® cnedyem ucnonvzosamo «Bedside» (npukposamnas)
Gdopwynwr llleapya na ocnosanuu 3Ha4eHUll KpeamuHUHA KpPOBU, UBMEPEHHO2O OIH3UMAMUYECKUM

memooom u cmanoapmuzuposannvim no IDMS [96, 97]:
pCK® = 36,5 x Ht/ Crp (7)
20e, Ht — pocm (cm), Crp — KOHuenmpauus KpeamuHuHa 6 CbleOPOmMKe Kpoeu (MKMOJ1b/7).

V. De Souza et al. 6 2012 2. «npuxposamuasny ¢opmyna Llleapya dvina moouguyuposana, nonyuus

naszeanue lllsapya-Jluona (Schwartz—Lyon, gpopmyna 10) [99].
pCK® =k x Ht/ Crp

20e, k — eo3pacmmnoii koIpguyuenm nepecuema (0141 0esoueK 6cex 603pacmos u Maabdukos <I3
nem — 32,5; ona manvuukoe =13 nem — 36,5), Ht — pocm (cm), Crp — KOoHyeHmpayus KpeamuHuHa
Cbl8OPOMKU KPOBU (MKMOJIb/T).

«lIpuxposamnasny gopmyna Lllseapya u ¢popmyna Illseapya-Jluona sanudouposansvl 6 neouampuyecKoll

nonynayuu ¢ XbI1 2-4 cm., a a¢pghexmuenocmo smux ypasnenutl y 300po8uix 0emell Heu38ecmua.

Cnedyem noduepknyms, umo aaOOpPAMOPHOE U3MepeHUue KOHYEHMPAyuu OCHOBHBIX IHOO02EHHLIX

mapkepos CK®D 0onxcno bvims cmanoapmuzuposaro 015 kpeamuruna no IDMS [98, 108].

Ecnu onpedenenue KpeamuHuHa Kpogu OCYWeCMBIAemcs CMAaHOapmu3upo8aHubim memooom AHAgge,
HeoOX00UMO NOMHUMb O NCEBOOXPOMO2EHAX (21ioKo3e, Ounupyoune, psoe Opyeux 6ema-iaKkmamHulx
AHMUOAKMeEPUATbHLIX Npenapamos (yegarocnopunos) u 0p.), KOmMopwvle MO2Ym UCKANCAMb €20
ucmunnvle 3uHauvenus. CywecmeenHble OWUOKU 6 UBMEPEeHUU KpeamuHuHa mo2ym Ovimb 8
TUNEMUYECKOU U 2eMONUUPOBAHHOU CHIBOPOMKE, NOIMOMY HU IHIUMAMUYECKULL MEMOO, HU PeaKyusl
Apghe ne dondrcnvl ucnonvzosamocs 6 oannoul cumyayuu [109].

o Pexkomennyercs paccmorpers HMccnenoBanue ypoBHs 1ucrtatmHa C B KpOBM B KauyecTBE
noaTeBepkaarmmx tectoB, eciu CK® 1mo ypoBHIO KpeaTWHHHA B CHIBOPOTKE KPOBH J1a€T MEHEE
TOYHBIM pe3yJabTaT C 1ENbI0 JOMOJHUTENbHON nuarHocTuku / mMoHuTOpuHTa XbII u oneHkn

MPOTHO3a B KIIMHUYECKOU npakTuke [96, 97, 108].
(YYP B; Y11 3)

KommenTapmii: Cwigopomounsiti yucmamun C — o0un u3 Haubonee WUPOKO UCHONb3YEMbIX

anvmepHamuenvix ouomapkepos ona oyeuwku CK®. ucmamun C, 6 omauuue om KpeamuHuwua,



npOOYYUPYemcs 8Cemu 0POCOOEPHCAUUMU KIEMKAMU U He 3A8UCUM Om MbllUeuHOU Maccol. Dopmyisl
Ha ocnoge yucmamuna C 0cobenHO none3nvl Ol 0emell ¢ NOHUNCEHHOU MbluedHou maccou. s
ucknoyenus Hemounocmetl npu oyerke CK® pexomendyemcsa ucnonvzosanue CKiD gopmyny,
sratouarouyio 3Hadenus yucmamuna C (UsMepeHHo20 ¢ NoMOubio mypooouUMempuyecko2o memooa) u

azoma mouesunsl [95, 97]:
pCK® = 39,1 x [Ht/Crp]*1 x [1,8/Cys C]"?** x [30/BUN]"'® x [1,099]* = [Ht/,4]"%*

20e, Ht — pocm (m), Crp — KOHuenmpayusa KpeamuHuHa cvbleopomku kpoeu (m2/on), Cys C —

yucmamun C (me/n), BUN — azom mouegunwt (m2/01), * — ucnonvzyemcsa moavko 0151 MAAb4UKO8.

Taxoce GJ Schwartz et al. (2012) paspabomanu oonoghaxmopnoe ypasuerue pacuema CK® na ocrnoge

yucmamuna C [101]. [lannas ¢hopmyna umeem vlcoxkyo mouHocms.:
pCK® = 70,69 x Cys C-0,931 (11)
20e, Cys C — yucmamun C (m2/n).

Cnedyem noouepkHymo, umo JabopamopHoe umepeHue KOHYEHMPAayuu OCHOBHLIX IHOOSEHHbIX
mapkepoe CKD oonocno 6vims cmanoapmuszuposarno: ons yucmamuna C no IFCC (International

Federation of Clinic Chemistry — cmanoapmusupogannozco kaiuobpamopa ERMDA471) [98, 108].

GJ Schwartz et al. ycmanosunu pCK®Dyuc moocem Ovimb MeHee MOUHOU MONLKO NPU OOHOU
nepemMeHHoll, 00bACHAIWEl AHOMANbHble 8blOPOCHI NOKA3amenel pacyemHuou, npu OOTbLUIOM Gece.
Pacosvie pasnuuus, evicokoe AJl, yposenv anvbymuna u npumeHnenue 2n0KOKOPMUKOCMEPOUOOE He

eausitom Ha yposervb pCK® na ocnose yucmamuna C [101].

Kosgpgpuyuenmor nepesooa eounuy usmeperus u3 Mempuyeckou CUucmemvl 6 MeHCOYHAPOOHYIO

cucmemy eounuy (CH) — 6 npunoscenuu A 3.14.

o Pexomennyetcst Bcem aetsim ¢ CK® <60 mu/mun/1,73 m? (mn camxerneM CK® Goree dem Ha |
CTaHJAPTHOE OTKJIIOHEHUE OT OXKMJIAEMOT0 3HAYCHHMS /111 COOTBETCTBYIOIIETO BO3PACTA U T0JIA) WIIH
C IpU3HAKaMHM TIOPAKECHHS TTOYEK U3yueHHEe aHaMHe3a, MIPEAbLIYINX MoKa3aTesield PyHKIINN TOYeK,
MPOBE/ICHNE aHalM3a KIWHUYCCKOM CHUTyalldd C TIIeJIbI0 yCTaHOBICHUS TPUYUHBI (TIPUYWH)

3a0oeBanus mouek [6, 110].
(YYP C; VI 5)

KommenTapwmii: ananuz xaunuueckou cumyayuu ekiodaem OaHHble O GHYMPUYMPOOHOM pa36umull,
NIeKAPCMBEHHBIX B8030€UCMEUAX HA NA00 UIU HA MAamv, 2eHeMU4ecKux HapyuleHusx, aHOMAIusx
pPa38umusi Opeamos, pe3yibmamovl QUIUKATbHO20 00C1e006aHUs, 1AOOPAMOpHble NOKA3amenu 60
BHYMPUYMPOOHOM U NOCMHAMATLHOM NEPUo0ax (8KIOUAs AHATU3 AMHUOMUYECKOU IHCUOKOCMU),
pe3yIbmamsl GU3VATUSUPYIOUUX UCCTE008AHULL 8 Npe- U NOCMHAMAILHOM nepuooe, a makaice OaHHbvle

namwwop&oxzozuttecxux uccxze@oecmuﬁ, 8 MoM Yucie niooa u niayeHmasl.



o Pexomenayercs npoBeaenune OOmero (KIMHUYECKOTO) aHamu3a Mour BceM narnuentaM ¢ XbIl u B
JUHAMUKE C LIEJIbI0 KOJIMYECTBEHHOW OLEHKH O€Ka, OPUEHTHPOBOYHOW OLIEHKE BOCIHAJIEHHUS I10

XapaKTepy U3MEHEHUI B MOYEBOM OcaJike [78].
YYPC,YIAS)

KomMmenTapuii: uacmoma uccnedoganusi npu  OUHAMUYECKOM  HAONIOOEHUU  ONpeoesiemcs

KAUHUYECKUM meyeHuem 3a00/1e6anusl.

d PGKOMGHI[yGTCH YCTAaHOBUTL KaTCTOPHIO aHB6YMI/IHypI/IH B COOTBCTCTBHHM C H3BCCTHbBIMHU

kputepusimu XBII (pazgen 1.5 Knaccuduxarus 3adonesanus) [6, 110].
YYPC; YAAS)

KommenTapuii: xameeopus anvOymunypuu Caylcum 68adCHbIM HpeOuKmopom ucxooa. [ns ecex
kamezoputi CK® nokazano cmynenuamoe ygeaudenue pucka npu 8blCOKUX Kame2opusx aib0yMurypuu,

npu smom KaxKo2o-1ubo yemko2o YCMAaHOBIIEHHO20 NOPO20602O 3HAUYCHUA HEM.

Oounaxo y demeti ¢ XBIl npu obuapyxcenuu n000t namoniocuieckol dKCKpeyuu Oenxka ¢ Moyou
He3a8UCUMO OM MapKepos HeoOXO00UMO YUUMbleams paziudue noxkazamenel 6 3a8UCUMOCMU Om
gospacma, noa, cmaouu noN06020 pazeumus u/umu pasmepa mena (pocma, eeca, HMMT),
B03MONCHOCIb NPeoONA0aAnUsL CKOpee KAHANbYEBOL, YeM 2LOMEPYIAPHOU NPOMEeUHYPUlU 8 3a8UCUMOCTIU
om npeocywecmgyroujeco 3abonesanus. Taxoce y Odemeti ¢ XBII moocno opuenmupogamvcsi Ha

NPOMEUHYPUIO BMECO ANbOYMUHYDULL.

YV HoeopooicOennvix u demeii panneeo 8o3pacma OONYcKaomcs 6ojiee 8blCOKAsL KaK 2l1OMePYISAPHAS,
MaK U Kauaivyesas npomeuHypus u3-3a He3perocmu NPOKCUMATbHbIX KAHAIbYes, OmMEeyaowux 3d
peabcopoyuro 6enxos. llpubnuzumenvruvle sxeusaienmsl oaa omuowenuit An/Kp u Ob/Kp 6 moue y
Ooemell ONU3KU, HO He UOCHMUYHbL 3HAYEHUAM, NPUBOOUMBIM OJi 83POCbIX. [uana3oHvl HOPMAIbHBIX
3nauenutl eapvupyrom. A.S.Brem (1981) npeonoscun cuumams npuemiemvim ypogeHs Npomeunypuu 8
npedenax 6-8 me/m’/u unu >240 me/mP/ecym. YV Odemeii <6 Mecsayes; HOpManbHbIE 3HAUCHU

anbOymMuHypuu 0 5mo2o o3pacma veuzsecmmuwl [111].

Hopmanvrvle yposHu cymounoul skckpeyuu benka y demeti 6 ospacme 6-24 mecsiyes cocmasnsiom <4
me/mP/u (<150 me/m2/cym) npu ucciedosanuu CymouHol Mouu, 8 mo epems KaKk 6 nepeoii npobe
ympenHell Mouu HopmaivHuoiM cuumaemcs yposenv Ob/Kp <500 me/e (<50 me/mmonsy). ¥V oemeii
cmapuwie 24 mecsyes smu snavenus cocmagisiom <4 me/m/u (<150 me/m’/cym) 6 cymounoii moue,
Ob/Kp <200 me/e (<20 me/mmons) 6 nepsoii nopyuu ympenuet mouu, unu An/Kp <30 me/e (<3 me/
MMOb) 8 nepeou nopyuu ympeuHeu mouu. B nrobou eospacmuou epynne obwas nomeps 6enxa c
mouoii >40 me/mP/u (>3 2/1,73 MP Jeym) cuumaemcs npomeumnypueri Heghpomuueckozo YpoeHsi;

suavenus: 4-40 me/m’/u ompaskcaiom namonozuueckyio, Ho He «He(pomuyeckyio» nomepio benxka [112,
113].

Y oemeu 6 e6ospacme >24 mecsyes Onsi onpedeneHus Kame2opuu «NPOMeEUuHypuu» MON*CHO

Uucnojilibzosdms YpO6HU, peKOMeHaOGClHHble 6 pykoeodcmeax ons 63POCIJIblX, 3d UCKNTIOYEHUEM



NOCMYpPAIbHOU NOmepu 210MePYIAPHLIX OelKkos [anbOymuHal, m.e. opmocmamu4eckoi npomeuHypuu,

Haobnooarowetica y 2-5% noopocmrkos [114, 115].

Bzaumocesse medcoy kame2opuimu albOYMUHYPUU U NPOMEUHYPUU NPeOCmAasleHd 8 NPUNLOHCeHUUU
A3.15.

e Pexomenayercs vaie xkoHTpoiaupoBath CK® u ansOyMUHYpUIO y TAIMEHTOB C BHICOKUM PUCKOM
nporpeccupoBanus XbIl w/munm korma pesynbTarbl M3MEpPEHUsS JOJDKHBI YUUTBHIBATHCS TPHU
HA3HAYEHUH TEpanuu JJid OLIEHKH CKOPOCTU MIporpeccupoBaHusi U 3P(HEKTUBHOCTH MPOBOAUMOTO

nevenus [6, 110].
YYP C; YOI 5)

o Pexomennyercsa Bcex nmauneHToB ¢ XbII paccmarpuBarbk Kak IAalMEHTOB C MOBBIIIEHHBIM PUCKOM
paszsutusa OIIII [6, 110].

(YYP C; Y1 5)

KommenTapwuii: XAII npusnana ¢haxmopom pucka pazeumusi OIIIl u3z-3a s3nudemuonocuueckot
accoyuayuu mexcoy numu [116, 117]. XBII asnsemca mowmnwvim npeoukmopom OIIIl npu eo30eiicmauu
KOHMPACMHBIX CPEOCm8, NPOGeOeHUU KPYNHbIX XUPYP2UYECKUX MeuamensCcmes, a maxdice npu opyaux
meouyunckux cocmosanusx [118, 119, 120]. IIpu eedenuu nayuenmos ¢ XBII u nosviuenHvimM puckom
OIIll na ¢hone unmepKyppeHmmuwvix 3a001e6aHULL UTU NPU NPOBEOECHUU UCCLE008AHUL U NPOYeoyp,
conpogodcoarowuxcsa nogviuuerHvim  puckom  OIIlIl, Heobxooumo credosamv peKOMeHOAYUM,

noopobno onucannvim 6 Knunuueckux npakmuuecxkux pexkomenoayusix KDIGO no OIIII [6, 110].

e CKOMCHIYETCS KOHTPOJIMPOBATh CBIBOPOTOYHBIC ypOBHU Kamblus, (ocdopa, IIeI09HON
docdarazsl, I[ITT y Bcex mereri ¢ XbII, maunnas co 2 cramgum, mansa auarHoctukun MKH-XBII,

OLICHKH B JIMHAMUKE U KOHTpOJIA JieueHus [122].
(YYP C; YOO 5)

Kommenrapuii: V' nayuenmos ¢ XblI, nonyuarowux neuenue om MKH-XBII, umu y xomopwix
BbIABNIEHbL  OUOXUMUYECKUE OMKIOHEHUs, UYelecO0OPAa3Ho Yeenudyums uacmomy usmepeHull O
OMCAeHCUBAHUsL MeHOeHyull, d¢phexkmuenocmu nevenus u nooounvix 3¢gpgexmos. Ilamocenes MKH-
XFII sce ewe oanex om nonHo2o nowumanus. Mzeecmno, umo cyOKIUHUYECKUE USMEHEHUs. KOCIHbIX U
MUHEPATbHBIX OUOMAPKEPO8 MO2ym Oblmb 0OHAPYICEHbl HA O4eHb paHuel cmaduu pazeumus XBII (na
cmaouu C2), 0o nadenus ypoeua raroyumpuona [123, 124]. OOnum u3z maxkux pamHux coOvlmuil
aensemcs nogviutenue ypoeusa FGF23, ¢ocpamonuna, npodyyupyemoco ocmeoyumamu, KOMopbwlil
yeunusaem evigeoenue ocgpama nouxamu. Ponv nosviuennoeco yposns FGF23 na pannux cmaousx
XBII mooicem Ovimv 3aUumMHON, NOCKOILKY OH, BEPOSMHO, NOMO2aem OMCPOYUMb pa3sumue
euneppocpamemuu. OOHaKo nocmeneHHoOe CHUNCEHUE KOTUYecmea (DYHKYUOHUPYIOUUX HeDPOHO8 U
oepuyum Klotho, xopeyenmopa FGF23, 6 koneunom umoee nooasnsiom ¢ghocpamypudecxkuti s¢hghexm.
Taxum obpazom, FGF23. cnocobcmeyem pannemy namozeHe3y 8MOPUYHO2O SUNEPNAPAMUpeo3d 00

passumus MUHEPAIbHbIX aHomanui 6 cvieopomke kposu [125]. lunepgocpamemusi 06v1uHO



passueaemcsi Ha 4 cmaduu XBIl u cmumynupyem @ynkyuo napawumosuoHvlx icenes3, umo
cnocobcmeyem 6mopudHomy cunepnapamupeosy. Qucmoiii d¢hghexm smux cucmemHvlx usMeHeHUll 8
couemaHuy ¢ MeKywuMu Memooamu jedeHus Moxcem napadokcaibHbIM 00pa3om npusecmu aubo K
ypesmepHol pe3opoyuu Kocmu, aubo K obpazosanuto kocmu. QOHAKO 6 CIYUAAX ABHO2O YEeIUdeHUs]
KOCMHOU MACCbl NPOYHOCMb KOCMeEU 6Ce JHce CHUNCAEMCs, NOMOMY UYMO OMIONCEHHble KOCMHble

KOJLla2eHo8ble 8OJIOKHA ABAAI0MCsl Hespenvimu [126].

e Pexkomennyercs y maumenToB ¢ XBII C3a — C3b ¢T. MOHUTOPHUHT CHIBOPOTOYHOIO KAJbLUS U
Heopranuveckoro ¢gocdopa kaxanie 612 mecsauen; a qias [ITI Ha ocHOBe MCXOTHOTO YPOBHS
u nporpeccupoBanusi XBIIL. IIpu XBII C4 cT. oueHnBaTh YPOBEHb CHIBOPOTOYHOI0 KAJIbIUA U
Heopranudeckoro ¢gochopa kaxabie 3—6 mecsuen, ais IITIN kaxabie 6—12 mecsaues. Ilpu
XBII C5 cr. (Bkawuass C5D) MOHMTOPMPOBATH YPOBE€Hb CHIBOPOTOYHOIO KAJBIUA H
Heopranuveckoro ¢gocdopa kaxapie 1-3 mecsaua; aas [T kaxnabie 3—6 mecsaues. [Ipu XBII
C4 — C5D crt. o1eHUBATh AKTHUBHOCTD HIeJI04YHOM (ocdaTasbl Kaxkabie 12 MecseB WIH Yalle
npu nosbiiieHHOM ypoBHe IITI' nis onenku B nuHamuke MKH-XBII u koHTpoas jgedyenust
[122].

YYP C; YOI 5)

o Pexomenayercss mamumentam ¢ XBII C3a — CSD cr. ompepeasitb ypoBens 25 (OH) D
(Uccaenoanue ypoBHsa 25-OH BurammHa J[ B KpOBHM) ¢ 1eJbl0 OOHApPY:KeHHS
HeA0CTaTOUYHOCTH/NeduumuTa BUTAMUHA D, ¢ MOBTOPHBIM TeCTHPOBAHUEM IOKAa3aTessi Ha

OCHOBE MCXOJHBIX 3HAYECHUI U TepaneBTHYEeCKUX BMemareabeTs [122].
YYP C; VI 5)

Kommenrapwuii: FGF-23 ycyayonsem oegpuyum 1,25 (OH) 2 -eumamuna D, nanpsamyio uneubupys
aKcnpeccuro 2eHa loa-euopoxcunazel  uepe3 axkmusayuio cueHaavHoco nymu ERKI1/2 [127].
Konyenmpayus 25 (OH) 2 -eumamuna D 6 cvigopomke Kposu 0onicHa dvims eviute 30 He / Ml Ha 6cex
cmaousx XBII [128].

e He pexomennyercs onpeneneHHEe OCHOBHBIX META0OIMUYECKUX MAapKEepOB OOMEHa KOCTHOW TKaHH
(ocreokanpliiHa U OeTa-TenonenTuaoB KojutareHa) y mauueHtoB ¢ XbBII mis eissBnenuss MKH-
XBII [129, 130].

YYP C; YOI 5)

KommenTapwuii: Omu noxkazamenu 6Oonee 3uauumvl 051 onpeoenenuss ¢hghekmusHocmu mepanuu

MUHEPAIbHO-KOCHHBIX HAPYUIEHU.

e Pexomennyercs nanuentam ¢ XbII u3mepsiTh ypoBHH TOPMOHOB ITUTOBUIHON >K€JI€3bl, BKIIOYAs
ceiBoporounbiii TTID (MccnegoBanue ypoBHs THpeoTponHoro ropmoHa (TTI) B kpoBu) u
cBobonnbii T3 (MccnenoBanue ypoBHsi cBoOoaHOrO TpuitogTuponuHa (CT3) B kpoBH), a Takxke
cbIBOpOTOUHBIN ypoBenb MDP-1 1o nauana tepanuu ComarponuHom™* (peKOMOMHAHTHBIM TOPMOH
pocta pI'P) [131].



(YYP C; VIUI 5)

Kommentapuu: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensemcs KIUHUYECKOU cumyayuell.
l'unomupouousm u Oeguyum 2opmoHa pocma MOSYym 6bl3bl8amb 3aA0epicKy pocma y Oemell,

He3asucumo om nexcaujeli 8 ocnose XbII.



2.4 NucTpyMeHTA/IbHbIC JUATHOCTHYCCKUE
UCCJIeA0BAHMSA

PexomMeHtyeTCsl ynbTpa3ByKOBOE MCCIIEAOBAaHUE MOYEK C AYMIUIEKCHOUN momuieporpadueil, MoueBOro
My3bIps BCEM MAlMEHTaM C IOAO3PEHUEM WIM JuarHoctupoBaHHoW XDbII ¢ mensro auarHocTuku

NATOJOTUYECKUX U3MEHEHU, KOHTPOJIS B IMHAMUKE, B T.4. JieueHus [6].
YYPC; YIAS)

Kommentapuii: Yacmoma uccnedosanuii 6 Ounamuxe onpeoensiemcs: KIUHUYECKOU cumyayuel.
Viempaseykosoe uccnedosanue nouek no3601Aem  YCMAHOBUMb UX — pPA3MEPbl, NOJONCEeHUe,
ocobennocmu cmpoenus, oyeHums cocmosanue napenxumvl u YJIC nouex, evipasicenHocms
Heghpockaepo3a, a makxadice 3an0003pums cocyoucmvle AHOMAIUU, KOMOopble MO2ym Oblmb NPUYUHOU
8A30PEHANbHOU 2UNEpMeH3UU (CMeHo3 NOYEYHOU apmepuu, mpomoO03 MASUCMPATbHBIX NOYEYHBIX
cocyoos). [onnnepozcpaghuueckoe uccredosanue oyenHusaem COCMOSHUE PEHATbHO20 KPOBOMOKA.
[Ipenamanvnas ynbmpasgykosas OUACHOCIMUKA MOJCEN  BblABUMb HOBOPONCOCHHLIX C DPUCKOM

pazsumusi XbI1, ocobenno eciu ecmv anomanuu obeux nouex.

IIpu ynempazeykoeom uccreooganuu cieoyem CpasHums USMEPEeHHYIO ONUHY KAadCOOU HNOYKU C
HOPMAMUBHLIMU  3HAYEHUAMU, Ccoomeemcmeyiowumu eospacmy. Pazmep nouex menvuie Hopmbl
yKasvleaem Ha ymenvuienue maccol nouex us-3a CAKUT (nanpumep, eunonnasuio novek), meoieHHblil

pocm uiu nomepro no4e4Hou napeHxumsl, C6A3aHHY10 C OCHOBHbIM 3abo0nesanuem uu mpaemod.

Llemu c 8podcoenHoll eOUHCMBeHHOU NOYKOU noogepaiceHvl pucky cHudcenusi CK®. @axmopul pucka
cHudxcenusi CK® o0nsa eduncmeeHHoll NOYKU GKIIOUAIOM OONOJHUMENbHbIE AHOMANUU NOYeK U
MOYEBbIBOOAWUX Nymel U ONUHY NOYKU, He COOMBEMCMBYIOWYI0 0X4CUOAEMOU KOMNEHCAMOPHOU

eunepmpopuu.

e He pexomenayercs mnpoBeneHHe 0030pHON peHTreHorpaguu MOYeK, HKCKPETOPHOI yporpaduu,
MarHuTHO-pe3oHaHcHOM Tomorpaduu (MPT), kommnstorepHoit Tomorpaduu (KT) mim u30TOMHBIX

METOJIOB MCCJIEIOBAHHUSI C LIEJIbIO IEPBUYHON TUArHOCTUKY WK ckpuHuHra XbII [6].
(YYP C, V] 5)

KommenTapmii: O630pnas penmeenocpaghus nouvex obdradaem HU3KOU UHDOPMAMUBHOCIIBIO 8
OMHOUIeHUU BbIAGNEHUSl USMEHEHULl napeHxumvl opeana. Kommpacmuvle uccnedosanus npu
Heobxooumocmu ciedyem nNposooums nocie OYeHKU @QYHKYuu novex OJisi NPUMeHeHUs mep

NpoGUIAKMUKY OCTIOHCHEHULL IMUX NPOYeOYp.

e He pexomenayercs y mamuentoB ¢ XbII mpoBeneHwe uccinegoBaHud € BHYTPUCOCYAUCTBIM
BBCJICHUEM KOHTPACTHBIX CPEJICTB, MPUMEHEHUE KOTOPBIX MOXKET OBITh MPUYMHON TOBPESKICHUS
nouek. Pemenne 00 WCMONB30BAaHUM TaKOW JMAarHOCTUKH JIOJDKHO OBITh TPUHATO HA
VWH/IMBUIyaJlbHOM OCHOBE C YYE€TOM IIOJb3bl PE3YJbTATOB HCCIEAOBAHUS JJIsI TAUWEHTa W

MOTEHIIMAJIBbHBIX MTOYEUYHBIX PUCKOB [6, 133].

(YYP C, VL 5)



Kommenrtapmuii: V nayuenmos ¢ XBII npu ouacrnocmuke, C6s13aHHOU C UCNOIb308AHUEM KOHMPACMHbIX
cpeocmas, ciedyem mujamesibHO 636eUlUBAmMb PUCK PA3BUMUS OCMPO20 HAPYUEHUS QYHKYUU NOYeK C
OUACHOCIMUYECKOU YeHHOCMbIO UCCTE008AHUS U €20 B03MONCHLIM GIUAHUEM HA MAKMUKY jledeHus: O

CHUDICEHUSL PUCKOB HeDNIa2ONPUANHBIX NOUEUHBIX dhhexmos maxkoeo 6uda Uccie008anuil.

e PexoMeHryeTcst U3MEpeHHe apTepruaJbHOTO JaBICHUs Ha Nepuepuueckux apTepusix y Bcex Jeren
¢ XBII npu kax0M BU3UTE K Bpady-NeAuaTpy/Bpady oOIIeil MPaKTUKHU (CEMEMHOMY Bpady) WU K
Bpauy-Hedposory [6, 132].

(YYP C, VI 5)

KommenTapuii: noopobno ungopmayus 06 usmepenuu A/ y oemei npu apmepuaivbHoll 2unepmen3uu

U310I#CEeHA 6 KIUHUYEeCKUX peKOMeHaal/ﬂl}lX no apmepuaﬂbﬁoﬁ cunepmensuu y oemeil.

o PexkomeHayeTcsi mpoBeAeHUE CYTOUHOTO MOHHMTOPUpPOBaHUs aprepuanbHoro nasienus (CMAJL) c
MOMOIIbIO TMEPEeHOCHBIX MOHUTOpPOB AJ[ (Perucrpatop amOynaTOpHBIA [y MOHUTOPHUHTA
apTepuaibHOrO JaBjeHUs, Perucrtpartop amOynaTOpHBIM [ MOHUTOPUHIA AapTEPHAIBHOIO
JIABJICHUSI C OTIpeeieHueM apuTMuH) rmanueHTam ctapire 5 et ¢ XbII 4-5 ct. 1 pa3 B 6-12 mec. u
netssMm ¢ XBII 1-3 cr. mpu BBISIBICHUW SNU30A0B ToabemMa AJl w/wimm W3MEHEeHMH cepana

(runeptpodun MUOKap/a, pacIIUPEHUsl A0PThI) [0 JAHHBIM dXOKapauorpaduu [46, 134].
YYPC,VIAS)

Kommentapmii: lemsam mnaowe 5 nem nposedenue CMAJ] 3ampyoneHo, nockoivKy oHu He MO2ym
CHOKOUHO nepeHocums npoyeoypvl uacmolx aemomamuueckux uzmepenuti AJ. CMAJ] noszeonsem
8bi8UMb Mackuposaunyio Al, eunepmensuro «benoco xanamay, Hapyuienus cymounozo pumma AJl
(«non-dipper»), a makdce YmMOUHUMb CMENneHb  aApMepPudaIbHOl  SUNEPMeH3Ul,  OYEeHUMb
appexmusHocmes  anmueunepmeHn3usnou mepanuu. Ilpu unmepnpemayuu pesynomamos CMAJ]
oyenugarom cpeonue genuuunvl CAH u J[AJ] 3a cymku, 6 OHeénoe u HOuHOe épems. Hx 3navenus
OYEHUBAIOMCSL C YYemOoM NOd, 803PACMA U POCMA NO NPOYEHMUTbHBIM MAOIUYAM, PpaA3padbomanHbim

HA OCHOBAHUU 00CNIe008aHUS 8bLOOPKU 300p08blx Oemeti om 5 0o 16 nem [70, 135].

TIlomumo cpeonux snauenuti CAH u JJA/, npu CMAJ] oyenusarom maxcumanvHvle U MUHUMALIbHbIE
3Hauenuss AJ] 6 paszHvlie nepuodvl cymokx, noxkazamenu «HA2py3Ku OAagleHuem» - UHOEKC 6peMeHU
eunepmen3uu, eapuadervHocmos AJl, cmenenv HOYHO2O CHUdCceHus AJll, eenuuuny u ckopocmov

ympeHHe2co noovema Al], ONUMENIbHOCIb 2UNOMOHUYECKUX SNUZ0008.

Cnedyem yuecmo, umo 6 Hacmosujee 8pems Hem CNPAgoOYHbIX OAHHBIX Ol Oemeli pocmom menee 120
CM, Ymo 3ampyoHsiem uHmepnpemayuio pe3yiomamos. /Januvie no yeHmuibHomy pacnpeoenenuio A/l

y 0emeti npu pazoswix usmeperusx u npu CMAJ] cm. 6 npunooicenuu 1 [46].
CMm. KIUHUYeCKUue peKomMeHOayuu no apmepuaibHOU unepmen3ul y 0emeti.

e Pexomennyercs nposeaenue sekrpokapaunorpadun (OKI') (Peructpamus snekTpokapIuorpaMMmsl,
PacmmugpoBka, onucanue U MHTEpIpETALUs IEKTpoKapaAuorpauyecKux JIaHHbIX) BCEM JIETSAM C

XBII 3-5 cr. nust peructpanuu AIEKTPUYECKOM AKTUBHOCTH CEPJIEYHOM MBbIIIIbI, JAArHOCTUKHU



HapymeHHﬁ CEPACYHOIO pUTMA, BBIABICHHUA HWILICMHUMU, M3MEHEHHI MeTa00JINYECKOro XapakrTepa

(runepkanuemus) [136].
(YYP B, Y1/ 3)

KommenTapmii: V demeui ¢ XBII 3 cm. yenecoobpasno evinonname IKI' 1 paz 6 6 mec, y demeii ¢
XBII 4-5 cm. — kaxcovle 3 mec, a npu HeobxoOoumocmu (Haluyue CUMNMOMO8 apUMMUl,
akempacucmonuu, AI, Hedocmamounocmu Kposoobpaujenus) yauje.

Cm. KIUHUYeCKue peKomeHOayuu no apmepuaibHOU cunepmen3ul y 0emeli.

o PexoMeHIyeTcsl MpOBEACHHE XOJITEPOBCKOTO MOHUTOPUPOBAHUS CEPAECYHOIO PUTMA B TEUCHHE
cyrok getsim ¢ XBII 3-5 cr. ¢ nmpu3Hakamu HapyuwieHUSI pUTMa MO JAaHHBIM (PU3HKAIBHOTO
obcnenoBanus u/wm pytunnon OKI' [137, 138].

(YYP C, VIUI 4)

KommenTapuii: dannoe uccnedosanue noszeonsiem eepuuyuposams xapaxmep U 6blpANCEHHOCHb
HapyuleHuti cepoeyHo20 pumma U npo8ooOUMOCHIU, BbIABUNDb INU300bL UweMuu muokapoa. Yacmoma
npoBeoeHUsl XONMeEPOBCKO20 MOHUMOPUPOBAHUS CEPOEUHO20 PUMMA ONnpeoensiemcs KIUHUYeCKou

cumyayueu.
CMm. KIUHUYeCKUe peKomMeHOayulu no apmepuaibHol unepmen3ul y oemetl.

o Pexomennyercs npoBeaenue sxokapauorpaduu (Ixo-KI') manmnenram ¢ XbBII kaxnpie 6-12 mec, a
nmpu HeoOxomuMmocTu (pe3ucteHTHas kK Tepanuu Al, xnmuHmueckue mnpusHaku HK, BeisBieHume
M3MEHEHUN cepAlla Mo JaHHBIM paHee mpoBereHHOM Ixo0-KI') kaxapie 3 mec. wiM yamie, B

3aBUCUMOCTH OT KJIMHU4YECKOM cutyanuu [138].
YYPC,VI15)

Kommentapuii: Oxo-KI" nozeonsiem gvisgums. eunepmpoguio muoxapoa (ymoawenue MKII, 3CJDK,
yeenuuenue unoexca maccovl muokapoa JUK), napywenue J[QJDK; napyuienue mexanuku pacciaonenus
muokapoa, ounamayuro JDK, chudcenue cokpamumenbHOU CROCOOHOCMU MUOKAPOA, USMEHEHUs.
aopmul  (pacwupenue, YNJIOMHEHUE CMEHOK), Je20UHYI0 2UNEPMeH3UIo, UMEHEHUs KOPOHAPHbIX
apmeputl (yniomuenue CmeHoK, Kanvyugukamel ¢ cmenkax KA), medocmamounocms Kianamnog
cepoya, euoponepukapo. CHudcenue 2100a1bHOU COKPAMUMOCMU MUOKAPOA OUASHOCMUPYIOM NpU
@paxyuu evibpoca menee 55%, paxyuu ykopouenus menee 35%. Ipu Ixo-KI' 6o3modcHo evisgumn

NnpuU3HaxKu Kaﬂbuuqbukauuu cocy()ucmod CMEeHKU, K1ananoe U nanuiyisipHovlx Moulilly MUOKClp()Cl.

e PexoMeHIyeTCcsi NpOBEIEHUE PEHTreHOrpaduu JEerkuX/peHTreHorpaduu Jerkux LHUPpoBol y

nanueHToB ¢ XBII mpu yxyamenun coctosiHus pedeHka, mosBiieHuu onplimku [139, 140].
YYPC,YIA5)

KommenTapmii: penmeenocpagusa neekux/penmeenocpagus neekux yu@dposas no3eonsem OYeHUms

pasmepol cepdua, coOCmosiHue J1e204HOl MKAHU (npu3HaKu omekKa ]ZQZKMX), 6blABUMb HAluvue



AHCUOKOCTU 8 njaespalbHblX NOJIOCNIAX.

o PexoMeHayeTcsi mNpoOBEACHHE pEHTreHorpaguu  KoHeuHocTeld (peHtreHorpadus  BepxHE
KOHEYHOCTH, peHTreHorpadus HUKHEH KoHeuHOCTH) y manueHToB ¢ XbIIl mpu npu3zHakax KOCTHO-

MUHEpAJIbHBIX HapyeHui [131]
YYPC,VIAS)

Kommenrtapuii:  Peumeenonocuueckumu  npusuakamu  MKH-XBII — sensemca  pacuwupenue
Jlooseposckux 30H  (20pu30HmManbHble 30HbI NPOCGEMACHUS 6 ONUHHBIX MPYOUAMbIX KOCHAX),
HapyuieHue cmpykmyp memaguzos mpyouamoix Kocmet, INUPU3EONU3bL («COCKANb3ABAHUEY INUPU3QA
¢ ouaghuza); nepenromvl Camoll pazHou JOKAIU3AYUL, HOBMOPHbBLE U CNOHMAHHbIE nepenombl (HepeoKo
0e3 bonegozo cunopoma). ¥ demeti ¢ XBII 5 cm. naxoodsawuxca na ouanuze 6 medeHue HeCKOIbKUX a1em,
MOJICHO BbIABUNMb KATbYUDUKAYUIO MALUCMPATbHLIX apmeputi KoHeunocmetl. Kanvyuguyuposannvie
apmepuu  GU3YATUSUPVIOMCA  HA  PEHM2eHOocpaMme 6 6UOe  pPEeHM2eH-NO3UMUGHBIX — Msdicell

HepaeﬂomepHoﬁ nJjionmHocmu.
(YYP C, VI 5)

o PexkomennyeTcsi mpoBeneHue OwoMMIEAaHCHOM crekTpockonuu (OnpeaeneHrue MpOIEHTHOTO
COOTHOILICHHUS BOJIbI, MBIIIEYHOM U KUPOBOM TKAHU C MOMOIIBI0 OMOMMIIEIaHCMETpa) (aHATIU3aTOP
cocTaBa Tejla OMOdNEeKTprUecKuil) manuentam crapiie 2-x et ¢ XbII 4-5 ct. nmpu momo3penun Ha

CKPBITBIC OTCKH, JJISI OMPCACIICHUA «CYXO0T'0 BCCa» Yy IMMAIUCHTOB HA AUAJIN3C [142]
(YYP C, VI 5)

Kommentapuii:  Cospemennvie  OuoumneHoawcmempvl  (aHaiuzamopvl  cocmasa  mena
OuosexkmpuiecKkue) no3eona0m onpeodeiums Mmowylo Maccy meid, MAccy HCUposol MKAHU, 00beM
HEKNemoyHoU U  BHYMPUKIEMOYHOU  JHCUOKOCMU,  U3OBIMOK  BHEKIEMOYHOU  HCUOKOCHIU.
OmHocumenvbHbIM NPOMUBONOKA3AHUEM CILYHCUM 803pacm pebenka maaouie 2-x n1em u eec menee 10

Ke.

o Pexomenayercs mposenenne KommbroTepHOW TOMOrpaduu TOJOBHOTO MO3Tra, W/Win MarHUTHO-
PE30HAHCHOM TOMOrpaduu TrOJIOBHOIO MO3ra Npu Kpu30BoM TeueHUH Al, BOSHUKHOBEHUH CyJOpOT
WM OYaroBbIX HEBPOJIOTMYECKUX CHUMIOTOMOB y manueHToB ¢ XbBII mns uckimroueHus HapylieHHs
MO3TOBOTO KPOBOOOpAIICHHS, MIIEMHUYECKOTO WM TeMopparundeckoro mHcynbTa [143, 144, 145,
146].

(YYP B, VI 3)

KomMmenTapwmii: /[lemsam 0o 5-mu nem 01 npogedenusi smux npoyeoyp, Kak npasuio, mpedyemcs

MeOUKAMEHMO3HAS ceéauuﬂ, Umo HeCKOJIbKO ocparuvdusaent ux npumMeHeHue.

HapK03 — NO NOKA3AHUAM.



o Pexomennyercs mamumentam ¢ Al mpu XBII mposeaenme ¢ynmockonuu (0pTaabMOCKOMHs/
onomukpodororpadust MIasHOro JHA C HCNONb30BaHUEM (YHIyC-KaMepbl) MJis BbISBICHUS
TUIEPTOHUYECKOW PETUHONATUM W OLEHKU €€ BBIPAXKEHHOCTH, a Takke OCIOoKHEeHul Al

(KpOBOMBIIUSHKE B CETUATKY / CTEKJIIOBUIHOE TEJI0, OTCIOWKY ceTyarku) [147, 148].
(YYP B, YA 3)

KommenTapuii: Ocmomp spaua-ogpmanvmonoza ciedyem npogsooums He pedce 1 paza 6 200 y oemeil

6 cmaoduIbHOM COCMOARUU, A MAKIICe npu pa3eunuu cunepmoHudecKoco Kpusd, HapyueHuAx 3perusl.

Cm. Kaunuveckue peKOMeHdauuu no apmepuaﬂbﬂozl cunepmeH3ul.



2.5 Uubple TMArHOCTHYECKHE MCCJIeIOBAHNSA

° PGKOMGHIIyeTC}I nmanuenTaM ¢ XbII U3MCPCHHUC BCCa, IJIMHbI TeJ'Ia/pOCTa, TOJIIIUHBI KOXKHOM

CKJIaJIKH, OKPY>KHOCTHU CPEIHEN TPETH Iuieya ¢ 1uenpto nuarnoctuku bOH [149].
(YPP C YA S)

KommenTapmuii: Obecneuenue coanancuposannoco numanus s61s1emcsi OOHUM U3  BANCHEUUUX
acnekmos JneyeHus pebenxka ¢ XBII. BOH accoyuupyemcs ¢ npozpeccuposaHuem YpemudecKux
CUMNMOMO8, NPUBOOUM K OEIKOB0-I2HEep2emuyeckomy UCMOWeHuIo U y8enudeHuro 1emaibHOCmu y
MOt Kamezopuu nayuenmos. Y oemetu 6 gozpacme 00 2 nem uzmepsemcs OIUHA Meid 8 NON0HCeHUU
niexca Ha cnuwe, y 0emeti cmapuie 2-x iem u noOpoOCmMKO8 pOCH UMePAemcsi 8 noaodceHuu cmos. Ecau

p€6€HOK He Mooicent cmosimys, mo 603MOIICHO USMEPEHUE 6 NOJIOHCEHUU J1edICA.

o Pexomennyetcs nanmentam ¢ XbII uamepenne Beca, munbl Tena (go 2 aet)/poct (ot 2 net), SDS
pocTa, CKOpOCTH pocTa, SDS CKOPOCTH poOcCTa, pacdyeT C IEeIbI0 JTUAarHOCTHUKU 3aJCPKKH POCTa
[149].

(YPP C VI 5)

KommenTapmii: smu anmponomempuueckue napamempsl HeoOX0OUMO UBMEPAMb pPe2YIapHO U
HaHocumv Ha 2epaguku pocma, coomeemcmeyiowjue nomuy, eo3pacmy pebenka (¢ Koppekyueu y
Hedonowennvix) [149]. [emu c npusnakamu 3a0epicku pocma, cOnymcmeyiouumu 3a0071e6aHusmu
(nopascenue I[[HC, cepoya, neuenu), ¢ HapyuieHuem COCMOSAHUA 300pP08bs, USMEHEHUeM payuoHa
numanus, mocym nompebosams bonee wacmozo oocnredosanus [4, 150, 151]. SDS — xoappuyuenm
CMAaHOapmHO20 OMKIOHEHUsl, ANAIOWUNUCA UHMESPATIbHbIM NOKA3amenem, npUMeHsemMblM Ol OYeHKU
CcOOmMEEemcmaus. UHOUBUODYANbHO20 pOCma pebenKa peghepeHcHbIM Ol COOMBEMCMEYIOULe20 803pacma
u nona Oaunvim. SDS Oemoncmpupyem CKOIbKO CMAHOAPMHLIX (CUSMATbHBIX) OMKIOHEHUl
cocmaeniaem pasHuya medxtcoy CpeoHuM apu@dmemuyeckum u usmepenHvim 3uavenuem. Pacuem SDS

npou3z800UmMcs no ghopmyine:
SDS pocma = (x-X)/SD,

20e x — pocm, X — cpedHuti pocm 05 XPOHONLO2U4ecko20 eo3pacma u noina, SD — cmanoapmuoe

OMKJIOHEHUe pocma 07151 OAHHO20 XPOHOJlOcUUYEeCKo20 so3pacma u noJia.

SDS=-2 coomsemcmsyem 3-eu nepyenmunu, SDS=0 coomeemcmsyem 50-oti nepyenmunu, SDS=+2

coomeemcmaeyem 97-eii nepyeHmuiu.

Ananuz CKopocmu pocna noseojisient 6blAiA6UmMsb OMKIOHEHUE om Kpueoﬁ pocma 6 paHrHue CpoKu. ﬂﬂﬂ
OYEHKU CKopocmu pocma HeobxXo0umMo pacnonazcamo OAHHBIMU  KaK MUHUMYM OByX MOYHbIX
uswzepeHuﬁ. ,ZZJZ}Z MUHUMUIAYUU noepemHocmeﬁ pacuemos npe@noqmumeﬂbHee, ymoovl uHnmepean

MBQfCOy UsmMepeHusAMU Obll He MeHee 6M€C}ll4€6. CKOpOCI’l’lb pocnia paccdunibsleaemcs no qbopMlee:

Cropocmub pocma (cm/200) = (pocm 2 — pocm 1) / (xpononozuueckuit go3pacm 2 — XpOHON02UYECKUTL

6o3pacm 1)



Ckopocmb pocma u pocm ciedyem CpasHuBAms O CMAHOAPMUZ0BAHHLIMU OUASPAMMAMU POCMA

[131].

Pexomennyerca mamuenram ¢ XbII, uMeromumM 3aaepKKy pocTa, OUEHUTh NMOTEHIMANI pocTa IMyTEM
pacueTa reHeTHYEeCKOM 11eJIeBOM BBICOTHI HA OCHOBE POCTa POAMUTENEH U CTENEHH OTKPBITOCTH dMudu3a

JIEBOTO 3aMSICThs TP peHTreHorpaduu [129].
(YPP C; YA 5.)

KommenTapmii: Pacuem yenegou eenemuueckoii evicomsl nposooumcsi no gopmyne Tanuepa 07

oesouek (ypasnernue 1) u 01s marvuukos (ypasHeuue 2):

POCT mamepu -+ POCT omuya — 13

2
()
POCT mamepu -+ POCT omuya + 13
2
)

Olz;eHK(l cnieneHu omkKkposlmocmu anugbus’a J1€6020 3anAiAcmossi HA peHn’ZZeHOZpad)u"leCKOM u306pa9fceHuu

A81emcst CMAHOAPMHBLIM NOOX00OM K OYeHKe nomenyuana pocma peoeuka [152].

o Pexomennyercss y manuentoB ¢ XbII usMmepsTh syBonemMudeckuil («Cyxoil») BeC ISl OIEHKHU

HYTPUTUBHOIO CTaTyca ¢ Koppekuuen Beca [153].
YYPC,YIAS)

KomMmenTapuii: oarnyio pexomenoayuro ciedyem 8blNOIHAMb 8 CLYUASX, eCliu pebeHOK HAX0OUmcs Ha
ouanuze uiu cmpaoaem Heppomudeckum CUHOPOMOM. Basxcuvim momenmom Ons OyeHKu coCmosiHus
numanus y oemeti ¢ XBIl, ocobenno na duanuze, A615eMCs OYEeHKA 3)BONEMUYECKO20 UTU «CYX020N»
geca, Mo ecmvb UCMUHHO20 8ecd pebeHKa. Y Oonvuioeo uucia demeil ¢ 3a001€8aHUAMU NOYEK, K020d
UMeemcst onueypus Uiy aHypus, npu Hepomuueckom CuHopome umeemcs cunepeuopamayus. B mo
Jice epemsi, y Oemetl ¢ noauypuetl u nomepei Hampust ¢ MOYOU, AKMYAIbHblU 6eC MONCEN OblMb HUICE

aysonemuuecko2o. Pexomenoayuu no uacmome usmepeHutl npedcmasienvl 8 npuioxcenuu [153].

o Pexkomennyercs nanumentam ¢ XbII uaMepeHnue okpy>KHOCTH TOJOBBI Y BCEX AeTed A0 2-3-X JIET,
€CIM JOCTYIHBI COOTBETCTBYIOIME IIEHTHJIbHbIE TaOIMIbl C LEJIbI0 KOMIUIEKCHON OLEHKU

aJIeKBaTHOCTH HYTPUTHUBHOTO cTaryca [141].
(YYP B, YA 3)

KOMMCHTapHﬁ: Ymenvuenue OKPYJICHOCMU  20J106bl  MOJHCENT  YKA3bledNb HA  XPOHUYECKOE

HeaoeKkeamuoe numaHue 6 omcymcmeue dpyeux 36160]16661Hl/l1/7, Komopsle mozcym 29mao 00BACHUMD.


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7136166/#Glos2

Cocmosanus, Komopwvie 6vi3blgaom makpoyeganuro (Hanpumep, euopoyepanus) 0cpanuyuU8arom

3HAYUMOCb OKPYIHCHOCMU 207108bl KAK Mapkepa HympumugHo2o cmamyca [153].

o Pexomennyercs manuentam ¢ XbBII ucnonb3oBare rpaduku u Tabnuibl, pekoMeHaoBaHHbie BO3,
JUISL OLEHKU aHTPONOMETPHUYECKHX IoKa3aTeleil C IeNbl0 OLEHKH (U3MYECKOTO pPa3BUTHUSL U

HYTPUTUBHOTrO craryca [149].
YYPC,VIAS)

Kommentapmii: [lpu oyenxe pocma u eeca y Oemetl O00NJCHbL OblmMb YUmeHbl KOMOPOUOHbBIE
COCMOSIHUSL, KOMOpble HapYWaom JTUHEeUHbIl pocm (Hanpumep, 0emcKull yepedpaibHbulll napaiud), s
oemell ¢ 2eHemu4eCKUMU Ul MemadonudecKumMu 3a00/1e8aHUAMU UCNOIbL3YIOMCA cheyupuieckue
HopMamuewvl Qusuyecko2o pazeumus (Hanpumep, cunopom /layua). V demeu 0o 2-x nem, npubaeka &
gece 00NJNCHA OYEHUBAMBCA 8 2PAMMAX edceOHe8HO (cm. npunodcerue A3.3). B uoeane oemu ¢ XbI1
00CHBL NPUOABIAMDb 8ec ¢ 00bIUHOU ckopocmblo. OOHAKO, Y Oemell ¢ HapyuleHuem TUHeluH020 pocma,

npubaska 6 eece OOIHCHA OYEHUBAMbCS NPONOPYUOHATbHO K pocmy [149].

e Pexomennyercs manuentam ¢ XbII Berancnate unaexc maccol tena (UMT) nns mereii crapimie 2-x
JeT U Macco-pOCTOBOM IMOKazaTeslb y JAeTed muiaiamie 2-X JIeT C LETIbI0 OIEHKH (U3NYECKOro

pa3BUTHUS U HYTPUTUBHOIO craryca [21].
YYPC, V114

Kommentapuii: Hecmomps na oepanuuusarowue gaxmopul, UMT unu eeco-pocmogoti noxazameinb
o151 demeti 00 2-x iem, ocmaemcs 0CHO8HbvIM nokazamenem BOH unu oxcupernus y oemeti ¢ XBI1 'V
demell HA Oouanuse KAk ¢ blCOKUM, mak u ¢ Huskum HUMT noeviwaemcsi puck cmepmHocmu, Xoms

mexanusm e2o He sicet [21].
HNMT = Bec (kr) / poct (M) 2

o Pexomennyercs nanuenram ¢ XbII paccuuTsiBaTh cpeaHUN poOCT POAUTENEH U OTMEUYaTh 3HAYCHUE

B BUJIC LICHTUJIS JJIs1 OLICHKU MOTeHIMaa pocrta [153].
YYPC, VI 5)

o PexoMeHyeTcsl y HEOHOIIICHHBIX JIETe OTMEYaTh BEC, AJIMHY U BECO-POCTOBOM IMOKa3aresb IS
reCTallMOHHOTO BO3pacTa M XPOHOJIOTMUECKOro BO3pacTa: eciii peOeHOK poXkaeH Ha cpoke 32-37

HEJIeNIb — B TEYEHUE MEPBOTO roJla )KU3HU, €CIU 10 32 HEAEb ITeCTalluu, TO B TeueHue 2-X JieT [153]

(VYYP C, VI 5)

o PexoMeHyeTcs mpu OIlEHKE TUTAHUS PYKOBOJACTBOBATHCS TshkecThio XbBII u mpobiemamu nutanus,
BKJIIOYAsl OTKJIOHEHHE MapaMeTpoB POCTa, M30BITOYHOE MM HEJOCTAaTOYHOE MOTpeOiIeHHe MUY,
HU3KO€ KayeCTBO JUEThl, FaCTPOUHTECTUHAJIbHBIE CHUMIITOMBl U OTKJIOHEHHUS OMOXUMHUYECKHX

nokazaresei [153] .



(YVP C, VI 5)

o Pexomennyercs mamuentam ¢ XbII omenka anmetuTa i ONMpeAesieHHs HEOOXOIUMOCTH

JIOTIOJTHUTEIIBHOTO MMUTAHUS, €CITA HE YIOBICTBOPSIIOTCS HYTPUTHBHBIE ToTpeOHOCTH [153].
YYPC,YII5)

o Pexkomennyercs nanuentaMm ¢ XbII BeneHne MUIIEBOro NHEBHMKA MUHMMYM B T€UEHHE 3-X JHEH

JUTSI TIOTy4YeHusl TouHOUW nH(popmaruu o nutanuu [153, 154].
YYPC,YIA5)

KommenTapwii: /[annvie uccneoosanuss CKiD (Chronic Kidney Disease in Children) nokasanu, umo
oemu ¢ XBII nompebasgiom MHO20 NUWU C BLICOKUM COOEPAHCAHUEM «NYCMBIX KALoputly: pacm-gyo,
yuncel u oOpyeue «cHakuy. [aoxce eciu Oemu ynompedigiom 8 OO0CMAMOYHOM KOIU4ecmee

MAaKpOHYmMpUeHmul, Mo MUKPOITeMeHmos 6 nuuje ne xeamaem [154].

o PexoMeHyeTcs mpu OIlEHKE TUTAHUS PYKOBOJCTBOBAThCS TshkecThio XbBII u mpobiemamu nutanus,
BKJIOUasi OTKJIOHEHHE TIapaMeTPOB POCTa, U3OBITOYHOE WIIM HEJOCTAaTOYHOE MOTpEeOSieHUE THIIIH,
HU3KO€ KayeCTBO JUEThl, TaCTPOUHTECTHUHAJIBHBIE CHUMIITOMBl U OTKJIOHEHHUS OMOXUMHUYECKHX

nokazaresei [153, 154].
YYPC, VI 5)

e Pexomenayercss mpoBeaeHue HedpoOuorncun (OHOINCHA TMOYKH, MATOJIOr0-aHATOMUYECKOE
ucciiefijoBaHne OWONCHIfHOTO  (OMEpaliOHHOr0) Marepuaja TIo4eK) C  MOPQOIOrHYEeCKUMHU
UccieIoBaHusIMU npernapara y nanueHToB ¢ XBII co croiikoil npoTemHypuel u/uim rematypmeii, a
TaKkke HEOOBSCHUMOM TMpU KIMHUYECKOM wuccienoBanuu cHmwxkeHun CK® mnpu orcyrcTBuM
IIPOTUBOINIOKA3aHUN C LIEJBI0 OINpPENENCHUs MPUYMHBI MMOPAKEHUs OpraHa, OLIEHKM IPOTrHO3a U
BBIOOpa Jieuenus [155, 156, 157].

(YYP B, VI 3)

KommenTapmii: [lposedenue Ouoncuu nouxu ¢ mopghonrocutecKumu uUccied08anusmu npenapama
AGNAEMC CMAHOAPMHBIM MEeMOOOM OUACHOCMUKU PAZHOOOPA3HLIX OUPDY3HBIX NOpaAdCeHUll Opeand,
BKAIOUAIOUUX UMMYHHbLE, cocyoucmole, ouabemuyeckue. llpudxcuznennvle mopghonocuneckue oanmvie
makaice HeodX0OUMbL 0151 ONpedenenuss A0eK8AMHOU SMUOMPONHOU U NAMO2EHEeMUYECKOl mepanuu ¢
Yenvio KynuposaHusi aKmMuGHOCMU NAMON02ULEeCKO20 NPOYeccd, MOPMONCEHUs. NPOSPeCcCuposanus u
npeoynpesicoenuss Heonazonpuamuvlx ucxooos XbBII.  Hegpoouoncus y nayuenmos c¢ XbII,
Hezasucumo om eospacma u CK®, sensemcs 0Oe30nacHoi u HeoOX0OUMOU 051 NOCMAHOBKU

npasujibHo2co ouacHo3a u Havaia I’lp(lGUﬂbHOl:i mepanuu.

o Pexomennyercsa y nmanuentoB ¢ XbII npoBenenne TecTUpoOBaHUS MUHEPAIBHOM IUIOTHOCTH KOCTH
(MIIK) (peHTreHOIEeHCUTOMETPUHN) ISl OLEHKH PHUCKa IEpesoMa, €ClU pe3yJbTaT NOBIMSET Ha

pewenue o yieuenuu [6, 110, 131].



(YVYP C; VIUI 5)

Kommentapuii: Ceoespemennasn ouacnocmuxa kocmuoti namonozuu npu MKH-XBII y oemeu umeem
OUeHb BadicHoe 3HaueHue. Buvlasnenue CmMpyKmMypHbIX UBMEHEeHUll KOCMHOU MKAHU 00 pa3eumus
snughuzeonuza/neperoma U nposedenue KOppekyuu mepanuu — 8adicHas 3adaia 0.1 Hepponoea u
opmoneda-cneyuanucma 6 obnacmu memabonuyeckou oonesnu xkocmu. lloueunas ocmeooucmpous
onpeoensemcs Kak usmeHenue kaiecmea kocmeti y nayuenmoe ¢ XbII, komopoe knraccuguyupyemcs
Ha OCHOB8e 3-X 2UCMONO2UYECKUX XAPAKMEPUCTUK: Memabonu3m Kocmu, MuHepaiuzayus u oovem. B
Hacmosujee 8pemMsi UHBA3UBHDBIL Memo0 UCCIe008AHUSL MUHEPATbHOU NJIOMHOCMU KOCMU C YCNexom
Mooicem  Oblmb  3aMeHeH HA Memoo O08YXIHepP2emuueckol peHmeeHO8CKoU abcopoyuomempuu
(penmeenooencumomempusi). Memoo obradaem BblCOKOU MOUYHOCMBIO, MUHUMALLHOU JIy4esol
Haecpy3KoU, Ymo Nno3eojsem Nnpo8ooums NOBMOPHbIE CKAHUPOBAHUS O/ OYEeHKU CKOpOCmuU Nnomepu
KOCIMHOU MACCbl U PUCKA NePeloMO8 UIU Olsl OYeHKU B0CCMAHOBICHUS KOCMHOU MACChl HA ¢hone
mepanuu. IIposedeno 4 npocneKmuBHbIX KO2OPMHBIX UCCIE008AHULL, KOMOPble NPOOEMOHCMPUPOBAU,
ymo uzmeperue MIIK ¢ nomowwbo ocmeodencumomempuu Moxcem npocHO3UPO8aAmMs PUCKU NEPELoMO8
kocmeil y nayuenmos ¢ MKH-XbBII. Pabouas epynna KDOQI (2017) makace ommeuaem, umo OaHHblil
MemooO He MOodcem Onpeoeiums mun KOCMHO20 00MeHa (8blCOKOOOMEHHAs1 00Ne3Hb KOCmu/(hubpo3ublil
ocmeum uau aouHamuveckas oonesnwv xkocmu) [6, 110]. /s omeema na smom 60onpoc HeoOXOOUMO

coomHecmu KiiuHuU4ecKue, Jza60pam0prle OaHHble u pesyiromamal peHmeeHodechmOMempuu.

Memoo penmeenooencumomempuy 6 neOUAMPUYECKOU NPAKMUKe NPOXOOUm nepevle SMmanvi
uccneoosanuti. Pykosoocmeo KDIGO ne Oaem noka KOHKpemHbIX peKomeHOayuil O0isi Oemell,
NpU3Hasasl, umo Hem OOCMAMOYHO20 KOAUYECMBd UCCAeO08AHUL, USYUAIOWUX CB8S3b  OAHHbIX
peHmeeHo0eHCUmomempuu, Xapakmepucmux MUHEpaibHoU NIOMHOCMU KOCMU U NepeioMo8 y oemell
u noopocmros ¢ MKH-XPII.

Oono npocnekmusHoe uccineoosanue c¢ yyacmuem demeti ¢ XBIl na 2-5D cmaousx evisiguno, umo
Oonee HU3KAsL MUHEPANbHAS NIOMHOCMb KOPKOBO2O CJIOSI KOCMU ACCOYUUPOBAHA C BbICOKUM PUCKOM

nepeiomoe.

e Pexomennyercs paccmorpers y mnauueHToB ¢ XBII 3-5D cr. BbimojgHeHuE OWOINCUU KOCTU C
[aToJIOr0-aHaTOMUYECKUM HCCIeI0BAaHUEM OUOINCUHHOrO (ONepaloOHHOI0) MarepHuaja KOCTHOM
TKaHU, €CJIM HET ONPEACICHHOCTH U OJHO3HAYHOCTH B XapaKTepe KOCTHOW MaTOJIOTHH (HANpUMep,
npu  (OpMUPOBAHUM «OypoH OMYXOJIM» U HEOOXOAMMOCTH HCKIIIOYEHUS 3JI0Kau€CTBEHHOTO

OIyXxoJIeBOro Tporiecca) [6, 110, 158].
YYP C; VI 5)

KommenTapwuii: B smou cumyayuu oanuble OUONCUU KOCMU NOGIUAIOM HA JleYeOHbl npoyecc.
Buoncuro xocmu crnedyem maxoce paccmompemv Y NAYUEHMO8 C HEOOBbACHUMbBIMU NePeloMami,
pegpaxmepHoll cunepraivyuemuell, no003peHuem Ha OCMeOMANAYUI, AMUNUYHLIM OMEemomM Ha
cmanoapmmusie  Memoobl JleyeHus nosviueHnozo ITITI unu  npoepeccupyrowyum  CHUNMCEHUEM
MUHEPAIbHOU NIOMHOCMU KOCMU, HecMomps Ha cmanoapmuyto mepanuio. P.Evenepoel et al. 6 2017
200y npedcmasiena 0OHOBIeHHAS UHGopmMayus o poau buoncuu Kocmu 6 gedenuu nayuernmos ¢ MKH-

XFII.  3onomuim  cmanoapmom — OUACHOCMUKYU U CNEYUANbHOU  KAACCUDUKAYUU — NOYEYHOU



ocmeooucmpo@uu ocmaemcst (KOIU4eCmeeHHblll) cUCMoMOopGhomempudeckull anaius OUONCUU KoCmiu.
Ilannoe uccnedosanue oaem npedcmasienue o mMemaoonuzme u Muxepaiuzayuu xocmeu. Iloamomy
ouoncus Kocmu mMoxcem noMoysb 8 Npo@uiaKkmuke U JeyeHuy ocmeooucmpopuu u e2o nocieodcmsuil
[158, 159]. B ocmanvuuix ciayuasx oOuoncusi kocmu He mpedyemcsi 011 OUASHOCMUKU NAMOI02UU
kocmu y nayuenma c uzeecmuvimu MKH npu XBII u evicokum puckom nepenomos. Ilpu smom
KIUHUYUCM O0NdHCeH Oblmb y8epeH 6 C6oell CNOCOOHOCMU OUA2HOCMUPO8AmMs NAMON02UI0 KOCMU

HEUHBUA3UBHO.

e Pexomennyercs persm c¢ XbII, umerommm 3agepkKKy pocTa, TMepel HavyajloM Tepanuu
ComarponmHoM™* uccienoBanue miasHoro aHa (OdrameMockonus/OcMoTp nepudepun IazHoro
JTHA C UCTIOJIb30BaHUEM TpeX3epKanbHOU TUH3HI [ onbamana/ buomukpodoTtorpadus raazHoro aHa ¢
UCTOJb30BaHuEeM (QyHIyc-KaMepbl/ BHOMUKpPOCKONUSI TJIA3HOTO [JHA) C LEJIbI0 HCKIIOYSHHS

BHyTpruepenHon runeprensuu [ 160].
YYPC,YI1a4)

KommenTapmii: Kocgennvim npusnakom 6HympuuepenHou 2unepmeH3uu A61Aemcs OmeK OUCKd
3PUMENLHO20 HepP8a NO OAHHbIM OCMOMPA 21a3H020 OHA. Buympuuepennas eunepmensus modcem

npoepeccupogams npu mepanuu Comamponurom™*.

o Pexomennyerca persm ¢ XbII, umeromuMm 3aIepKKy pocra, NEpel HadaJIoM Teparnuu
ComarponuHOM™* OIIEHUTH MyOepTaTHBIA CTaTyc Mo TaHHEPY C IENbI0 BBISABICHUS OTKIOHEHUH,

CBOEBPEMEHHOM TMarHOCTUKHU UX IMPUYUH U ONPENETICHUs TaKTUKH Tepanuu [131].
YYPC,YIA5)

KommenTapwmii: Oyenky cmaouu nybepmama ciedyem npogooums y nayuenmog cmapute 10 nem.
3aoepoicka nonogoeo cospesaHus U yYMeHbUIEHUE BCHIECKO8 NYOepmamHo20 pocma A61AI0MmCs
xapakmepHuiMu npuznaxamu oaumensuou XBII u, eeposmuo, AGNAOMCA pe3yiIbmMamom CHUNCEHHO2O0
8b1C8000JICOEHUS 2UNOMANAMUYECKO2O 20HAOOMPONUH-PUTUUHS-2OPMOHA u CHUICEHUSL
YUPKYIUPYIOWUX YPOBHEU OUOAKMUBHO20 JIIOMEUHUSUPYIOULe20 20pMOHA u3-3a ceasanubix ¢ XBII
Gdaxmopos uneubuposarus, maxux kax aneuomenzun II [161]. Oyenxa nonosoco cmamyca (no
Tanuepy) noszeonsiem onpedenums OmMcmasauue 8 NOLOBOM pazeumuu. 3adepoicka nybepmama npu
OmCmasanuy 6 pocme Modicem OblMb KAK KOHCMUMYYUOHAILHOU (NpU  KOHCMUMYYUOHATbHOU
3a0epocke pocma u nybepmama), max u namoio2udeckol (npu eunocomaouzme), mpeodyowel
00NnoIHUMeNbHO20 00cnedosanus. Ilayuenmovl ¢ 3a0epicKoU NON0B020 CO3PEBAHUST OOJIHCHbL DbIND

HanpaeieHvl K 0emcKoMy IHOOKPUHON02Y O/ NOJIHO20 00CIe008aHUS.



3. Jleyenue, BKJIKYAST MeTUKAMEHTO3HYIO U
HeMeIUKAMEHTO3HYI0 Tepalluu, TUeTOTEPAIHUIO,
00e300/1MBaHNe, MEIUIIMHCKHE NTOKA3aHUA U
IPOTHBONOKA3AHNA K IPMMEHEHUIO METO/I0B JIeYeHHU S

3.1. KoncepBaTuBHOe JIeUeHH e

Jleuenune XBII Bkitouaer B ceds JiedeHME OCHOBHOIO MEPBUYHOIO 3a00JIeBaHMS IMOYEK, Onarojaps
KOTOPOMY BO3MOXXHO TPEAOTBPATUTh WM 3aMEIJIUTh IPOrpecCHpOBaHUE 3a00JIEBaHUS, a TaKKe

W3BECTHBIX OCHOKHeHUU npu XbII.

3.1.1. Iluranue npu XBII

3.1.1.1 O01mHe MOJI0KEHUS

3aoauamu numanus pedenka c XbBII aenaiomca: KOHMPONb CUMAMOMOS U NpeoynpeicoeHue
OCJIOJICHEHULl, O0CODEHHO ypemuu (B00HO-IEKMPOIUMHBIIL U  KUCIOMHO-UWEN0UHOU Oananc) u
MUHEPAIbHLIX U  KOCHHBIX HApPYWeHUt (maxkum oopazom omxaaovieas Heobxooumocms 3IIT);
obecneuenue ONMUMAILHO20 pocma pebenka (npunodicenue A3.1); coxpauenue pe3udyaibHoU

@yHKYUU noUex.

° PGKOMGHIIyeTC}I MmagucHTaM I'pyaHOIro BO3pacTa C XBII MMPOBOAUTL CCTCCTBCHHOC BCKAPMJIMBAHUC

KaK Han0oJiee ONTUMAJIBHBIA U MPEAOYTUTEIIbHBIA METOI UuTaHus [ 162].
YYPC, Y11 5)

KommenTapmii: /pyonoe mMonoxko — YHUKANbHBIN UCMOYHUK NUMAHUSA, CO30AHHBIL O MIAOeHyes,

exaouas oemeil ¢ XbII 2-5 cm, mdK Kak 0151 UX NOYEK OYeHb BANCHA HUBKAS OCMOMUYECKAS Hacpys3Ka.

o Pexomennyercsa nanuentaMm rpyaHoro Bospacra ¢ XbII nmpeanourenue oraasars aganTUpOBaHHBIM
MOJIOYHBIM CMECSIM C IPeobiIalaHueM ChIBOPOTOUOro Oelika Mpy HEBO3MOXKHOCTH /HEJOCTYIHOCTHU

IPYIHOTO BCKapMJIMBaHUs B aJIeKBaTHOM oObeme [162].
YYPC,YIA5)

KomMmenTapuii: Aoanmuposanuvlie MolouHbIEe CMecu ¢ NpeodIadaHuem Cbl8OPOMoOUH020 bOenKa
umerom 0eNKo8blll U NeKMPOIUMHBIL KOMNOHEHM Oaudce K 2pYOHOM)Y MOJIOKY, 4eM KAa3euHO8bvle
Gopmynvl u npeonoumumensvree Ha 1-w 200y scusnu. He noxazano ucnonvsosanue cmeceli Ha 0CHOge

cou 0o 12 MecAyes HCU3HU U3-3d 6bICOKOCO CanpJfCClHuﬂ qbZ/lWZOQC’mpOZGHOB.

o Pexomennyercs mnarmuentam ¢ XbBII poGaBmsate dopruduxarop B TpPyAHOE MOJOKO HIIU
aJIaNTUPOBAHHYIO MOJIOYHYIO CMECh, €CIU MIIAJCHILy HEOOXOJUMO OTPaHUYCHHME >KUJIKOCTU WIIU

YBEJIMYEHUE SHEPreTUUECKOM IIeHHOCTU nuTaHus [162].

(YYP C, VI 5)



KommenTapmuii: Eciu Heobxo0umo ocpanuuums oOvem HCUOKOCMU UlU KO20d HOPMATbHbIL 00bem
nuwu  8bl3vléAem  peomy  UIU  UMeemcs  2acmpo-3zopazedanvuviii  peguroke (I I9P), cyxas
aoanmupo8aHHas CMecCb MOJCEm pPACMBOPSAMbC 6 MeHbuleM o00veme 600bl. bonbuuncmeo
CMAaHOAPMHBIX MOJIOYHBIX cMmecell umeem konyenmpayuro 13%, mo ecmo 13 epammos cyxoii cmecu Ha
100 mn 800vb1, obecneuusas xaroputinocme oxono 67 kkan u 1,3 e 6erxka na 100 mn. Konyenmpayuro
cmecu ModicHO yeenuuueamo Ha 1-3% 6 denw, enioms 0o 20%, m.e. 202 cyxou cmecu na 100 mn 600bl 8
3a8UCUMOCIIU  OM  UHOUBUOYATLHOU nepeHocumocmu pebenka. Cyxylo MONOUHYIO CMeCb MONCHO
000a81amv K 2pYOHOMY MONOKY 8 KoHyenmpayuu 3-6% (m.e. 3-6 e cyxoii cmecu na 100 mn epyoroco
MONOKA), MAKUM 00paA30M Y8eIudUsas dHepeemuieckylo YyeHHocms 00 1 kxan/ma. Y nedonouwienuvix

MILAOEHY e8 MONCem UCNONb308AMbCA POPMUDUKAMOP 2PYOHO20 MOIOKA.

° PGKOMCHIIyeTC}I nanuceHraMm C XBII YBCIIMYUBATL KOHIOCHTPUPOBAHHOCTL IIHUTAHUA U I[O6aBOK
MNOCTCIICHHO B COOTBCTCTBHMH C TICPCHOCHUMOCTBIO C HCJIbIO HOCTHIXCHHUA  AACKBATHOI'O
HYTPUTUBHOI'O CTaryCa W HIPCAOTBPALICHHUSA HCKCIATCIbHBIX SIBICHUM CO CTOPOHBI KCIYAOYHO-

KHUIIIEYHOTO TpakTa [162].
YYPC,¥YIA5)

KommenTapmuii: KonieHTpamuss MOJOYHOM CMECH [OJDKHA YBEIWYUBATHCS TOCTETICHHO, YTOOBI
00ecrneunTh TOJICPAHTHOCTh K TOBBIIICHUIO OCMOJISLIBHOCTH, KOTOpas MOMKET BBI3BIBATH JAUAPEIO,
pBoty, I'OP. Cnenyer oOpamarh BHUMaHHWE Ha TOBBIIMICHHE OCMOTHUYECKOW HArpy3Kd Ha TOYKH, YTO
MOXXET MPUBOJIUTH K U30BITKY hocdopa, Kaus ¥ IPyTHX MHUHEPAJIOB U JICKTPOJIUTOB. AJTBTEPHATHBOM
N00aBIICHUSI CYyXOH alaliTHPOBAHHON CMECH K TPYTHOMY MOJIOKY MOXKET OBITh JI00aBJIICHHE OEITKOBOTO
KOMIIOHEHTA W/WJIW JIPYTUX HCTOYHUKOB DHEPTHH (IMOJUMEPHI TIIFOKO3bI, KHUPOBBIE AMYJIbCUM) IS
obecrnieueHs MAIMeHT-OPUEHTUPOBAHHOTO TIpoduiIs Oellka W SHEPTuH, C J00aBICHHEM BUTAMHHOB U

MHHCPAJIOB €CJIN HGO6XO,Z[I/IMO .

o Pexomennyercs nmerssim ¢ XBII BBoauTh B panuoH 0oJjiee TyCThIe MPOAYKTHI MPUKOPMa COTJIACHO
PEKOMEHIAITMSM JUTS 3I0POBBIX JIETEH ¢ TTOCTEMIEHHBIM pa3HO00pa3ueM TEKCTYPHhl B BKyca C IICNIbIO

dbopMUpOBaHUS HaBbIKA TIEPEKEBBIBAHUS UM [162].
YYPC,YIA5)

KommenTapmii: Bcem demsam Heobxo0umo npuoepicusamscsi 300po6oil, cOANAHCUPOBANHOL OUembl C
WUPOKUM  8bIOOPOM OO0 U YUemOM BO3MONCHLIX Ouemuyeckux oepaunudenuu. Heobxooumo
npoBoOUMb NPOCeeujeHUue cemb OMHOCUMENbHO 8blOOpa Ooslee 300P06OU NUWU B0 8DeMsl B8e0eHUs

npuKopma, 4moovsl 61UsAmMb HA HoOpMUPOBAHUE NULLEBbIX NPEONOYMEeHU.

e Pexomennyercs nepopanbHoe nutanue y aeteit ¢ XbII kak npeAnodTuTensHbiil cnioco0 KOpMICHUS

C IEJIbIO COXpaHeHus (PyHKIMI KeBaHUs U ToTaHus [162].
YYPC,YIA5)

Kommentapmii: Hogopoowcoennvie u oemu panneeo eospacma ¢ XbIl 2—-5D moeym omkasvieamubcs om

nepopanvbHo2o numanus. B mo e epemsa 30H0060e KopmaeHue cnocoocmeyem pazeumuto npoouem c



JHceganueM U 2lomanuem, OmKasy om eovl, NAHUYEeCKUM amakam u ciabomy pazeumuio OpaibHOU
momopuxu. KenamenbHa opanbHasi CMUMYIAYUSL, 0axce eclid NePOPAIbHbLIL NPUeM 02PanuyeH, 4moobl
npedomepamums pazeumue omepaujeHus K ede. llodmomy 8adiCHbIM acnexmom HYmpumueHou
NO00EPHCKU ABNAEMCSA KAK COOCMBEHHO obecneyeHue numauuem, maxk u Gopmuposanue nuueso2o

nogeoeHusl.

e Pexomenayercs ucnonb30Barh 24-4acOBOUM MEPUOM [ OLEHKH JUETHI WM OIIEHKU TPEXJIHEBHOTO
MUIIEeBOro jHeBHUKa, jaeTed ¢ XBII 2-5D cT ¢ 1uenbio ompeaeraeHus: OCHOBHBIX HCTOYHHKOB

MUTaHUs B KOMIUIEKCHON OLIEHKE HYTPUTUBHOTIO cTaryca [4].
YYPC,VIAS)

o Pexomennyercs nauueHram ¢ XbII cpouHOe BMemIarenbCTBO, €CIU AUATHOCTUPOBAHO CHUIKEHHE

BECOBOTO IICHTHUJISA C IEJIBIO YIIYUIICHUSI HyTPUTUBHOTO cTaTryca peoeHka [4].
YYPC,YIA5)

Kommenrapwii: /lepopanvras koppexkyus numanus 00N#CHA NPOBOOUMbCSL Y Oemell ¢ HeddeK8aAmMHbIM
ouemuueckum nompebienuem HYmpueHmos, nocie 6blaeleHUs NPUYUH CHUNMCEHUs NompeoOieHus u
B03MOJICHOU MeouKkamenmosnou xoppexkyuu. Camvlil Oblcmpblii pocm HAOI00aemcs 6 nepeviti 200
JHCUBHU U omcymcmeue npubasku 6 eece - cucHanl K emewamenvcmey. Ecnu npubaexka 6 eece
omcymemayem 6cez2o 2 nedenu 6 nepsvie 3 mecaya scusnu, mo mepsemcs 1 yenmuns. Eciu 6 meuenue
4 neoenv, mo 2 yenmuns. B 6-mecaunom eozpacme k nomepe 1 yenmuns npueedem 3-X HedelbHOe
omcymemeue npubasku maccwl, 8 9 mecayes 1 yenmunb mepsemcs nocne 4 Hedenb CMamuidHoOU MAccol

meina.

Y 0oemeii 1-20 200a scusnu ¢ XBII 6onee uyscmeumenbHulMu MapKepamu A61A10mcs usmepenue eeca u/
UNU  OKPYICHOCMU 207108bl, M0O20A KAK UMEpeHUus OIUHbL/POCMA 4acmo HemouHsl (YeHmubHble
meonuysbl npeocmasnensvl 8 npunodxcenuu A3.1, napamempwvl u uwacmoma OYEHKU HYMPUMUEBHO0

cmamyca y oemeu ¢ XbII 3b-5/] cmaousamu npedcmasnenvl 6 npunodicenuu A3.2).

llepsvim wazom npu nuoxoii npubaske 6 ece sAGNAEMCS NOUCK BO3MONCHOU NPUYUHBL CHUNCEHUS.
npuema nuwu u ee Koppexkyus. Hanpumep, npobnema ['DOP/peoma (3acycmumenu numanus,
anveuHamol, npenapamsl, obnadawue aHmayuoHvim oeucmeuem, O1o0kamopwvl H2-eucmamunogoix
peyenmopos, UHSUOUMOPbI  NPOMOHHO20  HACOCA,  CYKpalbham, CMUMYIAMOpbl  MOMOPUKU
AHCEYOOUHO-KUUEYHO20 MPpaKma), ayuoos, eunepeonemus, Al unu neadexeamuviti ouanus. [lemu c
XBII mocym umems Hapyuienue 6KYCO8blX U OOOHAMENbHLIX owywjenuil. B mex cuyuasx, koeoa He
yoaemcs 00Cmuib a0eK8amHo2o nompeoieHus benKka u Kaioput, 8 ciyiae, Ko20a cmpaodanus pebeHka
npu  OpanbHOM KOPMIEHUU pebeHKa ¢ aHOpeKCuell 6bi3bleaem HAanpsdiceHue GHYMpU cembl,

npeonazaemcsi IHMepaIbHoe NUMAaHuUe yepe3 2acmpoCcmomy.

3.1.1.2 DHeprus

o Pexomennyercs morpebnenue sHeprum y nereid ¢ XBII 2-5D c¢r1, cooTBeTCTBYIOIIEE 3T0POBBIM

JIETSIM TOTO K€ XPOHOJOTMYECKOro Bo3pacra [162].



(YYP C, V] 5)

KommenTapmii: Headexkeamnoe nocmynienue sHepeuu u3 HeOEIKOBbIX UCMOYHUKOE NPUBOOUN K
UCNONL3068AHUIO DENKA payuoHa Ol 00PA308aHUSL dIHEPSUU BMECMO POCMA, YMO MAKHce NPUBOOUM K

cunepkaiuemuu.

» Pexomennyercs Gonee Bwicokoe motpebnenue sneprun (SDI - Suggested Dietary Intake) uToObI
00CCICUNTh ONTUMAIIBHBIA POCT y JETEH ¢ CyOONTHMAILHBIM HA0OPOM BeCa M JIMHCHHBIM POCTOM
[162].

(YYP C, VI 5)

KommenTapwuii: /[ docmudicenuss onmumanvho2o nompedienus Kaiopuil Modicenm HOHA00OUMbCs
NEepoOpaIbHAs UIU IHMEPATbHASL HYMPUMUBHASL NOO00ePIICcKA. DHMepaibHoe NUumaHue NOKA3AHO U
MIAOeHYaAM, U Oemsm, Ko20d OpaibHoe NnompedlieHue s611emcs Head0eK8aAmHbIM Ol NO0O0epIHCAHUs
pocma u OONNCHO HAYUHAMBCSL KAK MOIbKO CKOPOCHb POCMA CMAHOBUMCS HUdCE HOPMbL (CM.

npunodcerue A3.3).

o Pexomennyercs npu XbII y neteit ¢ M30BITOUHBIM BECOM M OKHPEHHUEM, CHU3HUTH MOTpeOIcHUE

SHEPIHH 10 JOCTHUKEHHUS COOTBETCTBYIOIIEH mpubaBku Beca [162].
YYPC, VII5)

Kommentapwmii: /lemu na nepumoneanvrom ouanuze (I1[]) aocopoupyrom aenoko3y 60 epems

9KCNO3UYUU OUATU3AMA, Ymo oaem OONOAHUmMeNbHYI0 dHepeuto 10 kkan/ke/cym.

3.1.1.3 beaok

o Pexomenmyetcs mneneBoe morpedmenne Oenka y nmerei ¢ XbII 2-5D cr mo Bepxuen rpanune SDI

(Suggested Dietary Intake) qyis obecnieuenus ontTumanbHOro pocta [162].
YYPC,YIAA5)

KomMmenTapuii:  Pexomenoyemcss  bonee  @vicokoe  nompebOieHue  Oeika  OMHOCUMETbHO
PEKOMEHO08aHHO20 nompebaenus Hympuenma (reference nutrient intake - RNI) (cm. npunooscenue
A3.12, A3.13). Huoicnss epanuya pekomMeHo08anno20 nompeoienus benxka saeusemcs mem 6e30nacHuiM

MUHUMYMOM, HUIHCE KOMOPOSO HENb3A YMEHbULANTb nompe@’teHue benka.

e PexoMeHTyeTcsi pacCMOTPETh BO3MOXXHOCTh YBEJIMYEHUSI TOTpeOsieHns Oesika IeTbMU Ha JUAJH3E,

T.K. MOXKeT OBITh BbITlie SDI y HeAManu3HOTro ManyeHTa ¢ y4eToM MmoTephb Oenka Ha auanuse [162].
(YYPC,¥YII5)

o Pexomennyercs y npererr ¢ XbBII mpu NOCTOSHHO BBICOKOM YPOBHE MOYEBHMHBI, KOPPEKLIMS
notpebiieHus Oenka B cTopoHy Ooisiee Hu3Kkoro SDI mocne uCKitoueHus Ipyrux NpuYuH BbICOKOTO

YPOBHSI MOUEBUHEI [23, 162].

(YYP C, VIUI 5)



Kommentapuii: [Ipu cruscenuu CK® <25 ma/mun/1,73m° neobxooumo chuzumes nompebienue 6eixa
0o RNI. KDOQI pexomendyem 100-140% nompebnenus 6enxa npu XbII 3 cm., 100-120% npu XbII 4-
5 cm. (cm. npunooicenue A3.12) [162].

Lenesoti yposenv mouesunwvl donxcern cocmasiamo <20 mMmonv/n 0aa mradenyes u oemeti 0o 10 1em u

<30 mmonv/n 011 demeti cmapuie 10 1em ¢ HOpMATLHBIM ANLOYMUHOM CbIBOPOMKU Kposu [23].

3.1.1.3 Kaawii

Y nayuenmoe ¢ XIIb cnedyem konmponuposame ypoeeHv Kalus, mak Kak NOYKU OMEemcmEeHHbl 3d
gvlgeoenUe Kaus, nocmynarouje2o ¢ nuwei. /fuckanuemuy Mo2ym nposenamscs KaxK Sunepraiuemusl u,
pedice, eunokanuemus. I unepxanuemus onpedensemcs Kaxk yposeHv K+ 6 cvieopomre kpogu >5 mmoins/
1 015 0emell U NOOPOCMKO8 (>5,5 Mmonb/1 0Nl HOBOPOHCOEHHbIX) U cunokaruemus <3,5 MMOnb/1.
Bonvuwiuncmeo nayuenmog ¢ Ouckanuemuel He UMelom HUKAKUX CUMNIMOMO8, HO HNpU MANCENOU
2UnepKanuemMuy Mo2ym paszeueamscs (hamanbHvle cepoeyHvle apummuu. 1 unepkanuemus oObIYHO He

eoznuxaem 0o mex nop, noka CK® ne cmanem <10% om nopmai.
Bozmooicnvle npuuunsl cunepranuemuu:

o HedoCmamouHoe nompebienue IHePeUlU.
o aHmMueUNepmeHsUeHvle  Npenapamsvl U AHMASOHUCIbL  ATbOOCMEPOHA,  HAnpumep,
cnuporonakmon**, uneubumopvir AIID, nanpmep, kanmonpui.
o BbICOKOE NOmpedIeHue Kauus ¢ nuujel

o ayuoos
A0eK8amHbLiL KOHMPOJIb YPOSHSL KAUSL 8 NIA3ME 00bIYHO QOCMUSACMCS 30 CHem YIYHUEeHUS

e nompeoaenUs SHepeULU, 02PAHUYEHUS NPOOYKMOE C 04€Hb 8bICOKUM COOEPIHCAHUEM KATUS.
o ghypocemuod ¢ yenvio KOppeKyuu SuneprkaIuemMunu ciedyem Ucnoib308ams ¢ OCHOPOICHOCBIO,
cHudcenue obwvema yupxyrupyiowet kposu (OL[K) moocem Oecmabunusuposamv GyHKYuo

nouek u npueecmu K pazeumuio OIIIl na XBII.

OCHOBHBIMU UCTNIOYHUKAMU KANUSL O MAAOEHYe8 A6NAemcsl 2pYOHOe MOTOKO UNU MOLOYHASL CMeCh, 014
demeti U NOOPOCMKO8 — MOJIOKO, Kapmodgenb, osowju, Kpynel, gpykmol, msaco. lluwesvlie dobasku,

codepofcau;ue COJlU KaJjusl, CI/lOCO6CI’I’26yiOm Y6eNIUYeHUIO €20 nompe@leﬂuﬂ.

Tpasmamuueckuii cOop Kpo8u U 2eMOIU3 IPUMPOYUMO8 — Haubojlee 4acmas NPUYUHA 1abopamopHbIX
omyemo8 0 NOBLIULEHHOM YPOGHe Kanus y oemeu. Mnmepnpemayus cbl8OpomouHo20 Kauus y oemet
OO0JIICHA OCHOBLIBAMbCS HA B803PACHMHbLIX HOPMAMUBHLIX npedenax. [emu mnaouie2o eo3pacma u

MIadeHybl umerom uzuonro2uiecku Ooee blCOKUL YPOBeHb KAlUsl 8 CbLBOPOMKe KPOSU.

o Pexomennyercsi oneHuTh mOTpeOieHue Kanmus y mnanueHtoB ¢ XbII ¢ nuckanmemuein, T.K.
TUNIEPKATIAEMHS Y ATUX TMAIlMEHTOB MOXKET YCYTyOJSATHCS NMPHU HEMPABWIHBHOM YIOTPEOICHUU W

o0OpaboTke mumm [163]

(YYP C, VI 5)



KommenTapuii: V demeti KDOQI pexomendyem oepanuuums nompebnenue xaaus 0o 40-120 me/xe/
O0eHb 0714 maaoeHyes u Oemeul maaowez2o eopacma u 30-40 me/ke/Oenv Onsi demetl cmapuie2o
eospacma [4]. Kpome mozo, cembu 0ondichvl 6bims 0C8e00MIEHBL 0 MEMOOAX NPUSOMOBLEHUS NUUU,
KOmopvle MO2YM CHU3UMb COOepAICcAHUe KATUs 6 ede, MAKUX KAK OYUCKA Om KOMXCYpbl, HaApe3aHue

Ky61/ll<a]l/l1/l u npeé@apumeﬂbﬂoe 3amaquearue Do2amuvix Kaiuem 0601/1/;61/7, a makKoice omkds om 6yJZb0HCl

[163].

Kanuii cooepoicumes 60 ecex munax npodykmoe numarusi. Cnocobvl npuecomosienus nuy, maxue Kax
usMenvienue, 6apKa, NpucOmMoGieHue 6 MUKPOBOIHOBOU neyu, MO2Ym 3HAYUMENbHO CHU3UMDb
KoHyenmpayuio xanus. Coenacho npogedeHHvIM UCCIe008aHusM, & gospacme om 18 mecayes 0o 18
Jiem, OCHOBHbIM UCTNOYHUKOM KANUS ABNAI0MCSL MOJIOKO U MOJIOYHbLE NPOOYKMbL, KPAXMATUCTIblE KOPHU
U K1yOHU, makue Kaxk kapmogenn, 3epHosvie, hpykmol u mMsco. borvuuncmeo npooykmos, «20moeulx K
ynompebnenuto» cooepocam oobasku conei K+. Ilpooykmwei ¢ O0obasnenuem conei Kaaus mozym
coodepoicamv 000asKu Ha OCHoge @ochamos, Hanpumep, MACHbIe NPOOYKMbl, BbINEUKd, CbIpbl.

Cooeporcanue Kkanus 6 npoOyKmax numaHnus NOKa3aro 6 npunodcerusix A3.4, A3.5, A3.6.

o Pexomennyercs y mammentoB ¢ XbII, nomywaromux 3IIT, ycTpaHuTh NpUYMHBI AUCKAJTUEMHUH, HE

CBSI3aHHBIE C JUETOM, 3a CUET KOppeKIuu auanusa [93, 164].
YYPC,¥YIA5)

o Pexomennyercsa y perern ¢ XbBIl mpoBeneHne 3KCTPEHHOTO MEAMUMHCKOTO BMENIATENBCTBA U
IIPEKPAILEHNs] TPUEMA BCEX MCTOYHUKOB Kajvsl U3 JIEKAPCTBEHHBIX IPENaparoB, MapeHTEPAIbHBIX

JKUAJIKOCTEN, MOJIOYHBIX CMECEH U MPOIYKTOB MUTAHUS ITPU PA3BUTHH TSKEJIOW TUIIEpKaneMuu [93,
94, 164].

(YYP C, VL 5)

KommenTapwuii: [unepxanuemus sensiemcs o00WenpusHaHubiM @GAKmMopom pucka apummui u

OCMAHOBKU cepoya, u npeockazyemo eedem K boiee 8vicokou cmepmuocmu [93, 94, 164].

l'unepxanuemus — 3mo nooOOYHBIN Ihpexm Hexomopuvlx nekapcme, 0ovIuHo ucnoavzyemvix npu XbIl,
sratouasn uneuoumopsvr AII® u awmazonucmel peyenmopos aumeuomeHsuna Il, xanuiicoepecaroujue

OuypemuKu, UHeUOUMOopsvl KalbyuHe8puHa u npocmazianounst [165].

Jleuenue eunepxanuemuu cm. 8 npunodxcenuu A3.20. Ilpu yposue kanus >7,5 MMoOnb/1 NOKA3aHO

nposedeHue OuaIu3a.

o Pexomenayercs pacCMOTpPETh IIPUMEHEHUE MIPENAPATOB, COACPKAMX KATUN-CBA3BIBAIOIINAE CMOJIBI
y manueHTtoB ¢ XbII m TskenoW wim CpeaHEeTsKeNON Tulepkanuemuend, B T.4., manueHTam

IPyAHOTO BO3pAcTa - €CJIM HEJOCTYITHA MOJIOUHAsA CMECh C HU3KUM coliep kaHueM Kanus.[4, 163].
YYPC,YIA5)

KommenTapwuii: B neduampuueckou npakmuxe O00CmynHo 2 J1eKApCMEEHHbIX cpeocmea O

3Hmepocop6uuu Kajaus.: KajlabYuAd nOﬂucmupOﬂchz_deOHam — KamuoHOOOMeHHAs cmona, Komopas



https://www.vidal.ru/drugs/molecule/2835

8b1CB000NCOACM KANbYULL 6 KUUEeYHUKe U C6s3bleaenm Kaaull, pe3oHuym A/keokcaram (axmusHoe
seujecmeo. cyibgonam noaucmepona Hampus) (buonosuiecku akmusHas 006aeKa) — UOHHOOOMEHHAS

cmoia, 6blC€0609iC()(110M4a}l UOHbL HamMpus U 3AMEHANUAA UMU UOHbBL KAJIUAL.

Kanvyua nonucmuponcynoghonam ucnonvsyemcss 6 o0oze 0,5-1 o/ke/cym. B 1 mepHou noowcke
copoucmepuma cooepxcumcs 20 2 nopowxa. Paccuumannwiii 00vem nopowka pazmewusaemcs 6 150

M1 80001, [Ipunumams 60 8pemst eovl, 8 3 pasdenennvix npuema 6 medenue 24 u.

Pesonuym A (keoxcanam) ucnonv3yemcs u3z pacuema 1 e/ke/cym. OOHa MmepHas 10J4CKA
coomeemcmaeyem 152 nopowka. Paccuumanuwiii obvem nopowxa pazmewusaemcs 6 100-150 mn

arcuoxocmu. Iomoewlil pacmeop npuHUMams 80 épems eowvl, 00 1-4 pas/cym.

IIpu yposne kanusi <5 mmonv/n npenapamel ciedyem ommenums. Ilpu yposne kanus >5 mMmonv/n

cnedyem 80300HOBUMD.

Ecnu npenapam nenv3s oasamuv nepopaivho, 003a modxcem 0bimb 66e0€HaA PEKMAIbHO, 8 KOIUYECEe
nepopanvHol, paseedenHol 6 mex e nponopyusax. OOHaxKo 0cobas 0cmopo*CHOCMb mpebyemcs npu
PEKMAIbHOM HA3HAYEHUU OemsM U HOBOPONCOEHHBIM, M.K. U30bIMOUHAS 0034 UINU Hea0eK8amuoe
pazeedenue Mo2ym npusooums K 3a0epicke KamuoHoOOMeHHOU 0OMEeHHOU CMOblL 8 Kuuleunuxe. Puck
HCENYOOUHO-KUUWEYHO20 KPOBOMEYEHUs UL HEKPO3ad MOACMOU KUWKU noopazymesaem, ymo ocoboe
GHUMAHUE OONHCHO YOCIAMbCSA 8 CAYUASAX HAZHAYEHUs. HEOOHOUEHHBIM OemAM ULU HOBOPOHCOCHHBIM C

HU3KOU MACCOU mena, Yeporcaemvlx no Hekpomuyeckomy sumepoxoaumy [166].

o PexkomeHayeTCs MpOBEAEHUE HEMEIJIEHHOIO MEIUIMHCKONO BMENIATENbCTBA C BHYTPHUBEHHOM
nH(Qy3uel Kajaus MpU OMACHOM VIS )KU3HH TSKEJION TMIIOKAJTUEMUU C TEPANEeBTUYECKOMN LEeNbio [4,
164].

(YYP C, VI 5)

o Pexomenayercs mnepecMOTpeTb U CKOPPEKTHPOBATH JIEKAPCTBEHHBIC HA3HAYEHUS, CHIKAIOIINE
KU, U pexuM auanu3a aetsm ¢ XbII npu runep-win runokaJueMuud C LENbI0 JT0CTHKEHUS

MIPUEMJIIEMOTO YPOBHS Kaiis B KpoBU [ 164]
YYPC,YIA5)

3.1.1.4 Kaabumii u pochop

Aoexeamnoe nompebnenue kanoyus (Ca) u gocghopa (P) — eadxcnas uacmo neuenusi XbII y demetl
[167]. Huzxoe nompebnenue kanvyus uiu gpocgpopa npusooum K HApyueHuo MuHepaiu3ayuy Kocmel,
pa3eumu0  MUHEpaIbHO-KOCMHbIX Hapyuienutl, accoyuuposanuvix ¢ XbII (MKH-XBII). Oouaxo
usovimounoe nocmynienue Ca u P, makoce onacuo u moocem cnocoocmeosams pazeumMuio

Heppokanbyunosa u karvyugurayuu cocyoos [168].

OcHnoenbimu ouemuyeckumu ucmounuxamu Ca 0na oemetl A6AAIOMCA MOAOKO, MOJIOYHbLE NPOOYKNbL,
2pyOHoe MONOKO U Oemckue Monoynvie cmecu. OCHOBHbIMU OUemu4yecKUMU UCmoyHukamu gocgopa

0151 Oemetl ABIAIOMCSA MOJIOKO (BKAIOUASL MONOYHbLE NPOOYKMbL, 2PYOHOE MOAOKO U 20MO8ble OemCcKue



cmecu), 31aKu U KPynvl, a makice Maco u MsacHvle npodykmul (npunodenue A3.7). Heopeanuueckuii P,
0obasnsiemvlil 8 HeKomopvle NpoOyKmvl (noayghabpukamol), Modxcem 3HAYUMETIbHO VEeIUdUuUnmbs

nompeonenue gocghopa.

° PGKOMCHIIyeTC}I HCIIOJB30BaTh 24-4acoBoM nepuoa Aajsa 6I>ICTpOFO OomnpcaAciICHUA OCHOBHBIX

ucrounnkoB Ca u P, Bkitouas no6aBku P B 0OpaboTaHHBIC MUIIEBBIE MPOIYKTHI ST 30POBBIX
nereit u gere ¢ XbII 2-5D cr [4].

(YYP C, VL 5)

e PexoMeHIyeTcsi TpOBEACHHE OIEHKH TPEXIHEBHOTO THINEBOTO JHEBHUKA IS TIOJYYCHHS
noJpobHoit nHpopmanuu 06 obmem mnorpedienuun Ca u P, Bkiroyas queTHMyeckue HCTOYHUKH,
nuuieBble J0OaBKH, TUAIU3aT U JeKapcTBa, B TOM YMCIE Mpenaparbl A JICUeHUs] TUIlepKaIueMuu

u runepdocdaremun (pocdar-6unaeps) [4, 163]
YYPC,YIAS)

e Pexomenyercs y manuentoB ¢ XbII coOmomarh mumieBoil paruoH, 4yToObl o0Iiee moTpediaeHue
Kalpllig C TUIIEH W JIeKapcTBaMH, BKIIOUas TMpenaparbl JUisl JICUEHHUs TUIEepKaJTUEeMUu U
runepdocdaremun, 6b1u B npenenax SDI u He Oonee yem B ABa pasa mpesbiianu SDI, kpome

HCKJIIOYUTEIIBHBIX 00CTOSATENIBCTB [4, 163]
YYPC, VI15)

KomMmenTapuii: B ocobvix cayuasx, nanpumep, y miadenyes ¢ XBII unu y oemetl ¢ 8bipadiceHHbIM

ocmeonopo3om, npu muianejibHomM KOHmpOojie 603MOICHO bosee 8vicokoe nompe@zeHue KaiavyuA.

e Pexomennyercs nanuentaM ¢ XbII ckoppektupoBars norpednenue Ca u P s nogaepxkanus ux

YPOBHS B Ipejieiax HOPMbI, COOTBETCTBYIOIICH BO3pacTy, 0e3 ymepoa s nutanus [4, 163]
YYPC,YIA5)

KommenTapwuii: Msmenenus 6 mepanuu OONHCHbI OCHOBLIBAMbCSA HA CEPULIHBIX De3VIbmamax, ¢

unmezpayueti cigopomournozo Ca, P, IITI, [I]® u 25(0OH) sumamuna D u eco ananozos.

e Pexomennyercs mist neteit ¢ XbBII, y xotopeix ects rumnepdocdareMus Wid TUIEpIApaTupeos,
TpeOyromue orpaHuueHusi Qocdopa B aueTe UCHONB30BaTh HKHUM mpenen SDI ¢ uenbio

[Tonnepsxanus ypoBHs pocdopa B KpOBHU B Ipesiesiax NpueMiIeMbIX 3HaYeHuil [4, 163]
YYPC,YIA5)

Kommentapuii: Credyem oepanuuums 6xnad ¢ocgpama ¢hocpamuvix oobasok. Hcnonvzosanue
npenapamsl 01 JleueHus eunepkaiuemuu u eunepgochamemuu mpebdyemcs O0as OdibHeUUe2o

koHnmpons ypoeueti P u I[ITI" 6 Oononnenue oepanuyenusim 6 oueme.

o Pexomennyerca y nperer ¢ XbBIl co CTOMKOM THIIOKaNIbLIHUEMUEW WM BBICOKMM ypoBHeM IITI

norpebnenue kanbims Boime 200% ot SDI st kanbius B Te4eHHE KOPOTKUX MEPUOIOB BPEMEHU U



TOJT TIIATEILHBIM MEAUITMHCKUM HaOmroneHueM [4, 163]
YYPC, VI15)

KommenTapuii: Kanvyuu mooicem nocmynames npu npueme npenapamos Kalbyus emecme ¢
sumamunom D u eco ananocamu (06b14HO KAK 6 HAMUBHOU, MAK U 8 AKMUBHOU hopme), a makice u3

6py2ux UCNIOYHUKOB KaJlbYUuA, maKux KaK ouanu3am ¢ 8bICOKUM CO()eprC(ZHueM Kajlbvyu:l.

o Pexomennyercs nersm ¢ XbII ¢ ycroitunBoii runodocdaremueii yBennuuth norpediienue pocdopa

C TIUIIEH C IEIBI0 IOCTHKEHUSI TIpUeMIIEMOT0 YpoBHS Gocdopa B kpoBH [4, 163 ]
YYPC,YIIA5)

KommenTapuii: Hexomopvim nayuenmam mo2ym nompebosamvcsi 0Oobasku P 6 cuyuae

UHMEHCUBHO20 OUANU3A UTIU BbICOKUX nomepos P ¢ mouou.

o Pexomennyercs y nereit ¢ XBII co cToikol runepkagbleMUen OT JIETKOM 10 YMEPEHHOM CTENEHU
TSYKECTH TO3TAlHO CHWXKATh WJIM MPEKpalllaTh MNPHUEM MpenaparoB KajbLWs, Hpenaparbl Ui
JICUCHUS TUTIEPKATUEMUU U runeppochaTeMuu B COCTaB KOTOPHIX BXOAUT KaJIbIMH, HATUBHOTO U
AKTUBHOTO BUTaMuHAa D M €ro aHajioroB M Ha3HaY€HUE TUAIN3aTa C HU3KUM COIEPKAHUEM KaJIbLIMs
[129].

(YYP C, VIUI 5)

Kommenrapuii: Mooicem nompebosamvcsi epemennoe cHudicenue cooepoicanuss Ca 6 payuone oOe3
ywepba 011 adekeamHo2o numanusi. IpeOyemcs pe2yisapHas nepeoyeHkda, O0CoOeHHO Ko20d

nompebnenue Ca nudce SDI.

Cnedyem uzbecamv NOLONCUMENBHO2O DANAHCA KATbYUSL CEEPX MO20, YMO HEOOXOOUMO pPaACmyujemy
pebenKy (oepanudenue 003bl NPenapamos Oas dedeHus unepkaiuemMuu u eunepgocgamemuu Ha
OCHOBE KAbYUsl, CBOEBPEMEHHOE 880CHUE HEKAIbYUECBLIX NPEenapamos s JieYeHus 2unepKaiuemuu u
eunepgpochamemuu,  nHanpumep,  #cesenamep®*  (0,4-1,6e) [169]) oOna  npedomepawenus
Kanvyugurxayuu cocyoos [92].

3.1.1.5 Harpuii u OukapooHar

Tpebosanuss k nompeonenuro nampus (Na), 600vi u Ouxapbonama 3asuciam om 3a001esanus,
cmaswezo npuuunou XBII. Jlemam c oucnnasueu u CACUT obviuno Heobxoouma oomayusi Na,
ouxkapbonama u 600vl. MO CEA3AHO BbIPANCEHHOCbIO MYOVIAPHBIX HAPYUWIEHUL, NPUBOOAUYUX K
CHUdIceHUuio peabcopoyuu Na, buxapbonama u 600bvl. s maxux Oemell XapakmepHa NOAUYPUS U
NOMUOUNCUSL, OHU CKIIOHHbL K 9NU300am O0exomnencayuu ¢ pazsumuem eunogonemuu u OIIII, eciu ne
noayuarom oomayuu Na, ouxapbonama u He umerom c80000H020 Oocmyna K 6ode. bonvue 6ceco
mepsiiom  NeKmpoaumsl  0emu ¢ myoylonamusimMu, O0COOEHHO C YUCMUHO30M, NOOOdepIcaHue

aoexeamnozo yposHs Na u buxapbonama modxcem Ovlms mMpyOHbIM.

Tpebosanus k nompeodnenuto Na mocym 0vlme oueHb gblcokumu Ha panHux cmaousax XbBII, no nadarom

no mepe npoepeccuposanuss XbI1. Ilpu XBII 4-5 cm., kax npasuno, Heobxooumo ocpaHudeHue coju.



Hcmowenue 3anacoé Na npusooum K XpOHUYECKOU 2UNOBOLeMUU U CHOCODCMEYem NIOXOMY POCHY;
eunoHampuemusi He saeigemcs npusHakom Hedocmamoynocmu Na [170]. Upeszmepnoe ocpanuuenue
CONU MOJICEm NPUGECmU K COOCMBEHHBIM PUCKAM, MAKUM KAK CIMUMYIAYUS PEHUHATbOOCMEPOHOBOLL

ocu, 8bIpabomKa Kamexouamunos u oucaunudemus [171].

[emu pannezo 6o3pacma, Haxooawuecs Ha nepumoHeanrvHom ouanuse (I1/]) mepsaiom upesmepHoe

KoJiuvecmeo Hampus ¢ MOYOU U OUATUZAMOM U HyOfC‘a(lIOWZC}Z 6 domauuu Na.

[emu c XBII ecneocmeue enomepyronamuil, Kaxk npaeuno, 3saoepxcusaiom Na u 600y, umo
cnocoocmeyem pazeumuto Al Takum Oemsm credyem coontodame ouemy 6e3 000asleHUs conu
(0cobenHo npoOyKmMo8 ¢ BbICOKUM COOepicanuem coiu u 0e3 000asienus coiu 6 Nuuly npu

npucomoesjleHuu nuuiu uiu Ha CI’I/ZO./ZG).

e Pexomennyercs nersm ¢ XbBIl Ha ¢oHE NEpBUUHBIX MNOMEPYJISPHBIX 3a00J€BaHUN WM TpU
OJIUTYPHUH OTPaHUIUTh MoTpediaeHue Harpus 10 1500-2400 mr/cyT Asis CHUKEHUST PUCKOB Pa3BUTHUSA
OTEKOB M apTEpPUAJIbHON TMIIEPTEH3UU IPHU OTCYTCTBUM IPOTHUBOIIOKA3aHUM, HAIPUMEDP TAKUX Kak,
COJBTEPAIONINE TyOYJIOMHTEPCTUIIMANbHBIE HedponaTuu, Jula ¢ TUINOTEH3UEH NpU OTCYTCTBUU

CepAEYHOMN HEOCTATOYHOCTH, WIIH JIUIIA, TPEAPACIIONIOKEHHBIC K TUIIOBOJIEMUH [4].
YYPC,YII5)

o PexoMeHyeTcsi KOppeKIHsi MeTa0oINYeCcKoro anuao3a (10 ypoBHs OukapOoHaTa B CHIBOPOTKE >22

MOKB/JT) C Ha3HAUEHHWEM HaTpHsl TUApOKapOoHaTa™ ™ y mereid, Haxonamuxcs Ha quanuse [S, 138].
(YYP C; VI 5)

KommenTapmii: credyem yuecmo, umo ucmounuxom ouapoonama mo2ym Ovlmes makxdice OUaIu3Hble
pacmeopwl Ha ochose HCO3 unu nampus nakmama pacmeop CRONMCHLIU (Kaaus X10puo + xanvyus

xaopuo + Hampus xaopuo + nampus rakmam) **,

Ilouku ueparom 6axcHy10 poib 8 NOO0ePHCAHUU KUCIOMHO-UWEN0YH020 DANaHca 3a cuem SKCKpeyuu
UOHOB 8000pOOa, peabcopbyuu OmM@pUILBMPOBAHHO20 OUKAPOOHAMA U 2eHepayuu HOBbIX UOHO8
ouxkapoonama u opyeux Oygepos. XBII mooicem erusmv Ha 6ce KOMNOHEHMbl, YUACMEYIOUWUE 8
NOYeUHOU pe2ylayuu KUCTIOMHO-WeN0UH020 OANAHCA, Ymo NPUBOOUmM K MemabdoIuyeckomy ayuoosy.
Cumnmomsl Memabonuuecko2o ayuoosa ne asiaomcs cneyuguueckumu. Cmumynayus ObixamenbHOo20
yeHmpa 6 Cmeoje MO032a NPUBOOUM K 2SUNEpPEeHMUIAYUY OJisl KOMHEHCayuu ayuodo3a nymem
anumunayuu CO2. B pezyromame y nayueHmos Modxcem HAOI00AMbCs pA3IuyHas Nno CmeneHu
gvipascenHocmu 00vluika. Kpome moeo, y 60nbHbix Mocym ommeuamuvcs 001U 8 2pyou, maxukapous,
207108HAs OONb, CHYMAHHOCMb CO3HAHUA, C1AOOCMb, OONU 8 KOCMAX, CHUNCEHUEe annemuma, mouwHoma
u peoma [172]. Ilomumo nomepsv OuxkapboHama ¢ MOHOU, MOdCem HAOIOOAMbCI HECNOCOOHOCTb
NOOKUCNIeHUs. MOYU. 3amecmumenbHas mepanusi Hampus 2uopoxapoonamom™* npoeooumcs 6
HauanvHout 003e 1 mmonv/ke/cym pasoeieHHvle Ha O8a-uemvipe npuema. bonee mounwvili pacuem
HeobXo0uM0o20 Koruvecmea Hampus cuopoxapoonama™** npouzeooumcs no gopmyne Menneneaapoa—

Acmpyna:



HCO3 (mmons) = BE x 0,3 x m (macca mena nayuenma 6 Kz),
npu smom 1 mn 8,4% pacmeopa pasen I mmono.

IIpumenenue nampus cudpoxapbonama™** mpebyem MOHUMOPUHSA KUCTOMHO-UEL0UHO20 U 00Ue2o

cocmosnus nayueuma [173].

3.1.1.6 BuramMmuHbI

s nayuenmos ¢ XBII xapaxmepen oeguyuma muxposniemenmos 6 numanuu [174]. Ilonyuenwvl
daunvie o0 Oegpuyume ackopoOuHoBOl Kuciomel, muamuuna (Bl), nupuooxcuna (B6), ¢onuesoii

Kuciomal.

e Pexomennyercs namuentam ¢ XbBII 2-5D craguu npuem #tmamuna** B nosze 0,2-1 wMr/cyt. B

3aBHCHMOCTH OT BO3PacTa C MENIbI0 KOPPEKIuu ero aedurmra[4].
YYPC; YIAS)

e Pexomennyercs y nanuentoB ¢ XbII 2-5D craguu npuem #nupunokcuHa** B qoze 5 - 25 mMr/cyr B
tedenue 3 Henenb (moapoctkaM 10-20 mr/cyr), nanee — 2,5-5 mr/cyt [175] ¢ uenpio Koppeuuu ero
nedurura [4].

(YYP C; VI 5)

e Pexomennyercs y nmanuentoB ¢ XbIl 5D poranus #donuesoit kucnoter** B mo3e 2,5-5 Mr/cyr c
1eIbI0 KoppeKiuu ee Aedunura [4].

(YYP C; Y1 5)

Kommenrapuii: gonuesas xucioma** mepsiemcs ¢ ouanuzamom. I[losmomy 0nsi Koppekyuu
2Unpe2omMoyucmeuHemMuy, pazeusaioweics Ha smom ¢one, mpebdyemcs npumenenue Hponuesou
Kucromol** 0o 2,5-5 me/cym. Moowcem nposooumuvcs Koppekyus 6 3a8UCUMOCMU OM  YPOBHS

comoyucmeura 6 Kpoesu.

e PexoMeHTyeTcsi pacCMOTPETh IUETUYECKYIO KOPPEKIIUIO KUPOPACTBOPUMBIX BUTAaMUHOB A, D, E n

K mammenTam ¢ XBII 2-5 ¢T ¢ 11e71610 KOppEKIuH BO3MOXKHOTO eduinra [4].
YYPC; YIAS)

3.1.1.7 DuTepajbHOE MUTAHUE

d PGKOMGHI[OBaHO pacCMOTPETh B MHAUWBUAYAJIbHOM IIOPAAKES HA3HAUYCHHUC OHTCPAJIBbHOI'O IMTHTAHUSA

netsim ¢ XBII 2-5 ¢t npu HapylIeHUU HyTPUTUBHOTO CTaTyca C LeNblo ero koppekuuu [176, 177].
YYPC; YOI 5)

KomMenTapumn:



OHmepanbHoe numaxue MOoMcem OCYWeCmeIambCs depe3 HA302Acmpaibhblil 30HO (Ycmanoska
Hazoeacmpaivio2o 30HO0a) uau  uepez eacmpocmomy (lacmpocmomus, Tacmpocmomus ¢

UCNOIb308AHUEM BUOCOIHOOCKONUYECKUX me.XHOJlOZML?, ﬂanapocmnuuecmﬂ ZCICI’I’ZPOCI’I’IOMM}l)

Xoms mnazoeacmpanvHulii 30HO YCMAHABIUBAEMCS HA KOPOMKOe 8pems, OONbUUHCIBO ceMell
npeonouumaem e20 2acmpocmome, KOMOpylo He BUOHO Nood 00excoou. Peoma moocem umems

pewaioujee 3HauyeHue 8 npeonoumeHuu 2acmpoCnoMUn.
Ha3zoracrpaasnbiii 30u1 (H3I)

[Ipenmymecrna:

Metoz BeiOOpa y nerei ¢ Maccoit Tena <4 kr

YcTaHoBKa IPOCTa U CEMbsI JIETKO 00ydaeTcs

Puck nepuronuta y aereit Ha neputoneanbnom auanuse (I1/]) orcyrcrByer.
Henocrarku:

TpaBMma yacToit 3aMeHbI 3HaUUTENbHA JJI1 peOCHKA U CEMbU

HpeHHTCTByCT Pa3BHUTHUIO OPO-MOTOPHBIX HABBIKOB, BbI3bIBAs I[aﬂbHeﬁHlHe HpO6J'IeMI>I C pa3sBUTHEM

peuH U NIOTAaHUEM
Bueurnuii Bun peGeHKa U3MEHEH, OKPY>Kalollue 3aMeyaroT «00JIbHOT0 peOeHKay
Penxo MoxkeT mpuBecTH K nepdopaliuy MUIIEBOIA WIH JKETyIKa

IToBhImaeTcs PHUCK FaCTpOC-)SO(baFGaJ'II)HOFO pe(l)J'IIOKCa, PBOTHI U aClIUpAlIUHN U3-3a OTKPBITOTI'O HUKHCTO

cuHKTEpa MUIIEBOIA
Tpancnuioprnyecknii (Ha30€OHAJIbHBIN) 30H

3OHI[ JJI1 KOPMJICHUS MOXKHO IIPOJABHUHYTD 3a ITPCACIIbI JKCIIYJAKa B ABCHAAUTATUIICPCTHYIO WJIM TOLIYIO

KHUIIKY, yTOOBI MOMBITATHCS YMCHBIINUTL PBOTY. Ho:

OHM JIETKO TMEpeMeIIaloTcsi U TpeOylT pEeHTreHOrpauueckoro oOCIeAOBaHMS, a TakxKe

BMEIIIATENIbCTBA MO 0011Iel aHeCTe3UeH ISl IepPeyCTaHOBKU

HNX HCJIBb3d HCIIOJIbB30BaThb IJIsA OOJTIOCHOTO KOPMJICHUSA, TOJIBKO JIA JJIUTCIBHOTO HCEHIPCPLIBHOTO

KOPMJICHHS.
TI'acrpocromus

YcTaHOBKa TacTPOCTOMBI MOXKET OBITh UPE3KOKHBIM HIHIOCKOMUYECKHUM CIIOCOOOM, YPE3KOKHBIM
PaIHUOJIOTHICCKUM, YPE3KOKHBIM JIAMapOCKOITMYECKUM CIIOCOO0M, a TaKkKe OTKPBITHIM. Kakum Obl HU

ObLT THI pacojIoKeHuA, MCCTO BbIXOOA FaCTpOCTOMH‘{eCKOﬁ TPY6KI/I OTPAHHUYCHO JICBBIM BCPXHUM



KBaJIpAaHTOM KMBOTA WJIM CPEIHEH JIMHUEHW M3-3a aHATOMHUU JKelmyaka. TakuMm oOpa3oM, KaTeTephl s
II/I He cnemyer pa3Melmiare B JIEBOM BEPXHEM KBAJAPAHTE Yy JETEH, KOTOPBIM B IOCIEIYIOLIEM

MOHAI00UTCSl yCTaHOBKA racTpocToMsl [178].
HI'3 npeanoururenen 1uist KpaTKOCPOUHOIO SHTEPATBHOTO TUTAHUS.
JI1st JUIATETbHOTO SHTEPAILHOIO MMATAHUS MTPEANOYTUTEIBHA TACTPOCTOMHS.

yCTpOﬁCTBO IJi1T - AJIMTCIIBHOI'O  OHTCPAJIBHOTO IMUTAHUS JOJDKHO OIPEACIIITBCA COBMCECTHO C

POIUTENSIMU/OTIEKYHAMH.

Haubonbmero s¢dexra B miaHe yaydlleHds (U3NUECKOTO Pa3BUTHS OT arpeCCHUBHONW HYTPUTHUBHOM
NOJICPKKHA OKHUJIAETCSl B BO3PAcTE 10 2-X JIET, KOIZa POCT LIEJIMKOM 3aBUCUT OT muTaHus [179].
Vnydmenne pocra HaOmOIaI0Ch B OOJBIIMHCTBE MCCIEAOBAHUN y JeTed 70 2-x JyeT. B kpymHom
uccienoBanuu 153 mmanenues Ha [1J[, pocT O mydlie y AeTe ¢ TacCTPOCTOMOM MO CPaBHEHUIO C

nutanrem yepe3 HI'3 [180].

3.1.2. Anemus npu XBII

Ilpeumywecmeamu neuenus awmemuu npu XbBII asnsiomca: 3ameodnenue npoepeccuposanus XbBII,
YMeHbUleHUe 2Uunepmpoduu 1€6020 Hceny0ouKa, ViyuuleHue Kauecmed JHCUSHU U CHUNMCEHUE YaCmOombl
20CNUMANU3aYUll, CHUMCeHUe HNompeoHoCcCmu 6 2eMompancgysuu, a Cc1e008ameibHO, pPUCKd

uHuyuposanus u ceHcubunuzayuu nevuxoyumapHoim anmuzenom (HLA) [181].

Hasnauenue mnpemnapaToB xkeje3a W Mpenaparbl TPYNIbl <«JIPyTHe aHTHAHEMUYECKHUE IPErnapaThhy,
o0aiaroIue 3pUTPono’I3cTUMyIUpyromumMu cBoiictBamu (DCC) mo3BoIIeT MOBBICUTH YpoBeHb Hb y
oonbmmHcTBa nanueHToB ¢ XbBII. Jleuenne anemun npu XbBII BKiIto4aeT Takxke KOPPEKLUHUIO MPOUUX
YCTpaHUMBIX MpUYMH CcHIbKkeHus Hb, nanpumep, nepunura BuramuHa B12 u donueBoil Kuciaorsl,

JICYCHHUEC BOCHAJIUTCIBHOTO IIpoLecca.

[TonpoOno Tepanus anemuu npu XbBII paccmarpuBaercs otaenbHo (cM. Knnanueckue pekoMeHnauuu

AHeMus npu XpOHUYECKON 00JIe3HM mmouek) [79].

[leneBbie MoKazarenn reMomnioOnHa y B3pocibix U jerei ¢ XbII, momyyarommx mnoajaepKuBaroniyo

tepanuto JCC npeacTaBieHbl B IpuioxeHun A3.17.

3.1.3. JleyeHue KapauoOBacKyJAsipHoii 0oae3um npu XbI1

IIpuyunou 8b1cOKOU CMEPMHOCMU U HUZKOU NPOOOINCUMeENbHOCMU JHcusHu bonbHbix ¢ XBII asnaemcs
UMEHHO nopadicenue cepoedno-cocyoucmou cucmemvl. Ilooamomy mepanusi XbII 6 yenom nanpasnena
Ha npogurakmuxy u sameonenue npoepeccuposarus KBbB. Ocnosnvim pakmopom npoepeccuposanus
nopascenuss novexk u cepoeuno-cocyoucmoti cucmemvl npu XBII senasemca AIT C yposwem AJl
accoyuuposanvl maxue mapkepvl KBb, xax monwuna unmumvi-meouu u cKopocms nyibCo80U GOJIHbL.
[46, 182, 311]. Ilokazano, umo oocmudicenue yposus AJl nuowce 90-20 nepyenmuis accoyuuposaro c
3amedneHuem npoepeccupoganusi XbI1 y demeii kax ¢ enomepyiaprvivmu, maxk u ¢ He2loMepyIapHbIMU

3abonesanuamu novex [182].



Yuumwieas xomnnexcuwiti namoeene3 KBB y nayuenmoe c¢ XBII, adexsamuas Koppekyus maxux
nposienenuti XBII, kax amemus, BOH, mumepanvno-kocmHvle HaApyuwieHus maxdxice umeem 00nbuloe

3Hauenue ons npogpunakmuxu KBb. Coomeemcmeenno, npunyunst mepanuu KBB npu XBII:
Koppexyus apmepuanvroti cunepmenzuu u cunepeoiemuu

Aoexeamnas Koppexkyus Hapyuienuil gocgopro-kanvyuesoco oomena. HMzbecamv eunepraivyuemul,
euneppocgamemuu, OIUMENLHO2O NPUMEHEHUS BbICOKUX 003 AKMUBHLIX (opm eumamuna /] u ezo

ananoecos!

Ilocmuoicenue yenegoeo ypoeus Hb

Ilocmamounoe numanue

Aoexsammulil uanus

Kax mooicno 6onee paunsas mpancnianmayusi NO4Ku

3.1.3.1 Jleuenune aprepuanabHoii runeprensun y aereit ¢ XbII

Lenamu nevenusn AI' y 6onvHuix ¢ XBII asnatomces 3amednieHue npoepeccuposanuusi NOpaANCceHUs no4ex,
npedomepaujenue NoPaxiceHus 0peaHo8-munieHell (cepoya, 201081020 Mo32a, 21d3), Npedomepauyenue
ocmpwvix ocnodicherull Al (cunepmonueckoeo Kpusa, 0Cmpoul 1e80iceny00UKo80l HedoCmMamoyHOCmu,
HAapyuieHuss M03208020 KpOBOOOpaweHus,) u, 8 umoee, YIy4ueHue 8bloHcusaemMocmu U Kauecmea HeusHu

nayuermaoes.

3aoaua anmueunepmen3zuenou mepanuu — cHudicenue AJl 0o ypoeus nudce 90-eo nepyenmuns 07
odanHo2o nona, so3pacma u pocma. B Eeponeiickux pekomenoayusx no nevenuro A’y oemeii [135] 6
Kauecmee yenesoco 0ni demeil ¢ XBII pexomenoyemcs ypoeenv AJ] nudice 75-c0 nepyenmuns y
NAyueHmo8 ¢ HenpomeuHypuvyecKuUMu 3a001e6anuamu nodex u Hudce 50-20 nepyenmuns y nayueHmos
¢ npomeunypudeckumu 3saoonesanusmu. OOHAKO Ha Npakmuke OOCMudceHue 3mo2o ypoeus AJll
Modicem nompebo8amsv NPUMEHEHUs. HeCKONbKUX AHMUSUNEPIMEH3UBHBIX CPEeOCME 8 BbICOKUX 003aX,

Uumo CONnpAdMNCEHO C PUCKOM NOOOUHBIX AB/IeHUl aHmuzunepmeHweHoﬁ mepanuu.

Iloopobro o mepanuu AI' npu XBII y Oemeil cm. KiuHuueckue pekoMeHOAUuu nNo apmepudibHouU

aunepmen3uu y oemetl U NOOPOCMKOB.

3.1.3.1.1 Ocob6ennoctu geyenusi XbBII Ha ¢gone AI'

l'unepeuopamayus u obovemHas nepecpy3Ka coCyOUCHO20 pPYClad 6HOCUM CYULeCMBEHHbIU 6KIA0 8
namoeenes AI''y demeiti ¢ XbBII, ocobenno na 4-5 cm. Ipuuunoii eunepeuopamayuu npu XbII aensemcs
U30bLIMOYHOE NO CPABHEHUIO C DUIUOLOSUYECKUM NOMpeOieHue Hampus 8 YCLOBUAX €20 CHUNCEHHO20
8blee0eHUsl U nocaedyrouas 3adepicka 600vl. llepsvimu mepamu no xoppekyuu A"y demeii ¢ XBII
O0NHCHBL ObIMb KOHMPOIb NOMPEDNEeHUsT HAMPUS U B00bl U OOCTNUNCEHUE (CYX020 8eCay ) OUANUIHBIX
nayuenmos. Mepvl no ocpanuuenuro nompeodneHus HaAmpus 0COOEHHO BAJICHbl Ol NAYUEHMO8 C

omekamu (npu Heppomuueckom cunopome, 2iomepyroHedpumax) u 011 OUAIUZHLIX NAYUEHMO8 C



onu2oauHypueti, y Komopulx OAiaHc HCUOKOCMU NOTHOCIbIO 3A8UCU OM 00bemMa Yibmpagduibmpayuu

npu npoyeoypax I /[ unu I1/].

o Pexomenmyercs Bcem gnersiMm ¢ XbBIl u orekamu w/unm onuroanypueil coOmOmaTe AMETY C
CofiepKaHUEM HaTpHs, HE MPEBBIIIAIOIINM (PU3UOJOTHUYECKYIO MOTPEOHOCTh (B 3aBUCUMOCTHU OT
Bozpacta 200-1300 wMr/cyr ¢ 1Lenpl0  yMEHbLIEHUS/TIPEAOTBPAIICHHE IMPOTPECCUPOBAHUS

runepruaparauud [ 183].
YYPC,YIAS)

Kommentapuii: V oemeti ¢ XBIl 6e3 napywenus namputiypesa nompedieHue Hampus He O0O0NNCHO

npesviuams MakCUManbHoe 0 0aHH020 8o3pacma (cm. npunoxcerue A3.10, A3.11) [294]

e He pexomenayercs orpaHnuyuBarh norpedneHue Harpus Jnetsm ¢ XbBII u conbrepsiomummu
cocTtosiHUsAMHU (cuHApoM bapTTepa, cunapom ['uTTenbmana, MceBIOTUNOATBAOCTEPOHN3M | THIA U

T.JI.) C IIEJBIO TIPEIOTBPAICHUS YCYTyOIeHs] MUHEpabHBIX HapymeHnui [49, 138,170, 184, 185].
YYPC,YIA5)

KommenTapmii: B cospemennom undycmpuanvnom obujecmsae nompeodienue coiu 8 00bIYHOM payuoHe
g3pocnozo cocmasnsiem 8,5-10 o/cym. Maccoeas oons nampusi 6 nosapennou conu - 40%, m.e.
edceonesrnoe nompeonenue nampus cocmasisiem 3000-4000 me/cym, nomumo codepoicauie2ocs 8
npooykmax numanus. IlockonbKy 0CHOBHOE KOIU4ecmeo Hampusi Nocmynaem 6 nuw)y npu ee
NpU2OMOBIEHUU (CONLeHUU, UCNONb30BAHUU BKYCOBbIX 000ABOK, KOHCEPBAHMOS U M.N.), YMEeHbUUMb

coz)epgfcaHue Hampus 6 payuoHe MOICHO Cﬂe()yIOWMMu mepamu.

- Tlonnocmouio uCKIOUUMb CONEHbs, KOHCEPBbl, KONUEHOCMU, KOLOACHble uzoenus, noay@dadpukamol,
npodykmul ghacm-ghyoa, cuaku (uuncet, cyxapuxu u m.n.). Oecpanuyums nompeonenue xueba, 0co6eHHO

potcarnoco.

- Tuwy ecomosam 6e3 conu. IIpooykmuvl HUBOMHO20 NPOUCXOHCOEHUs. (MACO, pblda, MONOKO, Alya)
cooepoicam 0oCmamoyHo Hampusi 05l Y008iemeopenus nompeobHocmu. Bozmoodicho docanusanue eowvl

6 mapeinke, npu 3MOM KOIUYeCma80 NOBAPEHHOU COlU He QOJIHCHO npesvluiams -2 2/cym.

Hpu coonmooenuy ouemsl ¢ HUSKUM codepofcanuem Colu ymeHbuiaenics afcaofcda, nayuernm Jjecde
nepeHocunt OZcpaHu4eHusl numveeoco pestcuma. Ilocmenennoe cHudceHue COO@pJfCCZHZ/l}l Hampu: 6
opearnusme npueo@um K COKpauieHuro ob0vema 6HeKIemouYHoU chudkocmu, CHUDICEHUIO OHK ymo

oonezuaem koumponv Al [186].

Hem}lﬂ/l C COJbmMeEpPAInWUMU  COCMOAHUAMU OcPpAHUYEeHUe Hanpusd 6 oueme nponiueonoxKkasaHlo,
NOCKOJNIbKY Moodicem cnpoeoyupoeantsb cunorampuemuro, Oezudpamauuio, a npu ONUMENbHOM

npumeHnenuu — 3adepoicky pocma [170].

o PexoMeHyeTcsi KOHTPOJIUPOBATh 0OBEM BBIITUTON M BBIICICHHOU >KUAKOCTH marueHTam ¢ XbII ¢
LETBI0 OLICHKM HAJIM4YMs/00beMa 3aJep)KKU JKUJIKOCTH, a TaKXKe Il KOPPEKIMW HYTPUTHUBHOU

noaaepxkku [4, 187].



(YVP B, VUL 3)

KommenTapuii: o6viuno na 5 cm. ouypez KOHMpOaupyemcsi edceOHe8Ho, Maxice KOHMPOIUPYEencst 8ec
oemsm na 1] esxceonesro, na 1] — neped kazicooiu npoyedypol, ¢ Yeivio C80e8PeMEeHHO20 BblA6NeHUS
aunepeuopamayuy U COOMeEemcmeyouell a0anmayuy Pexrcuma Ouaiu3d, no3eoasouiell obecneyunms

A0eK8ammuyIo Yiompaguiomayuio.

o PexoMeHIyeTcss TPOBOAWTH OMOWMMIICAHCHYIO CIIEKTPOCKOMHIO/OMPEACTICHHE TPOIEHTHOTO
COOTHONIIEHHUS BOJbI, MBIIIEYHOM M JKUPOBOM TKAHM C TMOMOIIBIO OHOMMIIEAAHCMETpPa BCEM
manpeHTaMm ¢ XbII 5 cT. exxemecsa4yHo, C IIEIBIO OIEHKHM JUHAMHMKH MAacChl Telaa M oObeMma

AKCTPALEIUTIONAPHOM xuaKkocTH [ 188].
YYPC,YIA5)

Kommentapmii: nayuenmam ¢ XBII 50 cm. Heobxooumo nodobopamv pexcum Ouaiusd,
obecneuusarowull a0ekeamuylo yibmpaguibmpayuio u noooepicanue «cyxozo eeca». Oyenumy
banauc HCUOKOCMU MONbKO NO Yyduemy 8bINUMOL HcuoKocmu, ouypesa u obvema yiompaguibmpayuu
He 6ce20d B03MOMCHO, NOCKONLKY 3HAYUMENbHLIL 00beM JHCUOKOCmU Ynompebisemcs ¢ nuujell
(¢hpyxmel, ogowu, Kawu, cynvl u m.n.), 4acms 800vl 8vloeisiemcs nepcnupayuei u m.o. Esceonesnoe
e3seuusanue pebenxa ¢ XPBII nozeonsiem 3anodo3pume eunepeuopamayuio (npu u30blMoOUHOU
ediceOHesHoll  npubaeke eeca). Peeynapnoe nposedenHue  OuoumneoaHcomempuu  Nno36o0Jsiem
ougpepenyuposame uzuonocuueckyio npubasKy MulUleyHOU U HCUPOBOU MACCbL OM NpubasKu secd,
CBA3AHHOU C Y8enudeHuem odvema dKCmpayenntonapuou sxcuokocmu. Ilpuemvr adanmayuu pexcuma
I/ u npoyeoyp I/ c yenvio ysenuuenus yiompa@uibmpayuu U3N0HCEHbl 8 COOMEEMCMEYIuLem

pasoeie.

e PexoMeHyeTcsl 3MMMUHALUS TPAAULIMOHHBIX MOIU(DUIMPYEMBIX (PAKTOPOB PUCKA Y MOJPOCTKOB C
XBIT u AT': oTka3 oT KypeHusi, npodUIaKTUKy TUIIOAUHAMUH (YMEPEHHYIO (U3HUECKYIO Harpy3Ky),
HOPMaJU3alUI0 U30BITOYHON MacChl T€la, B COOTBETCTBUU C KIMHUYECKUMH PEKOMEHIALUAMHU T10

JTUATHOCTHKE, JIeueHUIo U nmpodunaktuke Al' y gereit u mompoctkos [70].
YYPC,YIA5)

Kommenrapwmii: JJemaw u noopocmkam ¢ XBII 3-5 cm. cnedyem uzbecamov pedyKYUOHHbIX Ouem c
pe3KuUM 02paHuyeHuem KaropuiuHoCmu, npusoosuux Kk bvicmpomy noxyoauuio. Hecoanancuposannoe
NUMAHUe MoXdcem CnposoyUpo8ams N1EeKMpOoIUmMHble paccmpoucmed, YCUIeHHbll Kamaboausm — pocm
asomemuu. B mo owce epems, y Oemeil uzbbimoyHvlll 6ec cam no cebe He ABNAemcs 00CHOBEPHO
3Hauumvim akmopom npoepeccuposanus XbII [61]. B uccredosanusx y 63pocivix nayueHmos
NOKA3AHA TYYULAs] BLIHCUBAEMOCTNb OUATUSHBIX NAYUEHMOS C 0AHCUPEHUEeM NO CPABHEHUIO C DONILHBIMU C
HOPMAILHOU MAccoll meid, mo ecmv y OUATUIHBIX NAYUEHMO8 00CAMOYHAsL HCUPOBAsL U MbIUEUHAs
macca s6aaemcsi npoecHocmudecku onazonpuamuvim gaxkmopom [189]. Ilo nawum Habnrooenusm,
ouanusnvlie nayuenmsl ¢ 0euyumom eeca, ¢ HeOOCMAmoyHO pPA38UMOU NOOKOJMCHOU KIemuamKou
Xyolce nepeHocsm Kak —oecuopamayuro, maxk U Uunepeuopamayuio, 6eposimHo, BC1e0Cmeue
OMCYMCMBUs  pe3epeod 0 nepepacnpedenenus — dKCmpayelnionaprol  scuokocmu.  /lasice

MUHUMANbHASL 2UNep2Uuopamayusi y Hux npueooum K nosviuienuio A/l ecneocmeue ysenuuenus OLK.



3.1.3.1.2 MenukaMeHTO3HAS TepaNus apTePUAJbHON TMIIePTEeH3 U

YV oemei ¢ XPBIl u AI' meduxamenmosnas mepanus HA3HAYAEMC OOHOBPEMEHHO C
HeMeOUKAMEeHMO3HbIMU Memodamu Koppekyuu Al' coenacho KiuHuueckum pexomMeHOayusam no

apmepuanbHou 2unepmeHnsuu y oemetii U noOPOCMKOS.

3.1.3.1.3 Jleyenue runeproHnyeckoro kpusa y aerei ¢ XbII

IIpu ocmpom nooveme AJl y oemeil u noOpocmkos pesko 8o3pacmaem PUcK NOPANCEHUS OP2AHOG-
MUleHell: HapyuweHus M0o3208020 KpOBOOOpAaujeHus, omeKa Mmo32d, NopajdceHus 6enoco eeujecmea
(cunopom 3aoueti oopamumou suyedaronumuu, uiu PRES-cunopom); kKposousziusnus 6 cemuamky;
HapYWenuss KOPOHAPHO20 KPOBOOOPAWeHUsl, OCMPOU 1eBONCENYOOUKOBOU Hedocmamounocmu. B
cyuae cUNepmoHUYecko20 Kpusa mepanus OOIXCHA Oblmb Ha3HaveHa bGezomaacamenvho. B mo oice
gpems, y nayueHmos ¢ oaumenvho cywecmsyrowel Al dvicmpas (8 meueHnue HeCKOIbKUX UACO8)
Hopmanuzayus A/l  maxoice Mmooicem  npugecmu K HAPYWEHUIO M03208020 U KOPOHAPHO2O

Kpo80oOpaueHusl.

lleﬂbIO Jl€YEHUsl CUNEPMOHRUUECKO20 KpU3a A61A€emcsid KOHMPpOAUpyemoe CHUMICeHue Aﬂ 00 6e30nacHo2o

VPO8HS OJ151 NPEOOMBPAULEHUS OCTIOHNCHEHUII.

Iloopooro o mepanuu AI' npu XBII y Oemeil cm. Kiunuueckue pekxoMeHOAUUu No apmepudibHoU

aunepmen3uu y oemetl U NOOPOCMKOB.

3.1.3.2 JleueHue cepae4HON HeAOCTATOUYHOCTH Yy AeTeid ¢ XBII

B nooasnarowem 6onvuuncmee ciyuaes cepoeunas Hedocmamournocms )y oemei ¢ XBII aensemcs
creocmeuem 2unepeuopamayuu u Hekonmpoaupyemou Al Ilpu smom u u3661imox 6HeKIemouHou
HCUOKOCMU, U CHUIICEHUE COKPAMUMOCMU MUOKAPOA NOHAYANY KOMNEHCUPOBAHbl U NPAKMUYECKU
oeccumnmommusl. OOHaxo npu napacmanuu eunepeuopamayuu u/uiu AI' nacmynaem oexomnencayus c
passumuem OCmpoll J1e80XHCeNyO0YKO8oU HedocmamounHocmu u omeka Jaeekux. Ciredosamenvho,
OCHOBHOU MepOoll NPODUIAKMUKY U TedeHuUsi cepoedHou Heoocmamoynocmu y oemeti ¢ XBII aensemcs
noooepaicanue Hopmocuopamayuu u hopmomenzuu. Konmponupyemvix uccnedosanuii no mepanuu CH
y oemeiti ¢ XBII ne nposoounocs, dokasamenvuas 6asza omcymcmayem. Pexomenoayuu no mepanuu
CH y oemeii ¢ XBIl ocnosanvl nHa sKcmpanonsiyuu pe3yiomamos UCCie008aHUl, NPOBEOEHHBIX Y
g3pocavix bonbuvix ¢ XBIl u KB, u na muenuu s3xcnepmos u, 8 0CHOBHOM, NPOBOOSMCSL NO 0OWUM

NpUHYUNam mepanuu cepoeyrotl Heoocmamoyurnocmu y oemeti [47, 71, 135].

3.1.3.2.1 Ocobennoctu jgeyenusi XBII npu cepievHol HEAOCTATOYHOCTH

o Pexomenoyemcss HazHauamb  HU3KOHampuesyro Ouemy Odemsam ¢ XBII u  cepoeunoti

He0oCmamo4HOCmbio ¢ Yelblo npedynpexcoenus/ymenvulenus sunepgonemuu [47, 135].
YYPC,VIA3)
Kommenmapuii: Mepol no oepanuuenuro nompebienus Hampus ¢ RUUell UI0H#CEHbl Gblule.

o Pexomenoyemcsi y OUQNU3HbIX NAYUEHMOB C CEePOEUHOL HeOOCMamoOyHOCMbI0 NPOBOOUND

Meponpusamus no cropeuuwiemy KynUpo8aHulo 2unepeuopamayuu ¢ yYeavlo CHUNCEHUS PUCKA



cepoeuno-cocyoucmuix ociodichenuil [47, 135].
YYPC, V1A 3)
Kommenmapuii:

- Mlemam na IlJ] xpyenocymouno nposooums 0OMeHbl OUANU3HO20 pPACMEOPA C NOBLIUUEHHOU
KOHYyeHmpayuel 2noKo3vl U yKkopouenHot sxkcnozuyuet (1-2 uaca) Humencuenwiii 11/] nposoosm 0o
00CIUICEHUsT HOPMO2UOpAMAYyuY U paspeuerus cumnmomos omexa aezkux. Ilocie cmabunuzayuu
cocmosinus pebeHoK Modcem Ovbimb nepeseden Ha npexcHull pexcum 11/ ¢ exceonesnvim KoHmponiem

geca u obvema yrompaghuibmpayui.

- Mlemam ma IJ] obecneuumsv nocmenennoe oOocmudicenue «cyxoco eecay». Cnedyem omoambo
npeonoumenue NPoOOJHCEHHLIM Memooam (NpoooadceHHoMmy eeno-eenoswomy 1J] umu T/[D),
NOCKONbKY ~ OHU  OKA3bIGAIOM  MeHee  GblpadiCeHHvle  2eMOOuHamudeckue  o¢hghexmol,  uem
unmepmummupytowuil 1/], u obecneuusarom nocmenennyio, oaumensuyto yiempaguiempayuro. Ipu
OMCYMCMBUU ~ BOZMOICHOCMU — NPOGEOEHUsl  NPOOOIICEHHbIX — Npoyeoyp,  npeonoumumenvHee
edxceOHesHble npoyedypwl 1J] ¢ ocpanuuennoi ynompaguiempayueu. Y nayuenmos ¢ cepoeunou
He0OCmamo4HoCmvlo U 2unepauopamayuetl ciedyem uzoe2amv OOHOMOMEHMHO BblCOKUX 00beMos
yaempagunempayuu (6onee 3% om maccel mena), nockonvky peskoe chudcenue OLIK moorcem
8b136aMb KOLLANC, NAOEHUe KOPOHAPHO2O KPOBOMOKA U OCMPYIO UULEMUI0 MUOKAPOA O onpeoelleHus
«cyxoeo eeca» U yenegoco obvema yibmpaguibmpayuu OUATUSHLIM NAYUEHMAM C CepOeyHOU

HeO00Cmamo4yHOCMbIO YenecooopasHo npogederue OUOUMNEeOaHcCoOMempuu (CM. eviuie).

Anmueunepmensuenas mepanus nayuenmam ¢ XBIl u cepoeynoti nedocmamounocmspto NpOBOOUMCSL

NO 6bIULEUSTIOHCEHHBIM NPUHYUNAM.

Ippexmusnviii konmponv Al kpatine e6adicen 0 Oemell ¢ CepOeyHOl HeOOCMAMOYHOCMbIO.
IIpenapamamu evibopa sensiromes uAll@/Anmazonucmol peyenmopog aneuomensuna Il (noopobuee -
cm.  Knunuueckue pexomenoayuu no apmepuanvbHOll cunepmensuu y oemetl U NOOPOCHKOS).
Heobxooumo nomuums, ymo uAll®@/Aumazonucmol peyenmopos aneuomensuna I npomugonoxazatul

npu XBII 4 cm. (CK® <30 ma/mumn), Ho mocym npumenamvcs Ha ouanuznot cmaouu XbII.

o Pexomenoyemcs npumensmo ouypemuku nayueumam c¢ XBII 1-4 cmaou npu cepoeunoii

HeO00Cmamo4HOCMvbio Ha one U ¢ yenvio Kynuposanus cunepeuopamayuu [138].
YYPC,¥YI15)

Kommenmapuii: nasnauenue ouypemuxog apvupyem 6 3asucumocmu om cmaouu XbIIl. Aumaeonucm
anvoocmepona (cnupononakmoun™*) mooicem npumenamoca y oemeu Ha 1-3 cm XBII ¢ mwyamenvHvim
Konmponem yposus kanus. llpu XBII 4-5 cm e2o npumeHnenue ne nokazamo u3-3d 6bICOKO20 PUCKA
eunepranuemuu. Ilpomusonokazano couemanus cnuponorakmona™** c uAlld/Aumazonucmamu

peyenmopos aneuomensuna I1.

Tuazuounvie ouypemuxu (euopoxiopomuaszuo™**) npu cepoeunHol HedOCMamo4HOCmuU YenrecooopasHo

Hasnawams demsam ¢ XBII 1-3 cm, HK 11A, ymepennoti cunepeuopamayueii (papewer no Mncmpyxyuu



oemsam ¢ 3 nem). Tuasuomuvie ouypemuxu mocym npumersamovcs 6 covemanuu ¢ uAllD/Anmazonucmer
peyenmopoe ancuomenzuna II. Ilpu cuuocenuu CKD® <30 ma/mun muasuonvie Ouypemuxu

HeaphekmusHbi.

llemnesvie ouypemuku (ghypocemud™**) noxazamvr demsam c¢ HK IIB-III, 3a0depoickoil scuoxocmu,
omexamu Ha awoou cmaouu XBII. C yenvro cKopetiuieco Kynuposamusi eunepeuopamayuil,
Qdypocemuo** mooicem npumensmoca Ha ouanuznou cmaouu XBII y OonbHbIX ¢ ocmamoyHou
QyHxyuell nouek, 6 O0onoaHeHue K nposedenuro unmerncuenozo I/ umu I]]. Jrumenvuoiii npuem
Gypocemuoa™™* moorcem cnpogoyuposamev SUNOKANUEMUIO, KOMOPAs OCOOEHHO HedcelamelbHa Ha

¢one npumenenus oueokcuna**.

Ilpu  npumenenuu nemuaesvlx U MUASUOHLIX  OUYPEMUKOS V — HAYUEHMA C  CepOedHoll
Hedocmamounocmoto u XBII cnedyem peeynapuno (ne menee 2-x paz 6 Hedeno 00 CMAOUIU3AYUU
COCMOANUS) KOHMPOIUPOBAMb YPOGEHb KAIUs U Hampusi 6 cvlgopomke Kposu. Illpu pazeumuu
UNOHAmMpUemMulU, 2UNOKAIUEMUU NOKA3AHA KOPPEKYUsL 003bl OUYPEemUKa U HA3HAYeHue OOmayuu Kaaus

nepopanbHo Ul 6HYMPUBEHHO.

o Pexomenoyemcs ucnonvzosamo y nayuenmog ¢ XbIl u ¢ HK IIB-II1 cm npenapamui, obnadarowue
UHOMPONHLIM  Oelicmeuem , HNpU 3HAYUMENbHOM CHUMCEHUU COKPAMUMENbHOU CnocoOHOCmuU
muokapoa (gpaxyus eviopoca JDK no dannvim Ixo-KI' <40%) 6 coomeemcmeuu ¢ KiuHu4ecKkumu

PEKOMEHOayUAMU NO XPOHUUECKOU cepdeunoll Hedocmamounocmu y demeti [190]
YYPC,YIA5)

Kommenmapuii: /lucoxcun** nasnauaemcs oemsm ¢ cepoeunoli Heoocmamounocmoio Ha gone XBII
MONLKO — Npu  HeOOCMAmMoOuHOU  dPPeKmusHOCmuy  BbIUEYKA3AHHOU — mepanuu  (Koppexyuu
eunepeuopamayuu  u Al). Ilockonvky oOueokcun™* eviooumcs 6 OCHOBHOM NOYKAMU, €20
ucnonvzosanue npu XBII 3-5 cm. conpsoceno ¢ nobounvix oghgexmos  (bpaduxapous,
IKCMPACUCMONUS, CUHOAMPUATbHASL U AMPUO-BEHMPUKYIAPHAS Onokada, Oenpeccus ceemenma ST Ha
OKT). Ilpu XBII 3-5 cm. «0o3a HacvlyeHusy He NPUMEHsemcs, OUueOKCUH™* Hnaznavaemcs 6
MUHUMATILHOU noddepoicusaroweli 0o3ze (3-10 mxe/ke/cym). Knunuueckuil a¢pgpexm pazsusaemcs na 2-3
cymku. Ilpu omcymemeuu s¢ghghexma ne ciredyem nosviuiamos 003y oueoxkcurna™* vawe, wem 1 pasz 6 3
ous. Ilpu eo3nuxHoseHuu no6ouHbvIX d¢hhekmos 003y HeoOX00UMO YMEHbUUUMb CO2TACHO UHCMPYKYUU
k npenapamy: npu CK® 50-80 ma/mun cpeouss noodepacusarouias 0oza cocmasisiem 1/2 om cpeonet
nooodepoicusaroujelt 003vl 05 auy ¢ HopmanrvHou gyukyuen novex, npu CK® menee 10 mn/mun - 1/4
om cpeoneil 003vl. Ha npaxmuxe 0oza oueoxcuna** y demeti ¢ XbII noooupaemcs unousuoyaivbHo, 8

3asucumocmu om KJiuHU4YeCKozco 3¢¢el<ma U neperHocumocmu.

l'unokanuemus na ¢pone npumenenusi oueokcuna™* cnocoocmeyem 603HUKHOBEHUIO HKCMPACUMONUU,
apummuy. Ilpu ucnonvzosanuu oOucoxcuna™** 6 couemanuu ¢ nemaesLIMU U MUASUOHBIMU
ouypemukamu cieoyem mujamenbHO KOHMPOIUPOBAMsb CblGOPOMOUHbLIU YPOBEHb Kaaus (He pedce 2-x

pas 6 Heoento) u IKI (edcenedenvrno 0o cmabunuzayuu cocmostus)

Aopenepeuueckue u oogamunepeuveckaue cpeocmea (Heenuxozuonvie unomponuvle npenapamol

ovicmpoeo Oeticmsusi: (Oonamun™**, oodbymamun™**) ucnonvzyrom npu ocmpoiu OeKoMneHcayuu



KPOBOOOpaWeHUsl ¢ pe3KUM CHUMCeHUuem cepoeunoco eviopoca, nadenuem AJl. Hasnauaromes epavom-
AHeCme3uo020M-PeanHUMamonocom nymem OJUMeNbHOU MeONeHHOU UH@Y3uU 8 YCI08USIX NALaAmbl

UHMEHCUBHOU mepanuu, no0 NOCMOSAHHbIM MOHUMOPHbIM Kormponem AJ] u KT

Hooymamun™* cmumyrupyem 6ema-adpeHopeyenmopvl MUOKAPOA U 6bl3bl8Aem NONONCUMETbHBIU
unomponuull 3¢hghexm. Ymepenno ysenuuusaem YCC, yoapuwvlii u MumymHwvlli 00vem cepoya,
cnudicaem OIICC u cocyoucmoe conpomusinenue 8 maiom Kpyee kpogooopaujerus. Cucmemnoe A/l
CYWeCcmBeHHO He NOHUdicaemcs. Yeeauuueaem KOPOHAPHbIU KPOBOMOK, CHOCOOCMBYem YIVUUIeHUIO
CHAOMCeHUsT MUOKApOa KUCIOPOOOM, YMeHbuiaem Oa6leHue HANOIHEHU JHCely0ouKo8 cepoyd.

Appexm pazsusaemcs uepez 1—2 mun u docmueaem maxcumyma yepes 10 muH.

IIpu ocmpou HK oodoymamun™* naznauaemcs 6 0oze 5-10 mke/ke/mun. Jooymamun™*
Memabonu3upyemcs. 8 neueHu, YMeHbUleHUs 003bl Y Oemell CO CHUdMCeHUeM @OYHKYuu Nodex He
mpebyemcs. JJonamun** 6 mepaneemuueckux 003ax cmumyaupyem oogamunepauieckue peyenmopol,
6 Oonvuiux — 6030ydcoaem Oema-aopeHopeyenmopwvl, 6 6blCOKUX — U Oema-, U aivgha-
aopenopeyenmopul. Bvizvleaem nonosicumenvuviti unomponHulil 2¢hghexm, ynyuuaem nepugepuyeckoe
Kpogoobpawenue (0cO6eHHO NpU UWOKOBbIX COCMOSHUAX), U3OUPAMENbHO pAcuupsenm noYeyHbvle
apmepuu, Heznauumenvro ysenuuusaem YCC, nosviuwiaem nompebHOCMb MUOKAPOA 8 KUCIOPOOe,
OlICC u Al B 0oze om 5 0o I10mxe/ke/mun npumensemcs 8 cayuae OeKOMNEeHCUPOBAHHOLL
pegpaxmepHoll cepOedHol HedOCMAamoOYHOCMU OJisl YBelUUEeHUs CepOeuH020 8blopoca, cmaduluzayuu

yposus cucmemnozo A/l, yeenuuenus ouypesa.

onamun™* 6vicmpo memabonuzupyemcs 6 neueHu, noYKax u niame 00 HeaKmuHulX Memaooaumos.
[eticmsue pazeueaemcs 6 meueHue 5 MUuH, npoooadicumenrbHocms oeticmeaus menee 10 mun nocne
unghyzuu. Jloza noobupaemcs uHOUBUOYAILHO, NPU CHUNCEHUU (DYHKYUU NOUEeK CHUIICEHUS 003bl He

mpebdyemcsi.

3.1.4. MuHepaabHO-KOCTHbIe HApYIHeHus npu XBII

Lenvto mepanuu MKH-XBII sensemca npoguiakmuxa u gedenue SmMopuyHo20 Uunepnapamupeosd
(BI'TIT), npueoosawe2o Kk HapyweHusmM cmpyKmypol KOCMU U MAACENbIM NOCIEOCMBUIM CO CHOPOHbL
cepoeuno-cocyoucmou cucmemul. Ilpu >mom credyem nomMHUMb O B03MONCHOCMU PA3GUMIUSL
aouHamMuueckou 6one3nu KOCmu, 603HUKAIOWell 8 pe3yibmame HeKOPPEeKMHO20 U/UNU Upe3mMepHO20
NleyeHusl eunepnapamupeosd. Aoexkeammuas mepanus 6KI0YAem KOPPEKYUIO BblCOKO20 YPOBHS.
Qocpopa npu nooodeparcanuy HOPpMATLHO2O YPOBHS KANbYUsL 8 CbIBOPOMKE KPOBU, BOCHOIHEHUE YPOBHS

sumamuna D u koppexyus anomanvrozo yposus 111"

e Pexomennyercs y mauuentoB ¢ XbBII 3-5/1 cragum (pexe y maumentoB ¢ XbBII 2 cragum) c
runeppocdareMueil IPOBOAUTH JeUeHHE, 00ECIeUnBaIOIIEe TOCTHKEHUE LEIEBOr0/HOPMAIbHOTO
ypoBHsST P, B cOOTBEeTCTBHM C pePEpeHCHBIMU TpeAeiaMu JJIsi JaHHOW J1abopaTOpuu C LEJbIO

CHM)KEHMSI pUCKOB HEOJArONpUITHBIX KIMHUYECKUX nociencTBui [191].

(YYP C; VI 5)



KommenTapuii: Pexomenoayus ocrhosana Ha pe3yivmamax KPYNHbIX MemAaaHaiu308 60 63POCIOl
NONYNAYUU, KOMOPble YKA3bI8AIOM HA NOGbIUEHUE CMEPMHOCMU OM CepOedHO-COCYOUCMBIX COObIMULL
npu npegviuleHuu KouyeHmpayuil P cvleopomku Kpoeu eviuie 6epxHell 2paHuybl peghepeHcHbIX
snauenutl (> 1,48 mmonv/n) [192]. Cnedyem nomHumos 0 mom, 4mo HOPMAlbHbLU YposeHb ghochama 6
CbIBOPOMKE KPOBU 6apbUpyem 6 pasuvle nepuoosvl 0emcmaa (cm. npunodcerue A3.18): camwiii 8bicokuii
y Maiadenyes 00 mpex Mmecayes U NOCMENneHHO CHuxcaemcsi ¢ eospacmom pebenxa [193]. Jlna
00CMUdCeHUsl Yenesoeo YposHs gocama cywecmeylom 06a nymu: Ouemuyeckoe 0ocpaHuyeHue
Qocpopa u ucnonvzosanue hocgam-ceasviearowux eewjecms - Ilpenapmoe Ons  eueHus
eunepkanuemuu u  eunepgocpamemuu  (gpocgpam-6unoepos).  /ns  onpedenenus  Haubonee
agphexmuenot maxmuku CHUdMNCeHUs YpoeHs ocghopa crnedyem yuumwvieamev — caedyroujee:
@DYHKYUOHAbHBIIL  8O3MONCHOCMU  (YHKYUU NOYeK, CnocooHocms 3Kkckpeyuu P; konuvecmeo P,
nocmynarwowee ¢ numauwuem u jaekapcmeamu, Hamuuue BIH; Heobxooumocms napenmepaibHO20
NUMAHUSL, 8bIPAANCEHHOCIb MemabonUyecKo20 ayuoosa, 2QpekmusHocms npoyeoyp 3amecmumenbHou
NOYeyHol mepanuu U 603MOJNCHOCMU UHMEHCUPUKAYUU OUANUSHOL Mepanuu;, KOHYEeHmpayuro
(u3bLImox unu Hedocmamox) eumamuna /[, npasuibHOCmv npuemMa npenapamos Oisi CHUNCEeHUs
yposusi P; msaowcecmv kaunuueckux nposenenuu BI'TIT u yyecmeumenvHOCmb KOCMHOU MKAHU K

unmaxkmuomy 11T

o Pexomenoyemcs nayuenmam ¢ XBIl ymenvuums nuwesoii gpocghop 0o sozpacmuoil nopmst (DRI),
ko20a xonyenmpayus IITI 6 cieopomke Kposu npesviuiaem yenesou ouanazon oaa cmaouu XbI1, a

ypogeHb hocchama 6 cvigopomKe KpoBu HAxX00Umcs 8 npeoenax Hopmol. [4].
YYP C; YOI 5)

Kommenmapuii: nompebnocms 6 nuwesom ¢pocgpope — 6 npunodicenusx A3.8, A3.9, pepepencuoiii
npeoden KoHyeumpayus gocgopa 6 cvleopomie Kposu — 8 npunodxcenuu A3.18, yenesoti ouanazon I1TT,

Gocgopa u kanvyus onsa cmaouti XbII npeocmasnen 6 npunoscenuu A3.19.

Y oemeii ¢ nosvruenuem u INTI, u yposus gocchama 6 cvieopomre kposu nuwyesoil hochop oondcen
Ovimv donoanumenvro ozcpanuyer 0o 80% DRI [194] npu coxpanenuu adexeammnoco nompeoOienus
benxa (cm. npunoscenue A3.12, A3.13). Ha ¢one ecunogocgpamnoii ouemvl HeobX00UM KOHMPOLb
yposus ¢hocgopa 6 cvisopomke Kpoeu ne pedice, yem I paz 6 3 mecaya npu XBII 3-4 cmaouu u

eacemecsauno npu XbIIl 5 cm.

Oepanuyenue P 6 nuwe npusooum k cuudiceHuro gpocgpopa 6e3 npumeHnenuss npenapamos OJis ledeHusl
eunepgpochamemuu. Ilomumo nuwesoeo opeanuweckoco ¢ocgopa (berku pacmumenvpHo2o U
AHCUBOMHO20 NPOUCXOJCOeHUs. - mabn.5) He credyem 3abbleamv 00 0panuyeHuu NompeoneHus
Heopeanuuecko2o P, codepoicawecocs 6 nuwesvix dobaskax (anmuoxcuoaumol: E338-E343, E442,
E450-E452, omynveamopwlr: E544-E545). Ilpoyenm ux abcopoyuu 6 xuweunuxe cocmaeisiem 80-
100%. O6 3¢ppexmusrocmu maxkozo nooxooa ceudemenbcmayom oanusle neckonvbkux PKU [195, 196,
197]. Opeanuueckuii P Ha pacmumenvhoii ochoge umeem HU3Kyl0 ouooocmynnocms 20-40%, P

HCUBOMHO20 NPOUCXOHCOCHUS UMeem YposeHb buodocmynuocmu 40-70%.

HpOdmebl numdaHusd ¢ HUSKUM COO€pJfC‘ClHl/l€JI/l P nozeonstom uacmuuno KoMneHcupoeaniob

nonodcumenvuslil bananc P 6 opeanuzme 6e3 snauumenvrnoco pucka pazeumusi bBOH. Ilpu xoppexyuu



nompebnenus nuwjesoeo P npu XBII 3-4 cmaouu yuumvieaemcs cmenenb CHUMCeHUsi skckpeyuu P
nouxamu 6 sasucumocmu om CK®: na 30 me P/eym na xaxcovie 10 mn/mun/1,73 m° npu CK®D 70-40
ma/mun/1,73 m?; na 100 me P/cym na kascovie 10 ma/mun/1,73 m? npu CK® <40 ma/mun/1,73 m°.

Cnedyem uzbecamv cuudicenus YposHs ¢hocghamos 6 cbleopomke KpoGU HUdCE PEKOMEHOYEeMO20
VYpO8HA, MAK Kak eunogocgamemus moxcem umMems He2amugHvle NOCie0cmeusi O0as npoyeccd

MUHepanuzayuy Kocmu u 1uHeluno2o pocma nayuenma [194, 195, 196, 197].

o Pexomennyercs mammentam ¢ XbII 3-5 cr. ymepenHoe orpanunyeHue mnorpebnerus (ocdopa c

MUIIeH 17151 KOHTPOJI ypoBHs ocdopa B CbIBOpOTKE KpoBH [4, 110].
YYPC; YOI 5)

KomMmentapuii:  O¢ppexmusnocms ~ 0annoeco  nooxoda  nOOMEEPHCOeHA  Memda-aHaaIu30M
PAHOOMUUPOBAHHO20 — KAUHUYECKO20 UCCIe008aHUsl. [J{OCMOBEepHbIL  NOLONCUMENbHbIL  dhhexm
oocmueaemcesi npu bINOTHEHUU PEKOMEHOAYUll 8 MmeyeHuu MUHUMym 4-x mecsyes. Bpau-negponoe
CAMOCMOSIMENLHO UIU  COBMECHO C  8PAYOM-OUENMON02OM NPedoCmasisiom NayueHmy u e2co
pooumensim HeobXooumble 3HAHUSL U HABLIKU OJisl 0DeCneyeHUsl NPAsUIbHO20 NUMAHUS, NPOPUIAKMUKU
u nevenus eunepghochamemuu [198, 199, 200, 201, 202].

o Pexomenoyemcs nayuenmam c¢ XbBIl Hasnauenue npenapamos, oobnaoarowux Gocgham-
cesazviearowum d¢ppexmom - Ilpenapmol 01 nevenus eunepkaiuemuu u unepghochamemuu
(hoccham-bounoepos), koecoa Ouemuueckue mepvl HEOOCMAMOUHO SHDeKmusHvl 0151 KOHMPOIs

CblBOPOMOYH020 YposHs Gocghopa w/unu IITI [195, 203, 204].
YYP C; VI 5)

Kommenmapuii:  Yuumvigas, umo Gyuxyus Ilpenapmos 0as JeueHus eunepkaiuemuu u
eunepgocgamemuu (hocgham-ceazvisarouux npenapamos/ounoepos) 3aK0YAencs 8
npedomepawenuy 6cacvleanusi ocgopa ¢ nuwell, 6ce npenapml ONsl JEYEHUs] SUNEPKATUEMUU U
eunepghocpamemuu cnedyem npunumams 3a 10—15 munym 0o uiu 60 épems edvl (cm. npunodiceHue
A3.21). Ilockonbky ux cnocobonocmuv cesazvieams Gocghamovl ocpanuvena, ecmv HeoOX00UMOCHb

cobnodams maxaice ouemudeckKue Npeonucanus no 02paHudeHuio nuweso2o gocgopa.

Camvimu 0ocmynHviMuy 8 Mot epynne npenapamos seisaiomces npenapamol kanvyus. Ilpumensemcs
Kapbonam kanvyus u ayemam xaivyus (6 PD@ 3apecucmpuposanvl Kak OUONO2UYECKU AKMUBHbBLE
oobasku [129].

IIpu HaznaueHuu npenapamos Kanibyus cledyem Yuumvléams, uUmo obwjee nompebreHue
INIeMEHMAPHO20 KAlbYus (6KI04as nuwesou Kaibyuti) He 0oaxcHo npesviuams 200% DRI (cymounoi

nompeonocmu), He 6onee 2500 me/cym 0151 nOOpoOCcmKo8 u MonoobIx 63pocavix [194].

IIpenapamur xanvyus (Kanvyuti-cooepoicawue ocpam-ounoepol) He OO0NNCHBI UCNONbI0BAMBCS 8
Kauecmee MOHOMepAnuu y NAyueHmos ¢ 2unepkaivyuemuei. s >motl epynnvl NAYUeHMO8

npeonoumumenvhul llpenapmel 015 nedenuss cunepkaiuemuu u euneppochamemuu («He Kanbyutl-


https://www.uptodate.com/contents/pediatric-chronic-kidney-disease-mineral-and-bone-disorder-ckd-mbd?topicRef=128353&source=see_link

cooepoicawyuey bunoepul), Hanpumep Hcesenamep™* (nauanvuas 0oza 121+50 me/xe/cym, 0o 163+46

me/ke/cym) (naznauenue off-lable 6 neouampuueckoti npaxmuxe)[205].

Ipenapamul antomunus (anromunuti-cooepaicawiue gocgham-ounoepvt) He ciedyem UCNONL308ANb NPU
XPBII u3z-3a ux moxCuuHOCmMuU, CEA3AHHOU C AIOMUHUEM, A MAKICe NOMOMY, UMoO YUmpam Kaibyus
yeenuuusaem abcopoyuto amomunus. Ilpenapamer macnus (gpocgpam-6unoepvl Ha OCHOBe MAHUSL
makice UMerom 02paHuieHHoe NpUMeHeHue U3-3a pUcKa 2unepmacHuemMuu, 2unepraiuemMuu u ouapeu.
[204]. [lpenapmovl Ons newenus eunepkaiuemuu u euneppochamemuu  (pocgham-ounoepot,
codepoicawjue NAHMAHA KApOOHAmM U npenapamovl dceie3d) 00 HACMOAWe20 8peMeHlU UUPOKO He
UCNONL308ANIUCHL 8 NeOUampUyecKol npakmuke. B nacmosiuee epems npogoosamcs MHO20YEHMPOGbvle

UCCTIe008AHUS DMUX npenapamaoe.

o Pexomenoyemcs nayuenmam c¢ XBIl mepanus ¢ Haznauenuss namusHoco seumamura D u ezo
ananoeos (#Hpeokanvyugpepon unu ronexarvyughepon®*) npu XBII 2-5D cm., koz0a yposhu

25(OH)D 6 cvisopomie kposu Hudice 30 ne/mn (0ozupoexu cm. 6 Ilpunoocenuu A3.22) [4, 128, 204].
(YYP C; Y1 5)

Kommenmapuii: /lechuyum sumamuna D evisaensemcs y bonvuuncmea oemeu ¢ XbII u cnocobcmayem
oanvheuwemy npoepeccuposanuio XbIIl. Onpedenenue cmamyca eumamuna D (cm. npunodiceHue
A3.22) u mepanus namuguvim eumamunom D u e2o ananocamu u/unu aKmMueHLIMU AHALO2AMU
sumamuna D u eco ananocamu (cm. npunoxcenue A3.23) 6 ciyuae eco degpuyuma uepaiom 6axiCHYHO

ponb 8 ycnexe mepanuu MKH-XbBII.

Tepanus sumamunom D u eco ananocamu pasoenena na 2 smana: 1-il - UHMeEHCUBHOE 80CCMAHOBIEHUE
KOHYyenmpayuu sumamuna D (npooonxcumenvrocmo 0o 3 mecayes noo konmponem 25(0OH)D); 2-u -
noooepacusaowasn ¢hasa. Jlewenue sumamunom D u eco amanoeamu ciedyem npekpamumos, Ko20d

xonyeumpayus 25(OH)D npesviwaem 48-50 ne/mn) unu 6 ciyvae eunepraibyuemul.

o Pexomenoyemcs y mnammeHtoB ¢ XbII 3-5D cr. u mnpusznakamu BITIT xkoppektupoBaTh
HeAOCTaTouyHOCTh WM jAepuuut 25(OH)D B kpoBM Ha3zHaueHHEM Kosekanbludepona** mo
Ha3HAUCHMS aKTUBHBIX (hopM BUTaMHHA D M ero aHaynoroB (anbhakamabIuaon™*, KaabIuTPHOT ™,

MapUKAIBIUTON**) ¢ menpto cHKeHus uataktaoro [1TT [129].
(YYP A; Y]] 2)

KommenTapuii: @uszuonocuueckoii 0cHo80U 0151 UCNOAb308aHUS KoleKkaibyugpepora™** na nepsom
smane xkoppexyuu BIITI" (unu 6 couemanuu ¢ axmusHvimu gopmamu eumamuna D u e2o ananocos)
aengemcs e20 1-anb@ha-eudpokcunasHas aKmuGHOCMb 6 IKCMPAPEHANbHBIX KIemKax, uYmo oaem
803MOdICHOCIb  nepugepuyeckoco  npespawenus  25(OH)D 6  kanvyumpuon. Ilpusedennvie
UCCe008aHUsL NOKA3LIBAIOM, YMO NpuUMeHeHue Konekarvyugepona™* cuuscaem yposeno ullTl” npu
HU3KOU uacmome eunepkaivyuemuu u eunepgochamemuu. /lozvr #xonexanvyughepona™* 800-1000
E/l/ke 6 neoenio 6 meuenue 12 neoenv nozeonsaom s¢hgpexmusno koppekmuposams yposersb 25(OH)D u
npugooam Kk cuudicenuro ullTI" [207, 208].



Ins xoppexyuu BITIT npu neoocmamounocmu (20-29 ne/mn) u oegpuyume (<20 ne/mn) eumamuna D
Heobxo0umo oocmudcenue xonyeumpayuu 30-50 ne/mn [209]. Jleyenue konexanvyugeponrom™*
cnedyem npexpamumo, eciu KoHyeumpayus 25(OH)D 6 cvieopomre npesviwwaem >50 He/Mn u/uiu

K020a yposeHb 0bueco Kauvyus 8 cvigopomre npesviuiaem 10,5 me/on (2,62 mmonv/n).

Koagppuyuenmor nepesoda eounuy usmepeHusi u3 Mempudeckou cucmemvl 6 MeNCOYHaAPOOHYIO

cucmemy eounuy (CH) — 6 npunoscenuu A 3.14.

e Pexomennyercsa manumentam ¢ XbII 3-5D craguu ¢ ypoBHem ullTI' Bblie neneBbiX 3HAYEHUN U
HOpMaJbHOM KoHUeHTpanuei 25(OH)D u npu oTCyTCTBUU MPOTUBOIIOKA3AHUIM C 11€JIbI0 KOPPEKLIUU
BI'TIT nazHaunth 0a30BYIO TEepalvi0 aKTUBHBIMH MeTabonuTamMu BUTamMuHA D M ero anamoramu
(anmbdakanprpaonoM™*, #xanprurpruonom™** (metsam ¢ maccoit Tena <10 xr — 0,05 MKr yepe3 JeHb,

¢ maccoi tenal0-20 kr — 0,1 - 0.15 mMkr exeaHeBHO, ¢ Maccou Teaa >20 kr — 0,25 MKr €KeIHEBHO
[129])

#napukaisiuronom™* *(rmpotuBonokazan no Muctpykiuu aetsMm ao 10 et B jexapcTBEHHON (dopme
Karicyssl ¥ 10 18 jiet B BUA€ pacTBopa Juisi BHYTPUBEHHOTO BBeIeHUs (Karcyibl -#- 11 gereit 1o 10
neT (HasHayarorcs AeTsaMm ¢ 10 jet - ctaptoBas mo03a - 1 Mxr/cyT) [210] BHYTpUBEHHO B CTapPTOBOM 03¢
0,04 MKT/KT, €clii HCXOAHBIA YPOBEHB MapaTHPOUAHOTO ropMoHa B kKpoBu <500 ur/im wim 0,08 MKI/KT,
€CJIM UCXOJIHBIN YPOBEHb MAapaTupeonHOro ropmoHa B kposu> 500 ur/n. Jlozy yBennuuBatoT Ha 0,04
MKT / KT KaXJaple 2 Helelu J0 TeX mop, moka He mpousonuio ypoBeHT IITI cumsmics wa 30% mo
CPaBHEHUIO C UCXOAHBIM WM JI0 JOCTHKEHUS YPOBHA Kanmbliusg Oomnee 11 mr/man (>2,74 MMonb/in) wunu

kanbimii-pochoproe npousseaenue (Ca x P) Gonee 75 mr
2/an? (>6,04 Mvonb?/1%) [206].
YYPB; YA 2)

KommenTapmii: Jleuenue yxazanuvimu npenapamamu npu XbBII 3-5D cmaouu, cesa3ano co
CHUdICEHUEM GamanbHbIX Kapouosackymapuvix coovumui [211, 212, 213, 214, 215]. Jleuenue nroovim
U3 YKA3aHHbIX NPEnapamos CONpsNCeHo ¢ Oojee U38eCMHbIMU PUCKAMU PA36UMUS SUNEPKATIbYUeMUL,
umo credyem y4umoléams NpuU 8blOOpe dSMuUX NPenapamos (He HA3HA4Umv npu cunepraibyuemuu) u
npu Monumopuposaruu d¢pghexkma mepanuu. B yerom, #napuxarvyumon®* u #xareyumpuon®* ne
umelom Cywecmeenuvlx paziudui no eausaHuio Ha kouyeumpayuu Ca, P, axmusnocmo [I[D,

HedicelamebHbiX S6/IeHUll Y 83POCIbIX nayuenmos Ha ouauze [216, 217, 218].

AxmusHvie hopmel eumamuna D u eeo ananocu (#xanvyumpuon®*(0emsam ¢ maccou mena <I0 ke —
0,05 mxe uepesz oenw, ¢ maccou menal0-20 ke — 0,1 - 0.15 mke edxceonesno, ¢ maccou mena >20 ke —
0,25 mxe exceonesrno [129], anvgpakanvyuoon™*), a maxace #napuxarvyumon™** (npomueonoxaszan no
Huempyrkyuu oemsam oo 10 nem 6 nexapcmeennou gpopme xancynvl u 0o 18 nem 6 sude pacmeopa 0.is
BHYMPUBEHHO20 66e0eHuUsi (kancynvl -# 0na demeu 0o 10 nem (naznauaromcs oemsam c 10 nem -
cmapmosas 0o3za - 1 mxe/cym) [210] enympueenno 6 cmapmosoti 0osze 0,04 mke/ke, eciu UCXOOHbIU
VYPOBEeHb napamupoudro2o 20pmona 6 kposu <500 wue/n unu 0,08 mxe/xe, eciu uUCX0OHblll YPOBeHb
napamupeoudno2o 2opmora 8 kposu> 500 ne/n. /lo3y ysermuuusaiom na 0,04 mxe / xe xaxcovie 2

Hedenu 00 mex nop, noka ne npouzouinio ypogeum LTI cnuzunca na 30% no cpagnenuio ¢ UCXOOHLIM



U 00 OocmudiceHust yposHs Kaavyus donee 11 me/on (>2,74 mmonv/n) unu xarsyuii-gpocghoproe
npouseedenue (Ca x P) 6onee 75 me>/on’ (>6,04 mmonv’/n’) cnedyem eso0dums, kozda yposenv ITI
npesvluiaem yenegoe 3Havenue, a yposeHv 25(OH)D 6 cvisopomre npegviwaem 30 He/ma, npu
omcymcemeuu eunepkaivyuemuu u euneppocghamemuu [206]. Axmusnas gpopma eumamuna /I u eco
amanozu 0oKazamu ceow dPpgexmusHocme 6 Kowmpone yposws IITI. Hem o0b6vekmusHvlx
odokazamenbcmes, HOOMBEPAHCOAUUX 6blOOP 00HO020 u3 Opyeux. Ecmov ykazanus, umo 6onee
cellekmushvle npenapamsl sumamuna D u e2o ananoeoe (anvgaxarvyuoon**) a makoice
#napuxanvyumon** (npomusonoxazan no Hucmpyxyuu oemsam 0o 10 nem 6 nexapcmeenHnou gopme
Kancynol u 0o 18 nem 6 eude pacmeopa 01 BHYMPUBEHHO2O 68€0€HUs) 00bIUHO NPeOnoYmumeibHbul
0151 nayueHmos ¢ eunepkaivyuemueli Ha ¢one npuema rarvyumpuonra™®*. Cnedyem ucnonb3oeamo
camyro HU3Ky© 003y O 0ocmudiceHus yenegvlx Kouyewmpayuti IITIT u nooodepocanus
Hopmokanvyuemuu. Ilocne Hauana mepanuu yposHu xanvyus u ¢hocgopa 6 cvlgopomie ciedyem
usmMepsams He pedice 00HO20 pasa 8 mecsy (nepevle 3 mecsaya), oaiee - He pedce 00HO20 pa3d 8 mpu
mecaya. Jlocmuscenue yenegoeo swauenus [T 6 coieopomke kpoeu demeii ¢ MKH-XBII aensemcs

O0O0UH U3 OCHOBHBIX HANPABeHUll 8 KoHcepeamusHotl mepanuu XbI1.

Tepanesmuueckutl aneopumm, OnucaHHwlil gvlule (ocpanuyerue nuweso2o gocgopa, llpenapmol 01
NleyeHus eunepkaiuemuu u eunepgocgamemuu (pocgham-ounoepst), npenapamovl Kaivyus a makxoice
sumamuna D u ezo awnanoeos, #Hnapuxarvyumona**) ue e6cecoa ppexmueen 01 CHUIICEHUS
konyenmpayuu [ITI. 'V omoenvuvix nayuenmog co CcmoOUKUM 2UNEpnapamupeosom, cieoyem
paccmompems — 803MONCHOCMb — NPUMEHEHUs — NPOYUX  aHmMunapamupeouoHvlx  Npenapamos.
Lunaxanvyem™* ygenuuuseaem uyecmeumenbHOCMsb Kaibyuli-peyenmopos napauumoeuoHoll Jceiesvl,
ymo npusooum k nooaesnenuro cekpeyuu IITI. YV oemeil onvim npumenenus npenapama noka Heseux,
HO umelowjuecs ysce OauHvle cUOemenbcmayom o e20 dggdexkmusHocmu 6 chudxcerHuu yposHs IITI
Oonako, puck pazeumus 2eunokaibyuemuu Ha Gone mepanuu yuHakarbyemom™* mpedyem

npooodiceHUe ucciedosanus bezonachocmu npenapama [219].

Kosgpgpuyuenmor nepesoda eounuy usmeperus u3 Mempuyeckou CUucmemvl 6 MeHCOYHAPOOHYIO

cucmemy eounuy (CH) — 6 npunosxcenuu A 3.14.

e Pexomennyercs y namuentoB ¢ XbII uzberars yposus [ITI" Huxke 1ieneBoro nuamnasoHa ¢ LEbIO

MpoUIAKTUKY Pa3BUTH afiHAMHUYECKOU Oose3nu koctu [220, 221].
YYPC; YOI 5)

Kommentapuii: Huskue yposuu IITI (nudice «yenesoco ypo6Hs») 6 CblBOpOmKe KpoBu MO2ym
npugecmu K paseumuro aOUHAMUYEcKou 0OOone3HU KOCmu, KOMOpas pa3eueaemcs U3-3a YeHemeHus
O0CMEOoKNaAcmos U ocmeodIacmos, CHUNCEHUs CKOpocmu o00pa3zoéanus ocmeouoda. Aounamuueckas
Oone3Hb modxcem npugecmu K OUPDDY3HOMY CHUINCEHUIO MUHEPATU3AYUU, KaTbyudurayuu cocyoos,
BLIPAIICEHHOU 3a0epiicke pocma, namono2udeckum nepeiromam. Ilpu aounamuueckou 6one3Hu Kocmu
yposens [Tl nusxce yenegoco, nopmanvras akmusnocms LD, Ca u P nopmanvHvie uiu nogwvluleHbsi.
OcHOBHBLIMU J1e4eOHbIMU MEPONPUAMUAMU ABIAIOMCI CHUNMCEHUE 003bl UIU omMeHa sumamuna D u e2o
ananoeos 0o Hopmanuzayuu yposus ITI. Bozmooicho npumenenue Hxanoyumpuona™** no 35ue/ke 2 p/
neo [222] unu 1,18+0,21 mxe unu 38.1+5.4 ne/ke [223].



o Pexomennyercs nauuentam ¢ XbII 5D koHCepBaTUBHBIE METO/IBI JIEUEHUS COYETATH C OBBILICHUEM
MMMHUHALIMKM P 3a cyer yBenMueHus IUTEIbHOCTH W/WIM YacTOThI MPOLETYp 3aMECTUTEIbHON
MOYEYHOM Tepanuu (TeMoAMalin3, MEPUTOHEATbHBIM AMANM3a) C UENbI0 JOCTHKEHHS LEIEBOTO

ypoBHsI P 1 MUHUMU3AIINH KOJTHYECTBA MpenaparoB 1id JedeHus runepdocdaremun [191].
YYP C; YOI S5)

Kommentapmuii: V' nayuenmos ¢ XBII 5/ cm. ouanuz umeem 2naenoe 3Hauenue 6 KOHMPOIE
KoHyenmpayuu P 6 cvieopomke «kposu. Illocne cmandapmmuozo 4-uacoeoeo 1] konuuecmeo
8b16€0eHH020 U3 opeanuzma P noumu coomeemcmeyem e2o CYmoOuHOMY NOMpPeONeHU0 ¢ Ruuyell.
Buvigeoenue P nocpedcmeom memooo8 3amecmumenbHOU NOYeyHOU mepanuu CyuecmeeHHo OJisl
HOpManuzayuu KoHyeHmpayuu P 6 Kposu u 01 KOHMpONs nepecpy3Ku opeaumuzma gocgamamiu.
Veenuuenue unmencuenocmu ouanuza A611emcs 0OCHO8HbIM UA20M 8 KOppeKyuu cunepgocghamemuu y

NAYUeHmo8, 3a8UCUMbLX OM 3aMecCmumenbHou noueynou mepanuu [224, 225, 226].

e He pexomenayercs pyTHHHOE Ha3HAYCHHUE IMPENaparoB IS KOPPEKIuu runepdochareMun y
nanredToB ¢ MKH-XBII Tak kak B OOJBITMHCTBE CIydaeB JOCTATOYHO aJICKBaTHON KOMEHCAITUU

HEMEIMKaMEHTO3HBIMU MeToAaMHu [227].
(YYP C; YA 5)

KommenTapuii: Heyenecoobpasno wiupokoe npumenenue pasiuyHvlx epynn npenapamos 0s JieyeHus
euneppocpamemuu y nayuenmos XBII 3-5 cmaouu. Ilepevim smanom ciedyem nocmapamovcs
KoMneHcuposams cunepgocamemuro  HeMeOUKAMEHMOSHbIMU Memooamu (adekeamuas ouemad,
003uposaHuvle @husuyeckue Hacpy3Ku, HenpepuleHulll KOHMpols 3a npoepeccuposanuem XbII).
OepanuyeHue npumeneHus npenapamos OJis Jjedenus sunepgochamemuu, cooeprcamux Karbyui,
NPOOUKMOBAHO NPEOCMABIEHUAMU O HeDIACONPUSMHBIX NOCIeOCMBUAX Nepespy3KU Kalvbyuem 8
OMHOUIeHUU MemaboIusmMa KOCMHOU MKAHU U CEPOeYHO-COCYOUCMOU CUCMEMbl, B8bICOKO20 PUCKA
kanoyuguraxcuu [192]. Bonpoc bezonachocmu npenapamos OJisi ieyeHus cunepgochamemuu npu
MKH-XBII ocmaemcsi He 6noiHe OnpeoeleHHbIM, 4mo He HO0360J5em PEeKOMEeHO08amb UUPOKOe
NpUMEHeHUue Npenapamos, Koppecupyrouwux ypoeeuwsb ¢ocgopa 6 pymuHHOU npaxmuke. B ciayuae
8bICOKO20 DUCKA NPOCPEeCcCUpOBanUsl Kalbyuukayuu u 603HUKHOBEHUS CEePOEYHO-COCYOUCTNBIX
CcoOLIMULL NpUMeHeHUe Npenapamos 0/ JedeHus eunepgocgamemuu, He COOEPHCAWUX 8 CBOeM

cocmaee kanvyutl, bonee onpagoaro [228, 229].

e Pexomennyercs mammentam ¢ MKH-XBII menukamentoznoe nedenune runepdochareMun
npernaparaMu, He COAEp KalluMU KaJbIMi, MPH CTOMKON runepdocdareMun mpu HEBOZMOKHOCTH
WIN HEaJeKBAaTHOCTH JUETUYECKOM KoppeKiuu gocdopa U Mpu HOPMAIbHOM WM MOBBIIIEHHOM

YPOBHE KaJIbLIMs B CBIBOPOTKE KPOBH [227].
YYP C; YOO 5)

KommenTapwmii: [lpu npumenenuu npenapamos 01 JeyeHus euneppocgamemuy KuieuHasl

abcopoyms P cuusicaemces ne 6onee uem na 200-300 me/cymku, umo He obecneuusaem HeumpaibHblil



bananc gocghopa be3 oepanuuenus eco 8 oueme U INUMUHAYUU NPU NPOBEOCHUU 3AMECMUMETbHOU

noueunou mepanuu y nayuenmos ¢ XbII 5 cm.

e PekoMenayercss y mnamueHToB ¢ poauanu3Hou craguent XDbII cuuTarh 1eNeBBIMU 3HAYCHUSA
LHUPKYJIUPYIOLIEr0 UHTAKTHOTO MAapaTUPEOUIHOTO TOpMOHaA B mpenenax 10 50%-ro npeBblIeHUS
BepXHEeW rpaHunpl HOpMbl (HOopMma 10-65 mnr/mu) ¢ 1enpl0 OLIEHKHM PHUCKOB pa3BUTUS U
nporpeccupoBanus ocnoxHeHnii MKH-XBII u cBoeBpeMeHHOM TepareBTHYECKON KoppeKuu [233,
234, 235, 236].

(YYP B; V1 3)

KomMmenTapmii: B psode xocopmmubix ucciedo8anuii npoo0emMoHcmpuposano, umo nosviuenue ullTl
8blllle HOpMbL Y nayueHmos ¢ ooouanusnou cmaouei XbII 3-5, céazano ¢ puckamu Hebna2oNpuUsmMHbLX
coovimuii. Ilpu nocmosinnom npupocme ullTl >2-x nopm yenecoodpazHo nHauuHams KOppecupyouyio

MemaboruyecKyo mepanuio.

e Pexomennyercs y nanuenToB ¢ XbII 5D ct. npoBonuts neuenrie BI'TIT npu ctolikom Oonee uem 4-
KpaTHOM ToBbIIeHNN KoHueHTpanuu ullTD (>260-300 nr/mur) ¢ 1Henblo JOCTHKEHHS LETEBBIX
koHUeHTpauuid ullTT st 37Ol KaTeropuu NauuMeHToB (B MHTEpBaJie 2-4-X KPaTHOTO MPEBBIIICHUS
BepxHel rpanuibl HOpMbl (130-260 nr/mut)) ang npeaynpexaeHdus KIMHUYECKUX OCIOKHEHUN
BI'TIT u camkenust pucka aranpHbix codbiTuit [227, 230, 231].

(YYP C; VI 5)

Kommenrapwuii: B yumupyemom ucciredosanuu npooemMoOHCMpUpo8ana meHOeHYus K Y8eliutueHuio
puckos hamanvHuix coovimuil npu yeenuuenuu konyenmpayuu ullTl” 6 ouanasone 250-600 ne/mn. Bo
8cex aHanU3UPYemublixX UCCIe008aHUAX MAKCUMATbHbIE pucku cmepmu ommeuervl npu ullTI" >600 ne/
mn. Takum obpazom, ouesuono, umo nedenue BITIT cnedyem umauunamv npu Cmoukom no@bilUeHUU

ullTI" >250-300 ne/mn, cmapasce npedynpedums e2o nogvluieHue 00 yposHs >600 ne/ma.

Cywecmeennas 0015 ciyyaes 3an030aio20 HAHAYEHUsT Mepanuu npu OpUeHmuposke Ha Oolee
wupoxkull ouanazon Hopmul (om 2 0o 9 Hopm no pexomenoayusm KDIGO) ceéazana c 6onee
suipascenHvimu ocnodichenusmu BITIT u nogvluienuem cmepmnocmu, a maxdice CHUMNCeHUueM omeema

Ha mepanuio u3-3a HeoOPAMUMBIX USMEHEHUL OKOJLOWUMOBUOHBIX dcene3 [237, 238].

o Pexomennyercsa y mamuentoB ¢ XbII 5D cr. ¢ runepkaibuueMuerd INPOBOAWTH JIEUYCHHE,
HaIpaBJICHHOE Ha JOCTHKEHHUE HOPMaJbHOro ypoBHs oOmiero Ca B KpOBH, JJIsi CHUKEHUSI PUCKOB
HEOMaronpusATHBIX COOBITHI. Y MalMeHTOB, MOJYYaIOIIUX 3aMECTUTENIbHYIO MOYEUHYIO TEpaIuio
€CTh JONOJIHUTEIbHAS BO3MOKHOCTh KOPPEKLUMH THNEPKAIBIMEMUN C NPUMEHEHUEM JIHATU3HBIX

PacTBOPOB C HU3KUM COAEpKaHUEM KalbIus [35].
YYPC; YOI 5)

Kommenrtapuii: Heobxooumocms Koppekyuu eunepkaivyuemuu o00YCI08NIeHA  CYUjeCmeeHHbIM

no6blULEHUEM PUCKOB ¢Cln’ld]lele cobObImull.



e Pexkomenayercsi y nauueHToB ¢ XbBII 3-5D cT. ¢ runokanbuueMued NpOBOAUTH €€ KOPPEKLIHIO
TOJIBKO TpPU HAJWYUU KIMHUYECKHX CHUMIITOMOB, CBSI3aHHBIX CO CHHUXEHHUEM YpPOBHS OOIIETo
KaJbIIMSl B KPOBU JI CHIDKEHUS PHUCKA HEOMarompHsATHBIX KIMHWUYECKHX TocieacTBuid. He

PEKOMEHTyeTCs MPOBOUTH TEPANMUIO OECCUMITOMHOM TUTIOKaIbIIeMuUu [35].
YYP C; YOI 5)

KommenTapmii: Jleckas eunokanvyuemus npu XbI1 3-5D cmaouu wawe beccumnmommuasi, He césa3ana
C NOBLIUEHHBIMU PUCKAMU DPAMATLHLIX UCXO0008 U ACCOYUUPOBAHA CO CHUDdICEHUeM o0dwell
cmepmuocmu [239]. Cnedyem nposecmu neueHue, HANPAGIEHHOEe HA KOPPEKYUIO BbIPANCEHHOU U
CUMNIMOMAMUYECKOU  SUNOKATbYyueMuy 0l NpeooOmepaujeHus HeOnIa2onpusimublX Nnocie0cmsuil
(npoepeccuposanuss BI'TIT u ocmeooucmpoghuu, Hapyuienus GHympucepoeuHol nposooumMocmu/

yeenudenue unmepsana Q1c).

o Pexomennyercs y mamueHToB ¢ XbII 5D ct. ¢ mepcuctupytomnum ypoBaem ullTT' >600 nr/mn Ha
dboHE KOMIUIEKCHOM MEIUKAaMEHTO3HOH Tepanuh B COYETAaHUH C TUIEpKalblIeMUEH,
Kanpuupunakcuend, runepdocdaremueit, pazBuTHeM (UOPO3HOIO OCTEUTA, BHECKEIETHOU
Kanplu(UKaeil BBIIOJIHEHUE MApaTUPEOUIDKTOMUU C IIENbI0 CHIDKEHUS pHCKa (PaTambHBIX

COOBITHI M yIydIlIeHUs] BEDKUBAEMOCTH [232].
YYPC; YIa4)

KommenTapuii: Credyem ommemumsv, ymo OaHHAs KIUHUYECKAs CUMyayusi KpailiHe peoxas 8
neouampuyeckou npakmuxe. B nabnrooamenvHuix ucciredosanusix (oxono 25000 nayuenmos XBII ¢
BI'TIT, e3pocras  kocopma) NOKA3AHO — CYUECMBEHHOE  CHUMCEHUEe  CMEPMHOCMU  Nocie
napamupeouddxkmomuu (na 30%) 6 cpagneHuu ¢ MeOUKAMEHMO3HOU mepanuel, 6KIIYAs Npoyue

anmunapamupeouonvie npenapamol. [240, 241].

o Pexomennyercsa manmentam ¢ XbII mocne TpaHCIUTaHTaIMM TOYKKA PACCMOTPETH BO3MOXKHOCTH
JieueHus BUTaMHHOM D m ero anaioramu (Hampumep, #KaIbIUTPUONIOM™** (demsm ¢ maccou mena
<10 ke — 0,05 mxe uepes denw, ¢ maccou mena 10-20 ke — 0,1 - 0.15 mxe exceonesHo, ¢ maccou
mena >20 ke — 0,25 mxe edxceonesno [129] nnm anbdakaabiugoaoM™* 25 MKr/CyT mepopaibHO
[242]).

(YYP C; VI 5)

Kommentapwmii: V nayuenmos c¢ XBII npoodonocenue roppexyuu MKH-XBII noo koumponem
OCHOBHbIX Ouoxumudeckux napamempos (HMccnedosanue ypoens o0Owe2o Kanvyus 6 Kposu,
Uccnedosanue yposHs neopeanuueckozo ¢hocghopa 6 kposu, OnpedeneHue aKmMuHOCMU W elOYHOL
Gocghamaser 6 Kposu, Hccnedosanue yposHs napamupeouonoco 20pMoHa 6 kposu, Hcciedosanue
yposus 25-OH eumamuna /[ 6 kpoeu) nocie npoeedenHol mpaHcniaHmayuu no4Ku HeooXooumo Kax
MuHumym 6 medenue 12 mecsayes. Hedocmamouno Oanmwix 01 HA3HAYeHus JneuyeHus cnycms 12
mecsyes nocie mpancnianmayuu nouku. bezonacnocmo #oenocymaba™*, ougocgponamos ocmaemces

oonacmoio ucciedosanuil [243,244].



e He pekoMeHyeTcs pyTMHHOE MPOBEICHHE PAAUKAIbHOW OPTONEIMYECKOM KOPPEKIIMU MAIMEHTOB
co copMupoBaHHbIMU epopmanusiMu koctell y aeteit ¢ XbII 1o Hopmanuzanum 6MOXUMUYECKUX

MapaMeTPOB, XapaKTEPUIYIOIINX MUHEPAIU3AIUIO KOCTHOU TKaHu. [220, 221].
YYP C; YVII5)

KommenTapmii: e credyem npogooums paoukaibHyilo Opmoneoudeckylo KOppeKyuro 6 panHeM
nepuode nocie NnposeoeHuss MpAHCNAAHMAYUU NOYKU NPOSedeHUe PAOUKAIbHOLU OpmMOoneouydecKoll
KOppekyuu nayueHmos co chopmuposanuvimu oepopmayusmu xocmet y Oemetl € OIUMETbHLIM
smanom MKH (nepenomvl, n0dcHble cycmagvl, NOCLEOCMEUA INUPDUUOTU308, 3HAUUMETbHAS

depopmayus ONUHHBIX MPYyoOUamvix Kocmet Ho2) npu ouanuszasucumoit XbI1.

[[numenvHo coxpauaowuecs HapyuwieHus KOCMHOU NIOMHOCMU V peOeHKa ¢ @QVHKYUOHUPYIOUUM
MPAHCNIAHMAMOM U HEKOMNEHCUPOBAHHbIMU Ouoxumudeckumu noxazamenimu MKH-XBII npuseoosm

K HeycnewHomy pesyibmamy onepamueHoco emeulamelbCmaed.

e Pexomennyercss mnocuibHas (¢u3nueckas akTUBHOCTh mnamueHtam ¢ XbBII B cBsisu c ee

MOJIOKUTETHHBIM 3(pPEeKTOM Ha KOCTHYIO TKaHb [6, 110, 245].
YYPC; YOI S5)
KomMmenTapumii:

IIpumenaomca. neyebHasn uskynomypa, Houlenue opme3s08, 0300POBUMENbHbII MACCaxic, nNideanue) u

memabonuyeckast KOppeKyusl no noOKasanusim.
ﬂaHHble meponpusinus npoeodﬂmc;z, 6m.4., 6 medyeHue 2-3 1em nocue mpancnjiarmayuu no4YKu

Omo obecneyusaem HOPMATUZAYUIO MUHEPATILHOU NIOMHOCIU KOCMU U O1a20NPUAMHbBLL OMOALeHHbll
pe3yibmam onepamueHou opmoneouyeckol koppekyuu. Heobxooumo npoeedenue 0onoIHUmMenNbHo20
MHO20YEHMPOBO20 UCCNe008AHUA MUHEPATbHOU HNJIOMHOCMU KOCMHOU MKAHU YV Oemel nocie

mpancnjiarmayuu no4YKu 6 panHem u OMOAaIeHHOM nepuode.

basoevie Pexomenoayuu KDIGO/2017 ona epaueii-neghponozoé u cneyuanucmos opy2ux npoguiet,
ocywecmenaowux Haonroodenue u nevenue nayuenmos ¢ MKH-XBII npedocmasnsiom npakmuyeckuil
uHcmpymenm 0N OObEKMUBHOCMU — NPUHAMUSA — KIUHUYECKUX  peuwleHuti U OKA3AHUs.
8bICOKOKA4eCmB8eHHOU nomowu. bonvwuncmeo pexomenoayuil pyko8ooOCmea HAXOOAMC HA VPOBHE
"mbl npeonazaem” u noomeepcoaromesn "nHuskum" yposnem O0okazamenvbHocmu. Imo npedxcoe 6ce2o
noouepkusaem Haauyue NOMeHYUAIbHbIX 8ANCHLIX NPOOLeM U B03MONCHOCMU NOUCKA nymel ONsl UX

peuieHusl.

3.1.5. Tepanus npu 3anep:kke pocra y aerei ¢ XbIT

Tepanus 3aodeporcku pocma y nayuenmos ¢ XBII cknaovieaemcs u3 Koppekyuu Hapyulenui NUumaHusl,
Memaobonruyecko2o ayuodo3a, aHemuu, MUHEPAlO-KOCHHbIX Hapyulenut, obecneueHusi adeKeamuou

003bl Ouanuza U Jjedenuss comamponunom™*.  [lpedcoe uem paccmampusamv — mepanuro



comamponuHom™®*,  HeobXo0UMoO  oyeHumv  poilb  B8CeX  NEPEeHUCIeHHbIX — Gblule  (DAKMopos,

ocpaHudusarowyux pocm, Komopbvie O0JIDICHbL nodeepeambc;z adekgamHOMy KOHmMPpOJiro.

o Pexomennyercs mammentam ¢ XbBII mepen Hagamom Tepanuu COMAaTpONMMHOM™* OIICHUTH YPOBCHB
KkpearnHuHa B KpoBHu, pPCK®, ypoBeHb MOUYEBHHBI B KPOBH, YPOBEHb alb0yMHUHA B KPOBH, YPOBEHb
OOIIEro U MOHW3MPOBAHHOIO KaJbIUsl B KPOBH, YPOBEHb HeopraHudeckoro ¢ocgdopa B KpOBH,
aKTUBHOCTH wIeNo4YHOM (ocdarassl B kpoBu, OukapObonar (MccnemoBanue ypoBHsS OydepHBIX
BEILIECTB B KPOBHU), YPOBHS MAPAaTUPEOUJAHOTO ropMoHa B KpoBH, BUTamuH D 25(OH), ypoBHs
MHCYIMHONOo100HOoTO poctoBoro ¢gakropa I B kpou (MIDP-1), ypoBHS MIIOKO3bI B KPOBHU, YPOBHS
[JIMKAPOBAHHOTO TEeMOINIOOMHA B KPOBH, KOHIEHTPAIMIO TOPMOHOB, XapaKTE€PU3YIOIINX
IIMTOBUIHOM >kemne3bl (ypoBHsi TupeoTpomHoro ropmona (TTT) B kpoBu, MccnenoBanue ypoBHs
cBobomHoro TpuiionrTuponrta (CT3) B KpoBH), MPOBECTH OCMOTP TIIa3HOTO JTHA (0PTaTBEMOCKOTIHS/
ocMOTp Tnepudepuu IIAa3HOTO JHA C MCIOJIb30BAaHUEM TpEX3epKalbHOW JIMH3BI [onbaMaHa/
buomukpodororpaduss m™iazHoro nHa ¢ HCHONb30BaHUEM (yHIyC-Kamepbl/ buomukpockomnus
[1a3HOTO JHA), PeHTreHorpaduio JeBoro 3amsicThs (PeHTreHorpadus myde3amnsicTHOTO CycTaBa),
OLICHKY myOepraTtHOro craryca no TaHHepy C LENbl0 OLEHKH U BbISBIEHUS (PAKTOPOB,

orpann4uBaromux poct[131].
(YYP C; VI 5).

o Pexomenayercss mpu BbIOOpPE TeEpamuu COMATPONMMHOM™*  y4WTHIBATH BO3PACT, IEPBUYHOE
3a00JieBaHME TOYEK, CHUCTEMHBbIe HapymieHus, crtaauio XbIl, amexBaTHOCTh amanuza (Ams
NAIMeHTOB Ha Auanu3e), QyHKIUIO TPAHCIUIAHTaTa U TEPaIHi0 KOPTUKOCTEPOUIAMH CHUCTEMHOTO

nevictBus (y nereit mocie TpaHciutanrauu) [131].
YYPC; YOI 5)

o He pexomenmyercs tepanus comarpormmHoM™* y marmenToB ¢ XbII, 00yCI0BICeHHOW CHCTEMHBIMU
3a00JIeBaHUSIMHU, TeHEeTHYeCKUMH cuHapoMamu (cuniapoM Illumke, cunapom bapae-bumns u
cugapom [annoyssi-Moyara), HEKOHTPOJIUPYEMBIM CaXxapHbIM AUA0ETOM U B Cily4ae HU3BECTHOMN

TUIIEPYYBCTBUTEIBHOCTH K npenapary [131, 246].
YYP C; YOI 5)

KommenTapuii: cpeou nayuenmog smoii epynnol e npooOUIUCy PAHOOMUBUPOBAHHbBLE KIUHUYECKUE
uccedo8anuss, NO3Momy 3QgdexkmueHocms u 6€30NACHOCHb comamponuna™* y nayuenmos ¢ smumu
cocmosnusmu He oyenusanuco. Conymcemeyiowue uiu npeouecmsylowue  310KA4eCneeHHble

H08005pa306‘61H1/lﬂ 6 AHAaMHe3e AGNAIMCA MAaKaHce npomueONnoOKa3aHuem K mepanuu COMdmponuHOM**.

o He pexomennyercs mammentam ¢ XbBII Tepamus comarponmuHOM™* mpHm 3aKpbITHIX 3MHPU3AX,
TsKenoM BTopuyHOM runepnaparupeoze (IITI>500 nr/mi), nponudepaTuBHON WM TSHKEIOM
HernpoiaudepaTuBHOW  AMa0ETUYECKOM PETHHOINATHUEH, B TEUEHHWE TMEepBOro roja Iocle
TPAHCIUTAHTAIIMM TIOYKA M Yy MAIMEHTOB C OCTPHIM KPUTHUYECKUM 3a00JIEBAaHHEM U AKTUBHBIM

3JI0KaY€CTBEHHBIM HOBoOOpa3zoBanueM [131, 247, 248, 249].



(YVYP C; VIUI 5)

KommenTapwuii: msaowcensiii mopuunsiii cunepnapamupeos (mo ecms, Xapakmepusyoujuiicsi ypoeHem
unmakmuoco IITI 6 cvieopomre kposu >500 ne/mn unu nosvlulenuem 6 0eimvb pa3 6bilde
HOPMAIbHO20 OUANA30HA) CEA3AH C 3aMeOleHHbIM NPOOOIbHbIM POCMOM U NOBLIUEHHBIM DPUCKOM

snughuzeonusza 2010680k beopennvix kocmeu y oemeti ¢ XbII [247, 248]

o Pexomennyercs y aereit ¢ XBII 3-5 ct., B Tom uucne Haxopsuxcs Ha 3IIT, B Bo3pacte crapiue 6
MECSIeB MPOBEJCHNUE Tepali COMAaTPONMHOM™*, eciin y HUX MMEEeTCs CTOMKas 3a/epikKka pocTa,
orpeneisieMasl Kak poCT HUKE TPEThEro MPOLEHTWIIA ISl BO3PACTa U 110JIa U CKOPOCTh POCTA HUXKE
25-r0 MPOLEHTUIIS TIOCIIE TOTrO, Kak OyIyT TOJIKHBIM 00pa30M pacCMOTPEHBI APyrue MNOTEHIUAIbHO
u3j1edrMble (PaKTOPbl PUCKA 33A€PKKU POCTA U IIPU YCIOBUH, YTO Y peOEHKA €CTh MOTEHIUAl POCTa
[131].

(YYP C; VI 5)

KommenTapmii: Cxopocms pocma nudice 25-20 npoyenmuiisi 011 603pacma u noia yKasvléaem Ha
NpOSPeCCUpyrouyo 3a0epicKy pocma y pebeHKa ¢ HUSKUM DOCMOM (MO eCmb HUdce mpemveco
npoyenmuisi Ui ¢ nokasamenem Cmanoapmuoz2o omiioHenus pocma (SDS) nuxce -1,88). Jloboe
CHUDICEHUE CKOPOCMU POCMA 80 8peMs IMOLL (ha3bl MOANCem NPUBECMU K CEPbE3HOU 3A0epiicKe pocma u
NOMEHYUAIbHO Heobpamumou nomepe nomenyuara pocma [250]. B pexomenoayusx KDOQI no
ynpasnenuio numanuem y oemeii ¢ XbBIl pexomenoyemcs He3aMeOnNUMenbHO HAYUHAMb MePaAnuro
comamponunom**, eciu 6 meuenue 3 mecAyes nocie HAYANA ONMUMUZAYUU NUMAHUS He OblLIOo

UHOYYUpOBaHo Hasepcmulsarouje2o pocma [251].

e Pexomenayercs y aereit ¢ XbII 3-5 ct., B ToM uncie Haxomsmuxca Ha 3IIT, crapme 6 mecsien
MIPOBEJICHUE TEPANUU COMATPOIMHOM™*, €Clii y HUX POCT HAXOAUTCS MEXAY TPETbUM U JIECSATHIM
MIPOLIEHTUJIEM, HO COXPAHSETCS HU3KAas CKOPOCTh pocTa (HUXKE ABAALATh MSATOTO MPOLEHTUIIS) PU
HAJUYUKA JIPYTUX TOTEHIMAIBHO TOIAIONINXCS JIeueHHI0 (aKTOpPOB pHUCKA HAPYIICHUS POCTa,

KOTOPBIE JIOJKHBI OBITH paccMoTpensl [131].
YYPC; VI 5)

KommenTapwuii: Omeem na neuenue comamponunom™* snauumenvno ocnabnen y oemeti Ha ouanuse
no cpasHenuio ¢ oemovmu ¢ obonee pannumu cmaouamu XbI1, nezasucumo om memooa ouanusa, ckopee

8ce2o, U3-3a Oojlee 8bICOKOL cmeneHu Heyyscmeumenvhocmu k mepanuu [252, 253].

o Pexomennyercs aersm ¢ XbII, mepeHecminM TpaHCIUIAHTAMIO MOYKM M HMMEIOIIHUM CTOMKYIO
3aIEPKKY POCTa, OMNPENEIAEMYI0 KaK POCT HMXKE€ TPEThEro MEPLEHTUISA JJIs BO3pacTa U IOJIa U
CKOPOCTh POCTa HIKE JIBAIATh TSTOTO MEPIEHTHIIS, Tepamnus comarponuHoM™* uepes 1 rog mocie
TPAHCIUIAHTAIIMK B CIy4yasx KOrna peOeHOK HE pacTeT M UMMYyHOCYIIpeccus: 0e3 KOPTUKOCTEPOUIO0B

CHUCTEMHOIO JICUCTBHS HE SBJISIETCS BO3MOXKHBIM BapuaHToMm [131].

(YYP C; VI 5)



KommenTapuii: Memaananuz namu  panOOMu3upOBaAHHbIX — KIUHUYECKUX — UCCTE008AHUL  NO
pe3yIbmamam pocma ¢ UCnOoIb308aHUeM NPOMOKON08 MUHUMUSAYUU KOPIMUKOCMEPOUOOE CUCTEMHO20
oelicmeusi NoKasal 3Havumenvroe ysenuuenue SDS pocma 6 epynne, e0e cmepoudHas mepanus Ovlia
ommenena (cpeousia pasnuya 0,38; 95% JIU 0,07—-0,68), ocobenno 6 meuenue nepsoco 200a nocie
ommeHvl (cpednee 3nauenue paswuya 0,22; 95% [N 0,10-0,35), u y nayuenmog npenybepmamnozo
nepuooa (cpeousa paswuya 0,60; 95% U 0,21-0,98) []. Ilo dannbim memaananuza nayueHmol,
nonyuasuiue mepanuio COMamponuHom™**, umenu 3HauyumenvHo 0Oolee 6bICOKVIO CKOPOCMb pOCcmda
yepe3 1 200 nocne Hauana mepanuu, yem KOHMPOIbHAS 2pYNna, co cpeonel pasuuyet SDS pocma 0,68
(95% AU 0,25-1.11) [255]. Cpeousas pasznuya 6 usmenenuu SDS pocma 6 epynnax cpagHenusl
cocmasuna 0,52 (95% /U 0,37—-0,68), a omeem pocma na mepanuro comamponuHom** ovin ayuuie y

Ooemeti maaowe 10 nem, uem y nayuenmos cmapuie2o eospacma [256].

o Pexomennyercs nanuentam ¢ XbII nmo mokazanusim tepamnus comarponuHoM™* B noze 0,045-0,05

MI/KT B ieHb (3kBuBaneHT 28-30 ME/M? B Hezenio) myTeM MOIKOKHBIX HHbEKIMi Bedepom [131].
YYPC; YOI 5)

Kommentapuii: Memaananuz 2012 200a nokasan, umo no cpasHeHuio ¢ NaAyueHmamul, noay4asuumu
14 ME/W° ¢ Heoeno, NAYUeHmMbl, KOMOPbIM UCHOIb308ANACH 003a coMamponuna™* 28 ME/M? 6 nedenio
yeeauuunu pocm Ha 1,18 cm 6 200 (95% J[HU 0,52—1,84). Cxopocme pocma na 1,48 eviwe (95% U
0,03-2,93) SDS cxopocmu pocma nocne 1 eoda neuenus [257]. [na umumayuu uzuonocuueckoco
Yupraonoeo pumma 3HO0ceHHoU cekpeyuu [P pexomenoyromces eeueprue unwvexkyuu. Cmopouy

UHBEeKYUuu Cﬂedyem MEHAMb e:)fcedHeeﬂo, umooOwvl uzbedcamo ﬂunoampoqbuu.

o PexomeHmyeTcss OIEHUTHh TPHBEPKEHHOCTh mammeHTa ¢ XbII k Tepammu comarpormuHOM™*,
BKJIFOUAsl MCCJICIOBAaHUE YPOBHSI MHCYIWHOMOAOOHOTO POCTOBOTO (pakTopa I B KpoBH, M3MEpEHUE
JIO3UPOBKU COMATpONMUHA™*™* ¢ MOMpaBKOM Ha Maccy Tejda W OLEHKY (aKTOphl MNUTAHUS U
MeTaboIM3Ma, PEKOMEHIOBAaHHBIC JI0 Hadajga Tepalui COMATPOIMMHOM™*, eCii CKOpOCTh pocTa B

TIEPBBIN TOJ/1 JICUCHUS] COCTABIISIET MEHEE 2 CM B T'OJ] 10 CPAaBHEHHUIO C UCXOJHBIM yYpoBHeM [131].
YYPC; YIAS)

KommenTapuii: Credyem paccmompems 803MOACHOCHb NPEeKpAWeHUsi Mepanuy. COMamponuHom™* y
nayuenmos, Komopvle He peasupyiom OOJIICHbIM 00paA30M HA jledeHue 8 meyeHue Kaxk MUuHumMym 6
mecsayes. Heobxooumo uckmouums HecoOn00eHue edceOHesHbIX NOOKONCHbIX UHBbEeKYUll UlU
Hecoomeemcmaue 003UposKU comamponuna™** eecy uenosexa. @axmopul, ocparHuuuarowjue pocm,
ceszannvie ¢ XBII (numanue, memabonuueckuti ayuoo3, MKH-XBII), maxoice O0ondicnvl Obimb

A0eK8amHO paccMompensl Y NAyUeHmos, He 0Omeeuauwux Ha 1edeHue.

o PexoMeHyeTcs OTMEHA Tepanuu coMaTponuHoM™** y manuentoB ¢ XbII mpu 3akpeITHR 30H poCTa,
BO BpeMsl TPAHCIUIAHTAMA TOYKH, NPU BO3HUKHOBEHUM BHYTPUYEPENHOW THUIIEPTEH3UHU, CO
CTOMKHUM TSDKEJIBIM BTOPUYHBIM THIIEPIIAPATUPEO30M, HEOOBSICHUMBIM CHIDKEHHEM pacyeTHOMN
CK®, orcyTcTBMM OTBETa Ha JI€YEHHWE, HECMOTpPSI HAa ONTUMAJIbHBIA KOHTPOJIb MHUTAHUS U

MeTaboIM3Ma U JOCTUKEHUH CBOETO T€HETHYECKOro 1iesieBoro pocrta [131].



(YYP C; VIUI 5)

KommenTapwmii: Bo epemsa mpancnianmayuu nouku Jjedenue cOMamponuHom™** 0ondxicno Ovimo
npexkpaujeno y écex nayuenmos. Cmumynsayus npoooibHO20 POCMA MON*CENM NPOBOOUMbCA Y demell 00
3axkpuimus dnugpusapusvix 30u pocma. Tepanus comamponunom**oondcna 6vims ocmanosiena npu

doCmudICceHuU nayuerHmom ceoeco ceHentuU4YecKoc0 yeiesoco npoyeHmuiid pocmda. B uccneoosarnuu RN

Fine et al. y 22 nayuenmos, y KOmMOpulX Oblia OMMeHeHA Mepanusi CoOMamponuHom™* uz-3a
OOCMUMNCEHUS YeNes020 NPOYeHmuIsk pocma, moavko y 27% ommena npusena k noooepocanuio SDS
pocma, 6 73% ciayuaes ommeuanocs 3amemHnoe CHUNCeHUe CKOPOCmU pocma, KOmopble 8Nnoc1e0dCmeul
nompe6osanu 80300H061eHUs mepanuu comamponurnom** [258]. B xauecmese anvmepnamussl, 003a
comamponuna**mooicem Ovimb YMeHbUIEHA, K020A4 NAYUEHM O0CMuU2den C80e20 2eHeMuUYecKo2o
yeneso2o NPoOYEHmMuUIsi POCMa, HO Pe3yibmamol, CEA3AHHbIE C IMUM NOOX0O0O0M, CUCMEMAMUYECKU He

usyuanucsy [131].

3.1.6 3amecTHTedbHAS IOYEYHAS TEPANUSL.

Ipu chusicenuu pacuemnoti CK® menee 30 mn / mun na 1,73 m° (4 cmadus XBII), neobxoouma
noocomosxka k samecmumenvrou nodeunot mepanuu (3MT) [1]. Cemve u, npu Heobxooumocmu,
pebenKy — credyem — npedocmasumv  UHGOpMAyulo,  KACAOWIoCs — MPAHCHIAGHMAYUU — NOYKU,

nepumoneanvroco ouanusa (I1/]) u cemoouanuza (I7]).

Yacmoma u pacnpocmpanennocmo 31T 6 neduampuyeckoli npaxmuxe 3HA4UMENbHO MeHbUle, YeM y
g3pocavix. C smum c643aH0, 4mo OONbUUUHCIBO UCCAe008AHUL NPOBOOUNOCH YV B83POCIbIX U

HeoOXo00UMO adanmuposams 3mu NOJy4YeHHble OaHHbLE 8 NeOUAMPUYECKUE PEKOMEHOAYUU.

o Pexomenoyemcs y nayuenmog ¢ XBII C5 pewums 6onpoc 06 onmumanivbHbiX CPOKAX NIAAHOB020
nauana 3IIT na ocHoBe KOMHWIEKCHO20 OUHAMUYECKO20 AHAIU3A KIUHUYECKUX NPUSHAKOS
oucghynkyuu nouex ¢ yuemom yposus CKD ¢ yenvio npedynpedcoeHus pazeumus

HCUBHEY2POAHCAIOUIUX OCTONCHEHU MEPMUHATILHOU NoYeyHol Hedocmamounocmu [6, 110].
(YYP C; Y1 5)

Kommenmapuii: bananc medxncoy npeumywecmeamu u puckamu navana 31T dondxcen 6vims oyeneHn Ha
OCHOBAHUU OUHAMUYECKOU KIUHUYECKOU OYEeHKU He MOAbKO YPeMUYeckux oicanob, HO U Opyeux
NOMEHYUAIbHO dicuzHeyepodcarowux ocioxcienutt XBII C5 (napywenuti @ynkyuii yenmpaibHoU
Hepsrnot cucmemsl (L{HC) (anyepanonamus/kocnumusHvie Hapyulenus), cepo3umos, 0eKoMneHcayuu
Memaboauyeckoeo ayuoosd, cunepraiuemMuul, HeKOHMpoIupyemou cunepeuopamayuu (aHacapka, omex
neekux) u Al, maxcenou BOH), a makowce ¢ yuemom npeonoumenuil nayuenmd, 6bICKA3AHHLIX HA
OCHOBe NONYUeHHOU MeOuyuHckou ungopmayuu. CumMnmomsl ypemuu Hecneyupuunsl U Mo2ym Oblmb
HeOoYeBUOHbIMU KIUHUYECKU, A HEeKOMmopvle NayueHmsvl Mo2ym adanmuposamvcsi K HUSKUM YPOBHAM
CK® 6e3 uemro 6bIpad0ceHHbIX 2#caiod, Nodmomy Npu OnpeoeleHuu CPOKO8 Hadana Oouaiuza y
nayuenmos ¢ XbI1 C5, ouesuono, ciedyem monumopupogams u oyerusamo ounamuxy CK®. Pewenue
o nauane 31T ne cnedyem ocrnosvieams monvko na sHavenuu pCK®, nockonvky y nayuenmos ¢ XbI1
C5 Ha yposeHb KpeamuHuHa 6 KpOBU 6 3HAYUMENbHOU CMeneHu 6ausiem MmMOYHOCHb UMepeHUl

He3a6UCUMO OmM Memood OUEHKU d)yHKLﬂ/lu no4eK, mvlutedrHasa macca, cneneHsb eudpamcn;uu u dpyeue


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7136166/#Glos16

MHo2ouucaenuvle pakmopwvi. Muocue nayuenmor ¢ XbII C5 umerom oeghuyum mwluieuHo maccol 3a
cuem IUAHUSL 803PACNA U KOMOPOUOHOCMU, SUNEPeUOPAMUPOBAHDL, d, C1e008AMENbHO, CPABHUMELbHO
HU3KULL YPOBEHb KpeamuHuHa kposu u bOonee evicoxkue sHauenuss pCK®D, nme coomeemcmeyroujue
peanvrvim. Onmumanvusiil yposenv pCK® ons nauwana 31T ocmaemcs HeuzsecmubiM, 0OHAKO SIBHbIE
u npoepeccupyiowjue CUMNMOMbL ypemuu nosasisiomces y oonvuuncmea nayuerimos npu pCK® 6-8 wn/
mun/1,73 mP. Takum obpasom, KiuHuueckoe MOHUMOPUPOBAHUE NPOSPECCUl  NOMEHYUATLHO
arcusneyepooscarowux ocnoxcuenuti XbIl C5 (ommeueHHbix 6bluie), UX KOMNIEKCHAS OYEeHKA 8paA4oM-
Hegponozom ¢ yuemom 3naveruti pCK® kpumuuecku 8adxcHul 0Jisi onpedeieHuss CPOKo8 ONMUMAiIbHO20

Hauana ouanusd.

o Pexomenoyemcs y oemeti ¢ XBII C5 npunumams pewenue o 6vl00pe 6udad MOOAIbHOCHU
noooepxcusaowe2o  OUAIU3HO20  JedeHuss ¢ YYemom  MeOUYUHCKUX — NOKA3AHULl U
NPOMUBONOKA3AHUL, COYUATbHBIX VCA08UL U NPEeONnOYMeHUll NayueHma Had OCHO8e MAKCUMAIbHO
BO3MONHCHO20 UHDOPMUPOBAHUS O NPEUMYWECMBAX U OSPAHUYEHUAX KAHCO020 U3 8UO08 OUANU3A C
yenvio nepcoHughuxayuu u yryduerus ucxooos 3T [6, 49, 110].

(YYP C; Y1 5)

Kommenmapuii: Kasxxcoviii uz memooog umeem u38ecmuvlie NpeumMywecmea U O0paHudeHusl.
Humeepamuenwiii nooxoo k 31T npeononazaem nepconuguxayuro vibopa konkpemuozo memooa (1],
I 71D, I1]]) 6 3asucumocmu om KIUHUYECKUX U COYUANbHBIX YCA08Ul, npeonoumenuil nayuenma. Kax

creocmeue 8 MeOUYUHCKOU OpeaHuzayuu 00niCHbl Obimb docmynisl 6éce pasznosuonocmu 3T —I]],
/(D ulll] [167].

o Pexomenoyemcs y oemeii ¢ XbIl C5 nauunamse newenue I1J] unu I]] 6 onmumanvHulx YC108UsxX: 6
NIIAHOBOM NOPsOKe NPU NIAHOBOU 20CNUMANUZAYUU, HE CEA3AHHOU C OCIIONCHEHUAMU YpeMmuu (eciu
nocieonee NPUMEHUMO K JOKAIbHOU NPAKMuke), ¢ NpeouleCmeyrouum HaobaooeHuem 6paia-
Hepponoza u UCNONBL308aAHUEM NOCIOAHHO20 OUANUZHO20 00CMYNA OJisi NPEOYNPeNHCOeHUs. PA3GUMUSL
JHCUZHEY2POAHCATOWUX OCTONHCHEHUL MEPMUHATbHOU noYeyHou Heoocmamounocmu u unuyuayuu 31T

Nno 9KCMpPEHHbIM NOKA3AHRUAM, VIYUYULCHUS KIUHUYECKUX MC)COOO@ U CHUDNICEHUA pacxodoe Hd JleyeHue
/6, 49, 110].

(YYP C; VI 5)

Kommenmapuii: 3apanee 3annanuposannoe navano IJ] unu I1J] 6 ambyramoprom pesicume (unu 6
xX00e 20CNuUmAanu3ayuu no UHbLIM, He C8A3aHHbIM ¢ ocnodxcHenusmu XBII C5 nokazanusim) nocie
MUHUMYM 3-MeCAUH020 HAONI0OEeHUs 8paya-Hepponioea u Haludue NOCMOIHHO20 OUATUZHO20 00CMYNA
credyem cuumams Kpumepusamu onmumanviozo navana 31T, JlononHumensHulm Kpumepuem modxcem
Ovimb cosnadenue memooa ouanuza npu unuyuayuu 3T ¢ maxosvim uepesz 90 Owneu neuenus. K
CYOONMUMANLHOMY (IKCMPEHHOMY, He3anaHUpOBAHHOMY) HAYaLy OUAlu3a ciedyem OMHOCUMb 8Ce
cayyau, 6 xomopwvix 3T nauunarom 6 cmayuounape 8 CG:A3U C PA3BUMUEM HCUZHEYSPONCAIOUJUX
ocnoxcuenuti XbIl C5 y nayuewma c¢ Hanuuuem uiu omcymcmeuem NOCHMOAHHO20 COCYOUCHO20
oocmyna, KaK npasuiio, 8 Omcymcmeue pecyisapHo2o Habnooenus epaua-redponoza. Mmerowuecs
OaHHble NO360AAIOM  CUUMAMb, YMO UCNOIb306AHUE KOHYENnyuu OnmuMaibHo20 Hawaia npu

onpedenenuu  cpoxkoé unuyuayuu 3T ua npakmuxe 6Oonee yerecoobpasno,  Hedcenu



«No30He20»/«panne20y», bazupylowetici Ha 0Oonee 6vicokux uau Huskux 3Hauenusx pCK®. bonee
HU3KUe pacxoovbl Ha JedyeHue npu onmumaivhom Hadare 3T sasnawomcs O0ONOIHUMENbHBIM

apeyMeHmom pekOMeHOayuu.

Il]l — »smo Haubonee pacnpoCMpameHHbll Memoo OUAIU3d, UCNONb3YeMblll Oisl  JledeHuUs.
neouampuyeckKux NayueHmos ¢ MmepMUHAIbHOU cmaouell NO4eyHol HedOCMAamo4HOCMU, 0COOEHHO Y
Ooemeti maaowe namu nem [1-3]. XIIJ] obnadaem psoom npeumyujecme nepeo 2emoouaiu3om Ois
Ooemeli:

Menee oecpanuuennas ouema, exaouas nompebrenue dcuokocmu, nomomy umo I1J] nposooumcs
edHCceOHeBHO. DMmo 0COOEeHHO NOoNe3HO 01 MIA0eHYye8, y KOMOpbIX NUMAHue HOIHOCMbI0 UNU 8

OCHOBHOM 3A8UCUM OM HCUOKOU OUEMmbl.

Tepanus nposooumcsi 0oma, 4mo no360Jsiem pe2yisipHO Noceuams WKOLY U Y4ACmeosams 8 Opyeux
0OBIYHBIX 0CMCKUX 3AHAMUSX.

Omcymcmeue cocyoucmoco o0ocmyna U CEA3AHHASL C IMUM  HEeoOXOOUMOCMb 6 HNOBMOPHOU
BeHenYHKYUlU (apmepuo8eHo3nas ucmyna/ mpancniaumam) uiu puck baxmepuemuu (YenmpaibHolil
eeHo3ublll kamemep). K npumepy, cocyoucmwiti docmyn 0ns eemoouaiu3a 3ampyoHet Y nayueHmos

maaouie 08yxX Jiem.

OcHOBHbIMU HEOOCMAMKAMU MemOo0a AGNAIOMCS 803MONCHOE HecOON00eHUe NAYUEHMOM /3AKOHHbIM
npeocmagumernem HaA3HAYeHHoU mepanuu u puck ungekyutl, ceazanuvix ¢ 11/, makux xax ungexyuu

mecma 8vixooa kamemepa / mynuens u nepumonum [259, 260, 261, 262 |].

3.2 Xpupyprudeckoe Je4yeHue

3.2.1 TpaHCILIAHTANIUA OYKHU

e Pexomenoosaro paccmonmpenms NpeCEHMUBHYI0 MPAHCNIAHRMAYUIO NOYKU Y NAYUEHMOE6 C 8bICOKOLL

cmenenwvio XBII ¢ yenvto obecneuenus noueunou ghynxyuu [49]
(YYP C; Y11 5)

o Pexomenoyemcs mpawcnianmayusi NOYKU Oemsm ¢ MePMUHANbHOU Ccmaoueli XpOHUUECKOl
NOYeHHOU HeOOCMAMOYHOCMU 6 Kayecmee NPUOPUMEMHO20 6UOd 3AMeCUMENbHOU NOYEYHOU
mepanuu. Ilpu oocmuocenuu 3-4 cmaouu Xxpouuueckol OONe3HU NOYeK OdalbHelluiee JledeHue
nayueHma OOJHCHO 00CyHCOAmbCs ¢ NpusiedeHuem 8pava-0emcKo2o xupypaa (co cneyuaiusayuetl
no mpancnianmonozuu) [263, 264, 2635, 266].

(YYP C; VT 5)

Kommenmapuii: Ha cecoOnsawnuii 0enb mpancnianmayusi NOYKU CYumaemcs HAuay4umum memooom
3amecmumenbHou noueunol mepanuu y 63pocavix. OOHAKO Ha NPOMANCEHUU MHOUX Jem Pe3yIbmanmbl

mpadncnjiarmayusl no4Ku y oemell CyuecmeerHHo omjiaudaiucs 6 C64A3U C 8bICOKOLL 4ACMOMOl paseumus



XUPYpeUYeCKUX U UMMYHOLOSUYECKUX — OCIONCHEHUll, UYMO  8blpadicalocb 8 Oolee  HU3KOLL
BLINCUBACMOCNIU PEYUNUEHMO8 U MPAHCHIAHMAamos. 3a nociednue 15 nem npousowien o2pomHulil
npopwvI6 8 YIYUuleHUU Pe3yIbmamos 0emcKol mpancnianmayuu noyku. B nacmosawee epems 5-nemmsis
BLIACUBACMOCTND PEYUNUEHMO08 0emcKoeo eo3pacma cocmasniem 83% u 71% npu mpancnianmayuu
NOYKU OM HCUBO20 U NOCMEPMHO20 00HOPOs. Kpome 3mozo, Xo0powo u38ecmHo, 4mo pe3yibmanol
npeeenmuHou  (00OUANU3HOL) MPAHCHIAHMAYUY NOYKU Y Oemel O00CMOBEPHO NPeBoCxoosim
amanocuuHvle NOKA3amenu MpPAaHCHIAHMAYUU HOYKU NOCle Hadana OudaiusHou mepanuu. Taxum
00pazom, mpaumcnianmayus No4KU OOJNHCHA PACCMAMPUBAMBCA KAK NPeONnOYMUmenbHbulll 8apuanm

3amMecmumenbHol NOYeyHol mepanuu 60 6C€X BO3MOINCHLLX CYHAAX.

e Pexomenoyemcs evinonmwsames — MpaHCNAAHMAYUI0O  NOYKU  OemsAM 8  CHeyudalu3upO8aHHbIX
MEOUYUHCKUX YEHMPAax, UMEIOWUX 8 C8oeM wmame no020MOGIeHHbIX 8padel-Xupypeos, epadeli-
aHecme3uos10206-peaHumMamono2os, epadel-Hegh)pono2o (0emcKux), a maxice 8payel-ncuxoio2os

U COYUATILHBIX PAOOMHUKOG C YelbI0 OOCMUNCEHUSL ONMUMANbHBIX pe3yivmamos mepanuu [267].
(YYP C; Y1 5)

Kommenmapuii: Hakxonnenmwiiti onvim ceudemenvcmeyem, 4mo HA NPOMSANCEHUU NOCTEOHUX Jlem
pe3ynibmamvl MpaHCnIAHmMayuy NOYKU y oemel npeeocxoosim aHai02uyHble NOKA3amenu y 63pOcCiblX
peyunuenmos. Imo 00yCl061eHO0 HeCKONbKUMU HNPUYUHAMY, KOMOpvle 6KIodarm 6 cebs
MUAmenvHyl0 Nno020mo6Ky peyunuenma K Mpancniaumayuu, HnPeyusUoHHYIo0 Xupypeuueckyro
MEexXHUKY, JTyyuiee Kauecmeo OOHOPCKO20 Op2and, UCHONb308aHUe IDDEKMUBHOU UMMYHOCYNPECCUBHOL
mepanuu, xopouiee NOHUMAaHue 0cobeHHocmell papmMakoOKUHeMUKU UMMYHOOEnpeccanmos y Oemell.
Hcnonvzosanue cospemennblx npomoKkoni08 UMMYHOCYNPECCUBHOU Mepanu NpUGeno K 00CHOBEPHOMY
CHUdICEHUIO 0cmpo2o ommopdcenus. B 1980 2. uacmoma ocmpo2o ommopdicenus 8 nepeawiil 200 nocie
Mpancniaumayuyu noyku nabnioodanracy 6 55% ciyuaes, mozoa Kak 8 nocieoHue 200bl OHA He
npesviuiaem 10-15%. Ilepeuucnennvie axkmopvl umerom KyMYIAMUGHuLL 3@gekm & yeHmpax,
gbInONHAIOWUX  edceco0Ho Oonee 30-40 neduampuueckux mMpaHcnAGHMAYUL U UMEIOUWUX 6CIO
HeoOX00UMYI0 UHppaAcmpyKmypy.

e Pexomenoosano svinonnenue mpancnjiarmayuu no4Ku oemsm 6 npeeeHmMu6HoOM nopﬂdke 00 Hauana

OUANU3HOLU MePanuu ¢ Yeabio 00CMUNCEHUST ONMUMATbHBIX pe3yibmamos mepanuu. [268].
(YYP C; YT 4)

Kommenmapuii: Haunyuwum eapuanmom s6s1emcs 000uanusnas (npeeeHmueHas) mpancnianmayusl
NOYKU OM  JHCUBO2O POOCMBEHHO20 OOHOPA, VUUMbIEAs NIAHOBLIL XAPAKmMep OnepamusHo20
eMeumamenbCemed, Xopowuti ypO8eHs 2UCMOCOBMECTMUMOCIIU MeNCOy OOHOPOM U PEeYUunuenmom u
MUHUMATbHBIN CPOK KoHcepsayuu opeana. Ilo oannvim npoeedennoco ucciedo8anus, NayueHmol,
nonyuaswiue Ouaiu3 00 MPAHCHAAHMAYUU, UMenu 0Oonee B6bICOKUN PUCK ympamvl QYHKYuU
mpancnianmama (koagpuyuenm pucka 1,32; 95% oosepumenvuwiii unmepsan (AHM): 1,10-1,56) u
bonee evicokuli puck cmepmu (koaghguyuenm pucxa 1,69; 95% JIU: 1,22-2,33), no cpaeuenuio c
nayueHmamuy, KOMopbiM Oblia BbINOIHEHA NPeGeHMUGHAs MPAHCHIaHmayus nouyku. Y oOemet,
Haxoouswiuxcs Ha ouanuze donvuwe I 2o0a, puck ympamosl Qynxyuu mpancnianmama 6vi1 Ha 52%

gvlllle, a y demell, HAxXO00UBWUXcs Ha ouaiuze donee 1,5 nem, puck cmepmu ovin Ha 89% e6viwe, no



CPABHEHUI0 C OembMi, KOMOPbIM Oblla NPOBeOeHA NPEBeHMUBHAL MPAHCHIAHMAYUS, BHe

3asucumocmu ont UCMOYHUKA aOHOPCKOZO opeaHda.

o Pexomenoosano pacnpeoensims opeaHvl Om NOCMEPMHO20 OOHOPA 8 Nepeyio ouepedb NayueHmam
0emcKo20 803pacma Npu OMCymcmeuu y HUX NOMeHYuaibHo20 pOOCMBEHHO20 OOHOPA C Yelblo

COKpawjeHus: ONUmMenbHOCMb oxcudanus y oemeii [269].
(YYP C; Y1 5)

Kommenmapuii: Pacnpedenenue opeanog om HnOCMEPMHbIX OOHOPO8 C HPUOPUMEMOM OJiA
PeYUnueHmos O0emcKo20 603pacma AGIAemcs Muposoi npakmukou. Ilo Oannvim opeanusayuu
Eurotransplant, gopmuposanue omoenbHo20 aucma 0XCUOAHUs O0as Oemeli COBMECMHO C
NPUOPUMEMHBIM pacnpedesieHuemM No3601ien COKpamums OAUMENbHOCHb OHXCUOAHUSL Op2aHa Om

nOCMepmHO20 00HOpa y oemeli 8 2,5 pasa no CpagHeHUIo ¢ 83POCIbIMU PeYUNUEHMaAMU.

o Pexomenooéana mMpaucniaHmayus NOYKU OemsaM Om  JHCUB020 POOCMBEHHO20 OOHOpA,
HecogmMecmumo2o no e2epynne Kposu (ABO-necoemecmumas mpancniaumayus nouku), Kax
ananocuyHas mpauvcnianmayus nouku om ABO-coemecmumozo poocmeenHo2co 0oOHOpa 6 CEA3U C

conocmasumocmoio pezyiomamos [270, 271].
(YYP C; YT 4)

Kommenmapuii:  Pesynomamvr  mpaucnaianmayuu noyku om ABO-necoemecmumozo  #cugo2o
POOCMBEHHO20 ~ OOHOpA —~ CONOCMABUMbBL U OOCHOBEPHO  NPEBOCX00AmM  KAK  pe3yibmambl
MPAHCRAAHMAYUU OM NOCMEPMHO20 OOHOpA, MAK U pPe3Vibmamvl JedeHus Opy2uMu Memooamu

3amecmumenbHol NOYeUHOU mepanuu.

o He pexomenoosana mpaucniaHmayus nOYKU 0emsm, UMerouum OaHHble KIUHUYECKUE COCMOSIHUSL:
Onkonocuueckue 3a00/1e8aHU;

Ungpexyuu;

Oxempapenanvhvie 3a001e6aHUS,

Hecobniooenue meOuyuHckux pexomeHoayui,

lIcuxuueckue paccmpoucmea;

IIpu ouacnocmuposannoll oxcanypuu I muna 00 mpauwcnianmayuu nedewu uiu ee Qpacmenmos
(mpancniaumayusi no4YKu Modicem Oblmb GbINOAHEHA NOCAe MPAHCHIAHMAayuu nedeHu uiu ee

@ppacmenmos) 6 C653U C BbICOKOBEPOSIMHBIMU OMCYmcmeuem dhghexma unu Heona2onpUsImHuIMU
ucxooamu [272] .

(YYP C; YT5)



e K omuocumenvuvimM npomMuGONOKA3AHUAM Ol MPAHCHIAHMAYUU NOYKU  PEKOMEHOOBAHOZ
OMHOCUMb OCMPoe UHGEKYUOHHOEe 3a000esanue ulu 000CMpPeHUe XPOHUYECKOU UHGEeKyUU, ONyXob
Bunbmca 6 anammese unu opyeue 3abonesanusi (OeKoMNeHCayus caxapHoz2o ouabema, B8blCOKAs

akmusrnocms CKB u m.0.) 6 c8s3u ¢ 8blcokum puckom ocinoxcuenuit [273, 274, 275, 276, 277, 278].
(YYP C; Y1 5)

I(o.wnenmapuu: OmuocumenvHole npontueonoKa3anusl K mpancnjiaumayuu noYKu HocAam epemeHan?

xapaxkmep, NOMeHYUaIbHO NOOOAOMCSL IeUeHUI0 UIU mpedyom onpedeieHH020 nepuooa Haoao0eHUs.

Panee necoemecmumocmos no ABO u nanuque YumomoKcu4ecKux aHmwzuM(j)ouumaprlx anmumen
npomue OOHOPCZ OvLIU npomueonoKasaHuAMu K mpaHcniasmayuu, 00HAKO nocxzedy;ow;ue
00CMUdICeHUsI C  UCHONIb308AHUEM CneyualbrvblX NPOnoKoJI06 NO360JIUTU npoeoaumb maxkyro
mpancnjiarmayuio 6 YerHmpdax, 06Jzac)aiou;ux OOnBLUIUM  ONBIMOM mpancnjiarmayuu, a makKoce

CReYUaIU3UpOBAHHOU UHDPACPYKMYPOLL.

ﬂemu C OHKONO2UYECKUM 3a00ne8aHuem 6 aHamHese mozcynt pacemampueamuvCsil KaK NOmeHyuailbrHsle
peuunuennivbl no4e4Hoco mpaHcnianmama mojJlibKo npu HAJauduu y6€0um€ﬂbelX 0oKazamenbcme

omcymcmeus pucka peuu()uea OHKOJLO2UYECKO20 3a00/1€6aHUsL HA MOMEHM mparncniarmayuu.

Bupyc  ummynooegpuyuma  uenosexa  (BUY)  mpaouyuonno  cuumancia — abCconomHuim
npomusonoxazanuem K mpancniaumayuu. OOHako yayuuienue O00N20CPOYHO20 NPO2HO3a  OJisl
nayuenmog ¢ BHY-unghexyueii nodyouno mmnozue npocpammvl MpaHCnIAHmMAayuy nepecmMompens
CB8010 NOTUMUKY 8 OMHOWEHUU UCKAI0UeHUs. nayuenmog ¢ BUY-ungexyueii. Heckonvko uccnedosanuii
NPOOEMOHCMPUPOBANY CONOCMABUMbIE DE3VIbMAmMyl JIeYeHUs NAYUEHMO8 U MPAHCNIAHMAMO8 Y
BUY-ungpuyuposannvix u BHY-neunguyuposannvix nayuenmos, nepeHecuiux mpaHCniaHmayuio

NOYKU NOcie Hayana MowHou anmupemposupycuou mepanuu (APT).

Bvuicusaemocmos  nayuenmos 6 meuenue o00Ho2o u mpex Jaem cocmasuna 95% u  88%
coomeemcmeeHHo,  evlocusaemocms  mpaucnaanmama -  90% u  74% coomeemcmeeHHO.
Buvocusaemocmos nayuenmos u mpancnianmama 6 medenue uemslpex jiem ocmasaiacs CmabuibHou u

cocmasnana 89% u 69% coomeemcmeenHo.

Hexomopvie cucmemnvle 3a00/1e8aHus AGIAIOMCL  OMHOCUMETIbHLIMU  NPOMUBONOKAZAHUAMU K
mpancnaaumayuu nouku. K num omuocamcs cucmemuvle 3a001€6aHUs, KOMOPble MONU 6bl36aANb
NOYeuHyI0 HedoCmamo4HOCMy (Hanpumep, aHmuHeumpo@duibhsvie YUmoniasmamuyecKue aumumend
(ANCA)-accoyuuposanuvle 6acKyiumsl UlU CUCMEMHAS KpAcHas eonyanka). ITpancnaanmayus

B03MOJCHA 8 NEPUOO peMuccuu 3aoonesanus (He meHee 6 mecsyes).

IIpu Hanuuuu y nayuenma 6014AHOYHO2O He@PUMA NPUOPUMEMHBIM MEeMOOOM 3aMeCmUmMeIbHOU

NnoO4eqyHouU mepanuu A6jAemcs mpancnianmayust no4Ku.

Buipaoicennviti  eunepnapamupeos (¢ yposwem napameopmona oonee 1000 ne/mn) saensiemcs
OMHOCUMENbHBIM  NPOMUBONOKA3AHUEM, MPEOYIOUUM KOMNIEKCHO20 Jeyenus. llo Odocmudicenuu

yenesozo yposHs napameopmona (menee 700 ne/mn) 603mM0ACHO 8bINOTHEHUE MPAHCHIAHMAYUU NOYKU.



o Pexomen006aHo OKOHYAHUE NIAHOBOU BAKYUHAYUU, CO2NACHO HAYUOHAIbHOMY KAleHOapio — 00
BLINOIHEHUSL MPAHCIIAHMAYUU NOYKU C Yelbl0 OO0CHMUNCEHUS MAKCUMATbHOU 3¢hghexmusHocmu
saKyuHayuu, obecneuenus UMMYHHOU 3auumvl 8 00- U NOCMMPHCHIAHMAYUOHHOM Nepuooe U
npeoomepauieHus B03MOJNCHBIX HedCelamelbHbIX aghghexmos BaAKYUHAYUU y

UMMYHOKOMNpoMenmuposantvlx nayuenmos [279, 280, 281].
(YYP C; YT 5)

Kommenmapuii: Buedpenue pymumnHvlx OemcKux HNPUBUBOK pe3KO CHUSULO 3a0071e8aeMocms U

CMEePMHOCNntb om qu)em;uu.

Oonako eaxkyumvl Mo2ym Ovlms HedpGekmusHvl, eciu ux 6600UMsb UMMYHOKOMIPOMEHMUPOBAHHBIM
nayuenmam. Iloosmomy pewarowee 3Hauenue umerom Ycuius NO NONHOU UMMYHU3aAyuu oemeu 00
mpancnianmayuu. Ilockoneky demu ¢ mepMUHAIbHOU cmaouell 3a001e6aHUus NO4eK 4acmo umerom
HeONMUMAbHbIN UMMYHHbIUL OMEem U CHUNCEHHYIO NPOOOJIHCUMETbHOCHb UMMYHUMemad, Mo2ym
nompebosamuvcsi bonee GblCOKUe HAYAIbHbIE 003bl, OONONHUMENbHbIE 003bl U MOHUMOPUHS MUmMpa
aHmumein ¢ noMowblo OycmepHvix 003 8aKyuH. B nepuoo nocie mpancnianmayuu He pekOMeHOyemcs.
88e0eHUe IHCUBBIX BAKYUH, NOIMOMY KpPAlHe BANCHO NPOCie0umv, umodwvl 8ce nooxoosawue 8aKyuHvl

OvLIU cOeNaHbl 00 onepayuu no nepecaoxe.

UYmo kacaemcs scusvix ocrabieHHbix 6aKyun om KOpu, KpacHyxu, anudemudeckozo napomuma (KIIK)
U 8eMPAHOU OCNbl, PEKOMEHOYEMCs NO00HCOAMb MUHUMYM 4 Heoenu Mexcoy 88e0eHuem 6aKyuHsvl U

MPpaucnianmayuer, y4umoléds meopemudeckKull puck pazeumus 3a001esanusi Om BAKYUHHO2O
wmamma [280].

IIpususxu HedcUBbLIMU BAKYUHAMU MO2YM OblmMb COENAHbl NOCIe MO20, KAK UMMYHOCYHPecCUusHbvle
npenapamsi 00CMUSHYM HUZKUX NO00EPHCUBAIOWUX 003, 00bIUHO 68 cpoKu om 6 0o 12 mecayes nocne

mpancnjiarmayuu.

o Pexomenoosano evinonineHue peKoHCmpyKMUSHbIX U CAHAYUOHHBIX XUPYPSUYECKUX BMEeUlamenbCme
HA Op2aHax MOYENnoNosol U Opy2ux cucmem 00 MPAncHAaHmayuu nouku. B ciayuae omcymcemeus
KAUHUYECKUX NPOAGNIeHUU UHDeKyuu uiu no Opyeum HOKA3AHUAM PEKOMEHO08AHA OOHO- UNU
ogycmoponnsa Heppakmomus (Paduxanvnas negpaxmomus, Jlanapockonuueckas Heghpsaxmomus,
Hegpsxmomusa ¢ mpombskmomuer u3 HudxicHeu Noaou 6eHvl, Pobomaccucmuposanuas
HeghpaKmomusi) CcoOCMEEHHbIX NOYeK OOHOMOMEHMHO C MPAHCHIaHmayueli No4YKu C Yeublo

MUHUMU3AYUY UH@GeKyuonuslix ocioxcHenun [282, 283, 284, 286].
(YYP C; Y1 5)

Kommenmapuii: Ilpuuunoti noueynou nedoocmamouHocmu y oemeti 8 OOIbUWUHCIEE CTYUAe8 A81emcs
8DOJCOEHHAS AHOMANUSL CMPOEHUsL MO4esbleoosiuux nymeu. He mak 0aeno demu ¢ 8poA#COEHHbIMU
AHOMANUAMU HUIICHUX MOUEBbI800AWUX NyMeli UTU ¢ OUCPYHKYUEU MOUE8020 NY3bIPsi ObLIO UCKIIOUEHbl
U3 NPoO2pamm MpancniIaHmayuyu NOYKU, NOCKONbKY OHU CHUMAIUCL PeYUNUEHMAMU C OYeHb 6blCOKUM
PUCKOM UH@DEKYUOHHBIX OCIONCHEHULl U ympamvl GyHKyuu. 3a nocieonue HecKoabKo Oecsamuiemuil

ObL10 OOKCZS'CZHO, umo ayemenmayuoHHas yucmoniacmuka ¢ co30anuem pesepsyapa HU3Ko20 oaseHus



yiyuuiaem OmMOALeHHYI0 — BbIXCUBAEMOCMb  nodeunoz2o mpaucniaumama. Ilo  pezynemamam
UCCNIE008AHULL  HACTNOMA — BO3HUKHOBEHUSL  YPOLOSUYECKUX — OCIONCHEHULl NOCie  YPOLOSUHUECKUX
PEKOHCMPYKYULL He OMIUYAemcss Om makosou 6 oowell NOnyuiayuu ¢ HOPMAIbHOU yHKyuel

MOUeBbl8O0AUUX NYME.

Y nayuenmoe c 3a0num ypempanvbHuIM KIANAHOM MOdcem nompebo8amvcCs dNUYUCTOCHOMUS 8
pannem o3pacme OJisi 0eKOMNpeccuu OUCQYHKYUOHANbHO20 MOYE8020 NY3bips. DNUyucmocmoma
MOJICem COXPAHAMbCA 6 MmedeHue MHOSUX Mecayes Nnocie Mmpamcniawmayuu. lemam ¢ HebOOnbULOL
EeMKOCMbIO MOY€B020 NY3blps MOdHCEem Nompeb08amvCs y8eluteHue Mo4edo20 Nny3vips npu HoMOuwju
KOHOYUmMa u3 cecmenma noo300uiHou Kuwkuy. Ilomumo 3moeo, yacmo ucnonv3yrom annenoukc O

CO30aHUSL NOCMOSIHHOLL Cniomul, I’l0380]2}1101/l4€lz npoeodumb uucmyro nepuoduqeacylo Kamemepusayurio.

Haubonee yacmuimu 0CLOACHEHUAMU NPU AYCMEHMAYUOHHOU YUCTONIACIUKE U OMB00e MOYU Yepe3
NOCMOSIHHYIO CIMOMY A8IAI0MCsL OaKmepuypus U UH@GeKyuu Mouesbl8o0Auux nymetl, Komopuvle 00bl4HO

HE npueo()ﬂm K nomepe mpancnjianmama npu npaculibHoM l1e4eHuu AHMUOUOMUKAMU.

o Pexomenoosano npoeedeHue NCUXoCoOyuUaIbHOU OYeHKU pedeHKa u e20 pooumeneli Ha npeomem
NPUBEPHCEHHOCU — (KOMNIAeHMHOCMY) K  Npeonoideaemol  mepanuu Ha  6cex Smanax
3amMecmumenvHol No4eyHou mepanuu, U OCODEHHO NOCie MPAHCHIAHMAYUU NOYKU, NOCKONbKY
XOpOWlo U38ECMHO, UMO HecoON0eHUe MeOUYUHCKUX PEeKOMEHOAYULl CONPSANCEHO C BblCOKUM

PUCKOM PA38UMUSL OCTONCHEHUL U ympamvl yHKyuu noweunozo mpauncniaumama [287, 288].
(YYP C; YT 4)

Kommenmapuii: B 0oneocpounoii nepcnekmuse 3HauyumenbHoe KOIu4yecmseo nomepb mpaHcnianmama
npoucxooum  u3-3a  HecoontoodeHus — MmeOuyuHckux — pexomewoayuu. — Cywecmeyem — pso
NPOPUIAKMULECKUX MePONpUsmull, KOmMopvle MO2Ym VIyuuums coonooenue OemvMu U UX
pooumenimu  MeOUYUHCKUX  DPEeKOMEeHOayuli:.  HenpepvieHoe  00pazosanue,  UHOUBUOYAIbHASA
MeOUYuHcKas uHngpopmayusi u ncuxonozcudeckas nomows. llepesod oemeil npu ux 63pocienuu Ois
oanvHelwe20 Hab00eHUs 8 yupedcoenue OJisi 83POCAbIX CEA3AH C MEOPEeMUYECKU BblCOKUM DUCKOM
nomepu MpAaHcCnIaHmMama u3-3a HecoON00eHUs pedcuma JeyeHus. Pexomenoylomcs 6vlnonHeHue
KOMNJIeKCa NpoCmulX U 9DeKmusHvlx mep, HANpasieHHulX HA NOGbIULEHUE NPUBEPIHCEHHOCMU K
NIeYeHUI0. PAHHASL N0020MO6KA K nepesody U yepedoanue amoOyIamoOpPHbIX — NOCeUjeHUll

neouampu4ecko2o U 3pocio20 HegporocuyecKo2o omoeaeHul.

B npouwtiom KiuHudecKkue uccxzeéoeaHuﬂ, Kacarmouwiuecia npueepICeHHocnu K Jled4eHuro, OblLIU
COCp@OOWlO‘l@Hbl MOJIbKO Ha coOn00eHuU peacuma npuema J1eKapCcmeenHnsvlx npenapamoe. Oonaxo 6
HacmoAawee epemsa npusHaenics, 4mo NpPUueepICeHHOCNb K JE€YEHUIo (KOMI’lJlaeHWIHOCWIb) A6JIAENICA

bonee WUpPOKUM noHAmMueM, 6 00NnoIHeHUe K npuemy HA3HAaA4€eHHblX JleKapcnie.

o Pexomenooean mujamenvbHulli 1AO0PAMOPHBIU MOHUMOPUHE KOHYEHMPAYULL UMMYHOOENnpeccanmos
(Hccnedoseanue  ypogHsa  JleKApCMEEHHuIX  npenapamos 6  Kposu/Hccnedosanue — yposHs
JIeKAPCMBEHHbIX NPenapamos 8 KpOo8U MemoOOM MAHOEMHOU MAcc-CNeKmpomMempuu) Ha 6cex
amanax jedeHus 07 no0bopa adeksamHol 003bl Npenapama, 8 Ces3uU ¢ CyueCmeeHHblM OMmauduem

MemabonuzmMa npenapamos 0l UMMYHOCYNPECCUBHOL mepanuu y oemeti no CPAGHEHUI0 C 83POCI0



nonynayuetl. Pexomenoosano pyxkosoocmeosamvcsi HayuonanbHbiMu — pexomeHOAuUAMU  no
JIeKaAPCMBEHHOMY ~MOHUMOPUH2Y U  B3AUMO3AMEHAEMOCMU  OPUSUHANbHLIX U  2eHEPUUECKUX
UMMYHOOENpeccanmos ¢ Y3KUM mMepanesmuyeckum OKHOM 6 Cclyduae HaOMoO0eHUus 6blCOKOU

sapuadenbHoOCmu KOHYeHmMpayull UMMYHOCYRpeccusHulx npenapamos [289].
(YYP C; YT 4)

Kommenmapuii: Ecmb neckonvko apeymenmos 6 noib3y UHOUBUOVAILHO20 (DAPMAKOKUHEMUUECKO20
npoguns y oemetl. Imo céA3aHO C Y8eIUUeHHbIM 00beMOM pacnpeoeileHUs 1eKAPCMBEHHbIX 8eUeCms )
MANeHbKUx oemeti, a makoce ¢ UMeHeHueMm Memaboarusma 1eKapcme 6 KuuleuHnuke, nedenu u
noueuHom mpaucnianmame. /lannoe 00CmosamensCcmeo 4acmo coOnpo8oHcOAemcst HeCmadUuIbHOCMbIO
KOHYEHMpayuti. UMMYHOOenpeccanmos u mpebdyem 0Oonee uacmozo 1abopamopHo2o KOHMPOJs NHO

CPABHEHUIO CO 83POCNIOU NONYAAYUEU.

e Pexomenoosano nocine mpauncnianmayuy ocmagnsams oemeil no0 MujamenbHblM MeOUYUHCKUM
HabnooeHuem no020MOBILEHHbIX CReYUATUCTNO8 8paUeli-Hepono2o8 (0emcKux) 0 NpoGUIaAKMUKU
PA3MUUHbIX  OCLONCHEHUU,  00YCI0BNEHHbIX — NPOBEOeHUeM  UMMYHOCYRPECCUBHOU  mepanuu
(pasnuunvie  unghexyuu, aumgonporugepamusHvie 3a001e6aHUs,  2ACMPOUHMECTUHAIbHBLE

paccmpoticmea u m.o.), a maxxice peyuougom nepsuyro2o 3aoonesanusn novex (PCI'C, a-I'VC, u
m.0.) 6 mpaucniaumame [290, 291, 292].

(YYP C; VT 4)

Kommenmapuii:  Peyunuewmam — mpaucniaumama — NoO4Ku  mpebyemcs — NONCUSHEHHAs
UMMYHOCYNPeCcCUsHass mepanusi 0 N000epHCanusi cmaobuibHol ynkyuu mpancnianmama. OOHaxo
OIUMENbHBIIL NPUEM UMMYHOOENPECCaAHmMOo8 MONCEN CONPOBONCOAMBCS PAZBUMUEM CReYUDUUECKUX
NOOOYHBIX IPPHEKMO8, CEAZAHHBIX ¢ NOOAGLEHUEM UMMYHHOU CUCTEeMbl, KaK, Hanpumep, NOGbIUEHHbLI

PUCK UH@EeKYULl U 3T0KAYECMBEHHbIX HOB00OPA308AHULL.

B 5-15% cnyuaes peyuous nepsuunozo 3a001e6aHUs AGNAeMCs NPUHUHOU OUCHYHKYUU NOYEUHO20

mpancnianmama y oemeti-peyunuenmos nouxu [291].

Cpeou enomepynapHuix 3a001e8aHUl, KOMOopbvle MO2YH PeYUuOUSUpPoO8ams 8 Mpancnianmame, Haudosee
yacmo ecmpeuaemcs oxkanvuwli cecmenmapusii 2nomepynsapusii ckiepos (OCI'C). Obwui puck
peyuousa Heppomuueckoeo cuHopoma nocie mpancnianmayuu oyenueaemcs npumepro 6 30%.
OCIC  sasnsemcsa Haubonee uacmou NPUYUHOL HOMeEPU MPAHCHAAHMAMA U3-3d  Peyuousd
3abonesanus. Puck peyuousa npu @CI'C y demeii sviute, uem y e3pocavix. Peyuous @CI'C uawe 6ceco
B03HUKAEM 6 MmeyeHUe NepebiX HEeCKONbKUX OHell nocie mpancnianmayuu. Y nayuenmos, y Komopwix
nepevili mpancnianmam Obll NOMepAH U3-3a peyuousa 3aO0N1e6aHuss, Yacmoma peyuousos 6

nocnedyrouwem mpancniaumame cocmasisem npudauzumensvro 80% [292].



4. MeaquMHCKASA peadUIUTANMA U CAHATOPHO-
KYPOPTHOE JIeYeHH e, MeTUIIUHCKUE TOKA3AHUA U
INPOTUBONOKA3aHNA K IPUMEHEHUI0 METO10B
MEIMIMHCKON peaduIuTaluu, B TOM YHUCJIe
OCHOBAHHBIX HA UCIOJIL30BAHUM NPUPOIHBIX
Je4eOHbIX (PAKTOPOB

Cneyuguueckas meouyurncxas peaburumayus 0ns oemeti ¢ XbI1 ne paspabomana.



S. IIpoduiaakTuKa ¥ AUCHAHCEPHOE HAOJIIOIEHHE,
MEIUIMHCKHNE NMOKA3AHUSA U POTUBOINOKA3AHUSA K
NMPUMEHEHHUI0 METOA0B NPOPHIAKTUKHA

5.1 Ilpoduinakruka

5.1.1 Bakunnanus nerei ¢ XbII

Oonum U3 KOMNOHEHMO8 NPOPUIAKMUKU SAGNAEMCA 3auma Om UH@DEKYUOHHbIX 3a001e6aHuUll,
Komopbvle Mmo2ym npugecmu npocpeccuposanuto XbII, u saenaomca  dcuzHeyspodcaiomyumuy

nayuermoe, HaXOaﬂu/ﬁ/lXCﬂ HA duaﬂwe, aubo nepeHeciuux mpaHcnjianmayuro NoO4YKu.

Bce esaxkyunvl cnedyem e6sooumv Odemsam ¢ XBIl coenacHo HAYUOHANLHOMY — KAJLEHOAPIO
NpoOGUIAKMULECKUX NPUBUBOK, NPU IMOM JHCUBbIE AMMEHYUPOBAHHbLE 8AKYUHbL (6AKYUHBL) He clledyem

6600UmMb 0emsam ¢ UMMYHoOOehuyumnoim cocmosinuem [6, 110, 297].

» He pexomenmyercs BBeneHue Bakiuubl 1t mpodunaktuku rpumnma (KuBoM)™**, mubo BakiuHer
JUIsT PO UIIAKTUKU BETPSHOM OCHbl (KUBOM, aTTEHYMPOBAHHON)** nersM ¢ HeDpOTUUECKUM
CUHAPOMOM WJIM T€M, KTO MOJy4yaeT MMMYHOCYNPECCHUBHYIO TEpaluio MOCJe TpaHCIUIAHTALUN
nouku. [locine BBeAeHHWS JKMBOW aTTCHYUPOBAHHOW BAaKIMHBI HEOOXOAMM O00s3aTeNbHbIN
MUHUMAJIBHBIN NEPUON OXKUJIAHUS B YETHIPE HEJENM /10 UCIOJb30BaHUS MMMYHOCYIPECCUM IS

TPaHCIUIAHTAIMU MMOYKH [297].
(YYP C; VI 5)

e PexoMeHjryeTcs poBeieHNE BaKIIMHALIMKM TPOTUB THEBMOKOKKOBOM MH(peKnu BceM aetsaM ¢ XbII

C TIEJBIO MPEAYTIPEIKICHHS TSHKEIOW NH(EKITNHU, BEI3BAHHOW TaHHBIM Bo30yauTenem [297].
YYPC; YAAS)

o PexomenmyeTcs B 00s13aTeILHOM IOPSAKE MPOBEACHHWE BaKIIMHAIIMM TPOTHUB Temaruta B Bcem
aetsim ¢ XBII unm HaxomsmuMcsl Ha JUaIN3e C IENbI0 MPEayNnpekIeHUs Pa3BUTHUS BUPYCHOTO
reraruta B [297].

(YYP C; VI 5)

e PEKOMEHI0OBAHO pPACCMOTPETh IPEANOYTUTEILHOE MPOBEICHUE BAKIMHAIWK MPOTHUB BHUpPYCa
nanmuIoMsl genoBeka (BITY) mo TpaHcmiaHTauy MOYKH B CBS3U ¢ UMCIONTUMHUCS OTPAaHUYCHHBIMA

HAAaHHBIMH O MCHCC BBIPA)KCHHOM MMMYHHOM OTBCTC Y PCHUIIMCHTOB TPAHCIIAHTAHTA ITOYKH [297]
(YYP C; VI 5)

« He pexoMeHIOBaHO BBeJEHHE BaKUMHBI I TNPOPHIAKTUKA BETPSAHOM ocmbl  (KHBasd,
arrenyupoBanHas)** nersm ¢ XBIl 1 TsHKeTbIM UMMYHOIE(PUIIUTOM, B T.4., JETSAM, MOTYYaIOIUM

BBICOKHE J103bI KOPTHKOCTEPOUJIOB CUCTEMHOTO AeNCTBUA.[297].



(YVYP C; VIUI 5)

KomMmenTapuii: B udeane saxyumny 6600sm 6 6ude 08yX003080l cXeMbl, KO20a pebeHOK Noayvaem
HU3KUe 003bl KOPMUKOCIMEPOUOO8 CUCIEMHO20 Oelcmeusi (Hanpumep, meHee 2 Me/Ke MAccbl mend

yepes 0eHb) UlU KOPMUKOCMEPOUOHAS Mepanus He nPo8oOUNICHL.

o PexomeHmoBaHO TpOBEACHHE BAaKIMHAIIMK TPOTHB TyOepKylIe3HOW HWH(EKIWH, €Cau He Obuia
MPOBE/ICHA B COOTBETCTBUH C HAIIMOHAJIBHBIM KaJICHJAapeM MPO(HUIAKTHICCKUX MMPHUBUBOK JCTAM C

XBII no TpancrianTanuu novku [297].
(YYP C; VI 5)

5.1.2 Crioco0bI NpeaoTBPALLICHUS WIN CHUKeHHs nporpeccupoBanus XbII

o PexomeHnmoBaHa Tepamus OCHOBHOTO 3a0oyieBaHus, Jjexkamero B ocHoBe XbII (Hampumep,
KOppEeKIUsi OOCTPYKTUBHBIX YpONaTHi, MMMYHOCYNPECCHUBHAs Tepanus NpH HEePPOTUUYECKOM

CUHJPOME U T.[I.) C LEeJbI0 Ipeaynpexaenus nporpeccuporanus XbII [297].
YYP C; YOI 5)

L PGKOMGHI[OBaHO noaACpKaHuc aJCKBATHOTO HYTPHUTHUBHOI'O CTaTrycCa, MPOBCACHUC CBOGBpeMeHHOﬁ
JUAronoCTUKU U KOPPCKIHHU I[e(l)I/I]_[I/ITa KEJI€3a, MUHCPAJTbHO-KOCTHBIX HapymeHHﬁ, CBOCBPECMCHHOC

HavyaJIo JUaju3a C LeJIbIo MOAIepKaHUs aJIeKBaTHOTO KaueCTBa KU3HU NMalMeHToB. [6, 110, 297].
(YYP C; VI 5)

KommenTtapun: V oemeii ¢ XBII 3amecmumenvrasn noueynas mepanus (311T) obviuno neodxoouma,
Ko20a ckopocmsb Kiyoouxosou gurvmpayuu (CK®) naoaem nusice 15 ma/mun na 1,73 m? (cmaous G5
XFII, noueunas HedocmamoyHOCmy) U 8 HEKOMOPLIX CAYUAAX 00 9mo2o. Taxum obpazom, Kax moabKo
pacuemnas CK® cuusicaemes 0o <30 mn / mun na 1,73 m? (cmaous G4), nopa Hawunams no020mosKy
pebenxa u cemvu kK KRT [3]. Cembsa u nayuenm 00194CHbL ROTYUUMb UHGOPpMAYUIO O CPOKAX U 8blOOpe

K3T (mpancnaianmayus nouku, nepumoHeanbHbill OUAIU3 U 2eMOOUANTU3).

o PexoMeH10BaHO onleHMBaTh puck pazButud XbII y nereit, poauBIIMXCS HEAOHOIIEHHBIMU, BKIIIOYAs
aHaJM3 HUCTOPUU POXKICHUS, TEUCHHS HEOHATAIBHOIO IMEPUONA U COCTOSIHUS 30POBbSl JETEH C
LETBI0 CBOEBPEMEHHON TMATHOCTHKU M CBOEBPEMEHHOIO MPHUHATUA Mep 1o koppekunu XbBII [297,
298].

(YYP C; VI 5)

KomMeHTapuu: spauu-neouampsvl u 6pavu-HeoHamono2u, Haobaooarujue HeOOHOUEHHbIX Oemell,

00HCHBL ObIMb HACMOPOHCEHHBIMU 8 NIIAHE BO3MONCHOU OUCHYHKYUU NOUEK V IMOU Kame20puu Juy.

o PexomeHnmoBaHo n3berarh GPakTOpOB pUCKa MOCIEAYIONMIETO MOBpekaAeHUs Touek y nereid ¢ XbII -
AMU30/Ibl OCTPOrO MOBPEKIEHUS TIOYEK MOTYT IMIPUBECTU K OoJiee OBICTPOMY YXYAIICHUIO (PYyHKIIUU

nouek y nereit ¢ XBII [297].



(YYP C; VIUI 5)

Kommentapuu: Cruoicenue nepghysuu nouex unu 66edeHue He@poOmoKCUUeCKUxX aceHmos — 08a
PACNPOCMPAHEHHBIX COCMOSIHUSA, KOMOPble MO2YI NPUBeCmu K OdibHeliulemy nospelicoeHuio novex y
oemeii ¢ XbII.

o PexoMeH10BaHO H30eraTh OCTPBIX AMU30/I0B ruUnonepdy3und Mo4eKk ¢ UEeIbI0 MPeayNpeKICHUS
nporpeccupoBanus XbII [297].

(YYP C; Y1 5)

KommenTapuu: Ilooepynna oemeui ¢ XBIl umeem napyuwienue Kanauvyesol peabcopoyuu Hampus
(nomepu conu) u cnocoOHOCMU KOHYEHMPUPOBAMb MOYY, UMO YEeIUdUBaem pUCK 2UnooiemMuu u
eunonepghysuu npu He3nauumenvbHulx sabonesanusx. Ilayuenmos uz epynnvi pucka cieoyem 6viieasims
8 Hauanie UHMEPKYPPEeHMHO20 3a00Ne6aHUs, CEA3AHHO20 C 2UNOBoIeMuell UlU 2UNnomonuet, ymoobl

obecneuums 60CNONHEHUE 3aNACO8 HCUOKOCMU 00 3HAYUMETbHO20 CHUMNCCHUS KpOB0OmMOKd 6 NO4YKAX.

l'unonepgyzua nouex 6vi3vieaemcs 2unomensuel (Hanpumep, CenmMuUYecKUM WIOKOM), NpUEMOM
npenapamos, CHUNCAwux nep@y3uro novek (maxkux Kax HecmepouoHvle NPOmu8080CNAIUMENbHbIE
npenapamsl, UHUOUMOPBLL aHeUOMeH3uHnpespaujarouieco Gepmenma [uAllP] u anmaconucmol
peyenmopog aneuomensuna II), u ucmowenuem o06vEM0O8 U3-3a peomwvl, ouapeu, NPUMeHeHUs
OUYPEMUKOB, — 0HCO208, CEPbE3HbIX — onepayuti  (Hanpumep, KapOUOXUPYPSUYECKUX — Onepayull,
BbINOIHEHHBIX NPU UCKYCCMBEHHOM KPOBOOOPAWeHUU, OPMONEOUeCKUx onepayuill Ha no360HOYHUKe) U

/ unu KpogomeueHuil.

o PexomeHnmoBaHO m30erarh npuema MpernaparoB, oONaNAIMNUX HEPPOTOKCHUECKUM ACHCTBUEM C

LETIBIO IpenynpexaeHus nmporpeccuposanus XbII [297].
YYP C; YOI 5)

KommenTapuu: K MaxKum npenapamam OMHOCAMCSL MHO2Ue Hecmepouombvie
NpOMUBOBOCNAIUMENbHbIE U NPOMUBOPEBMAMUYEcKUe Npenapamvl, OUASHOCMUYECKUe Npenapamol
(Hanpumep, KOHMpACMHble CPeOCmsd), AMUHOIUKO3UObL, ampomepuyun B**, yuxiocnopun™* u
maxkpoaumyc**. Cnedyem uzbecamo npuema maxkux 1eKapcme uiu NPUMeHsIms ux ¢ 0CMopO’CHOCHbIO
Y NAyueHmos ¢ XpOHU4eckol 00ne3Hbl0 No4eK, N00 KOHMpOLeM MOHUMOPUHSA Mepane8muieckoco
yposHs nexapcme (Mccrnedosanue ypoeHs NeKapCmeeHHwbIX npenapamog 6 kposu, Hcciedosanue

VPO8HS 1eKAPCMEEHHBIX NPENapamos 68 Kposu MemoooM MaHOeMHOU MACC-CReKMPOMEMpPULL).

Hexomopvle  mpenapamvl  uiu  ux  cocmasnsiwowue,  makue  kak  Ko-mpumoxcaszon
[Cynvpamemoxcazon+Tpumemonpum]**, yunpoprokcayun™**, npusoosm K nosviueHU) YPOBHS
KPeamuHuHa 6 Kpoeu, HO He NOoGbluaom ypoeeHsb azoma mouesunvl kposu (AMK), nockonvky onu
GIUAIOM TUOO HA KAHATbYEBYI0 CeKpeyuro KpeamuHuna, 1ubo Ha 1a00pamopHblll anaiu3 KpeamuHuHd.

B pezynomame oHu He 81us10m HaANpAmMy10 Ha QYHKYUI NOYEx.

o PexomeH0BaHO moxnepkuBaTh ypoBeHb AJ[ B Ipenenax LENEeBbIX 3HAUYCHHM, B TOM 4YHUCIE, C

IIOMOIIBI0 AaHTUTUIIEPTEH3UBHOW TEPANMH, C LENBI0 3aMemieHus nporpeccuposanus XbII y nerei



[297].
(YYP C; Y1 5)

KommenTapumu: Camoim OeliCmBEeHHbIM ~ MemoOOM, CNOCOOCMBYIOWUM — 3AMEO0NEeHUIO
npocpeccupo8anusi Noueunvlx  yHKyuu, Aeigemcs Koumpoav AJl u  ucnonvzosamue npu
HeoOxooumocmu anmusunepmensueHou mepanuu y oemeti ¢ XbI1, ocnogvisascey na ookazamenbcmeax

moz2o, ymo cmpozuii KoHmponv A/l cnuscaem ckopocme npoepeccuposarnus XbII y oemei.
CMm. KIUHUYeCKUue peKomMeHOayuu no pamepuaibHoLl cUunepmeH3un y oemeti U NOOPOCMKOS.

o Jlnsa nerel, KOTOpPHIM TpeOyeTCs AaHTUTHUIICPTCH3WBHAS Tepamus, PEKOMEHJIOBAHO OTIaBaTh
MPEANOYTEHUE HCIOIB30BaHUI0 HHTHONTOPOB AII® MK aHTaroHUCTHI PEIENITOPOB AHTMOTEH3UHA
II B coOTBETCTBUM C KIMHUYECKHUMH PEKOMEHIAIMAMHU IO BEACHUIO JE€TEH C apTepUalibHON

rurneprensueit [297].
(YYP C; YO 5).

KommenTtapuu: Hmeromces ybeoumenvHble 0oKa3amenbCcmea mo2o, 4mo 3mu azceHmsvl 001a0am
oonvuen 3awumot, yem I unomeHn3usHvle npenapamsl 8 KOMOUHAYUU ¢ OUYPEMUKAMU, 8 3aMe0leHUl
npoepeccupoganus XBII, nockonvky onu xommpoaupyrom AJl, a makoce cHudcaiom npomeunypuro
Oadice y 0emeltl ¢ 3anyuiernou XbII.

bnokaoda aneuomensuna c ucnonvzosamuem uneubumopa AllD unu anmazoHucmos peyenmopos
aneuomensuna Il maxoce modcem 3amedname npoepeccuposanue XbBII y nayuenmos ¢

HacnieoCcmeeHHbiM Hepumom 6e3 nosvlulenHo2o AJ] 3a cuem cHudCeHUss NPOMeUurHypuu.

e« He pexomenaoBaHo Ha3zHaueHwe Hu3KoOenkoBoM auersl npu XbBII y neredf, T.K. maHHOe
BMEIIATENIbCTBO HE IM0KAa3ajJ0 NPEeHMYIecTBa B 3aMEMJICHUM IPOTPECCUPOBAHUU 3a00JIEBaHMS

MOYEK B MeauaTpuieckoit nomymnsuuu [297].
YYPC; YIA5)

KomMmenTapuu: B nacmoswee epems 6 neduampuueckou npaxmuxe oemsam ¢ XBII nasznauaemcs

Cymou4Hast Hopma 66]17('(1, coomeemcmeyrowas 603pacmy.

« He PEKOMCHAOBAHO PYTHHHO KOHTPOJJHUPOBATHL YPOBCHDB MOYEBOM KHCJIOThI B KpOBHU T.K. JAaHHOC

BMENIATEIHCTBO B HACTOSAIIEE BPEMSI HEOCTATOYHO JI0Ka3aHo [297].
(YYP C; VI 5)

KommenTapuu: Cywecmeyem npeononogicenue, umo 2unepypuxemusi, KOmopas 603HUKaem u3-3d
CHUMICeHUsT IKCKpeyuu ¢ Mouou, cnocoocmeyem mnpozpeccupoganuto XbII, uyacmuuno 3a cuem
CHUDICEHUS1 nep@hy3uu noyex 3a cuem CMuMyIAyuu nponugepayuu ag@epeHmusix Kiemox 21aoKux
MUY apmepuospHbIX cocy008. B dononnenue k 0dannvim 07151 83pOCiblX, KOmMopble npeononazaom
C8A3b Mexcoy eunepypuxkemuetl u npoepeccupyroujei XbII, obcepsayuonnoe ucciedosanue nokasao,

Ymo ypoBeHb MOUeBOl KUCIOMbL 8 CbIBOPOMKe @blue 7,5 Me / Ol A811emcst He3A8UCUMBIM aKmopom



pucka yckopennoz2o npozpeccuposanus XbII y demeii u noopocmkos. OOnako pexomeHOayutl no

eMeuamenbCmay Uil MOHUMOPUHSY MOYEB0U KUCIOMbL 8 CblBOPOMKe Kposu y 0emell U 83POCTIbIX C
XBII nem.

ZIucnchepuoe HAOI00eHUE NOICUHEHHOE U BKIIOYAem 8 Ce0s:

OcmoTp cnenuanucToB:

Bpau-niequarp/Bpau oomieli mpakTuku (CeMeWHbIN Bpad) 1 pa3 B MecsIl

Bpau-nedpoor 1 pa3z B 2-3 mecsua

Bpau-nerckuii cromatonor 1 pa3 B 6 mecsies

Bpau-odransmornor 1 pa3 B rog

Bpag-oropunonapunrosnor | pa3 B roa

Bpau-renetuk npu HeoOXomuMmMocTu (Ipu TyOysiomaTusix U IIOMEpyloHedpUTax B COCTaBe
T€HETUYECKOIO CUHAPOMA).

JlaGopaTopHble UCCIeOBAHUSA:

o

oOmuit (KITMHNYECKUi) aHamm3 Modd (1 pa3 B MecsIl U TI0 TMOKa3aHUsIM);

aHaiIu3 KpoBU OMOXUMHUECcKui oOuieTepaneBTuueckuii (1 pa3 B 3 Mecsia v 1o noka3aHusMm);
HCCJIeIOBaHUE KHUCIOTHO-OCHOBHOTO COCTOsIHMSI M ra3oB KpoBu (1 pa3 B 3 Mecsma u 1o
MTOKa3aHUsIM )

MCCJIeI0BaHUE YPOBHS MTApaTUPEOUIHOTO TOpMOHa B KpoBH (1 pa3 B 3 Mecsla U 10 MOKa3aHUIM)
uccienoBanue ypoBHs 25-OH Buramuna /| B kpoBu (1 pa3 B 3-6 mecsiiieB)

TOPMOHBI, XapakTepusyromue (QyHKIU0 mmToBUAHONM kene3bl  (McciemoBanme  ypoBHS
tupeoTrponHoro ropmona (TTI') B kpoBu, HccienoBaHHe ypOBHSI CBOOOJHOTO TPUHOATHPOHHHA
(CT3) B kpoBu) (1 pa3 B 3-6 Mecsi1ieB U MO MOKA3aHUSIM)

HCCJIeIOBAaHUE YPOBHS MHCYIMHOINOA00HOTO pocToBOro ¢akropa | B KpoBu (Ipu 3aiepKKe pocTa U
Tepanueil peKOMOMHAHTHBIM TOPMOHOM POCTA)

YABTPa3BYKOBOE UCCIIEIOBAHUE OPTraHOB MOUEBOM cUCTEMBI (YIbTPa3ByYKOBOE UCCIIEJOBAHUE MIOYEK,
VYibTpa3ByKOBOE HCCIIEJOBAHIE MOUYETOYHUKOB, YIIBTPa3ByKOBOE MCCIIEJOBAHIME MOUYEBOIO ITy3bIPs)
(1 pa3 B 6 MecC. ¥ TIO TIOKA3aHUSIM);



6. Opranuszanus oKa3aHusl MeJJUIUHCKON IMTOMOIIH

I[eTﬂM ¢ XbII MCAHUIHMHCKAsA ITOMOIIb OKa3bIBACTCA B aM6YJ'IaTOpHI>IX YCJIIOBHAX, B YCJIOBUAX OTHCBHOI'O

1 KPYIJIOCYTOUHOT'O CTal[MOHApa.

[TanieHTHI AOKHBI COCTOSATH Ha JTUCMAHCEPHOM YydYeTe, Moiydas MEePBUYHYIO MEIUKO-CAaHUTAPHYIO
OMOIIb B amMOyJaTOPHO-MOJUKIMHUYECKUX YCIOBUAX. OCHOBHBIM YCIOBUEM OKa3aHMs MOMOILIU
nanpeHty ¢ XBII  gomxHO OBITH OOecrieueHHWE TOCTOSHHOTO — HAOMIONEHUs, TOJyuYeHUe

OPOTUBOPCHUINBHOIO JICUCHHUA U CBOCBPCMCHHAA I'OCIIUTATIN3allA.

PeGenok Habmtomaercst BpauoM-IeAMATPOM/BpadoM OOIIEH MPaKTUKU (CEMEWHBIM BpayoM), BPauoOM-
He(dpoJIorom, NMpu HAIUYUHU YPOJIOTHYECKOH MAaTOJOTUH - BPauOM-ypOJIOTOM (CO clienuain3anuei mno
JETCKOW  ypOJIOTMHM-aHIPOJIOTHH )/BPauOM-JIETCKUM  yPOJIOTOM-aHAPOJIOTOM, C  y4acTHEeM, TIpH
HEOOXOMMOCTH, Bpada-IAHeToNIorTa, Bpadya-TeHEeTHKa, Bpaya-IeTCKOro OHKOJIOTa-TreMaTosiora, Bpaya-
TpaBMaToJIora-opToneaa, Bpada-Kapauojiora JIeTCKOTro, Bpada-odraibMmoriora, Bpada-CTOMATosora,
Bpaua-JMeToNiora, Bpada-IeTCKOrO XHpypra, Bpaya-OTOPUHOJIAPHUHIONIOTA, MW Bpadel JIpyrux
CHEIHMATLHOCTEH MPU HEOOXOTUMOCTH.

[Tokazanus nJig rocnuTaaIu3alul B MEIUIIMHCKYI0 opranu3anuto aereit ¢ XbII 3-5 cT.

1. AHOpeKcHsi, TOIIHOTA, PBOTA (HE CBSI3aHHBIE C UHTEPKYPPEHTHON MH(EKITUEH)

2. Auemus (Hb menee 80 /)

3. Hanuune cuUMOTOMOB Y TPU3HAKOB AHEMHYECKOW THUIMOKCHMH Jake TMpu 0ojiee BBICOKUX
nokaszarensix koHueHtpanuu Hb.

4. KpuzoBoe teuenune Al

5. Aputmun, 6011 B 00671aCTH cepra

6. CHIDKEHHE TOJIEPAHTHOCTU K (U3MUYECKUM Harpy3kaM, YTOMIIIEMOCTb, OJIbIIIKA (TIPH OTCYTCTBUH
CUMIITOMOB OPOHXOOOCTPYKTUBHOIO CUHJIPOMA)

7. N30b1TOUHAs MpubaBKa Beca, HapacTaIoIINe OTEKU

8. bonu B KOHEUHOCTSX, TO3BOHOYHUKE (CTIOHTAaHHBIC U TIPH (PU3UUYECKOIN HArpy3Ke)
ITokazaHusI K BBIITMCKE MAMEHTA U3 MEIULIMHCKOW OpPraHU3aluu

1) CrabwipHO€  COCTOSHHE, XOpomiee  caMO4dyBcTBHE. OTCYTCTBHE  THIICPTHApPATAINH.
VYnosnerBoputTeabHbIi KOHTpoJib AJ[ (<90-ro mepuentwis). KommneHcanusi aHeMUU, MHHEPaIbHO-

KOCTHBIX HAPYLICHUM.



7. JlonoiHUTE IbHAA MHpopManus (B TOM YHCJIe
(baKkTOpPBHI, BJUSIONINE HA MCXO0 3200/ 1€ BAHUA UJIH
COCTOSITHHSA )

B perpocnekTHBHOM KOTOPTHOM WUCCienoBaHUM mnanueHToB co 2-4 craausmu  XbII  Obuto
0oOHapy»KEeHO, YTO Y JIETeH C MIIOMEPYspHON O0JIE3HBIO OBICTPEE Pa3BUBACTCS TEPMHUHAIBHAS CTAIUA,
yeM y nereit ¢ CAKUT [299].

CornacHo otuety NAPRTCS camble MalleHbKHE NEAUMATPUYECKUE NALUUEHTHl HMMEIOT XYAIUIYIO
BBDKMBAEMOCTh uepe3 12, 24 u 36 mecsieB nociie Hadana auanu3a [14]. BepoaTHoCTh nmsTHIIETHER
BBDKMBAEMOCTH COCTaBIISIET 89% 1Sl MAIMEHTOB, HAYMHAIOIIUX JIEYEHUE TepMUHAIbHOU cTaauu XbII
otueTy o Habmtonenuu 3a nanHbiMu nodek B CIIIA, a ypoens cmepTHOCTH B 30 pa3 BbIIIE, YeM Y
30pOBBIX AeTei. Hanbomnee yacToil mpuunHON Cpefu JeTel SBISETCS CepAeUHO-TIErOuHast CMEpTh, 3a

KoTopoit cienyet uHbekus 15, 300].

['unepToHus U MPOTEHHYPHUS SABIAIOTCS HE3aBUCUMBIMHU (hakTopamu pricka mporpeccupoBanus XbII.
VYcranosneno, uro cHuxkeHue pCK® na 10% oOparHO mpomopuuoHanbHO yBenudeHuto Ha 14%

COOTHOILIEHHU O€JIOK / KpeaTHHUH B Moue, He3aBucuMo oT npuuunbl XBIT [301].

Taxxe dakropamu, BIUAOMMME Ha mporpeccupoBanue XbBII sBiusroTcs: mepBuyHOE 3a0oJeBaHuE,
BO3pAcT, I10JI, pacOBbI€ / TEHETUUECKUE (PAKTOPBI, YPOJIOTHUECKUE MPOOIEMBbI, HU3Kasi Macca Tella npu
POXKJICHUH U COLMAJIbHOE MPOUCX0KICHUE. HeOHOIIEHHBIE HOBOPOKICHHBIE MTOABEPKEHBI BEICOKOMY
pucky HeoHaranbHoro OIIII, koTopoe MOXeT erire 0oJbIle CHU3UTh KOJIMYECTBO HE(PPOHOB U YCUIIUTH
nporpeccupoBanne XbBII [302]. Tak, cormacHO MHOTOLIEHTPOBOMY PETPOCIIEKTUBHOMY KOTOPTHOMY
UCCJIEOBAHUIO YCTAHOBIIEHO, 4TO yactoTa HeoHaTainbHOU OIIII cocrasmsier 48% y Tex, KTo poauics
10 29 venens 6epemennoctu [303]. [lo maHHBIM HCCEeAOBaHUS HOPBEKCKOTO PeecTpa, MPOBEACHHOTO
¢ 1967 no 2004 roa, OTHOCUTENBHBIN PUCK pa3BUTHUs TepMUHANIbHOU cTaauu XbBII s nereit ¢ maccoit
Tena npu poxkaenun <10 npouentwis, coctapisier 1,7 [18]. KpynHoe HanmoHanibHOE UCCIEA0BaHUE
Ha OCHOBE peecTpa, B KoTopoM ydactBoBajo 6osee 20000 genoBek, ponusmmmxcs ¢ 1924 o 1944 rox
Y OTCJIEKMBABIIEECS JO CaMOW CMEPTH, MOKa3aj0, YTO KaK HEJJOHOIIEHHOCTh, TAK U MAJIOBECHBIN BEC
ObuUIM CBsi3aHbI C MOBBINIEHHBIM puckoM XbBII ¢ wmmagenunamu, ponuBmmmucs no 34 Henenau
oepemenHocTH, puck pazsutust XbII B 2,6 pa3za Boiiie [304]. Cpeau rpynmbl MOAPOCTKOB, POKIESHHBIX
HEJOHOIICHHBIMHU, MJIQJICHIIbI C HU3KOW Maccoi Tena B 1,4 pasa yaile ©MeIn MUKPOUTLOYMUHYPHIO U
camkenne CK®, a y Tex, y KOro Taxke Oblia 3a7ep>Kka BHYTPUYTPOOHOTO pa3BUTHSA, AIbOyMUHYPHS

yBenuuuBaiach B 2,4 paza [305, 306].

[To mannabiM pesynsraroB uccienoBanus CKiD ananm3 KoropThl BeISIBUI exerogHoe cHikeHue CKD
Ha -4,2%; Mequana cHmwkennss CK® cocrasuna -1,8 mia/mun/1,73 m? (MHTEpKBAPTUIILHBIN pa3Max OT
-6,6 10 1,6); 5T0 MOXXHO BBIpa3UTh Kak meauaHy abcomtotHoro cHwkeHuss CK®, pasuyro -4,3 mur/
mun/1,73 M? (MHTepKBapTHIIBHEIA pa3max ot -11,9 110 1,1) u -1,5 mur/mun/1,73 M? (MHTEpPKBapTHIILHBIH
pa3max ot -5,0 go 1,8) [74].

CormnacHo uccie0BaHUsIM, OCHOBAHHBIM Ha JIAHHBIX PEecTpa, YCTAaHOBIEHO, YTO (PaKTOpamMH pHUCKa
CMEpPTHOCTU CpEeAM JETEeHl C MOYEYHOM HEeNOCTaTO4YHOCThIO, nonydaromux 31T, sBidroTcs Monoa0i

BO3pAacT, )KEHCKHI 101, HeeBpOIIEHCKas paca, 3THOJIOTHS 3a0oeBanus mouek, He cBsa3anHas ¢ CAKUT,



aHEMUsl, TUMOATHOYMUHEMHUSI M 3HAYEHUS CKOPOCTH KIYOOYKOBOW (UIBTpAllMK B Hayale IUain3a
[307].

B rpynne nermomepymsipHbIX 3a0oiieBaHMi (aKTOpaMH, BIMSIONIMMHU Ha TporpeccupoBanue XbII,
SIBJISIIOTCSI: COOTHOIICHHUE OENOK / KPeaTMHUH B MOYe™> 2 MI/MI, TMMOalbOyMUHEMUs, MOBBIIIEHHOE

AJl, nucnunuaemMusi, My»ckou ron u anemus [87, 301].

N3BecTHO Takke, YTO TIOJOBOE CO3PEBAHHE AaCCOIMMPOBAHO C yXyAlleHHe (QYHKIUU TOYEK Y
nanenToB ¢ XbII. [lannsie mpoexra I[talKid mnpomemoncTpupoBamu, uto BeposTtHOocTh 3IIT
cocrasisuia 9,4% B TeueHHE MEPBOTO ACCATHICTHS KU3HU U 51,8% B TeueHHE BTOPOTO JECATUIIETUS.
Ha xpuBo#l BBDKHBAEMOCTH TOYEK B IMEPHUO]] MOJIOBOTO CO3PEBaHUS HAOIIONAJNCS SBHBIN MEPEIOM C

MOCJIEAYIOIIMM CHUYKEHHUEM TOCJIE MOJI0BOT0 CO3PEBAHUA KaK Y MY>KUMH, TaK U y *eHuuH [308].

Oxumaemasi MPOIOJDKUTENBHOCTD KU3HU 117151 pedenka <14 met ¢ XBII 5 cr. (B CILIA) — 21,7 net nHa
auanu3e U 57,8 JeT ¢ MOYeYHBIM TPAHCIUIAHTATOM MPH CPeaHEH MPOJOIKUTEIBHOCTH KU3HU B
nonyysiun 72,4 roma. JleranpHOCTh Ha 1-M romy mocie TpaHCIUDIaHTauuMud B 15 pa3 Bellie, yeM B
HOpMasibHOM monmynsiuun y auy 16-21 nmer u B 130 pa3 Beume y nereir 0-4 jer Ha MOMEHT
TpaHcIulaHTauu. JIBaauaruietHss BebkuBaemMocTh aereit Ha 3IIT cocraBnser 83%, y aereit <1 roga
— 76%, 2-5 ner — 81%, 6-18 ner — 85%. OcHoBHbIMU HpuunHamu cMmeptu Ha 3IIT sBustorcs:
cepaeuHo-cocyauctas mnarojorus (30%) u unbexuuu (20%). 3nokauyecTBEHHbIE HOBOOOpa30BaHMS
CIIy’KaT MPUYUHOM JIeTalbHOTO Hucxoaa y 14% maiueHToB Mmocie TPaHCIUIAHTALMK, y OOJIbIIMHCTBA

ciycta 6omee 10 nert [50, 309].



Kpurepun onieHKH Ka4yecTBa MeIUIIUHCKOU MOMOLIH

Ne Kputepumn kavectsa OTmeTKa o]
BbIMNOSIHEHUN

BbinonHeHa npeauKTMBHaa AuarHoctuka XBI1 Ha ocHoBe uccriegoBaHus  anbbymuHypuu/ | Oa/Het

L. npotemHypun n pCK® y naumeHToB C pakTtopammn pucka XbBI (HEAOHOLWEHHOCTb, HU3KNI BEC NMpu
poxaeHuun, OMIM B aHaMHe3e, rnoMepynsipHbie 60ne3Hn) He pexe 1 pasa B roj
> BbIinonHeHO ynbTpa3ByKOBOE MCCNeAOBaHWE MoYek C AynnieKCHOW gonnneporpaduer nauneHty ¢ | Ja/HeT
: nopospeHmem Ha XbBIl
3 BbinonHeHa KOHCy/nbTauus Bpayva-Hedponora y naumeHTa c daktopamu pucka XBM npu | Oa/Het

AnarHoctuke

4 BbinonHeH aHanu3 KpoBu 06WWIA (pa3BepHYTHbIN), C MOACYETOM PETUKYNOLMUTOB Yy MNaLMEHTOB C [a/Het
: XBI 1-5 cT.

5 BbIinonHeHO nccnefoBaHUe KMCIOTHO-OCHOBHOMO COCTOSIHUSA M ra3oB KpoBM y naumneHTosB ¢ XBI 3- Oa/Het

: 5crT.

6 BbinonHeH aHanu3 KpoBu GuoxmMmmnyeckuii obuietepaneBTuyeckmin y nauymeHTtoB ¢ XBIM 1-5cT.: [a/Het
. obwuii 6enok, anbbyMnH, KpeaTWUHWMH, MOYEBMHA, Mo4YeBas KWUCNOTa, Leno4yHas cbochOTa3a,

anaHMHaMnHoTpaHcdepasa, acnapTaTaMMHoTpaHcdepasa, 3NeKTpoNuTbl  (HaTpuK,  Kanuw,
xnopuapl, docdop, Kanbumin), Keneso

BbinoniHeHa AnarHoCTUKa NpuYMHbI aHeMuK y nauneHTa ¢ XBIN n aHeMmen, He3aBUCMMO OT cTaamn | [Ja/HeT
7. XBMN nnu notpebHoctn B 3T, ecnun yposeHb Hb coctaBnsaetr <110 r/n (<105 r/ny peten <2 ner)
WA MNpU pasBUTUM CUMMTOMOB, CBSI3@aHHbIX C aHeMmuen (MccnepoBaHwe QeppuUTMHA KpOBHU,
OnpepeneHne koadpduLMeHTa HacblWeHns TpaHcdeppuHa xenesom (TSAT)

8 BbinonHeHo onpeaenexHune Ha/net
. pacyeTHoli CK® y nauunenTos ¢ XBI 1-5 cT.
BbinonHeH obwmin (KNMHMYEeCKMin) aHanms Moun y naumeHtos ¢ XBI 1-5 cT. Oa/HeT

10 BbINO/IHEHO W3MepeHue Beca, A/MHbI Tena/pocrta, TOMWMHbBI KOXHOW CKIALKKW, OKPYXHOCTU [a/HeTt
. cpeaHen TpeTu nneda naumeHtam c XbIT.

BbINo/MHEHO onpeaeneHne WccnefoBaHMe YpPOBHSI MapaTUPEOUAHOro ropMoHa B kpoBu y | [a/HeT

11. naumeHToB ¢ XbI1

BbinonHeHo WccneposaHue ypoBHA 1,25-OH ButammHa [ B KpoBu y naumeHToB Cc XBI c Oa/HeT

12. MUHEpPasibHbIMN N KOCTHbIMW HapyLlleHNAMU

13 BbinoniHEHO npoBefdeHWe peHTreHorpadunM KOHEYHOCTEeN MpU Mpu3HaKax KOCTHO-MWUHEepasbHbIX Oa/HeTt
: HapyweHun y naumneHtos ¢ XBIM 3-5cT.

14 BbinonHeHo KT y naumenToB ¢ XBI 3 cT. 1 pa3 B 6 mec, y nauneHToB ¢ XBI 4-5 cT. — Kaxable 3 [a/Het
. Mec.

15 BbINONHEHO CYTOYHOE MOHUTOPMPOBAHWE apTepuanbHOro AasneHus y nauneHtos ¢ XbM C1-C5/[ c [a/Het
: apTepuanbHOW runepTeH3snen

16 BbinonHeHo 2xo0-KI naumeHTtam ¢ XBIM kaxable 6-12 Mec, npn HeobxoaMMOCTU (pe3nUCTEHTHas K [a/Het
: Tepanuu Al, KAMHWYeckue npusHakm HK, BbisiBNeHWe M3MEeHeHW cepaua no AaHHbIM paHee
npoBeaeHHoM Ix0-KIM) kaxable 3 Mec. uan Jaule.

PekomeHayeTcs naumeHTtam ¢ XBI namepeHue Beca, anvHel Tena (8o 2 net)/poct (ot 2 net), SDS | [da/HeT

17. pocTa, CKOpocTK pocTa, SDS cKOpoCTH pocTa, pacyeT C Lefbio AMarHoCTUKM 3a4epXKKu pocTa.

18 BbinonHEHO onpeaeneHne MHcynnHonogobHoro daktopa pocTa-1 y nauMeHTOB C 3aepXXKon Oa/HeT
: pocta npu XBI

19 BbeinonHeHo WccnepoBaHue ypoBHs TupeoTponHoro ropmoHa (TTI) B kpoBu u WMccnepoBaHue Oa/HeT
: ypoBHs cBobogHoro TpunoatTmpoHnHa (CT3) B KpOBM Yy MauMeHTOB C 3a4epXXKon pocTta npu XBI

20 BbinonHeHoO nccnenoBaHue rnasHoro AHa y nauneHtoB ¢ XBI ¢ 3aaep)koi pocTa nepen Havasiom [a/HeT
: Tepanuu pekoMbMHaHTHbIM FOPMOHOM pOCTa

BbinonHeHa 6VIOVIMI'Ie,CI,aHCHaFI CrekTpockonusa (OI'IDEAGHEHME NMPOLUEHTHONO COOTHOLWEHNA BOAbI, [a/HeTt

21. MbILLEYHOM M XMPOBOW TKaHM C MOMOLLbIO BMoMMNeLaHCMeTpa) MNauMeHTaM cTaplie 2-X NieT C XBI




4-5 CT. Npyn NoaO3peHUN Ha CKpbITble OTeKU, ANS onpefesieHns «CyxOoro Beca» y rnaumMeHTOB Ha
Ananuse.

22.

BbinoNIHEHa KAMHWYecKass AMArHOCTMKA CUCTEMHbIX OCOXHeHU (6enkoBo-saHepreTnyeckas
HeoOCTaTOYHOCTb, aHeMus, apTepuanbHas  rUnepTeH3ns, MUHepasbHble U KOCTHble
HapyLLUEeHWs, AU33/1IEKTPONMTEMUSA, MeTabonmyeckme HapyLlleHus, 3aepxKa pocTa) Yy naumeHToB C
XBI 1-5 CT. 7] Ha3Ha4YeHO  JieyeHue B COOTBETCTBUU CpekoMeHaauusamMu npu
OTCYTCTBMW NPOTMBOMOKAa3aHUin

[Na/net

23.

BbinonHeHa Hedpobuoncus noa KOHTpONeM yNbTPa3ByKOBOro nccnenoBaHus [¢
naTosoroaHaToOMMYyecknuM  UccresoBaHMeM  6UoMNCUMIAHOrO  MaTepuana  (Mpu OTCYTCTBUM
npoTuBonokasaHmin) naumeHTty ¢ XbBIM C1-C5 cT. co CTOMKOM NpoTEeNHYpUen n/unm rematypuen, a
TaKkXe nNpu Heo6bACHMMOM CHUXKeHUU CKOD.

Oa/net

24,

BbIMONIHEHO NleYeHWe MnepuToHeasbHbIM ANANN30M WM FeMOAWanN3oM B B MJAHOBOM MOpsAKe
naumeHTy ¢ XBM C5 cT. ¢ NpeAlecTByOWNM HabloaeHneM Bpada-Hedpoiora U UCNosb30BaHUEM
NMOCTOSIHHOIO AManM3HOro A0CTyna

HOa/net
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. Bpauu o01ieii BpaueOHOM NMpaKkTUKK (CEMEMHbIE Bpayun);
. Bpauu-nueronoru

. Bpaun-anecre3nonoru-peaHuMaroIoru

. Bpaun-kapauosoru

. Bpaun-nerckue xkapauonoru
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. Bpauun-nerckue xupypru

Ne

. Bpauun-yponoru

10. Bpauu-aeTckue yposoru-aHapoiaoru

11. Bpauu- naTojioroaHaTOMbI

12. Bpaun-kinuHuueckue (papMaxkoiaoru

13. Ctynentsl Mmenunmackux BY3o0B

14. OGyuaroruecs B OpAUHATYPE U aCIIUPAHTYPE

MeTo/1b1, UCTIONIE30BaHHBIE I COOpa/CENEeKINH I0Ka3aTeIbCTB:
-TIOHCK B 3JICKTPOHHBIX 0a3aX JaHHBIX.

MeTob1, UCTIONIE30BaHHbIE JIJIS aHAIN3a JJOKa3aTeIbCTB:

-0030pBI OMYOIMKOBAaHHBIX METa-aHATN30B;

-CUCTEMHBIE 0030PbI C TAOIHIIAMHU JJOKA3aTEIIbCTB.

MeTob1, UCTIONIB30BaHHbIE AT (DOPMYITMPOBAHUS PEKOMEHIAITHI:
-KoHceHcyc 3kcnepros;

-O11eHKa 3HAYMMOCTH B COOTBETCTBUH C PEUTUHIOBON CXEMOM.

Cuina ¥ KauecTBO PEKOMEHJALUil B COOTBETCTBHM C IIPOBEAECHHBIM AHAIM30M JOKAa3aTeNIbCTB (TaOl.
I11, T12) npuBeneHbI B TEKCTE.

Ta6auna 1.11Ikana oreHkn ypoBHEH JOCTOBEPHOCTH Aoka3zarenabcT (Y/I/)aist MeTo0B 1uarHoCTUKU

(IMarHOCTUYECKUX BMEIIATEIHCTB)

yaan PacwuundpoBka

1 CucremaTtuyeckue O630pb| nccneoBaHum  c KOHTpOMEM ped)epeHCHblM MeToAOM WNM  CUCTEMATUYECKUI 0630p
pPaHAOMU3NPOBAHHbLIX KIMHUYECKNUX nccnegoBaHnm C NnpyuMeHeEHMEM MeTa-aHaan3a

2 OTAenbHble UCCNeAoBaHUsl C KOHTponeM pedepeHCHbIM METOAOM WM OTAEeNbHble PaHAOMWU3UPOBAHHbIE KIMHUYECKME
MCCNefoBaHUS U cucTeMaTUyeckme 0630pbl UCCefoBaHWi No6oro Av3aiHa, 3a UCKITHYEHWEM PaHAOMU3MPOBAHHbLIX
KJTMHWYECKUX UCCNEN0BaHNI, C MPUMEHEHWEM MeTa-aHanunsa




3 WccnenoBaHns 6e3 MnocnefoBaTeNlbHOro KOHTPOAs pedepeHCHbIM MEeTOAOM WM WUCCNefoBaHus C pedepeHCHbIM
METOAOM, He SBMAWUMCS HE3aBUCUMbIM OT MWCCNeAyeMoro MeToda WAW HepaHAOMW3MPOBaHHblE CPaBHUTENbHbIE
NCCNeaoBaHusl, B TOM YMC/e KOrOpTHble UCCef0oBaHms

4 HecpaBHWTENbHbIE UCCNIEA0BaHUS, ONUCAHWE KIIMHUYECKOro cyyast

5 VMimeeTcs nuwb 060CHOBaHME MexaHuU3Ma AeNCTBUS UM MHEHUE SKCNepToB

Tabomuma 2.I1llxkana OUEHKKM YpPOBHEW JOCTOBEpHOCTH JokaszarenbcTB (Y)mns wmeronos

npoQUIaKTUKHU, JIEYeHUS MU peadbmwmutanuu (MpodUIaKTUYECKUX, JIEYCOHBIX, peaOUIUTAIIMOHHBIX

BMEIIIATENIbCTB)

yan PacwundpoBka

1 Cucrematmyeckmin 063op PKU ¢ npumeHeHreM MeTa-aHanmsa

2 OTpenbHble PKU 1 cuctemaTtnyeckne o63opbl nccnegosaHui noboro AmsarHa, 3a uckawodeHunem PKW, ¢ npumeHeHuem
MeTa-aHanusa

3 HepaHAOMU3MpPOBaHHbIE CpaBHUTENbHbIE UCCNEA0BAHUS, B T.4. KOFOPTHbIE UCCef0BaHUsA

4 HecpaBHUTeNbHbIE WCCNEAOBaHUS, OMUCaAHME KAWMHMYECKOro Cryyas WM Ccepun CciydvaeB, MUCCNefoBaHUsa «Cny4dan-
KOHTPOJIb»

5 NmeeTca nuwb 060OCHOBaHME MexaHu3Ma [AeNcTBMS BMewaTenbCcTBa (AOKIMHUYECKME WCCefoBaHUs) WKW MHeHue
3KCNepToB

Tabamuma 3. [llkana omeHku ypoBHeW yOeautenbHOCTH pexomeHAanui(YYP) i metonos

npo(UIaKTUKH, NTUArHOCTHKHU, JICUECHUS U peabunutanuu (MpodUIaKTUYECKHUX, AHUArHOCTUYECKHUX,

Je4eOHbBIX, peabMIIUTAIIMOHHBIX BMEIIATEIbCTB)

YYP PacwudpoBka

A CunbHasa pekoMmeHzaums (Bce paccMaTpuBaeMble KpUtepumn apheKTUBHOCTU (MCXOAbl) ABNAKTCS BaXHbIMU, BCe
nccnenoBaHMs MMEKT BbICOKOE WM yAOBNETBOPUTENIbHOE METOAO0SIOrMYeckoe KayecTBO, WX BbIBOAbI MO
WHTEPECYLINM UCXOAaM SIBASIKOTCS COMacoBaHHbIMK)

B YcnoBHasi pekoMeHaaums (He BCce paccMaTpuBaeMble Kputepum aphekTUBHOCTM (MCX0oAbl) ABASIOTCS BaXKHbIMMU,
He BCe WCCNefoBaHWS MMEKT BbICOKOE WM YAOBNETBOPUTENIbHOE METOAOJSIOrMYeckoe KayecTBO W/uam ux
BbIBOAbI MO MHTEPECYOLUM UCXOAAM He SIBISIOTCS COrlacoBaHHbIMU)

C Cnabas pekoMeHaauusi (OTCYTCTBME AOKa3aTefIbCTB HaANexallero kayectsa (BCce paccMaTpMBaeMble KpUTeEpuu
3(pdeKTUBHOCTM (UCXOAbl) SBASAIOTCA HEBAXHbIMW, BCE WCCNEAO0BaHUS WMEKT HU3Koe MEeToAO/I0rmyeckoe
KauyecTBO M UX BbIBOAbI MO MHTEPECYIOLWMM NCXO4aM HE SBMSKOTCS COrlacoBaHHbIMK)

HOpﬂIlOK 00HOBJIEHUSI KIMHUYECKUX peKOMeHI[aHHﬁ.

MexaHu3M OOHOBJICHHS KIMHUYECKHX pCKOMeHI[aHI/Iﬁ npeaycMarpuBactT HUX CHUCTECMATHYCCKYIO

AKTyaJIn3aluro — HC PCKC 4YCM OAMWH pa3 B TpHU TIOdd,a TAKKC IIPU IIOABJICHHHN HOBBLIX JaHHBIX C

O3 U I[OKaSaTeJ'IBHOI\/’I MCIWIIMHBI II0 BOIpOCaM JAdHWAIrHOCTHKH, JICUCHM, HpO(i)I/IJ'IaKTI/IKI/I n

peadmIMTai KOHKPETHBIX 3a00J€BaHUM, HATMYUU O0OOCHOBAHHBIX JIOMOJHEHUI/3aMeuaHnil K paHee

yTBepxAEHHBIM KP, HO He yaiie 1 pa3za B 6 mecsues.



IIpunoxkenune A3. CnpaBo4yHbIe MaTEPHAJIbI,
BKJIIOYasl COOTBETCTBHE NOKA3AHUI K IPUMEHEHUIO H
MPOTUBOIOKA3AHUI, CIOCO00B MPUMEHEHHUA U 103
JIEKAPCTBEHHBIX MPENaparoB, MHCTPYKIIMH 110
MPUMEHECHHIO JIEKAPCTBEHHOIO Npenapara

1. Ilpuka3 MuHucTepcTBa 31paBOOXpaHEHUS U couuanbHOro pa3sutus PO or 16 anpens 2012 . N
366n "OO6 ytBepxaeHuu [lopsiaka okazanus neguaTpuydeckoil momou")

2. Undopmarus o JekapcTBEHHBIX mpemnaparax: ['0CynapcTBEHHBIN peecTp JIEKapCTBEHHBIX CPENICTB:
https://grls.rosminzdrav.ru

3. ®enepanbhbliif 3akoH 0T 21 HOAOPs 2011 . No 323-D3 «O6 ocHOBax OXpaHbI 30POBbS IPAKIAH B
Poccuiickoit @eneparun» (Cobpanue 3akoHogarensctBa Poccuiickoit ®enepanmm, 2011 1., No 48,
CT. 6724);

4. MexayHapoaHas Kiaccugukanus O0JI€3HEN, TpaBM U COCTOSIHUM, Biaustomux Ha 310poBbe (MKB
—10);

5. [Ipukaz M3 P® ot 20 nexabpst 2012r. Ne 11831 «OO0 yTBep>KIEHUU HOMEHKIIATYPhI JOIKHOCTEH
MEIUIMHCKUX paOOTHUKOB U (hapMaleBTHUECKUX PaOOTHUKOB.

6. [Ipukaz M3 P® ot 23 wutons 2010 . Ne 541n. Enusbii KBanu(pUKaUWOHHBIM CIPaBOYHUK
JOHKHOCTEM  PYKOBOJIMTENCH, CIENMAIMCTOB M CIyXKamux, pasaen KsammdukannoHHbIe
XapaKTePUCTUKH JTOIKHOCTEH paOOTHUKOB B c(pepe 3apaBoOXpaHEHUS.

7. ®enepanbHblii 3ak0H OT 25.12.2018 Ne 489 489-03 «O BHeceHuM u3MeHEHUU B crarbio 40
OdenepanbHOoro 3akoHa "OO 00s3aTeIbHOM  MEAMIIMHCKOM —CTpaxoBaHWM B Poccuiickoit
Oenepanun" n denepanbHbiii 3ak0oH "OO OCHOBaxX OXpaHbl 37A0POBBS TpaxkaaH B Poccuiickoi
®denepanun' Mo BONpOcaM KIMHUYECKUX PEKOMEHIaLU».

8. ITpukaz Munszapaa Poccun Ne 1031 ot 28.02.2019 r. «O0 yTBepkII€HHUU TOPSAKA U CPOKOB
pa3paboTKH KIMHUYECKUX PEKOMEHJAIMN, UX MepPecMOTpa, TUMOBOM (OPMBI KIMHUYECKUX
peKoMeH1alui U TpeOOBaHUN K UX CTPYKTYpe, COCTaBY U HAy4HOH 0O0OCHOBAaHHOCTH BKJIFOYAEMOMU
B KJIIMHUYECKHE PEKOMEHIalluK UH()OPMALII.

9.Ilpukaz MunzapaBa Poccun ot 13.10.2017 N 804 "OO yTBepKIE€HHH HOMEHKIATYPHI
MEIUITUHCKUX yCayT".

10. IIpuka3z MunucrepctBa 3apaBooxpaneHusi PO ot 14 suBaps 2019 r. Ne 4n «OO0 yTBepkaeHUU
MOpsA/IKA HA3HAYEHHUsS JIEKAPCTBEHHBIX IpernaparoB, (OpM peUENnTypHbIX OJaHKOB Ha
JIEKapCTBEHHBIC Mpenaparkl, Mopsiaka oPopMICHHS YKa3aHHBIX OJTAHKOB, UX yueTa U XPaHCHUSD

11. MeaunMHCKHE TPOTHUBOIOKA3aHMS K MPOBEACHUIO MPO(HUIAKTUUECKUX MPUBHUBOK MpernapaTaMu
HallMOHAJIBHOTO KaJleHJapsl NpuBHMBOK: Metoauueckue yka3zaHus.—M.: DenepanbHblil LEHTP
roccandnuaHaa3opa Munsapasa Poccun, 2002.— 16 c.

12. «MeToaudeckue PEeKOMEHIAIMU MO BBISBICHUIO, PACCIEAOBAHUIO W MPOQPHIAKTHKE MOOOYHBIX

HpOHBJ'IeHI/Iﬁ MMOCJIC UMMYHU3alIUN»
OcHoBHBIE HOPMaAaTUBHO-NIPABOBbLIC AKThI, PETYJIUMPYIOIIINE OKA3aHHUC

NAJJIHATHBHON MEIUIIMHCKON MOMOIIH



1. ®enepanbubiii 3akoH "O BHecennn u3MeHeHud B Denepanbubiii 3akoH "OO OCHOBax OXpaHbI
310poBbs TpaxkaaH B Pocculickoit denepanuu’ 1mo BorpocamM OKa3aHUs NMaJIMATUBHOM MEIMIIUMHCKOU
nomonu" ot 06.03.2019 Ne 18-PD3.

2. ITpuka3 Munznpasa Poccuu Ne 3451, Muntpyna Poccuu ot 31.05.2019 Ne 3721 «OO0 yTBepx)aeHUU
NOJIOKEHUsT 00 OpraHU3alMKM OKa3aHWs NaJUIMaTUBHON MEIMLMHCKON MOMOIIM, BKIIOYas MOPSIOK
B3aUMOJICHCTBUA MEIUIMHCKUX OpraHu3alii, OpraHu3aluil COLMAIBLHOTO OOCTY>KMBAaHUS W
OOIIIECTBEHHBIX OOBEAMHEHHUHM, WHBIX HEKOMMEPUYECKHX OpraHu3alHii, OCYIIECTBISIOMIUX CBOIO

JACATCIBbHOCTD B C(bepe OXpaHbI 310POBLSD).

3. Ilpukaz MunznpaBa Poccum Ne 348n or 31 mas 2019 roma «OO yTBepKACHHM TEPEUHS
MEIUUUHCKUAX W3JENUN, TpEeIHAa3HAYeHHbIX MJs MOJIJepXKaHUs OpraHOB M CHUCTEM OpraHu3Ma

YCJIOBCKA, IMPCAOCTABIIACMBIX JIsSI UCIIOJIB30BAHUS HA TOMY».

4. Ilpuxa3z Munznapasa Poccun Ne 5051 ot 10 utons 2019 rona «O6 yrepkaenuu [lopsinka nepenadn
OT MEIUIIMHCKON OpraHM3aliy MalUeHTy (ero 3aKOHHOMY IPEICTABUTENI0) MEIUIIMHCKUX U3AENui,
MpeIHa3HAYeHHBbIX Ul TOAJEpKaHUs (YHKIMH OpPraHOB M CHUCTEM OpraHu3Ma 4YelloBeKa, JUIs

HCIIOJIb30BaHUA HA AOMY IIPH OKa3aHHWH MMaJJIMaTUBHOM MGI{PILII/IHCKOﬁ IIOMOIIIN.

5. Ilpukaz M3 P®D Ne 831 or 3 oktsa0ps 2019 roga «OO0 yTBepKII€HHUU BEIOMCTBEHHOU II€€BOU

nporpaMmsl «Pa3BuTHE CUCTEMBI OKa3aHUs NAJUIMATUBHON MEIUIMHCKON ITOMOILIH.
IIpumepsI IMATHO30B:
IIpumepwi hopmynupoexu ouaernosa y nayuenmos ¢ XbI1 6 eozpacme 3 mec — 2-x nem HcusHu:

e AyTOCOMHO-pElLIECCHBHAsl IMOJIMKUCTO3HAsE OO0JN€3Hb: MONMKUCTO3 Touek u mnedeHu. XbBII ¢
ymepeHHbIM cHrkeHneM CK®. BropuuHnas aprepuanbHas rUIepTeHsus, 2 CT.

e Bpoxnennas anomanus MoueBbix myTedl W mouek (BAMII): runmomuiasust neBoit mouku. XBII ¢
HopMmasibHOU CK®.

o BAMII: nucrene3us npokcuMalbHBIX KaHanbleB. Bpoxaennas XbII, TepmuHanbHas ctagus.

o Bpoxaennsiii HeppoTuueckuit cunapom ¢unckoro tumna. XbII ¢ pesko camkennoit CKO.
6 6o3pacme cmapuie 2-x 1em.:

o Kucra npasoit nouku. XBII C1.

« BAMII: mny3bipHO-MoueTouHuKOBBI pedmiokc cieBa 3 cr. XBII ClAIl. Cocrosame mocie
sHA0CKOoNMYeckoi koppekiuu (12.02.2018).

o XpOHUYECKUI rioMepynoHeput (Mopdonoruuecku: (b okanbHO-CEerMEHTAPHBIN

rIIoMepysockiepo3), Hepporudeckuii cunapoM. XbIT C3aA3.

e XpoHuueckuii rmomepyinone@pur (mopdonoruuecku: IgA-nedponarus), peuuIUBHpYIOIIAs
cundapunreansuas remarypus. XbII C1A1. BAMII: runonnactuueckas AUCIiia3usi 00euX MOYeK.
XBIT C5/] (mporpammusblii remonuanus ¢ 14.02.2010).

o XPOHUYECKUI rioMepynoHepput (Mopdonoruuecku: (oKanbHO-CErMEHTapHBIN

romepynockiepos). XbBII C5. AmmorpaHcriaHTanuss TOYKH OT POJICTBEHHOTO JOHOpa OT



15.06.2011. XBIT C3aA3T. STEC-T'YC, tsxenoit crenenu B (2012 1.). XBITI C36A2. Bropuunas

apTepuaibHasi TUIIEPTEH3HUs, 2 CT.

[[TetepkoBa B.A., Haraea E.B., Ilupsea E.FO. Mertoguueckue peKOMEHIAIUuU

Ipunoxkenue A3.1 Ouenka pu3nUecKOro pasBuTus Jaeren

«Orenka

¢busnyeckoro paszputus nereit u noapoctkoBy ®I'BY «HMULL Dunoxpunonorun», 20171, Mocksa,

98¢]

[NOKA3ATEJIA JJJIMHBI TEJIA/POCTA MAJIBHUKOB 0-5 JIET (KPUBBIE POCTA)

125
120

Onuxa Tena/Poct (cm)

2 4 B 8 10

2roga

Z 4 B 8 10

Boapact (rogk! ¥ Mecaub)

Iroga

2 4 6 8 10
4 rona

Z 4 6 8 10

[TOKA3ATEJI1 POCTA MAJIBYUKOB 5-19 JIET (KPUBBIE POCTA)

5 meT

15

KonMuecTBO STAHOAPTH LI OTKNOHEHWA OT cpeasen (SD)
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IHpuiioxkenue A3.2 [lapamMeTpsbl M 4aCTOTA OLIEHKH HYTPUTHUBHOIO CTATYCA Y
nereu ¢ XBII 3b-5/1 craguu. AHTponnoMeTpuuyeckue usmMmepenus [293].

[MapameTpbl Bo3pacTt 0-1 rog** BospacT 1-3 roga BospacT >3 net
MWHMManbHbIN MHTepBasn MWHMManbHbIN MWHMManbHbIN MHTepBasn
(Hepenn) nHTepsan (Mecsaubl) (mecsaubl)
XBIN 36-5 XBMn 54 XBM XBMn 54 XBIN 36-5 XBMn 54
3b6-5
Poct/anvnHa ans BO3pacTa 6 2-4 2 1 3 3
(ueHTnnb nnu SDS)
Poct/pnnHa (ueHtunb nnu SDS) 8 4 3 2 6 6
CKOpOCTb pocTa Ans Bo3pacTa He He 3 2 6 6
(SDS) onpepensieTcs onpeaensieTcs
«Cyxon» Bec wnu BeC Ans 6 4 2 1 3 3
Bo3pacTa (ueHTuIb nnun SDS)
UMT pna pocta K BO3pacTy He He 2% 1* 3 3
(ueHTnnb nnm SDS) onpeaensertcs onpeaensercsa
Bec k anuHe (ueHTUNIb wam 6 6 2% 1* He He
SDS) onpepensieTcs onpeaensieTcs
OKpY>XHOCTb rosioBbl ans 6 4 2 2 He He
Bo3pacTa (ueHTunb unn SDS) onpepensercs onpeaensieTcs

Ipuioxkenue A3.3 Oxkumaemasi exkeJHeBHAsI IPUOABKA Beca M0 BO3pacry (I)

[293]

Bospact/napameTp

ExxenHeBHas npubaska Beca (r/Kr/cyT)

HepoHoweHHbI (80 37 Hep), < 2 Kr

15-20




HepoHoweHHbIN (840 37 Hep), > 2 Kr 20-30
0-4 mecsua 23-34
4-8 mecsiLeB 10-16
8-12 mecsaues 6-11
12-16 mecaues 5-9
16-24 mecsues 4-9

Hpunoxenue A3.4 Cogepkanue Kajaus Bo PpykKrax

MpoayKT nuTaHusa Pazmep nopumn K+ Mr/nopums K+ mr/100r
®pyKTbl (CbEAOOHbIE, CPEAHErO pa3Mepa, CBEXMNE, €C/IN HE yKa3aHo MHOE)
Bbicokoe cogepxxaHmne kaams (> 117 mr (3 MMO/ib) Ha nopumio)
Kypara 20r (3) 208 1039
Abpukoc 80r (2) 216 270
ABOKazo 75 (1/2) 380 507
BaHnaH 80 r (1 MmaneHbKkui) 264 330
DUHNKMK, CbIpble 301 (2) 123 410
NHxunp (nonycyLueHblin) 40 1 (2) 314 784
BuHorpapg 60 r (12) 129 215
Kneu 60 r (1) 173 289
ObiHA 150 r (1 nomMTuK) 315 210
HekTapuH 90 r (1) 231 257
AnenbcuH 120 r 146 122
(1 MmaneHbKkuin)
ANenbCUHOBBIN COK, OXNIAaXXAEHHbIN 100 mn 158 158
Mepcuk 110 r (1) 176 160
YepHocnue 30 r (4) 220 734
M3iom 30 r (1 cT.noxka) 267 889
KnybHuka 80r (7) 136 170
Apby3 120 r (1 noMTUK) 120 100
YmepeHHoe coaepxaHne kaavsi (39-117 mr (1-3 MMOJIb) Ha Mopumio)
A6noko 100 r (1) 100 100
ExxeBuka 40 (8) 62 154
BuwwHs 40 r (10) 95 238
ManpapuH 50 r (1 maneHbkunin) 64 128




[penindpyTt 80r (1/2) 103 129
MaHro 751 113 150
Mapakyins 30r (2) 60 200
Mpywa 100 r (1) 105 190
AHaHac 80 (1 noMTMK) 97 121
CnuBa 55r (1) 105 190
ManuHa 60 r (15) 98 164
Hu3zkoe copgepxaHue kanms (< 39mr (1 MMosIb) Ha ropLmio)

YepHuka 45 r (2 CT.I0XKKN) 30 66
OnunBkK, 6e3 KocTouek 30 r (10) 27 91

Hpunoxenue A3.5 Cogepskanue Kajus B 0BOIIAX U 0000BbIX

MpoAyKT nuTaHus Pazmep nopuumn K+ mMr/nopums K+ mr/100r
OBowm n 606oBble (cbegobHasi 4acTb)

Bbicokoe cogeprxaHune kaams (>117 mr (3 MMOsib) Ha nopuuro)

Ceekna, BapeHas 75 r (1 maneHbkas) 106 302
Bobbl, BapeHble 60 r (1 cT.noxka) 248 413
Bptoccenbckas kanycra, oTBapHas 40 (1 cT.noxka) 161 404
pnbbl, o6xapeHHble B Macne 40 r (4 cpenHux) 217 542
MacTepHak BapeHbIl 40 (1 cT.noxka) 128 319
Momuaop, coipow 65 r (1 maneHbknin) 145 223
ToMaT KOHCEPBUPOBAHHbIN 100 r (1/4 6aHkn) 212 212
YmepeHHoe coaepxxaHmne kannsi (39-117 mr (1-3 MMOJIb) Ha nopLUuro)

BaknaxaH, 06apeHHbIi B Macrne 65 r (1/4 cpenHuin) 111 170
Bpokkonun, oTBapHas 40 r (1 cT.noxka) 85 212
KanycTta 3eneHas, oTBapHas 40 r (1 cr.noxka) 75 187
MopkoBb, oTBapHas 40 r (1 cT.noxka) 66 166
LiBeTHasa kanycTa, oTBapHas 40 r (1 cT.noxka) 86 215
Kabauku, oTBapHble 40 r (1 cT.noxka) 95 238
OrypeL cbipoti 40 r (6 NTOMTUKOB) 62 156
HyT cylweHbin, oTBapHOM 40 r (1 cT.noxka) 112 281
Xymyc 30 r (1 cT.noxka) 57 190
Jlyk-nopemn, oTBapHom 40 r (1 cTt.noxka) 68 169
YeueBuua KpacHas, BapeHas 40 r (1 cTt.noxka) 88 220




Jlyk, obxxapeHHbIn B Macne 30 r (1 cT.noxka) 57 189
fopox BapeHbIi 30 r (1 cT.noxka) 69 230
Mepeu, KpacHbIN, XeNnTbln, CbIpoW 30 r (3 konbua) 61 203
LLInnHaT oTBapHoM 40 r (1 cT.noxka) 64 230
Huzkoe coaepxaHue kanms (<39 mr (1 MMosib) Ha rMopLUumio)

PocTtku daconu, coipbie 20 r (1 cT.noxka) 15 74
Mepewy 3eneHbIn, Cbipon 30 r (3 konbua) 36 120
TbikBa BapeHas 40 r (1 cT.noxka) 34 84

Hpunoxenue A3.6 Cogepkanue Kajaus B IPYIrUX rPynmnax npoayKroB

MpoAyKT nuTaHus Pasmep nopuumn K+ mMr/nopums K+ mr/100r
Mos10K0 M MOJIOYHbIE MPOAYKTbI

pyaHoe MONoKO, 3pesioe 100 mn 58 58
MonouHas CMeCb C npeobnagaHvem 100 mn 70 70
CbIBOPOTOYHbIX 6en1KkoB

MonoKo KOpOBbe LiefibHoe 100 mn 157 157
MopoxeHoe, BaHU/b, MArkoe 60 r (1 mepHasa noxka) 98 163

MorypT 13 LenbHoro Mosnoka ¢ dhpykTamu 125 r (1 maneHbkasa 6aHouka) 213 170
KapTodenb Monoaon ¢ Koxuuen 60 r (1 maneHbkni) 226 377
KapTodenb B MyHAnpe 6e3 LWKypKn 100 r (1 maneHbkuin) 360 360
KapTodenbHoe ntope 45 r (1 cT.noxka) 151 337
XapeHbili kapTodens 60 r 358 597
Yuncel, pactdyan 75 r (1 man.nopums) 408 544

Xneb6: 6enbiii, YepHbIN, LeNbHO3epPHOBOW 40 r (1 ToNCTbI NIOMTUK) 54,86,101 134,216,253
Cyxue 3aBTpaku, KyKypy3Hble X10Mbs 20 r (3 cT.1I0XKN) 18 88

Cyxue 3aBTpaku, BO34yLUHaA nweHunua, 20 r (3 cT.N0XKN) 38 188
MOKpbITble MEAOM

Cyxue 3aBTpaku, MOCIn 30 r (2 cT.1I0XKKN) 87 290
MeyeHbe BMCKBMTHOE, MOKPbLITOE LLOKOAAAO0M 17 r (1 wr) 44 258

TopT: BUCKBUT C LXKEMOM U CIIMBOYHLIM KPEMOM,
LwokonagHas nomagka, Gpykrbl

60 r (1 nomMTumK)

79, 214,231

132, 357, 385

MakapoHbl 6enble, oTBapHbie 90 r (3 cT. NOXKM) 103 114
Puc: 6enbiit, KOpUYHEBLI, OTBApHOM 80 r (2 cT. NOXKM) 10, 50 12,62
MuHaans 13 r (6 uenbix) 95 733
Kewbto, pyHAYK 10 (10 uenbix) 72 720
Apaxuc HeconeHbln 13 (10 uenbix) 87 670




peukmne opexm 20 (6 NonoBUHOK) 90 450
CemeHa TbIKBbI 20 r (1 cT.noxka) 164 820
CemeHa noaconHeYHunKa 16 r (1 cT.noxka) 114 710
Byprep, roeaauHa, Ha rpune 35 r (1 koTnera) 133 380
Kypuua, 6apaHuHa, roBsanHa, CBUHUHA, 50 r (TonCTbIn NOMTUK) 165, 180, 185, 200 330, 360, 370,
XapeHble 400
KypuHble HarreTcol 70 (4) 195 278
Tpecka Ha napy 60 r (1/2 dwune) 254 424
Tpecka B k/sipe, 3aneyeHHas 60 r (1/2 dwune) 138 230
Jlococb 3aneyeHHbIl/XepeHblit 50 r (1/2 dune) 206 412
KapTtodenbHble Ynncol 25 r (1 ManeHbKknii naker) 332 1328
LLlokonaa npocToi, MOMOYHbI 50 r (1 maneHbkuin) 150, 226 300, 451
Kode pacTBOpUMbIN, MOPOLLOK 2r(1y4.0n) 76 3780
Kakao, nopoLok 6r (ly.n.) 90 1500

IIpuioxkenue A3.7 Conep:xkanue ¢pochopa B 0OCHOBHBIX IPOAYKTAX MUTAHUS

HasBaHve npoAyKTOB ConepxaHue docdopa B | [Aons CYTOYHOW
100 r (mr) notpebHocTn (%)

PocTkn nweHnubl, oTpybn NieHNYHble, CeMeHa TbIKBbI > 1100 > 95

[MnaBneHbIN Cbip, KYHXYT, CEMeHa NOACOJIHEYHMNKA, COA > 600 no 80

®acosib, 0BEC, POCCMIUCKWMA W TFONNAHACKUWA Cbipbl, TPeEUKUn 1 500-600 no 60

KeApOoBbIli OpeX, MKpa 0CeTpoBas, KeLlbio

Monoko cyxoe 920-790 92-79

pnbbl cyLleHble 606 61

XenTok KypuHoro anua 542 54

MKkpa kpacHas 490 49

Cbip «CynyryHu» 420 42

Myka (oBcsiHasi, nepsioBasi, rpeyHeBas, nweHn4yHas) 336-350 35

OBCSHble Xn0mMbs 328 33

Myka pxaHas 256 26

MuHTan 240 24

Teopor 11-4% 224 22

Msaco (MHaenka) 200 20

ANuo KypuHoe 192 19

MorypT, kedup 1-3,2% 95-90 10-9




Monoko 1,5-3,5% 90 9
CmeTaHa 10-30% 62-59 6
ABoKano 52 5
s16noko 11 1

IHpuaoxenue A3.8 SDI (pekoMenayemoe queTn4eckoe nNoTpedjieHne) Kajabius
u pocara y aerei ¢ XbII 2-5D cr

[221].
Bo3spacTt SDI kanbumn (Mr) SDI docdat (Mr)
0 - <4 mec 220 120
4 - <12 mec 330-540 275-420
1 -3 ropa 450-700 250-500
4 - 10 net 700-1000 440-800
11 - 17 net 900-1300 640-1250

Ipusoxkenue A3.9 Pexomenayemoe norpedsenune pocdopa s gere ¢ XbII

[178]
Bec (kr) PekomeHayemoe notpebnerHune docdata (Mr)
<10 <400
10 - 20 <600
20 - 40 <800
>40 <1000

Hpunoxenue A3.10 PekoMenxauuu mo norpedIeHUI0 HATPUSA IJIA IeTeHd U
noapocTkoB (Hanmuonanbnas Axkagemusi Menuuunbi, CIITA) [294]

Bo3spact (ner)

PekomeHaoBaHHOE MakcuManbHoe noTpebneHve HaTpusa (Mr/cyT)

1-3 1500
4-8 1900
9-13 2200
14-18 2300




Hpunoxenue A3.11 PekomeHayemoe CyTO4YHOE NMOTPedIeHUE HATPUS M KaJIUs
nasa pereii ¢ XbII [178]

Bospact PekomeHagyemoe noTpebnenve Na+(Mmonb/ PekoMeHayeMoe noTpebnexune
cyT) K+ (MMonb/cyT)
0 - 3 mec 9 20
4 - 6 mMec 12 22
7 - 9 mec 14 18
10 - 12 mec 15 18
1 -3 ropa 22 20
4 - 6 net 30 28
7 - 10 net 50 50
11 - 18 net 70 80

Hpunoxenue A3.12 ITorpedHocTh B Oeiike y Aereit ¢ XBII (DRI) [4].

BospacTt CyTo4Has HOpMa XbM 3 cT. XblM 4-5cT XBn 5 cr, ra* XbMn 5 cT,
notpebnerHus (CHI r/ (100-140% (100-120% CHIM r/kr/ (r/kr/cyT) na**
Kr/cyT) CHI r/kr/cyT) cyT) (r/kr/cyT)

0-6 mec 1,5 1,5-2,1 1,5-1,8 1,6 1,8

7-12 mec 1,2 1,2-1,7 1,2-1,5 1,3 1,5

1-3 ropa 1,05 1,05-1,5 1,05=1,25 1,15 1,3

4-13 net 0,95 0,95-1,35 0,95-1,15 1,05 1,1

14-18 net 0,85 0,85-1,2 0,85-1,05 0,95 1,0

*CHII+0,1 r/kr/cyT ayist BoctiosiHeHust otepb Ha /] (remoauanusze)

** CHII+0,15+0,3 r/xr/cyT miist BoctiostHeHUS TToTeph Ha [1]] (meputoHeambHOM quanse)

IHpunoxenue A3.13 [ToTpeOHOCTH B IJHEPruu M 0eJIKe sl MJIAIeHIIEB, AeTeil u

moaApocTroB 0T () 10 18 jer ¢ XBII 2-5D cr cragum [162]

PekomeHayemas ameta - SDI (Suggested Dietary Intake)

Mecsupbl SDI)aHeprvm (kkan/kr/ SDI 6enok (r/kr/cyT) SDI 6enok (r/cyT)
cyT

0 93-107 1,52-2,5 8-12

1 93-120 1,52-1,8 8-12

2 93-120 1,4-1,52 8-12

3 82-98 1,4-1,52 8-12




4 82-98 1,3-1,52 9-13

5 72-82 1,3-1,52 9-13

6-9 72-82 1,1-1,3 9-14

10-11 72-82 1,1-1,3 9-15

12 72-120 0,9-1,14 11-14

lFogbl SDI sHeprusa (kKkan/kKr/cyT) SDI 6enok (r/kr/cyT) SDI 6enok (r/cyT)
Manbynku [deBoukn

2 81-95 79-92 0,9-1,05 11-15

3 80-82 76-77 0,9-1,05 13-15

4-6 67-93 64-90 0,85-0,95 16-22

7-8 60-77 56-75 0,9-0,95 19-28

9-10 55-69 49-63 0,9-0,95 26-40

11-12 48-63 43-57 0,9-0,95 34-42

13-14 44-63 39-50 0,8-0,9 34-50

15-17 40-55 36-46 0,8-0,9 fOHowmn: 52-65

[eBywku: 45-49

Ipunoxenue A3.14 KodgduuueHTsl nepeBoaa eIMHUL H3MEPEHUA U3
METPHUYECKOH CUCTEMbI B MeKAYHAPOAHYI0 cucTtemy exunuy (CH) [6]

MokasaTenb EanHuubl namMepeHuns KoadbduumneHT EanHnubl CU
nepesoja
AnbbyMuH (CbiBOpOTKA) r/an 10 r/n
A30T MOYEBUHbI B KPOBU Mmr/on 0,357 MMOb/N
KpeaTuHWH (CbiBOpOTKA) Mr/an 88,4 MKMOJb/N
KnupeHc kpeaTuHMHa M1/MUH 0,01667 mn/c
[emornobuH r/on 10 r/n
docdop (cbiBOpOTKA) Mr/an 0,323 MMOJb/N
MapaTupeonaHbln rOpMoH (CbIBOPOTKA) nr/mn 0,106 nMonb/n
MoueBunHa (CblBOpPOTKA) Mr/mn 0,167 MMOJb/N
MoueBas kKMcnoTa Mr/on 59,485 MKMOJ1b/ N
Butamuu [, 25-OH sut.[ HF/MN 2,496 HMONb/N

[Ipumeuanue: enuania naMepeHust X kodhdurment nepesoaa = eauauia C1U

Hpunoxenue A3.15 B3aumMocBsi3b MeKIY KATErOPpUsIMU aJIbOYMHUHYPHUH H
nporeunypuu [6, 110]



NMOMOLLbK TECT-MOJZIOCOK

[MokazsaTenb Kateropuu
HopmanbHas nnm YMepeHHo NoBbILLEHHas 3HauunTeNnbHO
HEe3HayuTesIbHO (A2) nosblweHHas (A3)
nosblweHHas (Al)
C3A, mr/cyT! <30 30-300 >300
C3B, Mr/cyT? <150 150-500 >500
An/Kp, mr/r3 <30 30-300 >300
MI/MMONb <3 3-30 >30
OB/Kp, mr/r¢ <150 150-500 >500
Mr/MMOJb <15 15-50 >50
YpoBeHb 6enka npu uccnefoBaHum C oTpuuaTenbHO UK cneabl cnepbl unn 1+ 1+ n Bblwe

1

2 _ cyTOUHAs IKCKpeLwst GelKa
3

— anbOyMHH/KpeaTUHUH
4

Ipusoxxkenue A3.16 Iloporosbie 3HAUEHUSA TeMOIVIO0OMHA IJIA AUATHOCTUKH
aHeMHH 1O JaHHBIM Becemupnoi Opranuszanuu 3apaBooxpanenus (BO3).

— 001t 6eI0K/KpeaTHHUH

— CYTOYHasl IKCKpeLrs aJb0yMuHa

BospacT (roabl)

Femorno6buH (r/n)

0,5-5 <110
5-12 <115
12-15 <120
>15: oHoww <130
> 5: geByLIKK <120

Ipuioxkenue A3.17 LleseBble mMoKa3arean reMoOrJIO0MHA Y B3POCJIbIX U JeTel ¢

XBII, mony4yamomux noiepxKuBaIy0 Tepanuio ICC! [295, 296]

PykoBoasine
yKazaHus

LleneBow
noaaepxaHus

Hb2

aons 3ameyaHus

Bepcus 2006 r. Pykosogctea KDOQI':

ypoBeHb Hb Ha ypoBHe >13,0 r/an

B3pocC/ble >11,0 r/an HepoctaTouHO [AokasaTesnbCcTB, 4YTOObl pekoMeHAoBaTb MNOAAEPXKMBATb
ypoBeHb Hb Ha ypoBHe >13,0 r/an
netu >11,0 r/on HepoctaToyHO [AoKa3aTesNbCTB, 4YTOObl pPeEKOMeHAOoBaTb MoAAEpXMBaTb

Bepcus 2007 r. PykoBosctBa KDOQI

B3pocCnbie

11,0-12,0 r/an

He ponxHo 6bITb >13,0 r/an.




netm

11,0-12,0 r/an

He pomxHo 6bITb >13,0 r/an.

PykosogctBo KDIGO 2012 r.

B3poC/ible

10,0-11,5r/ an

He pomxHo 6bITb >13,0 r/an.

netun

11,0-12,0r / an

He ynoMsHyTO

1

— DPUTPOIIOIZCTUMYIUPYIOIINE CPEICTBA

2 remorio6un
Ipunoxenue A3.18 PepepeHcHbIe 3HAYEHNST YPOBHEH HEOPTraHUY€CKOI0
dochopa u 0011ero KaNbLIUKUA B KPOBHU Y JeTell
BospacTt ®docdop Kanbuwni Kanbunin-noHM3NpoBaHHbIN (MMONb/N)
(mmonb/n) (MMonb/n)

0-3 mec 1,55-2,39 2,05--2,73 1,1-1,48
1-5 net 1,45-2,1 2,25-2,75 1,16-1,22
6-12 net 1,16-1,87 2,2-2,7 1,12-1,23
13-18 net 0,74-1,45 2,1-2,55 1,2-1,38

Ipusoxkenue A3.19 IleaeBoe 3Hauenue IITI, o01ero kajabuus u

HeopraHu4eckoro pocdopa B CHIBOPOTKE KPOBH B 3aBUCUMOCTH OT CTATUU
XbII
[MokasaTenb PekomeHpaunm PekoMeHpaunm KDIGO, HauuoHanbHble PekoMeHgaunm
ngKéKDOQI, 2009 pekomeHgaumm 2010 KDIGO, 2017
WHTakTHBIN MTC
(nr/mn)
CK®: 30-59 35-70 130-585 35-70
15-29 70-110 M3beratb ypoBHs TMTI<2N 70-110
<15mMn/MuH 150-300 n >9N 70-130
Ovanns 130-300

docdop 1,13-1,78 0,81-1,45 0,81-1,45 0,81-1,45
(mMmonb/n) (1,55-2,4 po 3 mec)
Kanbuui 2,10-2,37 2,15-2,55 2,1-2,55 2,15-2,55
WOHWU3NPOBAHHbIN (2,2-2,8 (no 3 mec)
(mmonb/n)
CaxP

(Mmonb2/ n 2)

<4,4
(<55 m2/gn?)

Ca xopperupoBanHbIi (MMOJIL/T) = Ca o6muit + 0,02 mmons X (40— A[r/n));

Ca xopperupoBannbiii (Mr/mn) = Ca o6muit + 0,8 mmonb X (4 — A [1/m1])

Hpunoxenue A3.20 KoHcepBaTuBHOE JIeYeHUE THIIEPKAJTHUEMUU




[138, 315]

Mpenapat [o3a OenctBue
Havano ANNTENbHOCTb

10% pactBOop #Kanbumsa B/B pacteop: O0,5mn/kr B/B (MakcuMmanbHas 5-10 MUHYT [o 2 yacos
rNoKOHaTa** fo3a 20 mn (2r), B TeyeHne 5MuH, 3-4 pasa B

CYyTKMU
8,4% pacteop HaTpu4 1-2 wmn/1 «kr passectn B 10% pacTtBope 30 MUHYT 1-2 vaca
rmapokapboHaTa** OEeKCTpo3bl** B cooTHoweHun 1:2 B/B, B

TeyeHue 10-20 MuH
20% pacTBOp AEKCTPO3bI** 2 mn/kr (0,5 r/kr) B/B, KanenbHo #B TeueHue 60 MUHYT 5-6 yvacos
C WHCYJINHOM pacTBOPUMbIM 30 mMuHyT c pobasneHnem 0,1 Ea/Kr mHCcynunHa
(yenoBeyeckmm reHHo- (1 EA nHCYNMHa pacTBOPMMOro [4YesioBeveckoro
WNHXXEHEpPHbIM)** reHHO-UHXEHEepHOro]** Ha 4 r AeKCTpo3bl**)
Kanbuus 0,5-1 r/kr/cyT, pa3MmewaHHble ~ B 150 Mn Kanun <5 m™MMonb/n sHTepocopbuuto Kanus
NoSINCTUPONCY b OHAT XWAKOCTW, NMPUHMMATb BO BpeMs eabl, 3 pasa/ OTMEHUTb
(KatnoHoobmeHHas cmMona) cyT Kanun >5 mMMonb/n  3HTepocobumto Kanus

BO306HOBUTL

Pe3oHnym A/keokcanaTt 1 r/kr/cyT, pa3mewaHHble ~ B 100-150 w™mn
(akTnBHOE BeLLecTBO: XWUAKOCTW, nNpuHUMaTb BO BpeMa eabl, 1-4
cynbdoHaT  nonuctepona pasa/cyTt
HaTpusa)(6ronornyeckmn
aKTUBHas nobaBka)

(MoHoobMeHHas cmona)

Ipusioxenue A3.21 JlekapcTBeHHbBIE CpeacTBa, o0anawmue gocdar-
CBA3BIBAIIIUMHU CBOMICTBAMHU

[4, 129, 162]

Cpeacrso CopepxaHue MpenmyLecTso HepoctaTok
Kanbuunsa

Kanbuus KapboHaT 40% JocTynHocTb Oucnencusa/3anopsl,

(3apeructpuposaH B PO puCK Kanbundukaunm

Kak 6uonormnueckmn

akTnBHas nobaska)

Kanbuusa auertar 25% JocTynHocTb OHOCUTENBbHO  AOPOXe, pUCK

(3apeructpupoBaH B PO Kanbumdbunakcmm

KakK 6uonoruvueckm

akTuBHas nobaska)

#Kanbuma  auetat + HocTynHocTb OHOCUTENBLHO  A0OpOXKEe, pPUCK

MarHms kapboHaTt Kanbundunakcmm

Kanbums nakraTt 13% MeHbluas abcopbums Puck kanbumbunnakcmm

(3apeructpuposaH B PO Kanbuusa

Kak 6uonormyecku

akTnBHas nobaska)

#CeBenamep** 0 MOXHO MNpUMeHsATb  npu Ouncnencus, 6onbLoe
rmnepkanbumemMmm, He Konnyectso  Tabnetok  ans
BCacblBaeTcH, CHWXaeT nosilyyeHus AOJIKHOIO
ypOBEHb annuaos pesynbTaTta; HasHavyeHue
CbIBOPOKM KPOBU off label

Xenesza [III] ruapokcmpa 0 Huskasa abcopbums BesonacHocTb "

Caxapo3HbIl KOMMAeKC a3(pheKTUBHOCTb Yy JeTen He

YyCT@HOBJEHbI

Hpunoxenue A3.22 Craryc BuramuHa D u ero anajioros



[4, 129, 310]

KoHueHTpauma ButammHa D B OnpepeneHne CrapTtoBas go3a ButamuHa D un ero
CcblpoTOTKE KpoBu (MccnepoBaHue aHanoros (#>Dprokanbumdepon mm
ypoBHs 25-OH ButammHa [ B #Konekanbundepon**)
KpoBn) (Hr/mn)
<5 Tsaxenblh gedbnunT 8000 Ea/cyT - 4 Hep,
nanee 4000 Ea/cyTt
<20 Oedwvunt 4000 En/cyT 12 Hep
20-30 HepocTtaTo4yHOCTb 2000 Ea/cyT 12 Hep
30-100 Hopma BO3MOXHO CHUXEHMe [03bl
>100 BO3MOXHa TOKCMYHOCTb OTMeHa

Hpunoxenue A3.23 ®opmbl BUTaMUHA D 1 ero aHaJioros, npo4mnx
AHTHIIAPATHPEOUAHBIX Npenaparos, npuMeHsomuxcsd npu XbIl y nereu

[129, 210, 310]
BapuaHTbl HaseaHune ®opmyna [MokazaHuna B Tepanuu
BMTaMuHa D XBr
ATX rpynna Mo npoucxoxaeHuto
Butammn D wu ero HaTuBHble #3prokanbundgepon D2 B KOMbBMHaumn C
aHanoru aKTMBHOM (opMoi
Konekanbundgepon** D3
AKTUBHbIE Anbdakanbungon** 1a(OH)D3 Yawe - npenapaTt
MeTabonnTbl BblbOpa
(cTapToBas nosa
0,02-0,04 mkr/kr)
#Kanbuntpnon** 1,25(0H)2D3 Mpwn coyeTaHum C
(MpoTtnBonokasaH no NaToNOrnin NeYeHn
WHCTPYKUMK aeTam  go 18
ner)
Mpoune AHanoru #MapukanbumTon** CHHTETMYECKMI Mpenapat 2-ro psAaa,
aHTMNapaTupeouaHble (MpoTuBoONoOKasaH AeTAM A0 aHanor D npu BIrOT "
npenaparsbl 10 ner B nek d¢opme- HOpManbHOM BUT.D
Kancynel n o 18 net B Buae
pacTtBopa B/B)

Hpunoxenue A3.28 PaciumndpoBka npumMedaHui

k%

— JIEKapCTBEHHBIN Ipemnapar, BXoadumui B llepeueHp JKM3HEHHO HEOOXOAMMBIX WU Ba)KHEMILINX
JIEKapCTBEHHBIX TMpenaparoB i MeaulMHckoro mnpuMenenus Ha 2020 rox (Pacnopsbkenue
[TpaButennscTBa PO o1 12.10.2019 Ne 2406-p)

# - mpumenenue off-label — BHe 3aperucTpupoBaHHBIX B MHCTPYKIHMU JIEKAPCTBEHHOTO CPENCTBa
MOKa3aHUM OCYILIECTBISETCS IO PELIEHUI0 BpayeOHOW KOMHUCCUHU, C paspeuieHus JlokaiabHOTo

ATUYECKOTO KOMHUTETAa MEIWIMHCKOM opraHu3anuu (Ipu HAJIUYUH), C YCIOBHEM MOAMHCAHHOTO



MH(POPMUPOBAHHOIO COITIACHSI pOJUTENEH (3aKOHHOTO MPEACTaBUTENIsA) U MallMEeHTa B BO3pacTe cTapuie

15 ner



Ipuaoxkenue b. AJropurMbl JeiicCTBUMA Bpaya

Mapreps!l mOEpe#ISHIA MOYSK B TedeHNe =3 -Mac.’
ITpuznaxy -HeobparHMER - H3MeHeHHI ToY9e TPl -BU3vamizanuu -(V3H ¢ 1T -
MopdonorHHeckos- HOUTIeToEaHT: 1 IR )T

HAT HETY
T T
PCKD<60. s PCKS<60-
Mr/wmHE1,73M mirMHE/ 1, 73M
HETY
JAY HETY
AT L J
AmBbVMUHYDUE A N ‘
=3 -mec. XbIIq-
(Al-A3Y r
AmovvmaYpHA-
TTAT J J
A4 =3 mec.
HETY (Al-A3)7
L J
NI -ger” JHarg0CTHEA OUIMKHEHNT -
» | XEBII-B3H, -anemus, -anugos’
MBI -XBI1 - zagepasa poctal

JAT

L J

¥
Jamaeiimes nabmoneaneT JTMArHOCTHEA CTATHI -
Iepensman npoduiarTnEa XEBIIT Jleuenue-ocnoxHeHuil - XBI1T

XBIL-4-CI A TEIHETRE
ocmoEHeHHT XBI1T

JameHefimes Habmonsane" epuToHsanEHEN - THamiz]
IpodunaxTira/ nedeane- reMomMaoms/T

ocnoxHeHu-XBIIT TpaHCIIAHTATHA - TToEH




Ipuiaoxkenue B. Undopmanus 1jid mamueHra

XpOHH‘—IeCKa}I 00JIE3Hb TMOYEK — COCTOAHUC, IIPU KOTOPOM ITOYKHM HC BBIIOJHAIOT B IIOJIHOM oO0beMe

cBoM QyHKIMHU. B HOpME noUYKK QUIABTPYIOT KPOBB U YIAJISIOT U3 HEE LIUIAKH, JIMIITHUE COJIU U BOLY.

[Tpu xpoHnUeckoil 00JIE3HU MOYEK MOYKHU MOCTEIEHHO TEPSIOT CIIOCOOHOCTH K 3ToM (unbrparuu. Co

BPCMCHCM IIOYKH MOTYT COBCCM IICPCCTATDh BLIIIOJHATH CBOU (1)YHKHI/II/I

[ToaTOMy 4Ype3BBIYAaWHO Ba)XHO NPOBEACHHE MEPONPHUATHM ISl 3aMEJJIEHHUS] NPOTPECCUPOBAHUSA

XpOHH‘—ICCKOfI 0O0JIe3HH ITOYEK.

Xponuueckasi 00JIe3Hb MMOUYEK MOXKET U3HAYAJIBbHO HUKAK ce0s He mposBisaTh. [Ipu nporpeccupoBanuu
00JIe3HH MOTYT TMOSBUTHCS OTEKM Ha HOTaxX, YyBCTBO YCTaJOCTH, TOBBIIIATHCS apTEepHATbHOE

AaBJICHUC, HAPYIICHUA B KOCTHOM TKaHU

O ToM, YTO HEOOXOMWMO JeNaTh paccKakeT Bpad-Hedposor. HeobOxomumMo o00s3aTeIbHO YETKO

CO6J'IIOI[aTI> €Tr0 pCKOMCHAAINN, HATIPUMEDP:

[IpyauMare mpenaparbl OT apTepUaIbHONM THIEPTOHWHM, €CJIM OHM HA3HA4YEHbl B TOW J103€ U TOM

peXUME, KOTOPBIA MPOMHCAH TOKTOPOM.
[Ipu BO3HUKHOBEHMH MOOOYHBIX PEAKIIUN — 00s13aTEIbHO COOOIIUTD Bpayy.

N3Gerath npuema psija JIeKapCTBEHHBIX MPENapaToB, B TOM YHCIIE, HEKOTOPBIX JeKapCTB, 00IaJatoInX
00e300MMBalOIIMM M JKapomoHmwkawmuM 3¢pdextom (Hanpumep, ubynpoden™*). OOs3aTeIbHO

COBETYHTECH C JICUal[UM BPauyoM €CIIM TUTAaHUPYETEe JICUCHUE JTIOOBIMH MperapaTamH.

B ciyyae ecnu modku coBceM mepecTaroT padoTaTh CyIIeCTBYEeT HECKOJIBKO MOIXO0/0B K JICUEHHIO:
- TeMOAAIN3

-IIEPUTOHEAIBHBIN THAIIN3

-TPAHCIUIAHTALIUS TTOYKH.

Kaxnplii U3 METOIOB MMEET CBOM IPEUMYIIECTBA WM HeHocTarku. llepen mpuHsTMEM pemieHus —

MOCOBETYWUTECH C JICUAITUM BpauyoM YTOOBI BBIOpATh ONTUMAIbHBIA BApUAHT JICUCHUSI.



Ipuaoxkenue I'l-I'N. IlIkajabl OLleHKH, BONPOCHUKHU U
JApyrue OueHOYHbIC HHCTPYMEHTHI COCTOSIHUS
MANUCHTA, IPUBEJACHHbIC B KIMHUYCCKUX
pPeKoOMEeHIalusAX

He npumensromces



