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CIMcoxk coxkpalueHun

AJl — apTepualibHOe IaBJjieHne

AT' — apTepuasibHasi TUIIEPTEH3US

AI'C — aHTUTrUIIepTeH3MBHbIE CPeICTBA

al'VC — aTMNIMYHBIN TeMOTUTUKO-YPEMUUYECKUI CUHPOM

ATX — aHaTOMO-TeparneBTUUECKO-XMMMUUecKast KaaccuduKalus JeKapCTBeHHBIX IIpernapaToB
B3OH - 6enKoBO-3HepreTnyeckasi HeloCTaTOYHOCTh

BAPMC - BpokaeHHas aHOMaJIMS pa3BUTUSI MOYEBOW CUCTEMBI
BI'TIT — BTOpUYHBIN rUnieprnapaTupeos

BO3 - BcemupHas Oprauusanus 34paBooOXpaHeHNs

I'/l — remomuanmn3

I'T® — remoauaduabTpaLs

[TDXK — runeptpodust 1eBOTO KeTyIouKka

['P — ropmoH pocTa

['YC - reMOIUTUKO-YpeMUUYECKUI CUHIPOM

'SP - ractpoa3odaranbHbiii pedioKc

OA]l — nuacTonnyeckoe apTepuaabHOe IaBJIeHNe

ODJDK — nuacTonuueckast QyHKIVS JIEBOTO sKeyaouKa

3IIT — 3amecTuUTe/IbHAS [TOYEUHAs Teparnus

UATI® - MHrMOMUTOPBI aHTMOTEeH3UH-IpeBpalaionero depmenta (ATX kimaccudukaims:
«IHrn6mTOpSI AIID>)

ullTT' — MHTAKTHBIN MMapaTUPEeOUHbIII TOPMOH (HaMMeHOBaHMe YCIyIU [Jji OnpeneneHus
rokasareynss B KpoBu cormacHo IIpmkaszy MwuusgpaBa Poccum ot 13.10.2017 N2 804H:
«MccnemoBaHue ypoBHS IapaTUPEOUIHOTO TOPMOHA B KPOBM»)

UMT - uHaeKkc Macchl Tejia
N®P-1 - uaCyamuHOMIOmoO0HbI akTop pocTa 1

3P — 3aziep>kka pasBUTHUS



KBB — kapauoBacKkyiasspHast 6071e3Hb

KT — koMmnbloTepHasi ToMmorpadusi

JDK — neBblIit skenymouek

MKH - MuHeparibHO-KOCTHbIE HapYLIEHUS

MKH-XBII — MuHepaio-KOCTHbIe HapyIlIeHMsl, aCCOIIMMPOBAHHbIN C XPOHNUECKOI 60J1e3HbI0
ToyeK

MIIK — MmuHepaibHas MJIOTHOCTb KOCTU

MPT — MarHMTHO-pe30HaCHasi ToMorpadusi

HK - HegoCcTaTOUHOCTh KpOBOOOpaIeHMST

OIIII — ocTpoe noBpexaeHne rmoyek

OIIK - 06beM LMPKYIUPYIOLIeit KpOBU

1] — mepuUTOHEeAIbHBIN AUAJIU3

ITTA — mocTTpaHCIVIaHTAllMOHHAS aHEeMUS

ITTT — mapaTupeongHbIi TOPMOH

ITTD — nmapaTupeonasKTOMMUS

MIIK — MmuHepaibHas MJIOTHOCTb KOCTU

PAAC - peHMH-aHTMOTEH3MH-a/Ib0CTEePOHOBAS CUCTEMA
CA[l — cucTonmueckoe aprepuaabHOe aBjieHue

CK® - ckopocTh KITyOOUKOBOI (PUIBTPALIN

CMA] — cyTOYHOE MOHUTPOPUPOBAHNE apTEPUAILHOTO AaBIeHMs
CH - cepneuHas HeOCTaTOYHOCTD

CHII - cyTouHast Hopma MoTpe6IeHus

CCC - cepaeyHO-CcOCyauCTasi cucrema

V3U - ynbTpa3ByKoOBOE UCCIeOBaHME

®HO-o — ¢akTop HEKPO3a OITyXOIM-0

@®CI'C - gokanbHbIl CeTMEHTapPHbI INIOMEPYI0CKIePO3



XBIT — xpoHuueckasi 60j1e3Hb ITOUKU
OKT - anekTpokapauorpadms
III0 — spUTPONIOITUH

OCC - ospurpomnoss-ctumyaupylomme cpeacrsa (ATX knaccudukanusi:  «JIpyrue
aHTHMaHeMMUYeCKye TpernapaThi»)

Ox0-KT' - axokapayuorpadus

Ca — kanpuuin

CAKUT - BpOXOeHHbIe aHOMaJIUM TOYEK U YPOJIOTrMYECKOro TpaKTa

CaSR - kanmbLUMII-4yBCTBUTENbHBIN PeLenTop

CKiD - Xpounueckas 6one3Hb nouek y gereit (Chronic Kidney Disease in Children)
DRI - Dietary reference intake — pekomeHayeMoe nnoTpebieHme 6eka

FGF-23 - pakTop pocra pubpobdiacToB 23

IDMS - TaHmeMHas Macc-CIeKTPOMeTpPHUsI C M30TOIHbIM pasbasiieHueM (isotope dilution
mass spectrometry)

IL — vHTepieinkKnH

K — kanuii (HaMMeHOBaHMe yCIyTU [IJIs1 Onipee/ieHus IoKa3aTesisl B KpoBu coriacHo [Ipukasy
Mwun3apasa Poccunm ot 13.10.2017 N2 804H: «MccnegoBaHye YpOBHS KaJivsi B KDOBU»)

KDOQI - uHuimaTuBHas TpyIIia 1o KauecTBY UcxomoB 3aboneBanuit mouek (Kidney Disease
Outcomes Quality Initiative)

KDIGO - Kidney Disease Improving Global Outcomes - MHummatuba mo yIy4dlIeHUIO
[JI0OOAJIbHBIX MICXOO0B 3a00JIeBaHMiT [TI0UEeK

Klotho — TpancMeMOpaHHBIN O€/I0K, HeOOXOAMMBIN IJ1s1 akKTuBaLuy perenropa FGF23

Na - HaTpuit (HaMMeHOBaHMe YCIyIM NpU OIMpeneeHus] MoKas3aTelss B KPOBU COITIACHO
[Tpukaszy Mwun3snpasa Poccuum ot 13.10.2017 N2 804H: «McwiemoBaHue YpOBHSI HATpUS B
KPOBW»)

NAPRTCS - North American Pediatric Renal Transplant Cooperative Study -
CeBepoaMepUKaHCKMUII IeAMaTPUUECKMii PEermucTp MCCAegOBaHMII 3a00/IeBaHMII TOYEK U
COBMECTHBIX MCC/IeJOBAHUM

NKF — HaliMOHa/IbHBIN (GOH/, TTOUeK



P - dochop (pocdaTel) (HaMmeHOBaHME YCIYTM IIpU OIpedeeHMs] MoKasaTeas B KPOBU
comtacHO IIpmkazy MwunsgpaBa Poccunm ot 13.10.2017 N2 804H: «MccmemoBaHue YpOBHS
HeopraHmudeckoro ¢ocgopa B KPOBU»)

Hb - remorno6mH (HauMeHOBaHMe YCIYTU MIPU OIlpefiesieHNs oKa3aTessi B KpOBU COTJIACHO
[Tpukasy MwuusapaBa Poccum ot 13.10.2017 N2 804H: «McciemoBaHue YpOBHS OOIIEro
reMOTIJIO0MHA B KPOBM»)

HIF-PHD - rumnokcusi-uHAyLMOenbHbI QakTtop - mpoaun-4-rugpokcunasa (hypoxia-
inducible factor - prolyl-4-hydroxylase domain)

HL - BepxHsis rpaHuiia 1eaeBoro ypoBHs (High Level)

rHUEPO - peKOMOVHAHTHBIN SPUTPONOITUH UeJIOBEKA

RNI - pekomeHI0BaHHOEe MOTpebeHe HYTPUeHTa

SD - craHgapTHOE OTK/IOHEHME

SDS - koadduiineHT cTaHgapTHOro oTKIoHeHMsT (Standart Deviation Score)
SDI - Suggested Dietary Intake — pekomeHyemast nueTta

TSAT - kosdduimeHT HachieHUsT TpaHcheppuHa >Keje30M (HaMMeHOBaHMe YCIYTU IIpuU
onpeneneHus rokasaress cormacHo IIpukasy Munsapasa Poccum ot 13.10.2017 N2 804H:
«MccnemoBaHue HachIleHMs TpaHCheppyHa Kejle30M»)

VDR - peuenTtop ButamuHa D



TepMMUHBI U OIIpeae/iIeHUS

ApTrepuanbHas runiepreH3ust — AJl, mpesbiiaioinee 95-i nepieHTWIb IJIs1 JAHHOTO ToJia U
BO3pacTa npu 3-X BU3UTAX K Bpauy.

AnyHaMu4yeckas 00/Ie3Hb CKejleTa -— COCTOsAHME, XapaKTepusyrmeecd CHMKXEHNEM
obbema u MIUHepa/In3aluM KOCTU ITapalJyieJIbHO CO CHVMJKEHMEM KOCTEO6p8.30BaHI/IH.

BenkoBO-3HepreTuuyeckass HeOOCTAaTOYHOCTb — HENOCTAaTOK SHepPrMuM U HYTPUEHTOB
NUTaHUS 1151 obecrieueHnst IIOTpedbHOCTel Gu3Mueckoro pa3BuTust pebeHka (mainutrition —
B @HIVIOSI3BIYHOM JIUTEPATYPE)

BHekocTHass Kanbnuduranus - omioxkeHue @ochaTtoB U Kaablusi B popme
TMIpOKCHAIIaTUTaA B KOXKe, MbIIIIIIaX, BHYTPEHHMUX OpTraHax, BOKPYT CyCTaBOB.

BTropmuHbIii TUIepHnapaTupeo3 — BTOpPUYHAS TUIEPPYHKUMS WM  TUMEPIIa3us
MapaluTOBMUIHBIX Kejie3, pas3BMBaloNiascsd Ha (oHe MPOrpeccCUpyIoiero yMeHbIIeHUS
Macchl JEeMCTBYIONIMX He(QPOHOB IIpM XPOHMUECKON OOJe3HM IIOUeK, BCIeICTBUE
runiepbocharemun, yBenuueHusi (akropa pocra (GubpobractoB 23, meduimra
KaJIbLIUTPHUOJIA, TUTTOKATbIIVIEMUM.

TuneproHMYecKuit Kpu3 - BHe3almHoe moBbimeHne Al >30% OT OOBIYHOIO YPOBHSI,
COMpPOBOXAAIOIIEeCs KIMHNYECKOM CUMMITTOMAaTUKOJA.

T'mmepreHsuss Oenoro xajgaTra — IOBbIIeHMe AJl mpu M3MEpeHUM B MeIUIIMHCKOM
yUpeXXaeHny, HOpMaJabHbIM ypoBeHb AJl moMma, B cIlOKOiHOM obctaHoBKe (MB mpu CMA]L
<25%)

3amep;KKa pas3sBUTHS — TEepPMMH, MUCIIOAb3yeMbIii [JisI ONMMCAaHUSI [eTeil, (usudeckoe
pas3sBUTHE KOTOPBIX, B MEPBYI0 ouepenb pocT, Huske oxumaemoro (failure to thrive — B
aHIVIOSI3bIYHOM JINTEepaType)

3amecTuTenbHAasA IOYeYHas] Tepamus - KOMIUJIEKC CIeluaJn3uMpPOBaHHBIX MeTOI0B
3aMellleHUsT QYHKIMUI TOueK (reMoauann3, MepuTOHeaNbHbIl Ouaan3, TpaHCIUIAHTALS
rnouku). TpaHCIUIaHTaLMS TIOYKM TIO3BOJISIET BOCCTAHOBUTb BEChb CIEKTP YTPaveHHBIX
(yHKILIMIT TTOYeK.

KapamnoBackynsipHass 6onesub npu XBII — mporpeccupyiolnee IopaskeHue cepaedHo-
COCYOMCTOM CUCTEMbI BCIEACTBME BO3IeCTBMUSI KOMIIeKca (PaKTOpPOB, aCCOLMMUPOBAHHBIX C
XBII.

MackupoBaHHast AI' — HoOpwmaibHbBIN ypoBeHb Al TpM M3MepeHUM B MeOUILIMHCKOM
yupexxgeHnn, Ho rnoabembl Al moma (o gaHHbIM CMA]L MM peryiasipHbIX «OOMallHUX»
usMmepennm AJl.



MwunepanbHble M KOCTHbIe HapyimieHus npu XbII — cMHOPOM CUCTEMHON IaTOJIOTUH,
BKJIIOYAIOIINIT TabopaTOpHble OTKIOHEHUSI B MMHEepPabHO-KOCTHOM MeTaboin3Me, KOCTHbIe
aHOMaJIMM, SKTONMUECKYIO KaabluduKaimo, comyTcTyoiye XbII.

HouHast AT («non-dipper») — orcyTcTBUe cHIkeHus cpenHero CAJI u JIA]l HOUbIO BO BpeMs
cHa (HopMa — 10-20%).

HyrputusBHbiii  (TpodojiorMuyecKmuit) CcTaryc — 9TO KOMIJIEKC KJIMHUYECKUX,
QHTPOIIOMETPUYECKMX U JTaOOpaTOPHBIX MOKa3aTesiell, XapaKTepU3yIOIIUX KOJIMUeCTBEHHOe
COOTHOIIIEHEe MbBIIIEYHO ¥ JXMPOBOJ MaccChl Tejla namueHTa. Takke ynoTpeo6sieTcss TepMUH
«IIATATEeIbHBIN CTATYC» / «COCTOSIHME ITUTAHUSI».

Octpoe noBpexxaeHue mouek (OIII) — ocTpoe, MOTEeHIMATBHO OOpaTUMOe M3MeHeHN e B
TIOUEYHOI IlapeHXMMe, COMPOBOXIAIleecs CHIDKeHMEeM (GYHKLIMM II0UeK pas3andHO
crenieHu. TepmuH, OOIIENPUHSTHINI B HaCTOsIIee BpeMsl BMECTO yCTapeBIlero — ocTpas
rnovyeuyHas HemoctaTouyHOCTh (OITH). [TocnenHee npenyioxkeHye o CBoel CYyTU HEBEpHOe, TaK
kKak TepmuHbl OIIIl m OIIH He gBASAOTCI CUMHOHMMaMM. MeXIyHapOOHble KpPUTEpUU
KOHceHcyca pis OIIIl npemHasHaueHbl [OJISI OMNMCAHUSI TpeX VYPOBHEM IIOYEUYHOM
HeJIOCTAaTOYHOCTU (PUCK, TPABMBbI, HEAOCTATOYHOCTD) U IBYX KIMHUUYECKUX UCXOO0B (IIOTeps
TOYeYHO QYHKIINM U TepMUHAIbHAS CTaaNs).

I[IapaTpeonuad3KTOMMUA — XMPYPruuyecKmii MeTo, jJedeHuns rumnepriapatupeosa rmpu XbII.

IlepuTOHEA/JIbHBIN AUAIU3 — METO, 3aMeCTUTEIbHOI II0YeYHOM Tepanuu, OCHOBAHHbIM Ha
npuHuuie audd@ysMoHHoro obmeHa, (GWIBTPALIMOHHOTO M KOHBEKI[MOHHOIO IlepeHoca
yepe3 «MepUTOHea/libHYI0 MeMOpaHy» (OpIOIIMHY) HM3KO- M CpegHEeMOJIEKY/ISIPHBbIX U
0e/JIKOBBIX CyOCTaHIMI, a TaKkKe >XUIKOCTM U3 KPOBM B IMAIU3UPYIONINUIA PacTBOD,
HAXOISIIIMIACS B TIOJIOCTY OPIOIIVHBI.

IlepuTOHEea/IbHBIN AMAIN3 C MCIIOJb30BaHMEM aBTOMATHM3MPOBAHHBIX TEXHOJIOTUIA
(aBTOMaTH3MPOBAHHBIN MEPUTOHEATbHBIV AUAIN3) — METO/I [IEpUTOHEATbHOIO AMajIn3a,
KOTOPBI/A OCYILECTB/ISIETCS C IIOMOIIBIO CIIEIMAJbHBIX aIIapaToB (LIMKJIEPOB [IJIS
MepUTOHEAJIbHOTO [Majn3a), 00ecIeuuBaloOMX BBeOeHME U BbIBeAeHMEe IUATU3HOTO
pacTBopa 6e3 yuacTus maiueHTa. LiMkiaep 1Mo 3aJaHHOl MporpaMMe BpayoM OCYILECTBIISIET
aBTOMAaTMUeCcKye IMK/IbI 3aMeHbI pACTBOPA B OPIOLTHO ITOJOCTH.

ITocTOSIHHBIVE aMOY/IaTOPHBIN MEePUTOHEAJbHBIN AUAJIU3 — METOH, IepPUTOHEeaTbHOTO
ouanu3a, B KOTOPOM 3aMeHa OUaM3UPYIOIIEro pacTBOpa B OPIOIIHON TOMOCTY (HECKOJIBKO
pa3 B CYTKM) IPOBOIUTCS CaMOCTOSITeJIbHO OOJbHBIM B aMOY/IaTOPHBIX YCIOBUSIX (B
OOMAITHUX YCJIOBUSIX).

Pe3ucrednTHast AT' — ypoBeHb A]l Bblllle 1le/IeBbIX 3HAUEHUI, HECMOTpPS Ha MpueM 3-X u
6osee AT'C (B onTUMMabHBIX J03aX), OAVH U3 KOTOPbIX — AUYPETUK.



CepaeuHast HeIOCTAaTOYHOCTb — CMHAPOM, Pa3BMUBAIOIIIICS BCIEICTBME CTPYKTYPHOTO MIN
(OYHKIMOHAIBHOTO TIOBPEXAEHMSI MMOKaphaa, NPUBOAMINEr0 K CHUMKEHUIO HaCOCHOI
dyHK1UIMYK cepalia.

«Cyxoii Bec» — BeC IMalMeHTa B COCTOSHMM HOPMOTMIApATalMK; Yy MAlUMEHTOB Ha
reMoamuajin3e — MUHUMAJIbHBIA BeC, MPU KOTOPOM ellle HeT CUMIITOMOB TUIIOBOJIEMUU
(mapenne AJl, CymopOry MbIIIL, KOHEYHOCTEI, 00/ B SKUBOTE)



1. KpaTkasa nH@opmanusi 1mo 3a00/1eBaHNI0 UIN
COCTOSIHMIO (TPYIIIbI 3a00/1€BaHUI WIN
COCTOSIHUMN)



1.1 Onpenenenue 3a001eBaHUSI WIM COCTOSHMUSI
(rpynnsI 3a60/1€eBaHUI UJIV COCTOSTHMI)

Xpounveckass Oone3sHb mouek (XBII) - croiikue HapyimieHus: GYHKIUM TIOUYEK,
MIPOJIOJKAIOIIMECS] B TeueHMe 3-X MecsilieB U Oosiee, oripeesnsieMble Kak CTPYKTYpPHbIE U/WUJTU
(dyHKIMOHATbHBIE MU3MEHEeHUSI C PA3JIMYHOI CTelleHbI0 CHUKeHUST KIUMpPeHCHOoM QyHKkuuu [1].
XpoHndeckye 3aboeBaHMs MMOYEK, HE3aBUCUMO OT 3TUOJIOTUM, UMEIOT 00Ilye MeXaHU3Mbl
MIPOrpeccupoBaHMs U TPeOYIOT OIpeie/IeHHbIX TepareBTUUeCKMX YCUIINIA, HallpaBAeHHbIX Ha
OTIaJIeHVe HACTYIJIeHUsI TepMUHaIbHOM cTaguu XBII.

PexomeHnpmanum 1o onpepgenennio u knaccudurkauyy XBIT 0bin BBemeHbl HarmoHaabHBIM
dbongom nouek (NKF) 1 MHMLIMATUBHO TPYIITION IO KAUeCTBY MCXOI0B 3a00eBaHMi MTOUeK
(KDOQI) B 2002 romy M BIIOCJIEACTBUM ObUIM IIPUHSTHI C HEOOJbIIMMM M3MEHEHUSIMU
MEXIyHapOIOHOI TPYIIOi peKoMeHIaluii 1o YIydllleHIO TI06aabHbIX MCXOA0B MOYEeUHbIX
3a6oneBannii (KDIGO) ¢ aganrranyeit B 2012 rogy (cM. pasjest IMarHOCTUKA).

XBIT MoXeT MPOSIBSITbCS pa3HOOOpa3HBIMM CMMIITOMaMM M CMHApoMaMM. MakcuMaabHOe
yBeJIMueHue OJIUTEIbHOCTYU KU3HU MallMieHTa Mocjie pa3sBUTUS TepMuHanbHOM ctagum XbII
orpenesnsieTCss He TOJbKO BO3MOXHOCTSIMM OUAJIM3HONM Teparnuu, HO U COXPAaHHOCTHIO
006111ero (pM31YeCcKOro ¥ COMaTUUeCKOTO COCTOSTHMST pebeHKa.

Jlsiss 0ob6o3HaueHMs] HapyIIeHUii HYTPUTUBHOTO CTaTyca MCIIOAb3YIOT TEPMUH «OeIKOBO-
3HepreTuuyeckass HeagoCTaTouyHOCTb» (BOH) - HemoCTaTOK 3HePIUM U HYTPUEHTOB
MIUTaHUS )11 obecrieueHus MoTpedHOCTel Pu3mueckoro pasBuTus pedbenka (malnutrition —
B aHIVIOSI3BIYHOM IuTEeparype) [2, 3].

3agepxkka pasButusa (failure to thrive) — TepmuH, ucronb3yemblii I ONMUCAaHUS JeTei,
KOTOpble pacTyT He TaK, KaK oxkupaanoch. JImarHoctuka BOH (malnutrition) ocHoBaHa Ha
QHTPOIIOMETPUYECKMX U3MEepeHMsIX, a HegocTaToyHoe TminTaHue (undernutrition)
ompepesnseTcss Kak aucbasaHC MeXIy IOTPeOGHOCTSIMM B IMUTATeIbHBIX BeIIeCTBaX U UX
MoTpebyieHeM WIM OOCTaBKOJ, UTO B CBOIO Ouepelb MPUBOAUT K IedULIUTY 3Hepruu, benKka
WIV NIUTATeIbHbIX MUKPOVIEMEHTOB, KOTOPBIII MOXET OTPULIATEIbHO CKa3aThbCsl Ha POCTe U
pasButuu [4].

PasButue XBII B meTCKOM BO3pacTe OKasbIBaeT HeraTUBHbBIV 3dGbeKT Ha JMHEeNHbI POCT
KOCTeil ¥ HepegKO MPUBOAUT K BbIPAKEHHON 3aZlep’)KKe KOHEUHOTO pOoCTa y MaljieHTOB.
3amepskka pocTa yBeanduBaeTcs co craaueit XBIT [5].

Anemusa nipu XBII - pe3ynibTaT HUCXOASIIMX CUTHAIOB, BOSHMUKAIOIIVX U3-3a AUCPEryIsauumn
CUCTEMbBI TUIIOKCUSI-MHAYLHMOeNnbHOro ¢akropa - npommia-4-rugpokcunasa (HIF-PHD),
MOUIEACTBUSIMM KOTOPBIX SIBISIOTCS YMEHbIIeHMe TMPOAYKUUM 3SpuTporiostTuHa (3I10),
nsMmeHeHne obmena xxenesa (Fe) u cHmkeHue remornobuHa (Hb). HedpporenHasi anemust
3aKOHOMEepHO OocoxHseT TedeHue XDbII, koTopas yaille OUMAarHOCTUPYeTCS NpPU CHUKEeHUN
CK® po 40-60 MJI/MMH/I,73M2, XOTSI MOKeT OBITh BBISIBJIeHA Ha Oojiee paHHUX CTaAUSIX



3ab6oneBaHus [6, 7]. AHeMus CBSI3aHa C IVIOXMMM MCXOJAaMM, TIJIOXMM KaueCTBOM JXU3HU U
HeIPOKOTHUTUBHBIMMU CITOCOOHOCTSIMM Yy TTaleHTOB ¢ XBIT [8].

[Io mepe Toro, kak Imporpeccupyer XBII co cHmkeHnuemM CK® npo 50% oT HOpMBI,
MeTaboaMuYecKuit aluI03 MIPUBOAUT K CHMXKEHUIO POCTa U YCUJIeHUIo KaTabonu3ma 6eika 3a
cyeT peabcopOIMM OTGUIBTPOBAHHOIO OMKapOOHATa, CHIDKEHMS CHHTEe3a aMMMaka,
CHVDKEHMSI BbIBeJEeHMSI TUTPYeMOM KHUCJIOTbI U 3aKUCIeHMSI KaHaJbleBOW SKUIKOCTMU.
XpoHMUeCKUii MeTabOoIMUecKuii auuao3 MOPUBOOUT K M3MeHeHMSIM MOHHOTO COCTaBa,
pe3opOLMK U OTIOKEHUIO KOCTHOW TKaHM, 3ameeHuio 3¢¢deKToB ropmoHa pocrta. Ilpu
anuao3e mopasisercs cuHTe3 1,25 (OH);D B moukax, 4To B COYETAaHMM C OCTATOUHBIM
dochaTom ¥ TrUIIOKaAIbLIMEMMEI B KOHEUHOM MTOTe IIPUBOAUT K BTOPUYHOMY
rumnepriapatupeosy [9].

Pa6ouas rpymnmna KDIGO pekomengoBasia B 2006 rogy TepMUH «MUHEpPAIbHbIE ¥ KOCTHbBIE
HapymeHus npu XbII (MKH-XBII)» gjst onmcanms CUCTEMHOM I1aTOJOTMM, BKIOYAIOIeit
OJIMH MJIM HECKOJIbKO MIMAarHOCTMYECKM 3HAUMMbIX KOMIIOHEHTOB: HapylleHue MeTaboa3mMa
Kanblus, docdopa, mapatupeoumsHoro ropmona (IITT), dpakropa pocra pubpobdracTto 23
(FGF23), BuTamuHa D ¢ KIMHUYECKUMMU IPOSIBIEHUSIMU MMaTOJOTMU KOCTHOM TKaHU (HU3KUM
pOCT, CHWKEeHMe MMHepaJiu3aluum KOCTeili U HapylleHue I[eJOCTHOCTM KOCTU) U
OKCTPACKEJIEeTHON  KanbLuburaumeii. PaHee mNpuMeHSIeMblii TepMMH  ITOUYEUHAas
0CTeoaMCTPODHSI” OTHOCUTCS TOJIBKO K OMMCAHUIO KOCTHOM IaTOJOIMM, BO3SHUKAIOIIEH Kak
ociioxkHeHne XBII, 1 ocHOBaH Ha OlleHKe AAaHHbBIX OMOIICUMM KOCTU. Buoricus B HacTosliee
BpeMsI He MCII0JIb3YyeTcsl AJ1s1 BepuduKalyy MaToorMy KOCTHOM TKaHu rpu XITH.

KapouoBackynsipaass 6onesHb (KBB) mpmu XBII - 3T0 mporpeccupymoinee IOpaskeHue
cepaevyHO-COCYIMUCTOM CHUCTeMbl, OOYCIOBJIEHHOe BO3eiCcTBMeM KoMIuiekca (aKTOpOB,
cBs3aHHbIX ¢ XBII. KBb siB/sieTcs1 OCHOBHOM MPUUYMHOM COKpallleHUST MPOAO/IKUTEIbHOCTU
KU3HM B 3TON TpyIne OOMbHBIX. KapanoBacKy/lIsIpHbIE OCIOKHEHMUS SIBJISIIOTCSI IPUYMHONM
cMepTHu JeTeit u rmogpocTkoB ¢ XBIT 5 cT B 25-32% cnyuaes [10, 11, 12].



1.2 3TMonorus u nnaroreHe3 3ado1eBaHUs UIN
COCTOSIHMA (TPyIIib] 32a00/1eBaHUI U
COCTOSTHU )

Xorsa koHuemnuus XbII y gereit aHalorMyHa KOHUENUUM Y B3POUIbIX, neauatpudeckas XbII
MMeeT HeKOTOpble 0COOEHHOCTH, MeHbIlle JO0Ka3aTeJbCTB M MHOTO (DAaKTOPOB, KOTOpbIE [0
KOHIIA He M3y4YeHbl.

B meTckom Bo3pacTe 0OCHOBHOJ mpuunHoit XBII SIBSIOTCS BpOKAeHHbIe 3a00/IeBaHMSI IIOYEK.
[Tpuumubl metckoit XBII Takke 3aBUCSIT OT BO3pacTa M CTpaHbl IpokuBaHus. Hambosee
YacThIMM 3TUOJOrMYECKUMMM (paKTopamy HeoHaTanbHOM XBII sBAgIOTCS: ruUmomnjasust /
OUCIUIasusl T0YeK, KjallaH 3aJHel ypeTpbl U Opyrue BPOXKIEHHbIE aHOMaIUU MOYEeK U
MOUEBBIBOOSAIMX ITyTei. Jpyrag 3THMOJOTUS BKIKYAET IMOJUKUCTO3 MMOUYEeK, KOPTUKAIbHBIN
HEeKpOo3 U TpoMOO03 MmoueuHbix cocynoB [13]. Haubosee yacTbiMu nipuurHaMu pasButus XbII
B Utanuu u crpanax CeBepHoit AMepuku 1o gaHHbiM perucrpa NAPRTCS (North American
Pediatric Renal Transplant Cooperative Study) ssBisitoTcs:

e BpoxkgeHHble aHOMa/IMM Tovek 1 yposnormyeckoro tpakra (CAKUT), KoTopbie COCTaBISIOT
60% cnyuaeB XbBIl y mereii.

e [nomepynsgpHble mpuunMHbl coctaBasgoT OoT 10-20% merteit ¢ XBII B 3aBUCUMOCTU OT
reorpaduueckoro IonoxkeHusi. IlopaxkeHue KIyOOUKOBOTO arfrapara B OCHOBHOM
BCTpeuaeTcsl y JeTeii crapiie 12 jieT, 4yTo cocrasisieT 45% ciaydaeB naiyueHTOB ¢ XBII B
CoenuueHHbIx IlITaTax AMepuku, TAe Hanubosee YacThIM INIOMEPY/ISIPHBIM 3a00/ieBaHMEM
octaeTcst GoOKaJbHbIN cerMeHTapHbIN rimomepysockiaepo3 (PCI'C), BecTpevatommiicst B 9% y
IeTeli eBpOMeOUIHOI pacbkl U B 1/3 ciaydyaeB cpeay adpoamepuKaHIEB-ITOJPOCTKOB.
Taxke mpuumHamu XBII y meTeii MOTyT ObITh TeMOJUTUKO-YPEMUYECKUI CUHIPOM,
BTOpPMUHbIE IJIOMepY/IsipHble 3abosieBaHUS (HallpyuMep: CUCTEeMHbII BOJTYAaHOUHbINM
HedpuT). B oTamume oT B3pOoCIbIX AMabeTndyeckass HepomnaTusi ¥ TUTIEPTOHMS SIBJISIIOTCS
penkumu nipuunHaMmu XbII y mereii.

e JIpyrue 3a6oneBanus cocraBisioT 20-30% Bcex crydyaeB XBII y meTeit u BKIIOYAIOT B CeOsI:
reHeTUYeCKM NeTePMMHUPOBAHHYIO ITATOJOTUI0 (LUMCTUHO3, OKCal03, HacledCTBEHHbIN
HebpUT), UHTEPCTULIMATbHBIV Hedput [14, 15].

B psame cinyuyaeB atmonorust XBII ocraeTcss Hepacro3HaHHOM. OXXuUpeHue y feTeii — HOBas
rpo6iema Bo BceM Mupe. HemaBHue mccienoBaHms MAeHTUGUIIMPOBAIM paHHee HapyllleHe
dbyHKIMYM mouek U puck pa3Butusi XBII y geteit ¢ n36bITOUHOI Maccoii Tena [16, 17]. Kpome
TOTO, MJIQJIEHIIbl C HM3KOJ MacCCOil Tejla MpU POKAEHUM U MaJIOBECHbBIE /IS TeCTAallMOHHOTO
BO3pacTa MMEKT TIIOBBIIIEHHbIII PUCK Pas3sBUTUSI TepMuHa/JIbHOM craguu XbBII B
MoApOCTKOBOM Bo3pacrte [18, 19]. ITo mepe pocTa rmpobieMbl AeTCKOTO OKUPEHUS U CTapeHUsI
HaceJIeHMsI C HU3KO¥ Maccoii Tejia TPy POKIEHUM MUPOBOE COOOIECTBO MOKET CTOJIKHYThCS
C TIOTeHLMAJbHBIM CABUIOM B NMAeMMUoaorum getckom XbII.

TepmunanbHass craguss XBII. [MmomepynsipHble HapyLIeHUSI COCTABJISIIOT OOJIBIIYIO TOJIIO
OCHOBHBIX IIPUYMH Y JIeTeli C TepMUHAIbHOI cTagueit 6one3uu movyek (ESKD). OTo cBsi3aHO C



OBICTPOJi CKOpOCTbIO MporpeccupoBanusi XBII y maieHTOB C HapyIIeHUSIMU KITyOOUKOBO
GYHKIMM B CpaBHEHUM C OOJIbHBIMU, MMEIOIIMMU HEeTJIOMePY/IsipHbIe TPUUYMHBI.

CorsmacHO eXxerogHoMmy oOT4deTy cuctembl OaHHbIX mouvek CIIA (USRDS) 3a 2017 rog,
ocHOBHbIMM TipuumHamu XITH y mauyeHTOB B Bo3pacte oT 0 mo 21 jset B 2011-2015 rogax,
KakK M B IMpeIbIayIye TObl, ObIM BPOKIEHHbIe aHOMAaJIMM MTOYEK M MOUEBBIBOASIINX ITyTeil
(CAKUT, 22%), mepBuuHbIe IJIOMepy/sIpHble 3ab6oneBanust (21,8%), Kucro3Hbie/
Hac/leICTBeHHbIe/BPOXKIeHHble HapyiieHus (12,5%) ¥ BTOpuYHbIe [JIOMepYJISIpHbIe
3aboseBaHusl/BackynuTbl  (10,7%). Haubosiee 4yacTble MHAMBUAYa/TbHbIE MArHO3bI,
CBsSI3aHHbIE C TepMMHaJIbHOM cranuein XBII y mereit, BKIKOUAJIM OYAroBbIii CErMeHTapHbIN
rmomepysockiaepo3d (11,6%), runoriasuw / pucriasuio nouek (10%), BpoKIeHHbIe
00CTpyKTUBHBIE yporiaTuu (9,7%) 1 CUCTeMHYIO KpacHYI0 BOJTUaHKY (6,3%) [20].

HeapgexkBaTHOe muUTaHue — XOPOIIO M3BECTHAs MpUYMHA IUIOXOro pocra y mertein ¢ XbBIL.
bOH accoumupyercsi ¢ MpOrpecCupoBaHMEM YpeMUUYECKUX CUMIITOMOB, MPUBOAUT K
0eIKOBO-9HEPTeTUUECKOMY MCTOIEHUI0O M YBEJIMUYEHUIO JIETAJIbHOCTM Y 3TOV KaTeropumn
nauyeHToB. B ucoiegoBanum CS Wong et al. mpomeMOHCTpUPOBAHO, UTO MJIsI KaXKOOTO
CTAaHIAPTHOI'O OTKJIOHEHMSI Z-Score CHMKeHus pocta y gereit ¢ XBII mo cpaBHEHUIO CO
30 0POBBIMMU I€TbMU, PUCK CMEPTHU MOBbIIIAEeTCS Ha 14% [21].

bOH accoummpyeTcss He TOJMbKO C IOBBILNIEHMEM PUCKA TOCIUTAIU3ALUUA U CMEPTHOCTU Y
IeTeil, HO TaKXke CO CHMKeHMEeM 3JIaCTUYHOCTM apTepuii C IOTeHLMATbHbIM PUCKOM
KapAMOBACKYJISIPHOI IaTOMOTUM U CHIOKeHMeM KoHueHTpauuu 25-OH Butammua [I.
Bonbiine uccienoBanus, Takue kak, Kidney Disease Outcomes Quality Initiative (KDOQI)
PEKOMEHIYIOT IpOBeeHe PaHHel, MUHTeHCUBHOM HYTPUTUBHOI noaaepkku y neteit ¢ XbIL.
Pan uccnegoBanui y miageHueB ¢ XbII nokasanu sHauuTe/lbHOE yBelMYeHMe CKOPOCTU
pocta TIpu obecrieyeHUM aAeKBAaTHOJM JHepreTMueckoi [EeHHOCTM IIMTaHMuS, YTO
obecrieunBajoCh KOpPMJIEHMEM Yepe3 Ha30racTPaJIbHbIM 30HI MM TacTpocToMy. Takum
obpasoM, obecreueHyre afeKBaTHOIO MUTAHUS SIBJISIETCS OMHUM M3 BasKHEMIINMX acIleKTOB
neueHMs: pebeHKa ¢ XpOHMUECKOi 6071e3HbI0 MTOYEeK.

B2OH, cBsizaHHas c 3abosieBaHMEM, MMeET HEeCKOIbKO BO3MOXKHBIX MEXaHM3MOB: CHIDKEHME
MOTpeb/ieHNsT TUINM, ITIOBbIIIIeHME IIOTPeOHOCTM B HYTpMUEHTax, YBeluueHue TMOoTepb
HYTPUEHTOB U HapyllIeHMe UX UCIO0JIb30BaHMS OpraHn3MoM. BaskHast ponb B pazsutuu boH,
CBSI3aHHOJ C 3aboJieBaHMeEM, IMPUHALJIEXXUT BocHajaeHuo. BocnaneHe paccMaTpuBaeTcs: B
HOBOM KaueCTBe, TaK KaK MOXeT SIBJISITbCSI puumHOi BOH, a Tak)ke BHOCUTD BKJIa[ KaK OOUH
13 MexaHu3mMoB ¢opmupoBaHust BOH. BocrasieHne MOXKeT BAMUSITh Ha anIeTUT M HapyllaTh
YCBOEHME HYTPUEHTOB, UTOTOBbIi 3(G(PEKT 3aBUCUT OT TOTO, SIBJASETCS JIM BOCIa/lieHMe
OCTPBIM (KJIacCUMUeCKoe BOCIaJIeHNe) WU BSJIOTEKYIIUMM XPOHUUYECKUM (MeTaBOCIlaJieHne)
[22].

[Tpuumusl BOH y neret ¢ XBII:

e II1oxO¥i anIeTuT, MOXKeT ObITh CBSI3aH C M3MEHEHUSIMM BKYCOBBIX OIIYIIEeHUI, TPMeMOM
OOJIBIIIOT0 KOJIMUYECTBA JIEKapCTB, IIpeNIlOUTeHMeM BOObI Yy [eTeil ¢ ToJnypueir;



TOBBIIIEHMEM LIMPKYIUPYIOIINX IIMTOKMHOB, TaKuX Kak jgentuH, PHO-a (pakTop HeKkpo3a
onyxonu a), IL-1 (uHTepneinknH-1) 1 -6, KOTOpbIe AEVCTBYIOT Yepe3 rUII0TaIaMyC, BIAUSIS
Ha aIlleTUT U YYBCTBO ChITOCTU.

e PBora, cBs3aHHas C racTpo-330daraabHbIM pPedIioKCOM U 3a7epPsKKOil OMOPOXKHEHMS
JKeJTyIKa B CBS3M CO CHMKEHMEM KIMpeHCa MOJIUIIENITULHBIX TOPMOHOB.

e Hapymenme aGcopOIMM HYTPMUEHTOB IIMTAHMSI, CBSI3aHHOE C ypeMUYECKUM
TIOBPEKIEHMEM MHTECTUHATLHOTO SIIMTENNS U HapylleHueM MUKpoOoma.

e TIpucoenuHenue octpoit BOH B cBSI3M C 3MM300aMM MHTEPKYPPEHTHBIX MHOMEKIIN,
XUPYPruueCcKux BMellaTeJabCTB U T.[.

e AccomuupoBaHHbIe KOMOPOMIHbIE COCTOSIHMS, BAMUSIIONIME Ha UTaHKe [3, 23].

AHemuss - vyvacroe ocinoxHeHue y peteir ¢ XbII, pacrpocTpaHeHHOCTb KOTOPOTrO
yBeIMUMBAETCS 10 Mepe MporpeccupoBaHus 3aboneBaHMsi. AHEMUsS CBsI3aHa C pa3BUTHEM
OCJIO’)KHEHUM, BKJIIOUAs YBeJIMYEHME YaCTOThbl TOCIMUTANIMU3ALMUM U CMEPTHOCTU, & TaKXKe
nporpeccupoBaHust (HakTOPOB PUCKa CepAeUYHO-COCYIMUCThIX 3a00/ieBaHMIA, TaKMX KaK Kak
rurnieptpodus yeBoro xenymouka ([JDK) [24, 25]. OCHOBHOI NMPUUYMHON aHEMUU SIBJISETCS
HapylleHue ob6bpas3oBaHus 3spuTporodtTMHa (OI10) mepuryoynsipabiMu ¢pubpobnmacTaMm
KOpTeKca nmoyvex [26].

[TpuumHamu anemun ripu XbII y meTeit SBASIOTCA:

1. Hapymenue u/unu gucperynsuust oopasoBauus dI10

2. XKene3zomedUUUTHBIN 3pUTPON033 (abcomoTHbINi nmebuuut Fe, QyHKIMOHATbHBIN
nebuuut Fe, HapymeHne Mmetabonusma Fe)

3. Bocrtasienne u 610KMpoBaHMe Kejie3a rercuauHOM

4. XpoHMYeCKMe IMoTepu KPOBU (YaCTbie BEHEMMYHKIUHU, II0TepU B reMOAMAIN3HOM KOHTYpeE,
riotepu uepes JKKT, MeHCTpyasibHbIE TTIOTEPN)

5. YpemMus 1 OKCUIATUBHBIN CTpecC

6. 'uneprnapaTtupeos u muenopuopo3

7. DedbuuiuTHbIe coCcTOSTHMS (BUTaMuH B12, ¢ponmeBast KuciaoTa, KapHUTUH, BUTamuH C)

8. JlekapCcTBeHHbIe CpelCcTBa (MHIMOMTOPBI AaHTMOTEH3MH IIpeBpallailiero depMeHTa
(MATI®D), HemnpeBepKeHHOCTb K Tepanuu aHeMMuM, JIeKapCTBEHHAasd TOKCUYHOCTb,
KPACHOKJIETOYHAS arjia3usi KOCTHOTO MO3Ta).

Cpenu mexaHM3MOB pas3BuTusi aHeMum npu XBII ommcaH rencuauH-oIIOCpeaOBaHHBIN,
KOTOPBINI OJIOKMpYeT MOCTYIHOCTb Xejesa IJiSI SPUTPOI0d3a Ha pasJMUHBbIX 3Tarax, OT
abcopOLMM kejgesa SHTEPOLUMTAMM [0 BBICBOOOXKIEHMSI OEeIOHMPOBAHHOTO Kejesa B
KOCTHOM Mmo3re [27].

Lvpkyaupytomuii 110 peryaupyet mponudepainio spUTPOUTHOTO POCTKA, MeliCTBYeT Kak
dakTOop pocTa, CIIOCOOCTBYIOLIMIA CO3PEBAHMIO SPUTPOLMUTOB. IlepBUUHBINA CTUMYJI [IJIS
srcrpeccuu IO - rurnokcusi, oopasoBanme D110 MOBBIIAETCS TUIIOKCUSI-MHAYLIMOETbHBIM
(haKTOPOM TPAHCKPUITIINM, KOTOPbI KOHTponaupyeT reH II10. ObpasoBanme 10 npu XBII
CHIDKAeTCsI KaK 3a cueT pas3pylieHus: HepuTyOoyaspHbIX (uOpo6sacTOB U HapylieHUs



pPeryisiiiuy IMOYeYHOT0 KUCIOPO, - UYBCTBUTEIBHOIO MeXaHU3Ma, TaK U 3a CYeT HapylleHUs
TyOyJISIpHOI peabcopOIIMy HATPUSI B AUCTAJbHBIX KaHaJbllaX Mpu cHsKeHun CK®, koTopoe
SIBJISIETCSI CUTHAJIOM 1Sl momaBienus oopasoBanus II10. Yposens 10 y nmammenTos ¢ XBII
00BIYHO HOPMAJIBHBIN MJIM HE3HAUNUTETbHO YBEJIMYEHHBIN, HO Y MallieHTOB C HOPMAaJIbHO
dbyHk1Meii mouek 1 anemueii ypoBeHb 110 noseimaetcs ot 10 mo 100 pas [28].

Pazsutue XbBII B eTCKOM BO3pacTe MOKeT IPUBECTU K BbIPAXKEHHOM 3aJlepsKKe KOHEUHOTO
pocTa y maiueHTOB. YcTaHOBJieHO, uTo Ipu XBII 3B-5 cT. oTcTaBaHue B pocTe uMmeeT 50%
neteit. IIpu HeneueHHoit XBII, 06yc/0BIeHHON BPOXIEHHOI MMATOJOTMeEN, 3aiepskKa pocTa
MOKeT HaO/MIoMAThCsI B TeUEHMe IEPBBIX IBYX JIET KM3HM, TaK KaK Iepuop MJaJeHYecTBa
XapaKTepu3yeTcsl Hanbojiee BbICOKOM CKOPOCThIO POCTa. 3M0pPOBble MJIAEHIIbl JOCTUTAIOT
50% pocToBoOro noTeHIixaaa K AByM rogam XXusHu, Takum o6pasom, XbH B paHHeM Bo3pacTe
MOXKET 0Ka3aTh BajKHOE BIMSIHME Ha KOHEUHbI pocT. B mepuop ¢ 3 go 10 net HaGmogaeTcst
IPUOIM3UTEIBHO ITOCTOSIHHASI CKOPOCTh pocTa 5-7 cvm/rofd. OTo, IITaBHBIM 00pa30M, 3aBUCUT
oT ropMmoHa pocra (I'P) u ropMOHOB WIIUMTOBUOHON XXejie3bl. B mocienHue 2-3 roma repeq
IybepTaToM CKOPOCTb pOCTa MajiaeT HeIMpPOIOpLMOHaAbHO Yy 60ibHbIX ¢ XBII. Hauasmo
IyOepTaTHOTO POCTOBOrO CKauKa 3aJIep>KMBAETCs, a ero aMIUIMTYOA CHUKAETCs, IIPUBOMS K
nIajibHellen norepe poCTOBOTO MOTEHIIMala.

[IpuuMHBI 3a[I€P>KKM POCTa MOTYT ObITh pa3HOOOPA3HBIMU:

e reHeTudeckue HakTopsl (POCT pOAUTENEN, IO/, CUHIPOMBI)

® HeJOHOIIEeHHOCTb

e (busmueckoe pa3BuUTHe, He COOTBETCTBYIOIIEe TeCTallMOHHOMY BO3PacTy

* He0OXOIVMOCTb B MHTEHCUBHO Teparuu Ipu poxKIeHUN

® COIyTCTBYIOLIME 3a00/eBaHMs (CUCmeMHas namoJiozus, zeHemuueckue cuHopomsl: Llumke,
Bapde-buona u I'annoyas-Moyama)

e BO3pacT Hauaja XbII

e cremneHb TspkecTy XBII 1 0cTaTOUHOM (QDYHKIMM MIOYEK y MAl[MEHTOB Ha AMa/IN3e

* JieyeHMe IMIIOKOKOPTUKOUAAMMA.

Taxke pakTOpaMu, BAMUSIOMMMHA Ha IIPOLECChI POCTA, IBJISIOTCS: TedULIUT OejIKa M KaJopuii,
BOJHO-JIEKTPOJIUTHBIE  TIOTEPU NPU  TMOAUYPUM U COJIbTEPSIOMIUX  COCTOSSHUSX,
MeTabonuueckuii  anupo3, aHemusi, MKH-XBII ¥ pe3MCTeHTHOCTh K TOpPMOHAaM,
oTocpenyoIyM pocT pebeHka [29, 30, 31, 32].

Anabonmueckuii addext I'P Ha ypoBHe TKaHell peannsyeTcsl dyepe3 MHCYIMHOIOM00HBIN
dakrtop pocra 1 (MU®P-1). XBII — 3TO cOCTOSIHME HEUYyBCTBUTENbHOCTU K [P, KoTopoe
xapaktepusyetcsi geduumtom ¢GyHKIMOHanbHOro M®P-1 13-3a CHUXXEHMS SKCIIPeccum
peuenrtopa I'P B opraHax-MullleHsIX, TAKUX KaK IeUYeHb, U HApPYIIeHUs Tepefayu CUrHAJIOB
penientopa I'P uyepe3 SHyc-KMHA3y2, SIBASIONIENCSI CUTHAJbHBIM IIpeoOpa3oBaTesieM U
aKTUMBATOPOM ITYTU TPAHCKPUIILIMM 5 M3-3a MHAYIMPOBAHHOTO BOCIIaJeHMeM CyIlpeccopa
SKCIIPeCccuy Iepenadyym CUTHAIOB LIMTOKMHOB U TOBBIIIEHHO crtocobHocTy VIOP B ycmoBuUsIX
136bITKa VIOP-cBsg3bIBaonmnx 6enkoB [33]. CHMKeHMe TUIIOTaTaMUYeCKOro BbICBOOOXKIEHMS



TOHAJIOTPONMH-PUIN3MHT TOPMOHA MPU YpeMuu CBSI3aHO ¢ dhaKkTopamMy MHTMOMPOBAHUS —
aHrMoTeHsuH II ¥ JjieyeHMe ITTIOKOKOPTUKOUAAMM, YTO MOXKET IPUBECTU K CHUKEHUIO
LIUPKYJIUPYIONIEr0 OMOAKTMBHOIO JIIOTEMHU3MPYIOIIEr0 TOPMOHA, TUIOTOHAAM3MY WU
CHIDKEHMIO pocTa B ImybepTaTHOM Iepuope. B Havase 1moaoBoit 3penoctu mpoduias I'P/UOP-1
aKTUBU3UPYETCS YBEJIMUYEHMEM CEeKPeLM MOJI0OBbIX TOPMOHOB — 3CTPOTE€HOB U T€CTOCTEPOHA
y IeBOYeK M Ma/IbuMKOB, COOTBETCTBeHHO. Hauaso I0OI0BOI 3pesioCcTu 3amepsKuUBaeTcs Y
rogpocTkoB ¢ XBII, muKoBasi CKOpOCTh poCTa OTCpPOUYEeHa NpPUOIM3UTENBbHO Ha 2,5 roga.
[TybepTaTHbBI/i CKAuOK pOCTa 3ala3fblBaeT, YMEHbIIAETCSI U CBSI3aHHAsl C HUM CKOPOCTb
pocTta, UTO OOYCIOBJI€HO COKpallleHMeM BpeMeHM POCTOBOTO cKauKa. IlybepraTHoe
yBenuueHue pocrta y gerteit ¢ XBII cocraBisier mpubAmM3uTenbHO 65 % OT IybepTaTHOTO
CKauyka pocra y 340poBbix gAetei [34]. CnemoBaTenbHO, OTCTaBaHue B pocTe mnpu XbBII
00yc/IOB/IeHO, TVIaBHBIM 00pa3om, IOfaBjeHMeM poOCTa B 2-X Iepuojax: MIageHuYecKOM
(KoTHa pocT 3aBUCUT B OCHOBHOM OT (haKTOpPOB NMUTaHMUS) U MybepTaTHOM (3aBUMCMMOM OT
ITOJIOBBIX TOPMOHOB).

KitoueBbIiM (pakTOpoM popmupoBanust u nporpeccupoBanusi MKH-XBIT sBisieTcst pa3BuUTHe
Hedpockaepo3a 3a CUeT CHMKeHUST KoJaudyecTBa (PyHKUMOHUPYIOIIMX He)pOHOB. PesynbTaT
9TUX WM3MEHEeHMUI: CHMKeHMe 3KcKpeuuu ¢ocdopa ¢ MOUON, TOBBIIIEHNE YPOBHS
dochatemun u TMoBbilIeHMe MOpoaykuuu dakropa pocra ¢ubpobnactoB 23 (FGF23);
CHMKEeHMe CHHTe3a aKTUBHOI @opMmbl BuTamMuHa D (KaJbUUTPMOJA), CHMKEHUE
KOHIIeHTpalMM KaJIbLIMSl KpPOBM, TMOBbIIIeHMe MmapatupeougHoro ropmoHa (ITTT).
[ToBbiliieHMe YpoBHS docdopa 1 CHIDKeHMe Kaablysl KPOBY — K/TI0UeBble ITyCKOBbIe (PaKTOPbI
M3MeHeHMsT roMeocTtasa KOCTHOM TKaHu npu XDbII. [lapaTupeougHblil TOPMOH SB/ISIETCS
LIEHTPaJbHbIM U BeOYyIIMM B MeXaHM3Me peryasauuu YpOBHS Kajblid B OpraHu3Me:
HOPMOKAJIbIIMEeMMISI BakHa IJISI obecriedeHyus] HOPMaJIbHbIX BUTAJbHBIX (QYHKLMIA (Ipexme
BCET0 CeplleuHO-COCYIMCTOM U 1IeHTPaJIbHOI HEePBHO cucteM). [liuTenbHas TuniepOyHKIS
rapanMTOBUIHOM >Keie3bl IPUBOIUT K ee TUrnepTpoduu 1 rurepruiasum ¢ GopMmupoBaHueM
ageHoMbl. HermpepbIBHAsI CTUMYJISILIMSI KOCTHOTO 0OMeHa Ha ()oHe TuIiepriapaTupeosa BemeT
K HapylIeHUI0 MOIEeIMPOBAHUS CTPYKTYpPbl KOCTM, HapYyIUIEHUI0 e€ee TMPOYHOCTU C
nocienyionumM dopmupoBaHuemM mgedopmaliinii M mepesoMoB. IIoMUMO IaTONOTMUECKUX
M3MeHeHMI KOCTHOJ TKaHU IIpU BTOPUMUYHOM He(poreHHOM ruIiepriapaTupeose pa3BUBaeTCs
TaKoe IIaTOJIOrMUecKoe COCTOsSIHMEe, KaK KalbLM(bUKaIMsI COCYAUCThIX CTEHOK, CTPYKTYP
MMOKapAa ¥ pa3INyHbIX MITKOTKaAHHBIX CTPYKTYD [35].

CoBpemeHnHas kKoHuenmus rmatoreHe3a MKH-XBIT BxkiodyaeT B cebs TakKe CpaBHUTEIbHO
HOBbIe OMOMapKepbl, PeryasaTOpPbl ¥ MeXaHU3Mbl, Takue Kak: ¢pakTop pocta ¢bubpobaacToB
23 (FGF23) - opgmMH M3 caMbIX paHHUX OMOMAapKepoB; TMeNTHUM, CeKpeTUpyeMblii
OCTeOKJIacTaMM 1 0CcTeobacTaMM, KOTOPBIi peryiupyeT metabonn3m ¢hocdaToB 1 BUTAaMMHA
D, Hanpsimyto uHrnompyet cekpenuio ITTT; penentopsr FGF23; Klotho (TpaHcmemO6paHHbBI
6e10K, HeoOXOmMMbIN O akTuBaluu perentopa FGF23 B opraHax-MuileHsIX: MouKa |
rnapamuToBUAHAsA Xejesa); penentop ButamuHa D (VDR); KaablUMil-uyBCTBUTEIbLHBIN
penentop (CaSR); ckiepocTuH; CyOKapOOKCUIMPOBAHHBIN OCTEOKa/IbLVH. IIpoBemeHHBbIE
UCCIIeNOBAaHMS Y IeTeil U B3POCIbIX MOKAa3a/iM IOBbIIIeHHbI YpoBeHb FGF23 B ChIBOpPOTKe



KpPOBU U TIOBbIIIeHHYIO 3Kcripeccuto FGF23 B koctdax Ha paHHux cragusix XbII, korma
ypoBeHb (ocdopa, kanbuuit u IITT ocraioTcs elile B mpedenax HOpMbI [36, 37, 38, 39, 40].
FGF23 MOXXHO CUMTaTh YyBCTBUTEIbHLIM CKPUMHUHIOBBIM TeCcTOM 1151 BbisiBiieHMsI MKH-XDBII
Ha paHHMX J9Tamnax. JebUIUT KaabLUTPUOIa Takke cTUMynupyeT cekpernyuio IITT uyepe3
aktuBaiuMio VDR B mapalliMTOBUAHBIX >Kejle3axX M KOCBEHHO CITIOCOOCTBYET pas3sBUTUIO
TUTTOKAJIbIIMEMIM, KOTOPAsS SIBJISIETCS ellle OOHUM CWJIbHBIM CTUMYJIOM Ijis cekperuu IITT
[41, 42]. CHMKeHMe KOHLEHTpaLUM KaJdblLUs B CbIBOPOTKE TAKKe MOIIHBIA CTUMY OIS
cexkpeuuu IITT, uTo, CBSI3aHO CO CHMKeHHOM 3Kcrpeccueri CaSR B KieTKax IapaiiuTOBUIHBIX
kene3 [43]. Croyikasg runopeakTuBHOCTb VDR u cHukeHue skcripeccun CaSR nmpuBopdr K
rUIepIuiasuy rnapamuTOBUIHbBIX JKeJjle3 Y Pa3BUTUIO TPEeTUYHOr0 Tunepriapatupeosa [44].

[TaTodumsmonornueckue acriekTbl MKH-XBII mpencTaBieHbl CJIOKHBIM KacKaloM COOBITHIA,
BK/IIOUAIONIMX B3aMMOIENCTBUS TOYKM, MApPAlMTOBUAHON >Kejae3bl, KOCTU, KUIIEeUYHMKA,
CcepaeyHOo-COCYaUCTOM CUCTEMBI.

Crnenmuduyecknue acmekTbl KOCTHOTO MeTabonu3Ma Yy [eTeil BKIIOYAIOT He TOJIbKO
HeIlpepbIBHOE KOCTHOE peMojenupoBaHye, coueTalollee IMPOIecchl OCTeobaacTuieckue u
pe3opOTMBHbIE, HO ¥ HEIPEepPbIBHbIN BBICOKOAMHAMUYHBINA IPOIECC MMPOIOJIBLHOIO POCTa
CKeJleTa OO 3aKpPBITUSL POCTOBOM IUJIACTMHKM, UTO CYIIECTBEHHO YCIOXKHSIET IMOHMMaHMue
MMHepaJIbHOTO M KOCTHOT'O roMeocTasa y pebexka ¢ XBII. HapyieHue pocra pe6eHKa — OJHO
13 OCHOBHBIX TposiBienuit MKH-XBII. Ilpu 3TOM OOCTUXKEeHMe HOPMaJIbHOIO KOHEYHOIO
pocTa SIBJISIeTCSI cepbe3HOoit IpobaeMoit Ajs1 Kaxkaoro namyenTa ¢ XBIT.

B passutunu KBB y mereii ¢ XBII urpaloT poib Kak TpaaulIMOHHbIe (PaKTOPbI pyUCKa, TaK U
dakTopbl, OOYCIOBJIEHHBbIE CHIDKEHMEM II0UeuHOoii GYHKUuMU. K mepBbIM OTHOCSTCS
aprepuasjibHas TUIEPTEH3US, TUIIOAMHAMMUS, OXUPEeHMUe, TUmnep- U IUCIUOUAEeMUS,
HapylIeHUsl YIJIEBOJHOIO 00MeHa; KO BTOpbIM — akTuBalus PAAC, Hapymenus docdopHo-
KaJbL[MEBOTO OOMeHa, XPOHMYECKOe BOCHAJIeHMe, JSHIAOTeNMaNbHasT IUChHYHKIINS,
OKCUIATUBHLIN CTpecC, TUrepBoieMus BCJIeACTBUE 3a[eP>KKU HAaTPUS U BOAbI, aHeMus [12,
45].

OcHoBHBIM (¢akTopoMm mporpeccupoBanus XBII m KBB sBasercs apTepuaibHas
runepreHsusi. AI' BO3HMKaeT BCIENCTBME TIOBBILIEHUSI COCYOMCTOTO TOHYycCa (UYeMy
criocoocTByeT akTuBaiiust PAAC, oKCHUIATUBHBIN CTpecc, MPOBOCHAINUTEIbHbIE IIMTOKMHBI,
MPOBOLIMpPYIOIIMe SHAOTeNNaNbHYI0 IuchyHKLIMIO) 1 yBenudeHus OLIK (kK uemy mpuBOOUT
3a7iepskKa HaTpus M BOJIbI, 00yC/IOB/IeHHAs 3a60/ieBaHMeM TTOYeK 1/uau aktuBaiyeit PAAC).

Hapymenus ¢ocdopHo-KanbumueBoro oo6meHa mnpmu XBII (runepmnapaTupeos,
runiepocdhartemnsi, mnosbilieHre ypoBHS FGF23, ocTeokasibliMHa, a Takke CHIUDKeHME
aKTUBHOCTU MHTUMOUTOPOB KaTbLIMPUKAIIMIM) CIIOCOOCTBYIOT peMOIeTMPOBAHUIO COCYIMCTOI
CTEeHKM: YTOJIIeHUI0 MHTUMBbI-Meauu, Guoposy, a 3aTeM KaablMHO3Yy MbIIIEUYHOTO CJIOSI
CTeHKM apTepuii (B TOM Uucjie KOPOHAPHBIX), TUTIepTPOodUM U KaablMHO3y MMoKkapaa JDK. B
pe3yabTaTe pPeMOIENIMPOBAHMUSI CHIKAETCS 3JIACTUYHOCTh apTepuit M UX CII0OCOOHOCTH
CMSITYaTh ITyJIbCOBble KOJieOaHMSI CKOPOCTM KpPOBOTOKA, TIIOBBIIIAETCSI UX JKECTKOCTb



(stiffness), yBenmuunBaeTcss CKOpOCTbh pacpoCTpaHeHMs My/IbCOBON BOMHBI [46]. HapacTaHue
neprcgepnueckKoro COCyIMCTOr0 COMpOTUBeHUS ycyryosseT Al, KkoTopasi B CBOIO odyepelb
MIPUBOAUT K OajIbHENMIIE IMMepecTpoiyike MbIIIEYHOTO CI0SI apTepuii U MporpecCUMpOBaHUIO
rurneptTpodumu Muokapza.

Tuneprpoduss MmMokapaa accoluMpoBaHa CO CHMKEHMEM IIOTHOCTM KalWJIISIPOB, UTO
criocoOCTByeT miieMuu. MiieMusi mpoBOLMpPYeT amoIlTO3 MMOKapAMOLIMTOB, HAKOTUIEHMe
MEXKKIETOYHOI'O MaTpuKkca 1 Gubpo3 Mmuokapaa, 4To, B CBOIO oUepeb, YCYIyosseT UIeMUIO.
I'mneptpobun u Gubposy MMokapaa CHOCOOCTBYET TaKKe IIOBbIIIEHHbII YpPOBEHb
aHruoreHsuHa Il u anpgocrepona [47].

[To mepe mporpeccupoBanuss XBII Bbillleyka3aHHble HapylleHUs] YCYTYOJSIOTCS, TOCTUTast
MAaKCMMaJIbHOM BBIPAXKEHHOCTM Ha OUaJIN3HOM CcTaauu. [jauTeyibHOe, CUHEpPrudyeckoe
BO37elicTBMe (PAKTOPOB pucKa IMPUBOAST K BbIPasKeHHOI ruriepTpodum u/man aunaTaiumn
JDK, nuacTonnuecKkoit, a 3aTeM U CUCTOINMUYECKOi uchyHKIMM. Bo3HMKaeT He0CTaTOUYHOCTh
KpPOBOOOpallleHusI, 3HAUMTeJIbHO BO3pacTaeT pPUCK HapylleHUit CcepaeyHoro pUTMa,
UILIEMMYECKUX aTaK, KOTOPbIe B UTOTe MOIYT CTaTh MPUUMHOM cMepTu pebenka ¢ XBIT 5 cr.
[12, 46].



1.3 dnuaemmnosiorus 3adoieBaHuUs UIN
COCTOSIHUA (TPyIIibl 32a00/1eBaHUI U
COCTOSTHU )

B nurepatrype maHHble O pacrnpoctpaHeHHOCTM XBII cpeomu neteit HEeMHOTIOUMCIEHHBI.
WcruHHasg vactota XBIT B 1eTCKOM BO3pacTe He M3BeCTHA, MOXeT IOCTUrathb 1% B IeTCKO
nonynsuyy  [48]. HeonaranbHag XbII Bcrpeuaercs mnpumepno y 1 wu3z 10 000
SKMBOPOXKIEHHBIX, TOTAA KaK 4aCTOTa TEPMMUHAJbHOM CTaAuM B 3TOM BO3pacTe COCTaBJISIET
OKoIo 7,1 Ha MWJUIMOH BO3pacTHOro HacejseHus [13]. B pasinuHbix cTpaHax mupa XbBII
Bapbupyet oT 2 00 16 Ha 1 MJIH. JEeTCKOr0 HaceJleHMs/Tof. bosbliiias 4yacTh AeTeil OCTaeTcs
6e3 gmar"Hosa J0 B3pOCIOro Bo3pacra. IIo JaHHBIM HaAIMOHAJIbHBIX PEruCcTPOB: YACTOTA
nerteit, Hykgawummxcsa B 3IIT or 9-10 HOBBIX ClyyaeB Ha MJIH. JE€TCKOTO HaceJieHUs B TOf
(Benukobputanus, ABctpannsi u Hosas 3enmangusi) oo 15 — B CIIIA [15, 49, 50].

12591 peTteit ¢ mompaBKOil Ha BO3PacCT, IO U PacoOBYI0 / 3THUYECKYIO MPUHAJIEXKHOCTD.
Cpennnii Bo3pact geteir ¢ XBII coorBeTcTBOBa 6 (1-13) romam. YacToTa BCTpe4aeMOCTU Y
neteit 1o 1 roga cocrasuiaa 20,2%, B Bo3pacrte 1-3 net — 17,8%, 4-6- net — 12,0%, 7-10 neT —
14,8%, 11-14 net — 15,2%, 15-17 net - 19,9%. Ilpu stom XBII 1-2 CT auarHocTupoBaHa y
20,0% mauuenToB, XBII 3a u 36 c1. -y 9,1% u 4,0%, XBII 4 cT. — B 1,5% cimyuaes, XBII 5 cT.
(6e3 muanusa) — 0,7%. B 64,7% cimyuyaeB auarHoctupoBaHa XBII ¢ HeyTOUHeHHOI cTaaueit
[51].

PacnpoctpanenHoctb XBII y geteit B crpaHax EBporieiickoro Coto3a konebiercs ot 55-60 mo
70-75 oIyyaeB Ha MWIIMOH HaceileHus B Mcmanum u WTtanuu, B 3aBUCUMOCTU OT
KJIMHU4eckoro onpeneneHus: XBI1, KOTopoe MCIOAb30BaI0Ch B KaXKA0M McciaenoBanmm [15].
Mexny Tem, B cTpaHax bimskHero Boctoka (KyseiiT) u FHOro-Boctounoit Asum (bpyHeii-
Hapyccanam) pacrpoctpaHeHHOCTb XBII 3HaumMTe/NnbHO BbIllle M COCTaBsieT 329 u 736
cTydyaeB Ha MWUIMOH HaceneHus [15, 52]. ITo pmanHbiM Cep6CKOro mneamaTpuueckoro
peructpa pacrpocTpaHeHHOcTb XBII 2-5 cT. cocraBasier 96,1 ciaydyaeB Ha MWUJIMOH
HaceneHus [53]. Boicokas pacnpocTpaHeHHOCTh XBII B cTpaHax BamkHero Bocroka u HOro-
BocTouHOit Asum MoxkeT ObITh OObsSCHeHa OOJbIIMM KOJIMUECTBOM HaCAeICTBEHHbBIX
3a60/1eBaHMIi B OHOI ceMbe.

Pa3Butue tepmuHanbHoi ctaguu XBII B geTckKoM BO3pacTe ObIJIO CTaOMILHBIM B TeUeHUe
nocnenHux 30 jeT BO BCeEM MUpe, HO pacCIpOCTPAaHEHHOCTb YBeJIMYMBAJIACh BMeECTe C
YaCTOTON CJIydaeB OMann3a U pelUnMeHTOB I0OYEeYHOro TPaHCIUIaHTaTa |8, 54].

PacmipocTpaHeHHOCTh U 3aboseBaemocTb XBII 1-4 cT. y gereit P® He ycTraHOBjeHa.
Pacmipoctpanennocts XBIT 5/ cocrasaser 20,2:1000 000 Hacenenus. Ha 31.12.2015r B P®
ObLIO 3aperucTpupoBaHo 626 meteii, momydatoniux 3IIT (reputoHeanbHbit guanui (I110),
remoauanus (I'l), TpancrmanTanus mouyku (TII)): Ha Tl — 6,06 mauyeHTOB/MJIH. OE€TCKOIr'O
HaceneHust, aias 170 — 5,0 mauyeHTOB/MJIH., IJISI TpaHCIIAHTALMM MOYKM — 9,13 manyueHTa/

MJIH. [55].



BoisiBieHMe U perucTpaiusi MeXIYHAapOOHbBIX MAaHHBIX 00 smuaemMuosorumu maetckoit XBII
SIBJISIETCS CJIOSKHO 3amaueit. Coobiaemoe KoandecTBo geteit ¢ XBII, BepoSITHO, 3aHMKEHO,
TIOCKOJIBKY paHHMEe CTaauu 3a00yieBaHMSI OOBIUHO ITPOTEKAI0T OeccuMIITOMHO. Kpome Toro,
MOXET MMeTb MEeCTO HEIIOJIHOe MpeaoCTaB/ieHMe MAaHHbIX M3-3a Jeduimura MeguLMHCKUX
YUIYT B paiioHaX C OrpaHUMUYEHHbIMM pecypcaMu. B pesynbraTe TPyOgHO CpaBHUBATb
rokasaTtenu metrckoit XBII Bo BceM Mupe m3-3a pasHOOOpasusi OOCTYIIHBIX PeCcypcoB
34paBOOXpaHeHMsT KakK Ijsg yxoma 3a meTbmu ¢ XBII, Tak M Oj1g OTCIeXMBaHMUS M cbopa
TOUHBIX MOMNYJISILMOHHBIX OAHHBIX U MCIIOJb30BAHUS Pas/JMUHbIX omnucaHuii. Kpome Ttoro,
OIyO/MKOBaHHAsT MHGpOpMAaIMsl YacTO OCHOBaHAa Ha OTYeTax M3 KPYMHBIX CIIPaBOYHbBIX
LIEHTPOB, U HESICHO, AEeJiICTBUTE/ILHO JIV 3TU JaHHbIE OTPAKAIOT MOMYJ/ISILVMOHHbIE PUCKIA.

[TonynsiuMOHHBIE OLIEHKM yMepeHHO U Tsokenon XbII uaM TepMMHAIBHOM CTaguu
TIOYEeYHOJ HeIOCTAaTOYHOCTM Y mJeTeil, KOTOPbIM TpeOyeTcsl 3aMeCTUTe/bHAasl ITouevHas
tepanusi (3I1T), pacCuUTHIBAJINCH IO CpeaHeil TrofoBoOi 3aboseBaeMOCTM Ha MUIIMOH
BO3PACTHOTO HaceJeHVs ¥ Bapb/POBa/IM C/IeAYIOIM 00pa3oM:

e EBporma — 11,9 ciyuaes
o JlJaTuHCKast AMepuka — ot 2,8 1o 15,8 ciryuaes.

B crpanax Adpuku K wory or Caxapbl, Ime pecypchl 3IpaBOOXpaHeHMs Hambosee
OrpaHMYeHbI, ObLJT OTMEUEeH CaMblii HU3KMIi OyOMKOBaHHbIN ypoBeHb XBII 110 pe3ynbTaTam
OTHOLIEHTPOBbBIX MCCAeNOBaHMII U Konebasics oT 1 1o 3 ciyyaes.

[IpencraBiaeHHble JaHHBIE 1O pacrpoctpaHenunio XBII, Tpebyiomieit mcmonb3oBauust 3I1T,
BapbupyeT M3-3a pa3Horo ypoBHs poctyrHocTy 3IIT njs mereit B CTpaHax, MpeaCcTaBUBIINX
otuethl: HoBas 3enannus — 18 ciryuaes, CIIA — 15,5, 3anagHast EBpora u ABctpanus — 9,5,
Poccus — <4 cinyyaes.

PacoBblie, 11osioBbie M BO3pacTHbIe pasanumsa. [JaHHbie peectpa CeBepoaMepUKaHCKUX
rnegaTpuueCcKux UCCaegoBaHmiM mouyek u coBMecTHbiX ucaienosauuit (NAPRTCS) u peectpa
oManu3a M TpaHCIUIaHTamuy ABcTpanmmu u HoBoil 3emaHany cCOOOUIMIM O ITOBBIIIEHHOM
pucke XbII y STHMUECKMX MEHBIIVHCTB.

B CeBepHoit Amepuke yactora XBII y adppoaMepukaHiieB B IBa-TpU pa3a Bblllie, UeM Y AeTeit
eBporeouaHoi packl. B ABcTpanuu u HoBol 3emaHaun OeTu KOPEHHOM HalMOHAJIbHOCTU
(Hampumep, abopureHsl U Maopu) UMeroT 6ojee BbiCOKMIT puck OIIIl M HEKOTOPBIX TUIIOB
XBII. [Toka3aTenu TrepmuHaibHOM ctaauu XBII cpeny KOpeHHOro Hace/leHUS 110 CPaBHEHUIO
C HEKOpPEeHHbIM HacCeJleHMEeM aHaJIOTMYHbI B BO3pacTe A0 14 jieT, HO 3HAaYUTEIbHO BO3paCTaloT
rocye 15 ner.

YV adpoamepuxaHmeB reHorun anonumomnporenHa L1 (APOL1) MoXeT OOBSICHSITH
noBbIleHHbIN pucK XBII. 'eHOTUIT BBICOKOTO pHrcKa it APOL1 (TOMO3UTOTHBIN 110 ajjieisim
pucka «Gl» mnu «G2» miam rereposurotrHoctu coenviHeHust G1G2) cBsi3aH C IMOBBIILIEHHBIM
PUCKOM pPasBUTUSI TJIOMEPY/ISIpHOI  6oyie3HU, OCOOeHHO (hOKaJTbHO-CETMEHTapHOTO



rmomepyisiockiaeposda (PCI'C), mo cpaBHEHMIO C TaKOBbIMM C TE€HOTUII HU3KOIO pUCKa
(umetommii O wiu 1 anienb pucka). B oobeniHeHHOM aHa/n3e XpOHMUECKO 601e3HM IToYeK
y neteit (CKiD) n Cetu uccnemoBaumii Hepporuueckoro cuHapoma (NEPTUNE) 104 meteii ¢
IJIOMEepYJISIpHOV 00JIe3HbI0 M adpoaMepUKaHCKUM MPOUCXOXKIEHUEM, HETU C TeHOTUIIOM
BBICOKOT'O pUCKa MCHbITa/IN O60jiee ObICTpPOe CHIDKeHMe PYHKIIMM ITOUEK C TeueHeM BpeMeH!
10 CPaBHEHMIO C TPYIIIION JeTei C FeHOTUIIOM HU3KOTrO pUCKa.

3aboneBaeMOCTb U pacmpocTpaHeHHOCTb XBII y gerteli BbIllle Yy JIMI, MYKCKOTO ITOJa.
[ToBbiieHHbIt puck XBII y MykuMH cBSI3aH ¢ Oojiee BBICOKOV 4YaCTOTOM BPOXKIEHHBIX
aHomanit mouek 1 moueBbiBoAsuX myteit (CAKUT), BKItouast 06CTPYKTUMBHYIO YPOIaTHIO,
OVCIUIA3UIO IOYeK, TUITONIa3uIo ITI0YeK M CMHAPOM CJIMBOBOTIO XMUBOTA.

ITammenTsl ¢ XBIT ob6pamialTcs 3a MOMOIIBIO B AeTCTBe. B 06ase HAaHHBIX XPOHUYECKOI
roueuHoit HemoctaTouHocTu (CRI) NAPRTCS, kotopast cogepskuT cBemeHust o 6omee 7000
nauyeHnToB ¢ XBII, Bo3pacTHOe pacrpeneyneHe Ha MOMeEHT BbisiBaeHUs1 XBII ObLI0
aienyomum: <12 mecsiteB — 15%, ot 12 no 23 mecsiieB — 5,2%, ot 2 1o 6 jieT — 15,7%, oT 6 10
13 netr - 32,1%, ot 13 no 18 net — 28,3%, ot 18 mo 21 roga — 3,7%.

OnucaTth nmaToreHes JAHHOI'O COCTOSIHUS He TpeACTaB/IsIeTCd BO3MOXHBIM, IMTOCKONIbKY XbIT
SIBJIIETCS MCXOJIOM JII0OOTO TOYEUHOTO M BHENOUeuHOro 3aboseBaHus, a (opmMupoBaHue
XBII mpoucxoguT B paMKax MaToreHesa IpellecTBYIOmero 3ab6oaeBaHusl.

Yacrora B3H cpenu geteii ¢ XBII 5 cT. mMpoKo pacripoctpaHeHa 1 Bapbupyet ot 20 1o 80%.
OTO MAaTOJIOTMUYEeCKOe COCTOSIHME BeleT K II0Tepe MbIIIeYHOM MacChl, XMPOBOM MacCChI,
3aMeJIEHUI0 POCTa CO CHVDKEHMEM BeIMUMHBI KOHEeUHOro pocta [56]. [Ipnbnu3nuTenbHo y
40% peteii ¢ TepmuHanbHOM cTraguein XBII MMelOT MeHBIINMII KOHEYHBIN POCT (HIKe
TPeThbero MmepLeHTUIS) 10 CPaBHEHUIO CO 3LO0POBBIMMU JIIOAbMMU TOTO Ke BO3pacTa M [oia
KOHTPOJIbHOJ IpyIinsI [57, 58].

[JaHHbIe MHOTOLIEHTPOBBIX MCCIeL0BaHUI IT0KA3bIBAIOT, UTO Y 73% netent ¢ XBII 3 cT., 87% —
4 cT., u 93% — 5 cT. nuarnoctupyetcst aHemusi (NAPRTCS) [59].

HapyiieHne pocta, BcTpeuatoiieecst y 35% neteit ¢ XBII 2-4 cT. siBaseTcsl Haubojee TPyqHO
IJ1s1 JIeueHUs] ¥ CaMOii cepbe3HOI MCUxXonornueckoi nmpobaemoii [5]. [To nanubiM J.Harambat
et al., 43% mnainueHTOB C TepMMHAJIbHON cTamueli moueuHoil HemocraTouHocTu (ESRD) B
IeTCTBe He MOCTUTal0T HOPMaJIbHOTO pOCTa B3pocoro yejaoBeka [58]. bosee Toro, peaibHoe
Ha3HaueHMe comarponmHa** meTsm c 3agepkkoii pocta ¢ XBIT HeBennko [60]. [To maHHBIM
peructpa CKiD y gereil ¢ HM3KMM pPOCTOM [0 TpPaHCIUIQHTALUMM BpeMs BbDKMBAHUS
TPaHCIVIAHTATA [10C/Ie TpaHCIIaHTauu mouku Ha 40% meHblie [61].

AprtepuanbHas runepreHsus (Al) peructpupyercs, B 3aBUCUMOCTU OT ctaguu, y 40-80%
neteit ¢ XbBII, ¢ MakCcMMaIbHOM pacIipOCTpaHEHHOCThIO cpeau nauyeHToB Ha 3IIT. B aToii ke
TIOMY/ISILIMM Yallle BCero BBISBJSIOTCS TaKue MapKepbl KapAMOBaCKY/ISpPHON Ooje3HM, Kak
rutnieptpodust mmokapaa JDK (mo 92%), yromniieHue MHTUMbI-MeOUM BHYTpeHHe COHHOIA
aprepun (1o 89%), kanblmbuKaLys KOpOHapHbIX apTepuii (o 20%) [10, 12, 46].



[To manHbiM EBpomeiickoro ob6imecTBa JeTcKoit Hedposoruu.u EBporieiickoit MmoyeuHoi
accouyanus — EBpomnerickoit acconmauuyu guanusa U tpaHciuiantonornu (ESPN / ERA-
EDTA), pacnpoctpaHeHHOCTb neguatpudeckoin 3IIT B 2012 rogy B EBpornie cocrasmia 27,9
JIyyaeB Ha MWJUUIMOH HaceneHus [62].



1.4 OcobeHHOCTM KOAVIPOBaHMSA 3a00/IeBaHMSI
MJIN COCTOSIHMS (TPYILIIBI 3200/ IeBaHU U _
COCTOSIHUI) 10 MeXXIyHapOSHOM CTaTUYeCKOM
Kiaacudukauuy 60se3HeNn 1 mpooaem,
CBSI3aHHBIX CO 30,0POBbEM

B MeknoyHapomHOi cTaTucTudeckoi ximaccuduranum 6omesHeir (MKB) 10 BHeceHbI
COOTBETCTBYIOIIME M3MEHEeHMs, KacalllMecss 3aMeHbl YCTapeBIlIero TepMMHa «XpOHUYECKast
rouyeyHasi HeJJOCTaTOUHOCTb» Ha TEPMUH «XpOHMUeckasi 6oye3Hb mouek» (kom N 18.1), a
Takke KomupoBaHuss XBII. B Hacrosiiee Bpems mjs ob6o3HaueHust cramuii XBII ciemyet
ucrnoab3oBaTh kKoabl N18.1-N18.5.

N18.1 — XpoHunueckas 60yie3Hb IToUeK, cTaaust 1

N18.2 — Xpounueckas 60Jie3Hb ITIOYEK, CTAAMS 2

N18.3 — XpoHumnueckas 60yie3Hb IoueK, ctaaus 3 (3a u 36 cragun).
N18.4 — XpoHunueckas 60jie3Hb ITOYEK, CTagus 4

N18.5 — XpoHunueckasi 60jie3Hb OUEK, CTAAMS 5

N18.9 — XpoHnueckasi 60jie3Hb IOUEK C HEYyTOUHEHHOVi cTaauert

it KomupoBaHMsI 3THoIorMueckoro dakropa (6ose3Hu, mpuBenineii K pa3Butuio XBII)
IOJKHBI OBITH MCIIOIb30BaHbI COOTBeTCTBYIOMME Kogbl MKB-10 B gorogHeHre K OCHOBHOMY
kony XbII.

B olyyasix moAroToBKM K 3aMecTUTenbHOI nmodyeuHoli Tepanuu (3I1T), kom XBIT C5 cragum
(N18.5) HeoOX0aMMO TOMOJHUTD Kogamu Z49.0-Z49.2.

749.0 — TloarotoBuTe/IbHbIE MTPOLEAYPbI IJ1S IIPOBeaeHUs Auann3a (COCYAUCTbIN JOCTYII
LIS TeMOAMann3a, IepuToHealbHbIN KaTeTep) (IpU COCTOSTHUSX IIPU

XBITN18 (N18.4; 18.5))

7Z49.1 — DKcTpaKkopIiopaabHblit yanus (remoguaans, remoaaduabTpaius))

Z49.2 — [Ipyroi Bup, ayuanmn3sa (epuToHeaabHbIN OUAIN3)

B nomonnenue K Koxy XBIT mo/mKHBI ObITH MCIO/b30BaHbl COOTBETCTBYMIONIME Koabl MKB-10
IJISI KogupoBaHMs oc/iokHeHuM XbII 1 accouuMnupoBaHHBIX COCTOSTHUM ;

D63.8 — AHemust mpu IPYIUX XPOHMUYECKMUX OO0JIe3HSX, KIaCCU(PUIMPOBAHHBIX B APYTUX
py6puKax

E21.1 — BropuyuHblii rullepriapaTupeos, He KiaaccubuUIMPOBaHHbIN B IPYTUX pyOpuKax



E43 — Tspkenast 0eIKOBO-3HepreTnyecKkast HeIoCTaTOUHOCTh

E44.0 - YmepeHHas1 6eJIKOBO-3HepreTndeckast HeJoCTaTOUHOCTh

E44.1 - Jlerkast 6eJIKOBO-3HepreTuyeckasi HeJoOCTaTOUYHOCTb

E45 - 3agepskka pas3sBuTusi, 00yCI0BIeHHAs O€JIKOBO-9HEPreTMUEeCKOi HeIOCTaTOYHOCThIO

e ANMMeHTapHas: HU3KOPOCIOCTb (KapJMKOBOCTb), 3aJlep>KKa pocTa
e 3amepskka PM3MUECKOTO Pa3BUTUS BC/IEICTBYME HEAOCTATOUHOCT ITUTaHMS

E46 — besikoBO-3HepreTuyeckasi HeJOCTATOYHOCTb HEyTOUHEeHHas!

E83.3 — Hapymenue oo6meHa docdopa

E83.5 — HapymieHne oomMeHa KaliblLus

E83.8 — [Ipyrue HapylIeHUs] MMHEPaIbHOro 0OMeHa

E87.2 — Auunos

E87.5 — TunepkanueMust

E89.2 — I'mnonapatupeos, BO3HUKILUI I10CIe MEeAVUILIMHCKUX IIPOLEeayp

[15.1 — TunepTeH3usi Ipu APYyrux 3a0071eBaHUSIX TTOUEK

143.8 — KapauomuonaTust Ipu Ipyrux 601e3HsIX, KIacCu@UIMpOBaHHBIX B APYTUX PyOpUKax

N25.0 — IToueunast ocreogucTpodusi



1.5 Knaccudukanysa 3adosieBaHUg MIN
COCTOSIHUA (TPYyIIIbI 32a00/1eBaHUI U
COCTOSTHU )

Kputepun guarsoctuku u onpepenenus craguii XbIl y mereir agantupoBanbl B 2012 rogy
KDIGO [6]. Kputepuu XBII npencrasieHsl B Tabnuiie 1.

Tabmuia 1. Kpurepunu onpenenennst XBII (e 06a coxpaHSIIOTCST 60jiee 3-X MecClieB)

Mapkepbl noBpexaeHus AnbbyMuHypusa (CKOpOCTb 3KCKpeumn anbbymmHa ¢ mMo4voin =30 mr/cyT; oTHoweHue An/Kp moum
noyek (1 n 6onee) >30 mr/r [23 mMr/mMMonb])

MN3MeHeHMsi ocagka MouM (M30MIMpOBaHHas MMKpOremaTtypus C HapyleHuem Mopdosorum
3pUTPOLMTOB (aHM30UMTO3) NpKn NoBpexaeHnn 6asanbHon MeMbpaHbl Kyb04YKOB; 3pUTpoUUTapHble
UMANHAPGLI Npu nponudepaTUBHbIX opMax rnomMepynoHedpuToB, NenkoumMTapHble LUAUHAPbLI Npu
nvenoHedpuTe WM UHTEPCTULMANBHOM HedpuTe; OBasibHble XWUPOBble TeNbla WU >XWUPOBble
UMAWHAPLI NpU NPOTEUHYPUW; [PaHYNApHble UWAMHAPbI W KAETKM MOYeYHOro KaHasjbLeBOoro
3NUTENNS NPU MHOTUX MapeHXMMaTo3HbIX 3aboneBaHunax (Hecneumduryeckme NpuUsHakm))
ONeKTpoNuTHble U ApyrMe HapylleHus BCNeACTBME KaHanbUeBOW AUCHYHKUMU  (MOYeYHbIN
KaHanbueBbli aunaos, HedpOreHHbI MOYEYHbIM HecaxapHblil anabeTr, cuHApoM daHKOHM,
LMCTUHO3, 1 Ap.)

FMcronornyeckne UaMeHeHus

CTPYKTYpHbIE HapyLlLUeHUs Npu Bu3yanusaumpyrowmx metoaax uccnegosanus (Y3U, KT n MPT c
KOHTPACTHbIM yCUIeHMEM unu 6e3, U30ToMHble METOAbI, aHrnorpadus)

TpaHcnnaHTaums NoyYkn B aHamMmHese

CHuxeHne CKO CK® <60 Mn/munH/1,73 M2 (kaTeropmm CK® C3a-C5). CK® <15 mna/MuH/1,73 M2 (C5) pacueHunsaloT
KaK rnoyeyHasi HeOCTaTOYHOCTb

CHmkeHne CK® MOKHO BBISIBUTH C IIOMOIIIbI0O COBpeMeHHbIX Gopmysn s pacueta CK® Ha
OCHOBAHMM CBIBOPOTOYHOI'O KpeaTMHMHA uiau mucratuHa C, HO He TOJIBLKO IO OOHOMY U3
3TUX TTOKa3aTesiein

Cnenyer mogyepKHYTh, UTO KPUTEPUIA «IIPOAO/KUTEIBHOCTb >3 MecslieB» He IPUMMEeHMM K
HOBOPOKIEHHBIM WIM MJIaJIeHIIaM B BO3pacTe <3 MecsI1eB, TakKe Kak u Kputepuii «CKD <60
wW1/MUH/1,73 M%» He IPUMEHMM K JeTsIM B BO3pacTe <2 JIeT, Y KOTOPBIX CIemyeT MIPUMEHSTh
3HaUYeHMsI, COOTBETCTBYIolIMe Bo3pacTy. OOuuii 6e10K B Moue / IKCKpelusl aibOyMuHa C
MOUOJ BbIllIe IIpefe/ioB HOPMaJIbHbIX 3HAUEHWUN [ COOTBETCTBYIOIErO BO3pacTa MOXKET
ObITh 3aMeHeH Ha aJbOyMuHypuio >30 mr/244. Bce s1eKTpPONUTHBIE HapyIIEHUSI Y JeTei
IOJIKHBI paCCMaTPUBATHCS C TOUKM 3peHMST BO3PACTHBIX HOPM.

BaxkHocTh knaccudurkauyu XBIT 3akiaouaeTcs B CAeOYIOIMIMX ITPeUMMYVIIecTBax: ee
KOppessiusi ¢ TaKUMM MCXOAaMu, KaK ITporpeccupoBaHue 3ab0jieBaHMsI, PUCK CepIeUHO-
COCYIMCTBIX 3a60/IeBaHMIT M CMEPTHOCTDb OT BCeX MPUUMH; ¥ BO3MOKHOCTb TepareBTUYeCKUX
BMeIllaTeJIbCTB Ha paHHUX CTaAuSIX Ooyie3HM [JisI 3aMeljieHusl ee IMPOTpecCUMpOBaHUS U
yAy4dllleHusI KadyecTBa >KM3HM M BbDKMBaeMocTu [6, 63, 64, 65]. Ha HauyanpHOM 3Tame
HeoOXOAMMO OLIeHUTh HajinyMe MapKepoB ITOYeYHOIro IOBPEXIeHUs, a B AajbHelilleM
onpenenuTsb craauio XBII mo CK® u cTerieHb anbOyMUHYPUM/TIPOTEUHYPUNA.

[TporpeccupoBanne XbII onpenensercss Ha ocHOBaHUM BenunHbl CK® (ctagus C) u ypoBHS
anboymuuypumn (cragus A) (Tabmuiua 2, Ta6nuiia 3). YpoBeHb CK® ormpenensieTcss Ha
OCHOBaHMM KOHLIEHTpaluM KpeaTMHMHa win LucrtatuHa C B CbIBOPOTKe. YpPOBEHb
anTbOYyMUHYpUM  OIIpelesisieTCsl Ha OCHOBaHMM COOTHOIIEHMSI  aibOyMMH/KpeaTUHUH
B pa30BOJi MOPLMMU MOUM MM CYTOUHOM SKCKpelyuy aabOyMimHa ¢ Mouoii. IToaHbIi AMarHos
XBIT comepskuT HasBaHue 3abojeBaHusl modek (nmpuumuHy XBII, eciu mM3BecTHa) BmecTe C
Ha3HAuUeHHOI COOTBeTCTBYIoNIei cTaayeit C 1 anbOyMUHYPUML.



Tabnuua 2. Katreropuu (cragun) CK® nipu XBII [6].

KaTteropusa CK® CK® Mn/mMuH/1,73Mm2 Onpepenexnne

C1 =90 HopMmanbHas uan nosbleHHas

c2 60-89 He3HaunTenbLHO CHMXeHHas

C3a 45-59 YMepeHHO CHMXeHHas

C3B 30-44 CyLecTBEHHO CHUXEHHas

C4 15-29 Pe3ko cHuxeHHas

C5 <15 TepMMHanbHasa nNoyYye4yHas HefOCTaTOYHOCTb

An/Kp — anbOyMuH/KpeaTUHUH.
! - OTHOCHTeNTbHO YPOBHSI, XapaKTePHOTO /ISl B3POC/bIX MOIOZOTO BO3PAaCTa.

2 _ Brimouast HepOTMUECKMIT CUHOPOM (3KCKPEeIys anboymuHa o0biuHO >2200 Mr/cyT
[oTHOLIeHMe An/Kp >2220 mr/r; >220 Mr/MMOIb|).

0630p, npoBemeHHblit M.Murton et al., BK/ouasn gecsiTb Hab/I0gaTe/IbHbIX UCCIeI0BaAHMIA C
yuactuem ot 3033 mo 46949 denosek, nposeneHHbIX B CIIA, Kurtae, ®panuuu, Utanum u
Wcmanun. Hambomee dvacThIM MCXOOOM ObLIa pacrmpocTpaHeHHOCcTh XBIT 3-5 cr.,
Bapbupyomas ot 2% mo 17%. BoabIIMHCTBO MAlMEHTOB ObLIM C HOPMAaJbHBIM YPOBHEM
aIOyMUHYPUM, CO 3HAUUTEJbHO TIIOBbIIIeHHO - 0,4-3,2%. I[IpeumyiiiecCTBeHHOE
OOJIBIIMHCTBO IIAllMEHTOB ObUIM OTHECEHbI B TPYIINbl HMU3KOIO MJIM YMEPEHHOTO pucKa
niporpeccupoBanus XbII. CormacHo pekomengauysiMm KDIGO 2012 B rpyrimy BbICOKOTO pUCKa
oTHeceHO 0,9-5,6%, oueHb BbICOKOTO pucka — 0,3-4,8% y4aCcTHUKOB MCCIeOBaHMUS [66].

2 SD - kak pe3Kko cHukeHHY0 CKO [6].

Ta6muua 4. Kimpenc °!Cr-EDTA y 350pOBbIX JeTeji B BO3pacTe [0 2 JIeT [67].

Bo3spacTt (Mecsaubl) CpeaHee 3HayeHne CKO£SD (Mna/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

[Ipy moBbIllIEHHOM ITOTpebsieHuM Geyika C Tuileil, MHGEKIMsI MOUYeBbIX ITyTelt, JIuxopaake,
TsDKeI0M (pu3MuecKkoii Harpyske 3a IpejliecTByolne 24 yaca, ipyeMe psiia JeKapCTBeHHbIX
CpeaCcTB, MEHCTPYaLM U Ip. COCTOSIHMII MOKET OTMEeUaTbCsl TPAaH3UTOPHAS aTbOyMUHYPHUS
[68].



Tsskectb BAH (1erkasi, yMepeHHast Uau TsKesnas) MOKeT ObITh ompefeieHa ITyTeM HaHeCeHUsI
z-6a/ia (cTaHgapTHoe OTKIOHeHMe [SD] oT cpegHero) mjs KaXkAOTO M3  3TUX
aHTPOIIOMeTPUYECKUX 3HaUeHu i (Tabnuiia 5) [69].

Tabnuiia 5. [TokazaTenu BAH, ecsiu mOCTYIIHBI pe3yabTaThl OHOTO HAOGIIOAeHUS

MokasaTenb Nerkasa B3H YMepeHHaa BoH Taxenas BoH
Bec/pocT, z-oueHka Ot -1 p480-1,92 OTr-2p80-2,92 -3Z NN Huxe
MMT ana cooTBETCTBYOLWEro BoO3pacTta, z-oueHkKa Ot -1 g0 -1,9z OT-2p00-292 -3Z UIn HUXe
OnnHa/pocT Ansi COOTBETCTBYHOWEro BO3pacTa, z- HeT aaHHbIX HeT AaHHbIX -3Z NN Huxe
oLeHKa

OKpY>XHOCTb njieya B CpefHen TpeTun Ot -1 p80-1,9z OTr-2p80-292 -3Z U HUxe

bOH ompenensiercs Mmoo MNpOOO/DKUTEIbHOCTU (OCTpasi, <3 MecsleB; XpPOHMYecKas,> 3
MeCsLeB) M CTeleHU TSIKeCTU (Jlerkasi, yMepeHHas, Tsoketast). Y mauyeHTa ¢ XpOHUYeCKUM
3aboneBaHueM M XpoHudeckoir BOH, MoskeT npucoenMHUTbCSI ocTpasi BIOH mpwu
MHTEePKYPPEHTHOM MHMEKIMOHHOM 3a060/ieBaHMM, XUPYPrMUeCKOM BMeIIaTelbCTBE WIN
«000CTpeHMN» 3a00/1eBaHMSI.

Knaccudukauus KBB B 11ejioMm y JieTelt He pa3paboTaHa, OOHAKO MMeeTCsl KiaaccupuKaiys
OTHIEebHBIX ee MposiBiaeHMit (AT, HemocTaTOUHOCTY KpoBoobpaiieHust) (Tabnutia 6, 7, 8).

Tabnuia 6. Knaccudukanys AT [70].

KaTteropusa A 0-15 nerT, >16 net CAA w/vwnn OAL,
nepueHtunun CAL w/vnn OAL MM pT CT

HopmanbHoe <90-ro nepueHTUNIS <130/85

Bbicokoe HopManbHoe OT 90-ro go 95-ro nepueHTUNA 130-139/85-89

MmnepTeH3uns >95-ro nepueHTMNA >140/90

mnepteH3na 1 ctenenun OT 90 0 95-ro nepueHTUNsa + 5 MM pT CT 140-159/90-99

mMnepTeH3nsa 2 ctenenun > 95-ro nepueHTung + 5 MM pt CT >160/100

MN3onmpoBaHHas cucrtonmyeckas CALl >95-ro nepueHtunga n JAA < 90-ro nepueHTUNA >140/<90

runepTeHsus

Tabnuia 7. Knaccudukauys cepaedHoii HegocTaTouHoCTH y geTeit mo H.A.Benokoub (1987)
[71]

Crapusna JleBo>kenyaoykoBass HEAOCTaTOYHOCTb MpaBo>kenyaouykoBas HeAOCTAaTOYHOCTb

I CepaeyHasi HeOCTaTOYHOCTb OTCYTCTBYET B MOKOE U MOABASETCHA MNOC/Ee Harpy3ku B BUAE OAbIWKN N TaXxnkapamu

ITIA YCC yBenuyeHo Ha 15-30% B 1 MuH. MeyeHb BbICTyNaeT Ha 2-3 €M
444 ysenunyeHo Ha 30-50% n3-noj kpas pebepHoi ayru

I1B YCC yBenunyeHo Ha 30-50% B 1 MuH. MeueHb BbICTynaeT Ha 3-5 cMm
yand ysenudeHo Ha 50-70% . n3-noa kpas pebepHon Ayrv,  BO3MOXHa
Bo3MoxxeH akpoLmMaHo3, HaBA34YMBbLIN Kalleslb, MeNKony3blpyaTble NacTo3HOCTb, HabyxaHue LenHbIX BeH
Xpunbl

I1I YCC yBenunyeHo Ha 50-60% B 1 MuH. FenaTomeranus, OTEeYHbIN CUHAPOM,
Y440 ysenunyeHo Ha 70-100% rmaponepukapa, acuuTt
KnnHuyeckaa KapTUHa npefoTeka s1erknx




Tabmuua 8. Kimaccubukammss ¢GYHKIMOHAJBHBIX KJIACCOB  XPOHMUECKON cepleuyHoit
HemoctaTouyHocTy 1o Ross R.D.

Knacc UHTepnpeTtauusa
I HeT cumnTomMoB
II Hebonblwoe TaxMmnHOd WMAW MOTAMBOCTb MPU KOPMJIEHUM Yy TpPyAHbIX AeTel. [AUCMHO3 npu Harpyske y

cTapwux geten

111 BblpaeHHOE TaxWMMHOd WM MOT/IMBOCTb MPU  KOPMJIEHUU Yy TPYAHbIX AeTel. YANWHEeHHOoe BpeMms
KOpMJIeHUsl. 3ajep)kka pocTa BC/eACTBME CEpPAEYHON HeAoCTaTOYHOCTWU. BblpaXkeHHoe [AMCMHO3 MNpu
Harpyske y cTapluimnx LeTeu.

v B nokoe nmeTCca Takme CMMMNTOMbI KaK TaXUMHO3, BTAXEHUE MbILLL, «XPIOKaHbe», MOT/IMBOCTb

[71, 73].




1.6 KnuHn4yeckasi KapTuHa 3a00/1eBaHUsI WIN
COCTOSTHUSI (TPYIIIIbI 3a00/I€BaHUIT U
COCTOSIHUMN)

Knuunueckue mposiBienusi XBIT 3aBucaT or xapakTepa 3aboneBaHust (6e3 TOpaskeHUs
KIyOOUKOB MM Ha ((OoHe T[JIOMepylasipHOTO 3aboseBaHMsI) M TSDKECTUM TIOUYEUHOM
HeOCTaTOUHOCTU. [laluMeHTbl MOTYT UMeTb JOucMopduueckue O0COOEHHOCTU WU
dbusmueckne TMPOSIBIeHNUS, IIPEICTAB/SIONIMEe OCOOEHHOCTM TeHeTUYeCKUX HapylleHU,
KOTOpble CBSI3aHbl ¢ aHOManusimu Touyek u XBII (Hampumep, HacaedCTBeHHbII HePPUT U
LICTUHO3).

XBII gomskHa OBITH 3aM003PeHa Y JII0OOro pebeHKa C:
XBII B cemeitHOM aHaMHe3e

rnepeHeceHHbIM paHHee OIIII

aHeMMell HeSICHOTO MPOUCXOXKAEeHMS

KpeaTMHUHOM IJIa3Mbl BbIllle BO3PAaCTHO HOPMBbI
TIOJINypUein U HUKTypuein

HM3KMM y[e/IbHbIM BECOM MOYM

TIEePUCUCTUPYIOLLEN TPOTEUHYPUEN

IBYCTOPOHHEN IaTO/JIOrMe rmovyek 1npu auteHatraibHom Y3U /tipu UMC
apTepuasbHOM rUIIepTeH3nen

medopMausIMy KOCTHOM CUCTEMBbI

OTCTaBaHMEM B pOCTe

Hernomepyssipabie mpuunHbl XBII BAMSIIOT Ha TyOy/IOMHTEPCTUIIMATIbHOE TIPOCTPAHCTBO U B
ocHOBHOM cocTosiT u3 CAKUT u KMUCTO3HBIX 3aboneBaHuit mouek. [IpumepHo 60% meTCcKuUX
cnyuyaeB XbBIT BeI3BaHbI BpOXKIAEeHHbIMYM aHOManusamu. Kak ripasuio, XbII B 3T0M nmomyassimun
OymeT accolMMpPOBATHCS C MajO3aMETHBIMM IMPM3HAKaMM AUCPYHKIIMM TOUEK Ha paHHe
CTaguu ¥ yYallle BCEro BBISIBASETCS C TMOMOIIbI0 BM3yalau3alyy, BK/IOYass OObIYHOE
IOpPOAOBOeE YIbTPa3BYKOBOE UCC/IelOBaHMe, KOTOPOE BhISIBJISIET CTPYKTYPHbIE aHOMAJIUN.

[Tonuypuio, KOTOpast MOKeT ObITh paHHEeH HaX0oAKoi, mocKoabKy MHorue CAKUT (Hampumep,
0OCTPYKTMBHASI YPOIIATHSI, ABYCTOPOHHSISI AUCIIIA3MsI [IOUEK), HAaC/IeICTBEHHbIe 3a001eBaHMs
(Hampumep, HeppoHOPTU3) U TYOYJIOMHTEpPCTULIMATbHbIE PACCTPOIICTBA CBSI3aHbI CO
CHMKEHHOJM KOHIIEHTPAIMOHHOM CITOCOOHOCTBIO (HampuMep, HecaxapHbIii ITOUYEUHbBI
nuaber). B 3TUX ywIOBMSIX HapyllleHMe KOHIIEHTPUPYIOIIeil CIOCOOHOCTM ITOUYEK OOBIYHO



npefiiecTByeT 3HaunTeIbHOMY CHIVKeHMI0 CK®. Takue maiueHThl MOABEPsKeHbl BBICOKOMY
pucky OIIIl ¢ ocTpbIM 3MKU3040M 00€3BOXMBAHMUS, KOTOPOE€ MOXET BO3HMKHYTh IpHU
racTPOSHTEPUTE.

[ToBbIllIeHMEe KOHLIEHTPALMM KpeaTMHMHA B CbIBOPOTKE € Bo3pacTom. CienyeT MOAYEPKHYTh,
yTO mMalMeHThl co spina bifida, mapanauyoM HWKHMX KOHEUHOCTE WIM OPYTUMU
3a00/IeBaHMSIMM, CBSI3AHHBIMM CO CHICKEHMEM MBIIIEUHOM MacChl, MOIYT MMETb PUCK
HegocTaTOuHOM auarHocTukyu XBIT u3-3a 6ojee HU3KOIO YPOBHSI KpeaTMHMHA, KOTOPbIit
3aBbiliaeT 3HaueHus CKO.

ITnoxoin poct 1nipum XBII CcBSI3aH C€ HEOOCTAaTOYHBIM IIUMTAHUEM, SJIEKTPOJIUTHBIMU
HapylieHUsIMU, TYOyIsipHbIM auugo3om u XBIT-MKH.

et c TIOMepyJ/ISIpHbIM 3ab0eBaHMeM, SIBISTIOIMMCS ipuunHoii XBII, yacTo nMmeloT 6osee
BbIpa’KeHHbI€e MPU3HAKYU U CUMIITOMBI 3a00/1eBaHMSI TT0YeK:

MOua IIBeTa 4vas / IBeTa «KOKa-KOJIbl» MOXET ObITh JUAMUPYIOLIMM CMMIITOMOM. IlosiB/ieHMe
SPUTPOLIUTOB B MOUe MOXKeT YKasbiBaThb Ha IIoMepynoHedput. B mpyrux cioydasx
MMKPOCKOTIMYecKasi reMaTypysi MOKeT ObITh CJTy4aifHOI HaXOIKOIA.

MIPOTEMHYPUS SIBJISIETCSI TECHO CBSI3aHHBIM OmomMapkepom XBIT u MOXKeT ObITh MPU3HAKOM
OCHOBHOTO 3a00JyieBaHMSI KIYOOUKOB MM OMCHYHKLIMM KaHaiblieB. CTojikoe (>3 MecsiieB)
TIOBBIIIIEHHOE BbIBeeHMe Oeika ¢ MOYOii cBUIeTe/lbcTBYeT 0 XBII.

OTEUHBI/A CUHIPOM MOXKET OBbITh BTOPMUHBIM II0 OTHOIIEHMIO K TIPOTEMHYpUU
He(pPOTUUECKOTO YPOBHSI.

ITIOBBINI€HVE KOHLEHTPpalu KpeaTMHIMHA B CbIBOPOTKE KPOBM C T€U€HIMEeM BpEMEHIN.
ITIOBBIINIEHHOE apTepMaJIbHOe JaBJI€eHV e B COOTBETCTBIMNM C BO3PACTOM.

CMMIITOMOKOMIUIEKCHI  CIIeIM(UUecKux IIPOSBIEHMI, CBSI3aHHbIE CO BTOPUYHBIM
rjoMepyaoHePUTOM, KOTOPBIN BausieT Ha (PYHKIMIO ouek u IpuBoauT K XBII, Hampumep,
BOJTUAHOUHBIN HePUT WIM T'paHyIeMaTo3 C IOAMaHTUUTOM. KiuHMuYecKue MpOsIBIeHUS
MOTYT BK/IIOUATb 3Kap, apTPaITui, MO0 apTPUT, ChIMb M / VI JIETOUYHBIE CMMITTOMBI.

KnuHnyeckue maHHbIe PAa3/JIMYAIOTCS B 3aBUCUMOCTY OT TSDKECTU OUCHYHKINUYU MOYeK (CM.
pasgen «JIuarHocTuKa 3a007eBaHMSsI»):

Ha panumnx cragusx XBII (C1 u C2) 3a6oseBaHMe 4aCTO MPOTEKAET OeCCUMIITOMHO, eCu
HeT MPU3HAKOB /MM CUMIITOMOB, KOTOPbIe SBJISIIOTCS MPSIMBbIM pPe3yJIbTaTOM OCHOBHBIX
CTPYKTYPHBIX aHOMaJIMii IIOUEeK WM CUCTEMHBIX 3a00/JieBaHMii C IOpaskeHMEeM TIIOYEeK.
[TauvieHTHI, He MMEIOII/ e CMMIITOMOB, MOTYT ObITh MAEHTUMOULMPOBAHBI 110 ITOBBIIIEHHOMY
KpeaTMHUHY CbIBOPOTKM B 3aBUCUMOCTM OT BO3pacTa, OTKJIOHEHUSM B aHa/IM3e MOYM
(TpoTeuHypusi, TeMaTypusl WM HapylleHMe KOHIIEHTPALMOHHOM CIIOCOOHOCTY MOYeK) Un
BBISIBJIEHMIO 3a00/IeBaHMS TIOUEK C ITOMOIIbIO BU3YATIM3UPYIOMINX MCCIeA0BaHNIA, BKIIOUAS



MpeHaTa/IbHOE Y/IbTPa3ByKOBOe MccaeloBaHMe. Y MalieHTOB MOTYT ObITh IPM3HAKY aHEMUM
1 neduiuta ButamuHa D. B 3TOT nmepuon eCTb BO3MOXKXHOCTb BbIJIEUUTD JIIO0YI0 00PaTUMYIO
MPUUMHY OUCHYHKIUM TOYeK U TIpedoTBPaTUTh WM 3aMeIJIUTh IIPOTpeccupoBaHMe
XPOHMYECKOTo 3abosieBaHMs Moyek. HaunHaeTcst mpocBeTUTeNbCKast paboTa, YToObl pe6eHOoK
M CeMbsl MOIJIM TOHSITb M peajiM30BaThb Mepbl IO IpedoTBpalleHnio (HaKTOPOB pHUCKa,
KOTOpbIe MOTYT YCKOPUTb IIporpeccupoBanme XbII (HanmpumMep, 0TKa3 OT HePPOTOKCHUUECKUX
rpernapaToB, peluaAuBUpyOIIMe MHOeKIMMu, 00e3BOXKMBAHME, OXUPEHMEe U KypeHue Yy
IOAPOCTKOB), M BK/IIOUUTH Mepbl (HaIllpuMep, CTPOTUIl KOHTPOAb Al M / wan CHUKeHUE
MIPOTEUHYPUN), KOTOPbIE MOTYT 3aMeJIUTh IPOLiecc.

XBIl nerkoit m cpemHeii creneHu TsokectTu (C3a m C3b). YV pgereit, KoTophblie
rporpeccupyiot mo craauit G3a u G3b, MOryT HauaTbCsl OCJIOKHeHMsI, cBsi3aHHble ¢ XBII. K
HUM OTHOCSTCSI: TIOSIBJIEHME OTE€KOB, OJJIeKTPOJMUTHbIe HapylleHusi, aHeMmus, Al,
OVUCIUTNINIEMMS, SHOOKPUHHbIE HApYyIIEeHUs, HapylIeHe pPOoCTa, MUHEpaJlbHble M KOCTHbIE
HapylIeHUsI ¥ CHUKeHMe KIMpeHCa BellleCTB, 00bIYHO BHIBOAMMBIX M3 OpraHM3Ma IOYKaMu
(ypemusi). Y TakuX MaIlM€HTOB JieUeHMe COCPelOTOUeHO Ha MPOdUIaKTUKE U JIEUeHUU ITUX
ocsiokHeHmit. Kpome Toro, ciaemyeT mu3beratb (akKTOPOB pUCKA, OMMCAHHBIX BbIIIE, [IJIS
3amenJieHus nporpeccupoBanus XbII.

Tsorkenast XBII M TepMHHaAbHAsE CTaaus ModeuyHoi HemoctaTtouHocTu (C4 u C5).
[TaliMeHTOB, Y KOTOPBIX IIPOHO/DKAETCS Iporpeccupyioiiee 3abojeBaHue, HeoOXOIMMO
BBISIBJISITH 3a0/1aTOBpeMeHHO 10 TOI'0 MOMeHTa, Koraa rnorpebyercst 31T, uTo6b1 06ecreunTh
aJleKBaTHYIO MOATOTOBKY M OOyueHMe KaK MaleHTa, Tak u ero cemby. Ilogroroska Kk 3IIT
06bIYHO HaumHaeTcs ¢ XBII 4 cT., korma CK® nmagaet Hiske 30 mu1 / MuH Ha 1,73 M2,

Ocnoxxkuenus XBIT

Kinmamdyeckumu mposiBieHussmu  BOH  gBASIOTCS: HeameKBaTHas Macca Tela Ha
CKOPPEKTMPOBAHHBII BO3pacCT, IVIOCKasl BecoBasi KpuBas (HegoCTaTOUHasi CKOPOCTh Habopa
Beca), HeaJeKBaTHasl CKOPOCTb POCTA, HeaJeKBaTHOE COOTHOIIeHMe MaCChl Tela K POCTY,
HeaJleKBaTHbIM MHIEKC Mmacchl Tena (MMT), 3azepskka pa3BUTHS.

AHeMusI TIpOSIBISIETCSI PSIAOM CUMIITOMOB, KOTOpble TpPyAHO AuddepeHIMpoBaTh OT
CUMIITOMOB ypeMmuu. YacTo maijueHT obpalilaeTcsl K Bpady B CBSI3U C CUMIITOMaMy aHEMMUM,
He 3Has1 0 3abosieBaHMUM TOUeK (O7eAHOCTb KOXKHBIX IOKPOBOB M CJIM3UCTBIX 00OOUYEK).
Knnanueckumu rnposiBneHusiMu aHemuu rpu XbII gBaSiOTCA: yTOMIISIEMOCTb, COHJIMBOCTD,
MbIIIIeUHasl ¢JIaboCTh, OAbIIIKA, 00/ B cepile, cepauedueHne, TaxuKapausl, MOBbIIIIeHHAs
YyBCTBUTEIBHOCTb K XOJIOH4y, TIOTepsl alImeTuTa, CHMKeHMe TOJNIOBOM  (PYHKIUMH,
OVCMeHOppesi, HapylleHe MaMITU ¥ KOHLeHTPaluMN.

OcHOBHBIMM KIMHMYeCKMMM mposiBieHusMyu MKH-XBII  gBasgioTcsl:  paxuTOIIOmOOHas
nedopMalius ckejieTa y eTeii pa3HbIX BO3PACTHBIX KaTerOpuii; ualle 9TO Mporpeccupyloiiee
O-o6pasHoe wmiau X-00pasHOe WCKPUBJIEHME HIDKHMX KOHEUYHOCTEl; YTOJIIeHMe
MeTadu3apHbIX 30H (MTOA00ME «paXUTUUYECKMX OpaC/IeTOB»); HapyllleHe TTOXO0IKM, 0COOeHHO
IIpY 3aMHTEPECOBAHHOCTM Ta300edpeHHbIX CYCTABOB («yTMHAsI MOXOAKa»); OOIM B KOCTSIX



MpU ABUKEeHMU; TIOBTOPHbIE IlepesioMbl; 3mubuU3e0nn3bl KOCTelt B KPYIIHbIX U CpemHUX
CyCTaBax; HapylleH}e TeMIIOB pocTa pebeHKa; pa3pyllieHe KOCTHOV 3MaJii U TToTepst 3y0O0B,
HapylIeHMe MOpSaKa M TeMIla Ipope3bIBaHMsI 3y0OB; IIPU3HAKM TPOGUIECKUX HAPYIIEHUI
IPYTUX TIPUIATKOB KOXM (Cyxue, JIOMKMeE, IVIOXO PacTyIlye BOJOChl M HOITHU); CHUKEHUE
MBbIIIIEYHO CUJIbI B pyKaxX M HOrax; Clia3Mbl B MKPOHOXXHBIX MBbIIIIIAX, KapIlaJbHbIl CI1a3M;
a¢eOpmIbHbIE TOHMUECKIME CYIOPOru; crenubpudyeckme MpMU3HaKy KOXKHOM KaabLubUKaLN
(Iermo3suThl KPUCTAJIOB KajbliMsl), AaHTYJASPHBIA CKJIEPUT U BbISIBJI€HME [IeM03UTOB
KPMCTA/VIOB Ka/Iblis B CKIIEpe.

Knnanueckne nposisiienns KBbB y gerteir ¢ XBII 3auactyio ckygHbie. Al' 1Ipy oCTerneHHOM
pPasBUTHUM IIPOTEKAET, KaK MpaBua0, 0€CCMMIITOMHO U BbISIB/ISIETCSI TOJIbKO IIPU U3MEpPEeHUM
AJl. TIpum pe3koM, BHe3amHOM IIOBbIlleHUM Al (TMIIEPTOHUYECKOM Kpu3e) MOKeT
OTMeUaThCs TOJIOBHAs 0O0/b, T'OJIOBOKPY)KEHMEe, TOLIHOTAa UM pPBOTA, HApYIIEHUS 3peHus
(rlesieHa, «MyLIKKW» Tiepep, I/1la3aMu), YyBCTBO CTpaxa, CyLOpPOru, HapylleHue CO3HaHUI.
MoxkeT oTMedaThbCs AMCKOM@OPT, UyBCTBO Ilepe6oeB B 007acTU cepAlia, 00yCJIOBIeHHbIE
HapyLIeHUSIMU CepAevyHOoro puTMa C pa3sBUTUEM TaXUKapAUM, SKCTPACUCTOIUN.

ITpu niporpeccupoBanuu XBIT u KBb, pasButun BTOPUUYHOI KapaAMOMMOIIATUN, CHUKEHUU
cokpatumoctT  Muokapga JDK — mpucoeIvHSIOTCS ~ CMMIOTOMBI  HELOCTaTOYHOCTU
KpOBOOOpallleHMsI: BSUIOCTb, YTOMJISIEMOCTb, CHMKEHMEe TOJepaHTHOCTU K (U3NUeCKUM
Harpys3kaMm, MOTAMBOCTb, OABIIIKA. Y HeTeil rpygHoOro Bospacta HK mMoxkeT IposiBISATHCS
6eCITOKOICTBOM, BSJTOCTBIO, TPYIHOCTSIMM ITPU BCKapMJIMBAHUM, aHOPEKCHei, pBOTOIA.

Bonu B o6nactu cepata y geteii ¢ XBII 66I1BatoT peiko, HO MOTYT BO3HMKATh KaK IIPOSIB/IEHNE
UIIeMum Mmuokapaa (Harmpumep, Impu KaJblIMHO3€ KOPOHAPHbBIX apTepuii).

V neteit ¢ XBIl 5 ct., monyuawmux 3I1T, MoskeT HabIOIATbCS BHE3alHOE YXYIIIeHNe
COCTOSTHMSI, CBsSI3aHHOE C Ieperpyskoii cepplia M JeKoMIleHcalveli Ha (pOoHe SIBHOWI MM
CKpPBITO} rumepruapartauym: 6ecroKoiCcTBO, HapacTawlasl OJbIIIKa, TaXUKapAusl, ITyX0CTh
CepIeYHbIX TOHOB, «PUTM TaJioNa» IPU ayCKyJbTallMM Cepia, Kpenurtauus B jJerkux. Ilpu
HeCBOEBPEMEHHOM OKa3aHUM IMOMOIIM MOXET Pa3BUTbCS aJIbBEOJISIDHBIN OTEK JIETKUX C
JIeTaJIbHBIM MCXOLOM.

[Ipy stom rumepruapartauys y geteii ¢ XBII 51 CT. pelKko IIPOSIBJISIETCS OUYE€BUIHBIMMU,
pacrpoCcTpaHeHHbIMM OTeKamM. Yaie oTmeuaeTcs IacTO3HOCTh BeK, JMIa U TOJIeHei,
npubaBKa Beca, KOTOPYI0 MHOrZAa (OCOOEHHO Y AeTeii paHHEero BO3pacTa) TPAKTYIOT KakK
dbusmonornyeckyto npubaBKy Macchl Tea.

[Ipu ¢usukanbHOM o6C/IemoBaHMM y pebeHka Ha ¢doHe cumnToMoB XBII (oTcraBaHMe B
pocte u Gu3MyeCKOM pa3BUTUM, OIeOHOCTb WM creuuduyeckas MUTMEHTAUUsT KOXKMU,
KOCTHble nedopmauyuyu U T.J.) MOXKHO BBISBUTb CUMIITOMBI, OOYyC/JOB/leHHbIe AT,
KapayoriaTuei, HeoCTaTOYHOCTbIO KPOBOOOpAIleHNSI : TAXUITHOD MJIM OZBIIIKY C BTSIKEHMEM
YCTYITUYMBBIX MECT TPYITHON KJIETKU, «CEPIEUHbI TOp6»; MEPKYTOPHO — pacilypeHye TPaHull
OTHOCUTEJIbHOM CepAeuHOol TYIIOCTU; ayCKYJIbTaTUBHO — M3MEHEHMe 3BYYHOCTU TOHOB
cepaua (ocnabnenne I ToHa, akieHT Il ToHa Ha aopTe), MOOABOYHbINM 3-¥1 TOH («PUTM TajIoNa»,



CBUETENbCTBYIOIIUI 00 00beMHO} Ieperpyske cepnlia), (PyHKUIMOHa/IbHbIe IIYMbl Hap,
0071aCThIO Cepfilia, TaXMKapAMIO, SKCTPACUCTONMIO. IIpyM TOHOMETPUM MOXKHO BBISIBUTH
TOBBILIEHHBIN YpOBeHb A]l.

Hetu ¢ XBIT 5 CT. HAXOASITCSI B PUCKe KU3HEYTPOXKAIOIINX HapYIIeHUIt cepledyHoro puTMma
(GuOpUANSALUM KeTYIOUYKOB, aCUCTOIMN), KOTOpbIe IIPOSIBISIOTCS BHE3aIIHOM 01eTHOCThIO,
IIMaHO30M, IIOTepei CO3HAHMS, ¥ TPEOYIOT peaHMMAaILMIOHHBIX MEPOITPUSTUIA.

HeBposiornueckue HapylieHMs BKIIOUAIOT B cebs pasjinMyHbie CUMIITOMBI OT CYZOPOT U
TSDKEJION YMCTBEHHOIM OTCTAJOCTM 10 Oojiee TOHKUX HapyIIeHWU, MPUBOISIINUX K IIIOXO
yceBaeMmocTu B mikojie. [letu ¢ XBII umeroT 60ee HM3KME ITOKA3aTeIM MCIIOTHUTETbHOM
dyHK1IMM, BepOa/IbHOI U 3pUTENbHOV MaMSTU, ObICTPYI0 YTOMJISEMOCTb [0 CpaBHEHUIO C
HaceJIeHVEeM B L1eJIOM.

IeTu, Haxopsiiuecss Ha Ouaau3e, MMelOT Oojee HM3KMe II0Ka3aTe/lM KOTHUTUBHOIO
BOCHIPUSITHSI, UeM JIeTu ¢ 6osee jerkoit popmoit XBII. OTa cBSI3b MOXKET ObITh YaCTUUHO
00bsSICHEHA BAMSIHMEM ypeMUM Ha MO3HAHMe M pa3sBUTHE HepBHOI cucteMbl. Kpome TOrO, K
ocsioskHeHusiM XBIT oTHocuUTcsT ypeMusl, BKIIOUAMOIAs B cebs Takue IPOSIBJIeHMUS, KakK
aHoOpeKcHusl, TOIIHOTa, PBOTA M [JpyrMe CUMIITOMbI, MCXOZAMM KOTOPbIX MOTYT ObITh
CyIOpOTH, KOMa U cMepTelbHbIe Mcxoabl. Ha doHe ypeMuyt MoOKeT BOSHUKHYTh AUCHYHKIIAS
TPOMOOIINTOB, IIEPUKAPAUT U YPEMMUUECKOE KPOBOTEUEHNE.



2. [IuarHoCTHNKa 3a00/IeBaHUS VI COCTOSIHUSA
IPYIIIbI 3a00/1€BaHUIA MJIM COCTOSTHII)
MeIUIIMHCKYE ITOKa3aHUS U
IIPOTUBOIIOKA3aHMUSI K IPYMMEHEHMIO METOI0B
OVarHOCTUKU

[luaznoz XbBII ycmaHnaeausaemcsi Npu Haau4yuu CMpPYKMypHozo uiu (QYHKUUOHAIbHOZ0
nospexcdeHuss NoueK, COXPAHSAWOWUXCS 6 meueHue, KAk MUHUMYM, mpex mecaues. Jlns
nocmavosku oduazHoza XbBII, no dauHbiM KDIGO, Heobxodumo coomeemcmeue 00HOMY U3
cnedyroujux kpumepues [6]:

o CK® meHee 60 ma/mun/1,73mM> 6 meueHue 3 meciayes u Gonee HE3ABUCUMO OM opyaux
mapkepos XbII;

o CK® mernee 60 mn/mun/l,73m% conposomdarowascs HanuuueM Mapkepos NOUEUHO20
nospexcoetus, makux Kak npomeuHypus, Cmotikue uU3MeHeHUsl 8 0cadke Mouu, U3MeHeHUs
nouexk no OAHHBIM Jiyuesvlx Memodos ucciedosauus, namomopgosozuieckue U3MeHHUs No
OaHHBIM Heppobuoncuu.



2.1 J)Kay1o0b1 M aHAMHeE3

Cm. paspen «KnuHuueckasi KapTuHa». [Ipu cObope >kajob U aHaMHe3a cjaeayeT oOpaTUThb
BHMMAaHME Ha M3MEHEeHMe aKTUBHOCTM pebeHKa, MepeHOCUMMOCT (U3MUEeCKUX Harpysok,
CHIKEHME alllleTuTa, U3MEeHEHMe <«MUIIEBOro» IMOBedeHMs, TIOBTOPHYI0 PBOTY, 3IMU301bI
TOJIOBHBIX 00Jieli, TOJTOBOKPYKeHMSI, MBbIIIEUHOl C1abocTu, 6ojeit B KOCTSIX, B 0061acTu
cepAlia, ONBIINIKKM, IIOTePM CO3HAHUSI WM cymgopor. Heobxommm meTanbHbIi aHaINU3
MUILEeBOro, MPEeHaTaJIbHOIO M CeMEeHOIO0 aHaMHe3a; OLleHKa KOJIMYecTBa, KauecTBa U
pPEeryjasipHOCTM IIpueMa IMILM; IoaydyeHue MH@OpMaluM OTHOCUTEIbHO CPOKOB Hauaia
3aflepskkyu  pocta. Y Bcex mnainueHToB ¢ XBII 4-5 cr. (ocobenHo mnomyuvatomux 3I1T)
HeobOXoIMMO coOMpaTh CBefeHMsI 00 0O0beMe BBIIMUTONM U BbIIENIEHHONM SKUIKOCTH, BKIIOUAS
nuype3 M 00beM ynbTpa@uabTpalMy BO BpeMms IPoILenyp AMann3a, a Takke O AMHAMMUKe
Beca.

e PexomeHIyeTCsI KOHCY/IbTallMsl Bpadya-Hedposora Bcem IalyeHTam C¢ GakTopamMy pucka
XBII mpu 1oCTaHOBKe AMArHosa C Liejibl0 CBOeBPEMEHHOTO YCTAHOBJIEHMS OMAarHo3a u
MIpOBe/ieHUs Tepaluy, HallpaBAeHHOl Ha COXpaHeHMe MoueuHoit hyHkium [121, 72].

KommenTapwmii: ¢akmopst pucka XBII cm. 8 nodpasdene 1.2 «Bmuono2uss u namozeHe3
3a001€8aHUS UIU COCMOSIHUSA (2pynnbl 3a0071e8aAHULT UTU COCMOSTHULL)»



2.2 dusmuKajabHOE 00Cc/IenoBaHue

[Ip ¢dusukanbHOM o6caenoBaHuu pebeHka c¢ XBII ciemyeT 06paTuUTh BHMMaHKMe Ha
cJleyronie rmokasaTesin:

- ®u3nyeckoe pas3BuTHe pebeHKa (Bec, IJMHa Tesla/POCT, OKPY’KHOCTb TOJIOBHI)
- TonmiyHa KOXXHOM CKIagKu

- OKpYy>KHOCTB CpeZilHel TpeTH Ijieva

- LIBeT KOsKHOTO TTOKpOBa (6/IeAHOCTD, LIMaHO3, TUTMEHTAaIINsI)

- Hannune otekoB

- Hannune nedopmalninii ckenera

- BumymMble n3MeHeHMsT 00J1acTy cepalia («CepaedHblit Top6», MyIbcalisl)

- JacToTa U pUTM [ObIXaHUS, HaAM4Me OIBIIIKM C y4acTMeM BCIIOMOTraTelbHbIX MBI U
BTSDK@HUM YCTYITUMBBIX MeCT I'PYLHOM KJIEeTKU

- 'paHU1IbI OTHOCUTEIbHOM CEePIAEUYHOI TYIIOCTH ([IePKYTOPHO)
- XapakTep AbIXaHUS IIPU ayCKYIbTalUM JIETKUX

- 3BYYHOCTb CepIeUHBbIX TOHOB, HaJIMuMe ApUTMUM WM «PUTMa Tajonar», HIYMOB IIpU
ayCKy/IbTAIlUM CepAlia.



2.3 JIabopaTOpHbIE€ AMArHOCTUUYECKHE
MCC/Ied0OBaAHUS

e Pekomenpnyercs BceM rnanmeHTam ¢ XbII UcwiemoBaHre KMCIOTHO-OCHOBHOTO COCTOSTHUS
M Tas’oB KPOBU C IieJIbI0 AMArHOCTUKU HapyLIeHU KUCIOTHO-OCHOBHOI'O COCTOSIHUS
KpPOBM, KOHTPOJISI B IVIHAMUKe [74].

(YYP C; VA1 4)

KommenTapwmii: Yacmoma uccnedosanuti 8 duHamuxe onpedesssemcsi KAUHU4eckol cumyayueti.
HapyuwieHue Kuciomuo-ujeJlouH020 COCMOSIHUSL  KpPOoBU  Moxuem  ceudemenscmeosams O
memaboauueckom auudose, Komopewlii npozpeccupyem npu cHuxceHuu CK®. Y demeti Ha no30Hux
cmadusx XBII pa3zsusaemcs memaboauueckuti ayudo3 ¢ 8bICOKOL AHUOHHOU pa3Huueti, koz20a
CNOCOOHOCMb NOYeK 8bl800UMDb Op2aHuU4ecKue KUCA0movl CMaHosumcs ozpavuudeHHoli. Kozda
uupkyaupyrmouiue 0ygepsl ucmouwjaromecsi, KOCms HaYUHAEM HAKANAUBAMb U30bIMOUHbBIE UOHDI
godopoda, umo npusodum K 8bIC8000X0eHUI0 Kanvyus u3 kKocmu. Ecnu He Koppezuposamb
auudos, Moxem passumoscsi 0CMeoneHus, Hapyuamoscsi memn pocma, a makice n08svlCUMCsl puck
8MopuuH020 2unepnapamupeosa u npozpeccuposavusi XbBII [75]. Memabonuueckuti ayudo3 npu
XBIT moxem cnocobcmeosams passumurd 2unepraiuemul, OmpuyamenbHo 6ausims Ha
memabonusm  0enko8 U Mblul, CMUMYAUPOBamMs  B0CNAJEHUe U  NOo8blamo
uHcynuHopesucmeimuocms [76]. Texkywue pykosodcmea KDOQI u KDIGO pekomeHdyrom
noddepxcusams yposeHs OukapboHama 8 coleopomke y nayueHmos ¢ XbIT Ha yposHe 22 MIK8 / J1
unu evtwie (20 make / 1 ns demeti maaduie 2 iem) [4, 6].

e PekoMeHIyeTCsl BceM MalyeHTaM IpoBemeHne OOIIero (KIMHMUECKOT0) aHaaM3a KPpOBU
pPasBEepHYTOTO C MCCAEIOBAaHMEM SPUTPOLMTAPHBIX MHIEKCOB (CpemHMii 00beM
sputpouuta [MCV] (OnpeneneHne pa3MepoB 3pUTPOLIUTOB), cpefHee comepskaHue Hb B
sputpouute [MCH], cpenHsii KOHIEHTpalusli reMomioOMHa B 3PUTPOIMTAPHOI Macce
[MCHC] (OrmpeneneHue cpeHero copep>kaHust M cpeiHeli KOHIeHTpaly reMoryiobMHa B
sputpoinTax)), McciemoBaHme ypoBHSI JIEMKOLUUTOB B KpoBU, NuddepeHLMPOBaHHbIN
MO CYeT JIeMKOIIUMTOB (JiefikonuTapHasi hopmyna), McciemoBaHie YPOBHST PETUKYIOIUTOB
B KpoBu, MccimenoBaHue CKOpOCTU ocemaHus spuTpouuToB (COD) ¢ 1e/bl0 IMarHOCTUKU
aneMuu ripu XbII, KOHTpoOJIS B IMHAMUKeE, B T.U. jeueHus [77, 78, 79].

(YYP C; VIIZ, 5)

KommenTapwuii: Yacmoma uccnedosaHuii 8 OuHamuke onpeodesiemcs: KAuHUueckoll cumyauueti.
[Ina duazHocmuku aHemuu 8 demcmee UCNONb3YIMCcs 803PACMHbIE 3HAUEHUS] 2eM02/100UHA NO
dauHsiM BO3 (cm. npunoxceHue A3.16). ITodpobHo aHemus npu XBII paccmampusaemcs
omaenvHo (cM. KnuHuueckue pekomeHoauyuu AHemus npu XpoHuueckoti 6o1e3Hu nouex) [79].

e Pexomennyetrcs y pgetreit ¢ XBII 6e3 ycTaHOBJIEHHOTO AuarHosa aHeMuu ypoBeHb Hb
KOHTPOJIMPOBATh He peke 1 pasa B rop y nmauyeHToB ¢ XBII 3 CT., He peke 2-X pa3 B rof, y
narueHToB XBII 4-5 CT. C 11e/1bI0 CBOEBPEMEHHOTO BbIsiB/ieHMsT aHeMuu|[121].



(YYP C; VI, 5)

KoMmmenTapwuii: 00biuHO He pexce 1 paza 6 3 mecaya y mex, Kmo Hyxoaemcs 8 duasnuse.
Yacmoma usmepeHust Hb moxcem onpedensimscs KauHuueckoti cumyayueti y nauuermos ¢ XbBII.

e PexkoMeHIyeTCsI AMarHOoCTMPOBaTh aHeMuIo y fmeteli ¢ XBII, ecin koH1leHTpanust Hb Huoke
110 r/n y meteii ot nosnyronaa Ao 5 net, Huske 115 r/n y merteit 5-12 net v Huske 120 r/ny
neteit 12-15 neT c 11e/1bI0 CBOEBpeMeHHOI KoppeKiuu [77].

(YYP C; VI, 5)

KommenTapwmii: YV demeii 6e3 ycmaHo8/ieHH020 OuazHo3a aHemuu yposeHv Hb Odoncer
usmepsamocs He pexce 1 pasa 8 200 y nayueHmos ¢ XbII 3 cmaduu, He pexe 2 pa3 8 200 y
nauuermos ¢ 4-5 cmadusimu XBIIT u He pexce 1 pa3a 8 3 mecsiya y nauyueHmos Ha 3IIT. Yposetv
Hb cnedyem uauje usmepsimo no KJAUHUYECKUM NOKA3AHUAM U y demell ¢ QUuazHOCMUPOBAHHOILI
avemueti npu XBII. Anemus duazHocmupyemcsi y demelti ¢ XBII, eciu xoHyeHmpayusi Hb Huxce
110 2/ y demeii om nosyzo0a 0o 5 1em, Huxce 115 2/n 'y demeti 5-12 nem u Huxce 120 2/ y demeti
12-15 nem.

Koumponw yposuss Hb cnedyem nposodums 00uH pa3 8 Hedento npu nodéope 0o3vt OCC u
nepesode ¢ Anoamura 6ema™™*) Ha dapb6anosamuH anvga™™, 3amem 00uH pa3 8 2 Hedeslu, HO HE
pexce 00H020 pasa 8 Mecsu.

Y nayuenmos XbBII, y komopsix zemoduanu3 He npogooumcs, KoHmpos yposHus Hb Ha ¢poHe
nododepxcusaiouiezo neueHuss ICC cnedyem nposodums He pexce 00HO20 pa3a 6 3 mecaua. Y
navuuenmos, KomopwsiM hposodumcsi zemoduanus, yposeHo Hb Ha ¢poHe noddepxcusarouiezo
neuerus 9CC cnedyem nposodums He pexce 00H020 pa3da 8 Mecsiy.

e PexkomeHpayetcs nanueHTtaMm ¢ XBII 1 aHeMueli onpenennTsb ee MpUUYMHY, HE3aBUCUMO OT
craguu XBII unnu norpebHoctu B 3I1IT, ecnu ypoBeHb Hb cocraBisier <110 r/n (<105 r/ny
neren <2 JieT) Wiu IIpU pa3BUTUM CUMIITOMOB, CBSI3aHHBIX ¢ aHemuen (McciaemoBaHue
dbepputmHa KpoBu, OrnpeneneHue Ko3Q@uieHTa HaCbIllleHUs TpaHCpeppuHa Keae30M
(TSAT), HUccnemoBaHue ypoBHS BuTammuHa B12 B KpoBu, McaiegoBanue ¢onneBoit
KUCJIOTBI B KPOBY) C Le/IbI0 AMarHOCTUKY U teueHus [80].

(YYP C; VI, 5)

KommenTapwuii: Anvemus y demeti ¢ XBIT moxcem Obimb 00ycnosieHa He moJibko ¢ depuyumom
AI10. DeppumuH Cbl8OPOMKU OMpax3caem 3anacsl xese3a 6 opzaHu3me, U €20 HeoOX00UMO
noddepxcusames mexcdy 100 u 500 mxz/a. O0Hako amo ocmpogas3ossili 6es0K, NoIMomy
pe3yibmamal CJIOXCHO UHMepnpemuposams Ha (poHe uHpekuuoHHozo npouecca. PekomeHdyemcsi
odHospemeHHO usmepsime yposeHv CPB. HacvlujeHue mpauceppura ompajcaem Koauuecmeo
Jcese3a, docmynHozo 07151 pumponoa3a u 0oxcHo 6vimo >20%. Abconromuslii depuyum xenesa —
2mo obuiee CHUXEHUE 3anacos xceye3d 8 opzavusme, onpedesieMoe Npu CHUMEHUU (eppumuHa
coigopomku <100mkz/n. Memaboausm xeneza Hapywaemcs y nayueimos ¢ XBII, 8 uacmHocmu,
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, 20PMOHA neueHu, Komopowlii npedomepaujaem 6v.xo0
Heene3a u3 KJAemoK 3a cuem Ces3bl8aHUsl C 3KCnopmepom xceneda, (pepponopmuxom [81].
H3661mok 2encuduHa nodasnsem abcopobuuro xenesa u npugodum K cexgecmpayuu xcene3a 8
Makpogazax u zenamouumax, 4mo npugooum K pyHkuuoHaivHomy decpuyumy xceneza npu XbI1
[82]. TIpu ¢yHKyuoHaneHom Jdepuyume cywecmsyem nompedbHOCMyb 6 00nbUleM KOAUUeCmee
xeenesa ons noddepxcanust cunme3sa Hb, uem moxcem 6v1c80000umscsi u3 deno. @yHKYUOHANbHbLL
deuyum xeeneza duazHocmupyemcsi HaA OCHO8AHUU ypoeHs (heppumuHa cotéopomiu (>100mke/
Nn), TSAT (<15-20%), Konuuecmeo 2unoXpomHsix 3pumpouumos (>5-10% npu Hopme <2,5%).
[lanHble uccnedosaHusi He00Xo0umMvl Ol OUEHKU cmamyca oOMeHa xcene3d, OuazHOCMuKu e2o

aedmuuma U NpO2HO3UpoBaHUA 2pUumponosamuuecko2o omeema Ha mepanuiro xHejie30M.

IIpu unmepnpemayuu YypoeHs GeppumuHa ciedyem NOMHUMb, 4MO OaHHbIL NoKA3ameb
nossluiaemcst npu 8ocnanumebHom npouyecce. IockonvKy peppumuH s16asemcst 0Cmpogpastsim
Oenkom, duazHocmuuyeckoe 3HaueHue cnedyem OUEHUBAMbCS OMJUYHO OM NAYueHmos, He
cmpadarwux XpoHu1ueckum 3abonesaHuem nouex.

Hacviuwenue mpavcgeppura (TSAT) paccuumsigaemcs no popmyine:
TSAT = Fe (Mmkmonw/n) / 2 x mpaucgeppuH (Mkmonw/n) (%)

lecpuyum cponamos u eumamumna B12 — Heuacmas, HO 8aMCHASL KOppekmupyemdas NpuduHd
aHemuu, 00bIUHO couemarouletics ¢ Makpoyumo3som, y nauueHmos ¢ XbI1.

e PexkomeHpayeTcsl Bcem maimueHTam ¢ XBII rnmpoBemeHne AHaim3a KPOBU OMOXMMMUYECKOTO
obmerepaneBTuueckoro (MccmemoBaHue ypoBHSI KpeaTMHMHA B KpoBu, McciemoBaHue
YPOBHSI MOUYe€BMHBI B KpoBM, McoiemoBaHue YpPOBHSI MOYEBOJ KMUCIOTbI B KPOBH,
WccnenoBaHue ypoBHS 061iero Oejika B KpPOBM, MCC/ielOBaHMEe YPOBHSI albOyMMHa B
KpoBu, UccrnemoBaHue YpOBHS XojiecTepMHa B KpoBu, LccinemoBaHue YpOBHS
TPUIIIULIEPUIOB B KPOBU, VicciemoBaHue YPOBHSI XOlIeCTepyHa JIUIIOIPOTEMHOB BbICOKOIA
IJIOTHOCTM B KpoOBM, McciiemoBaHue YpPOBHSI JIMIIONIPOTEMHOB B KpoBU, McciemoBaHue
YPOBHSI XOJjleCTepMHa JIMIIONPOTEMHOB HMU3KOV IIJIOTHOCTM, VcciemoBaHMe YpPOBHS
dbochommmmmoB B KpoBu McciegoBaHme YpoBHS o6Imiero 6mnmpybmuHa. VcciegoBaHue
YPOBHSI OMAMPYOMHA CBSI3aHHOTO (KOHBIOTMPOBAHHOIO) B KpOBU, VcciiemoBaHue ypoOBHS
OounMpyomMHa CcBOOOTHOTO (HEKOHBIOTMPOBAHHOIO) B KPOBM, OIIpelereHue aKTUBHOCTU
acriapraTaMuHoOTpaHchepassbl B KpPOBH, OmnpenenexHue aKTMBHOCTU
alaHMHaAMMHOTpaHcdepasbl B KpoBM, LcciaemoBaHue YpOBHSI Kaausi B KPOBH,
VccnemoBaHue YpOBHS HaTpusi B KpoBM, McolemoBaHue YpPOBHSI XJopa B KpPOBH,
WccnegoBaHue ypoBHSI oOmiero Kkajablivsd B KpoBM, UcciaemoBaHue — ypOBHS
Heopranmuveckoro gocdopa B kpoBu, OnpeneneHne aKTUBHOCTU IeJ04YHOi ¢gocdartassbl,
OmpeneneHne akKTMBHOCTM aMuiasbl B KpoBHU, VccieqoBaHue ypOBHS IJTIOKO3bI B KPOBM,
WccnemoBannue ypoBHSI C-peakTMBHOrO Oejika B KpPOBM) [JISI OLIEHKM CTeleHU
BBIPQKEHHOCTM a30TEMMM, BBISIBJIEHMS JJ€KTPOJIMUTHBIX HApYIIeHUiA, HapyIIeHMIA
6eIKkOoBOro ob6MeHa, oOMeHa Kejlesa, Kaablnii-(pochopHOro ooMeHa, TUTIEPAUTTUIEMUN C



1leJIbl0 IMArHOCTUKM MPOrpecCUpoBaHMS TIOUYEYHOTO IIpoliecca, ocaokHeHmuii XBII,
KOHTPOJIS B IMHAMMKe B IIpoliecce JieueHus [4, 78, 83, 84, 85, 86, 87, 88, 89, 90].

(YYP C; VI, 5)

KommenTapwuii: Yacmoma uccnedosanuii 8 duHamuke onpedensiemcs: KAuHuU4eckoli cumyayueti.
MouegsuHa u KpeamuHUH CblBOPOMKU KPOBU O00bIYHO UCNONb3YIOMC 8 Kauecmee Mapkepos
noueuHoti duchyHkyuu, Ho HaKonjieHue ypeMuueckux mokCUHo8 Julllb UaCmuuHo Koppeaupyem
co CK® y demeii ¢ XBII [91]. TepmuH <«a3omemus» UCNOJIb3yemcss Ons 0003HAUEHUS]
Npucymcmaeus «ypeMuueckux mokCcuHo8», mozda Kak mepmuH «ypemus» 00bl4HO OMHOCUMCS K
KJAUHUYeCKUM nposieaeHusm azomemuu. XBII uacmo cés3aHa ¢ HAPYWeHUIMU MUHEPATbHO20 U
KOCMHO020 00MeHa, KOMmopble MO02ym Nposie/simbCsl U3MeHeHueM memaodonu3ma Kaavyus u
gocpopa. [92]. YposeHb 00wezo Oenka u anbOyMuHa mozym Oblmb CHUMCEHbI KAK NPOSi8IeHUs
HapyweHuli HympumueHo20 cmamyca, maxk U meueHusl XPOHUUECKoz20 3abosie8aHus nouex,
npuseduwieti k XBII. B Hacmosuiee 8pems anvOyMuH u npeanpbOyMuH 00Jiblie He CUUMAmcs
3HauumsIMu 6uomapkepamu 0as ouazHocmuku BOH. HezamueHsle 0mKJI0HeHUs 6€1K08 0cmpoli
(Gasvl, maxkux Kaxk aib0yMuH, npeaibOyMuH U MpaHceppuH, He ompaiarm usmeHeHull
HYyMpumugH020 cmamyca u 3asucsim om 8vlpaxeHHOCMuU 80CNAIeHUsl, 800HO-371eKMPOJIUMHO20
banaHca u Opyaux ¢axkmopos. M3-3a nomepu maccel HepporHos XBII uacmo npusodum K
HeadekeamHoli noueuHoll IKcKkpeyuu kanusi. Tunepkaiuemus se6asemcs 00ulenpu3HaHHbsIM
(akmopom pucka apummuii u 0CmaHosKu cepoya u npeockasyemo gedem K 0OoJiee 8blCOKOU
cvepmuocmu [93, 94]. Ilosviwenue «koHueHmpauuu CPB 6 kposu npu XBII moxem
ceudemesnbcmeosams 0 meueHuu UHQEKUUOHHO020 npouecca u nopaxceHuu muokapoa. OOHaxo
ocmaemcsl Heu38ecmHuiM, gusiem Jju ducnunudemus y demeti ¢ XBII Ha cepdeuro-cocyoucmyro
3abonesaemocms u cmepmuocms. KDIGO pekomeHdyem duemuueckue Mepvl U KOHMPOJb 8eca 8
Kauecmee nepeoli JuHUU JieueHust oucaunudemuu y demeil. H3-3a oueHb 02pAHUUEHHO20
Konuuecmea OOCMYNHbIX OAHHLIX He peKoMeHOyemcsi UCNO0b308ams 2UNOJUNuUdeMuiecKue
cpedcmea (cmamunst) y demeti ¢ XBI1 6 so3pacme do 10 1em [95].

e PekomeHnyercs BceMm TIanueHTam oneHuBaTb CK® Ha O0OCHOBe CbhIBOPOTOUYHOTO
KpeaTMHMHA M IIepeMeHHOil pocTa Mo «IpUKpoBaTHOI» («bedside») dbopmyne IlIBapiia
(2009) 1 dhopmyne IlIBapua-Jinona (2012) ¢ 11e/1bl0 AMATHOCTUKMU MM MOHUTOpPMHTa XBII,
a TaKKe OLIeHKM IIPOrHO3a B KJIMHUYECKOI IpakTuke [6, 96, 97, 98, 99, 100, 101, 102].

(YYP B; VI 3)

KommenTapuii: CK® sensemcs nokazamenem (QYyHKUUU NOYeK U Onpeodensiemcss Kak
KOJIUMeCcme0 naasmol, (puismpyemoll noukamu 8 meueHue onpeoeieHH020 nepuooa épemeHu
(00b14HO 00HOUI MuHymsl). 3dopossie demu maaduie 2 nem umerom u3suonozuuecku 0oJiee
Hu3kyr CK®. CK® pasHa cymme ckopocmeli punompauuu 8cex GyHKYUOHUPYIOUUX HEGPOHOS U,
c/1e008amesibHO, KOppeaupyem ¢ Koauuecmeom (GyHKyuoHupyouiux HegpporHos. 300possvie nouxu
obnadawom 3HauUmMeNbHbIM pe3epeom Ons noddepxycarHus adeksamuoli CK® 6 pasnuuHsix
@u3suonozuueckux  ycnosusix. 0O6nadas  02poMHbIM  OUONO2UUECKUM — NPeuUMyulecmeom,
(YHKUUOHANbHDLL «U306IMOK» HEepPOHO8 3ampyoHsiem KAUHUYECKYH OUEHKY PAaHHux cmadut



XBII. Dmo ¢853aHO C meM, 4UMmMO HeNnopaxceHHvle HeQPOHbl CNOCOOHBI KOMNEHCUPOBAMb
nospexdertvie HeppoHsl. Moxcem B03HUKHYMb 2unepmpo@usi 0cmaswiuxcs HegppoHos, umo
npusedem K uacmuuHomy goccmarosieHuro CK®. CnedosamenvHo, Hem JUHEHOU Koppeasiyuu
mexcdy nomepeti HegppoHos u nomepeti CK® [103, 104]. Cekpeyusi KaHa1v14e8020 KpeamuHUHa
yseauuusaemcs npu cHuxceHuu CK®. CnedosamenvHo, KAUPEeHC KpeamuHUuHa Moxem 3assiiuamso
CK® y demeii ¢ XBII. /Ipyz2ue ozpavuuieHust Cbl80pOMoUH020 KpeamuHUHa Kak Mmapkepa (yHKkuuu
nouex 8KJNUAM €20 3a8UCUMOCMb 0M MblULEUHOL Maccyl U (usuueckoti akmugHocmu. MHozue
(u3uonozuueckue geujecmaa u jekapcmea mewiarm aHanusy kpeamuHuta [105].

TpaduyuoHHo ucnonwsdyemas popmyna Ilsapua (1976) u Kynaxana-bappama, (1976) komopas
paccuumsl8aiacb Ha OCHO8e KpeamuHUuHd, U3MepPeHH020 HeCmaHOapmu3upo8aHHulM Memooom
Apge, npusodum Kk 3aswviuieHuto 3HaueHuli pCK®. Hcnonv3osaHue 8 Opu2uHaIbHOU (opmye
[lleapya (1976) kpeamuHuHa, usmepeHH020 ¢ NOMOUbI0 MeMOOUK, CMAaHIaApMuU3UPOBAHHBIX NO
maHoeMHoll macc-cnekmpomempuu ¢ u3omonHsim pasoasneduem — IDMS (isotope dilution
mass spectrometry) npugodum k 3asviwieHuto ucmunHoti CK® na 20-40% [107].

ns  ucknioueHuss HemouHocmell npu oyeHke CK® cnedyem ucnonv3oeams «Bedside»
(npukposamuas) opmynsl Llleapya Ha 0OCHOBAHUU 3HAYEHULI KPeAMUHUHA KPOBU, U3MEPEHHO20
IH3UMamMuuecKum memodom u cmaHoapmu3uposaHsim no IDMS [96, 97]:

pCK® = 36,5 x Ht / Crp (7)
2de, Ht — pocm (cm), Crp — KOHUeHMpauus KpeamuHUHAa 6 Cbl8opomKe Kpoeu (MKMOJb/1).

V. De Souza et al. 8 2012 2. «npuxposamuas» Gopmyna Illeapua 6vi1a moduguuyuposaHa,
nonyuus HazeaHue llsapya-Jluona (Schwartz—-Lyon, ¢popmyna 10) [99].

pCK® =k x Ht / Crp

20e, k - e8o3pacmHoii Ko3pduuuenm nepecuema (01 Oedouek 6cex 803pacmos u
manvuuxkoe <13 nem - 32,5; dna manvuuxkos >13 nem - 36,5), Ht — pocm (cm), Crp -
KOHUeHmpayusa KpeamuHuHa Cbl80POMKU Kpoeu (MKMOJ1b/1).

«[Ipukposamuas» ¢opmyna Illeapua u Gopmyna Illeapua-JIuoHa 8anuduposaHsl 6
neduampuueckoti nonyaayuu ¢ XBII 2-4 cm., a s¢ppexmusHocms 3mux ypasHeHuti y 300p06six
demeli Heu3eecmHa.

Cnedyem noduepkHyms, umo 1a60pamopHoe usmepeHue KOHYeHmpayuu 0CHO8HbIX IHOO2EHHBLX
mapkepos CKD 0o/1xcHO 6bimb cmandapmu3uposaHo 01s kpeamurura no IDMS [98, 108].

Ecnu onpedeneHue KpeamuHuHa Kpoeu OCyulecmejisiemcsi cmaHoapmu3uposaHHsiM Memooom
Apgpe, He06x00uUMO nomMHUMB 0 ncesdoxpomozeHax (2n10Ko3e, bunupyouHe, psde dpyzux bema-
JIAKMAMHbIX AHMUbaKkmepuaivHslx npenapamos (uegaaocnopuHos) u 0p.), Komopsie Mozym
UCKAaM#cams €20 UCmuHHble 3HaueHus. CyujecmeeHHsle ouwuUbKU 8 U3MepeHuu KpeamuHuHa mozym
ObIMb 8 IUNEMUUECKOTI U 2eMOJIUZUPOBAHHOTI CbIBOPOMKE, N03MOMY HU IH3UMAamuyecKuti memod,
HU peakyus Sgde He donxcHbL uchonb308amucs 8 daHHoU cumyayuu [109].



e PexkomeHayeTcs paccMoTpetb MccnemoBaHue ypoBHSI nucratvHa C B KpOBU B KauecCTBe
TOATBEPXKAAINX TeCTOB, ec/ii CK® 1o ypoBHIO KpeaTMHMHA B CbIBOPOTKE KPOBU OaeT
MeHee TOYHbIN pe3y/bTaT C LeJIbl0 JOMOIHUTEIbHOM AUMAarHOCTUKY / MOHUTOpUHTra XBII 1
OLIeHKM IIPOTHO3a B KIMHMYECKOM MpakTuke [96, 97, 108].

(YYP B; VI 3)

KommenTapwuii: Coigopomounstti yucmamud C — 00uH u3 Haubojiee wWupoko UCNONb3yeMblX
anvmepHamusHvlx buomapkepos ons oyeHku CK®. Llucmamun C, 8 omauyue om KpeamuHuHd,
npoodyyupyemcs 8cemu s10pocodepicaujuMu Kaemkamu U He 3asucum om MbululedHOU Maccol.
@opmynsl Ha ocHose uucmamura C 0cobeHHO noJie3Hvl 0711 demeti ¢ NOHUMEHHOU MbllUEUHOT
maccoii. /Ina ucknwoueHus HemouHocmeti npu oyeHke CK® pexomeHdyemcs uchonv3zosarue CKiD
Qopmyny,  exawuarmwyw  3HaueHus  yucmamuHa C  (UBMEPEHHO20 C  NOMOU|bIO
myp6odumempuueckozo mMemooa) u azoma mouesunst [95, 97]:

pCK® = 39,1 x [Ht/Crp]®>1¢ x [1,8/Cys C]*?°* x [30/BUN]%1¢° x [1,099]* x [Ht/1,4]%188

20e, Ht - pocm (m), Crp — KOHUeHmMpauusa KpeamuHuHa cbleopomku kpoeu (mz/on), Cys C -
uucmamun C (me/n), BUN - a3zom mouesuHwvl (Mz/0n), * — ucnonws3yemcsi moJibKo Ojs
Ma1bUUKOB.

Taksxce GJ Schwartz et al. (2012) paspabomanu ooHopakmopHoe ypasHeHue pacuema CKD Ha
ocHoge yucmamuxa C [101]. [laHHas popmyna umeem 8bICOKYH MOUHOCMb:

pCK® = 70,69 x Cys C-0,931 (11)
20de, Cys C — uucmamu C (m2/n).

Cnedyem noduepkHyms, umo 1a060pamopHoe usmepeHue KOHYeHmpayuu 0CHOB8HbIX IHOO2EHHbBIX
mapkepos CK® donxicHo 6bimb cmaHdapmusuposaHo: 05 uucmamuxa C no IFCC (International
Federation of Clinic Chemistry — cmandapmu3uposaHHozo kanubpamopa ERMDA471) [98, 108].

GJ Schwartz et al. ycmanosunu pCK®@uuc moxem Obimb MeHee MOUHOU MOJILKO NpU 00HOl
nepemeHHoll, 00BsICHAIOUell aHOMANbHblE BbIOPOCHI noKazameell pacuemHoll, npu 00abUOM
gece. Pacossvie pasnuuus, evicokoe All, yposeHb  anbOyMuHa U  NpPUMEHEHUe
2JIKOKOpmMukocmepoudos He gusitom Ha yposeHv pCKD Ha ocHose yucmamuHa C [101].

Koagpuyuenmst nepesoda eduHuy usmepeHus u3 mMempuueckoli cucmemvl 8 Mex0yHaApOOHYHO
cucmemy eduruy (CH) — 8 npunoxceruu A 3.14.

e Pexomenpayercs Bcem getsam ¢ CK® <60 mui/mun/1,73 M2 (unu cHkenmeM CK® 6osee uem
Ha 1 cTaHJapTHOe OTK/JIOHEeHMe OT OXUAAeMOIrO 3HaueHUsl OJis1 COOTBETCTBYIOLIEro
BO3paCTa M TII0JIa) WMAM C TPU3HAKAMM T[IOpaKeHusI II0YeK M3yyeHue aHaMHe3sa,
MpebIAyIIMX T[oKasaTeneil GyHKIMM TI04eK, IpoBedeHMe aHaliu3a KIMHUYEeCKOI
CUTYyalLUU C 11e/Ibl0 YCTaHOBJIeHMS TPUUMHBI (MTPUUMH) 3a60eBaHMs TToYeK [6, 110].



(YYP C; VI, 5)

KomMMeHTapuit: aHanu3 KauHuueckoli cumyauuu exkawudem OamHwle 0 BHYMPUYMpPOOHOM
passumuul, JeKapcmeeHHslX 8030eliceusx Ha naoo0 uiu Ha MAamv, 2eHeMUUeCKUX HapyuleHusXx,
AHOMAJIUSAX PA38UMUs Op2aHO8, pe3ylbmamsl (Pu3UKAIbHO20 00cN1ed08aHus, 1ab6OpamopHole
nokasamenu 60 BHYMpUympoOHOM U NOCMHAMANbHOM nepuodax (8KaOUAs AHANU3
AMHUOMUUECKOll Muodkocmu), pe3yipmamsl 6U3yanusupylowux ucciedo8auuti 6 npe- u
nocmHamanvHoM nepuode, d makxce OaHHvle NAMOMOPGON02UUECKUX UCCe008AHUL, 8 MOM
yucie ni1oda u naayeHmol.

e PexkomeHnpayetcs npoBegeHne O61ero (KIMHMYECKOI0) aHaaM3a MOUYM BCeM MaliieHTaM C
XBIT u B iMHAMMKe C LeJIbI0 KOJTMYeCTBEHHOI OLeHKM 6ejIka, OPMEHTUPOBOUHOI OlleHKe
BOCITQJIEHV T10 XapaKTepy M3MeHeH B MOueBOM ocanke [78].

(YYP C, VI, 5)

KommeHTapmii: uacmoma uccnedosauus npu OUHAMUYECKOM HAbaodeHuu onpeoensemcs
KJIUHUYeCKUM meueHuem 3a601e8aHusl.

e PekoMeHIyeTCsl YCTAaHOBUTH KaTeropmio aJibOyMUHYPUM B COOTBETCTBUM C M3BECTHBIMMU
kputepusimu XBIT (pasmen 1.5 Knaccudukanys 3abonesanuns) [6, 110].

(YYP C; VI, 5)

KomMeHTapwuit: kamezopus aib0yMUHypuu CIy#um 8aiHsiM npedukmopom ucxooa. /lns ecex
kamezopuii CK® nokazaHo cmyneHuamoe YyeejuueHue pucka npu 8bsICOKUX Kamezopusix
anbOyMUHypuu, npu 3mom Kakozo-aubo uemrozo yCmaHo8eHH020 NOP0208020 3HAUEHUS HemM.

O0Hako y demeii ¢ XBII npu ob6HapyxceHuu 000l namosaozuueckoli IKCKkpeuuu 6eaka ¢ Mouoli
He3a8UCUMO 0M MApKepos8 HeobXx00UMO yuumoleams pasauyiue nokazameJeti 8 3agUcCuMocmu om
go3pacma, nosia, cmaduu noJ08020 paszsumusi u/unu pasmepa mena (pocma, eeca, UMT),
B03MOXCHOCMb hpeobnadaHust cKopee KAaHANbYesol, uem 210MepyaspHOli npomeuHypuu 8
3asucumocmu om npedcywecmsyrwuezo 3abonesanusi. Takice y demeti ¢ XBII MOx#HO
OpUEHMUPOB8AMbCS HA NPOMEUHYPUIO BMECMO A1bOYMUHYPUL.

YV HoeopomdenHblx U demeli paHHezo 8o03pacma donyckarnmcs 0osiee 8blCOKAs KAk
2JIOMEpYNSAPHAas, MAak u KaHaavyesdas NpomeuHypus u3-3a He3peiocmu NpoKCUMANbHbIX
KaHanvyes, omeeuawwyux 3a peabcopbyuio Oenkos. IIpubnusumesnvbHvle IKBUBAJNIEHMbBI 0Nl
omHouwteHuti An/Kp u OF/Kp 6 moue y Oemeli OMU3KU, HO He UJEHMUUHbl 3HAUEHUSIM,
npusoouUMbvIM 0Nl 83POC/blX. JJUANA30HbI HOPMAbHBIX 3HAUeHUli sapvupytom. A.S.Brem (1981)
NpeoioHcUl cuumames npuemiemsiM yposeHs npomeuHypuu 8 npedenax 6-8 Me/MP/u unu >240
Mme/M?/cym. Y Oemeii <6 Mecsayes; HOPMANbHble 3HAUEHUS AnLOYMUHypuu O 3M020 803pacma
Heu3zsecmHsl [111].

HopmanvHele ypoe8HU CYMOUHOU IKCKpeuuu Oenka y Oemelli 8 eo3pacme 6-24 mecsuyes
cocmasnsom <4 me/m*/u (<150 me/m2/cym) npu uccnedosanuu cymouHoii Moul, 8 Mo epems Kax



8 nepsoii npobe ympeHHell Mouu HopmanvHviM cuumaemcs yposeHos OBb/Kp <500 mz/2 (<50 mz/
MMOnb). Y demeli cmapuie 24 mecauyes smu 3HA4eHus: cocmasnsiom <4 Mz/MZ/u (<150 MZ/MZ/
cym) 6 cymouHoti moue, Ob/Kp <200 mz/2 (<20 M2/MMOJib) 6 nep8oli nopuuu ympeHHel Mouu, uiu
An/Kp <30 me/2 (<3 me/mmonv) 6 nepsoii nopuyuu ymperteti mouu. B n1060ii 6o3pacmHoti zpynne
o6was nomeps Genxa c¢ mouoii >40 me/m?*/u (>3 2/1,73 mM? /cym) cuumaemcs npomeuHypuei
He(pomuueckozo YposHs; 3HaueHuss 4-40 Mmz/MP/4 ompaxcailom namono2UuecKylo, HO He
«Heppomuueckyo» nomepio 6enka [112, 113].

V demeii 8 8o3pacme >24 mecsaues 0ns onpedeneHuss Kamezopuu <«npomeuHypuu» MOMCHO
UCNONb308aMb YPOBHU, PEKOMEHO08AHHble 8 PYK080JCMBax 071sl 83pPOC/blX, 34 UCKIUEHUEM
noCMypanvHoli nomepu 210MepysipHbIX  0eNK08 [anbbyMuHal, m.e. 0opmocmamuueckoli
npomeuHypuu, Habodarwetics y 2-5% nodpocmkos [114, 115].

B3aumoceszb mexdy Kamezopusmu anbOyMuHypuu u hnpomeuHypuu npedcmasjieHda 8
npunoxceHuuu A3.15.

e PekoMmeHyeTcsl yaile KOHTponaupoBaTh CK® 1 anbOyMUHYPHUIO Y MTALIMEHTOB C BHICOKMM
puckoM mporpeccupoBaHmus XbBII wu/unm Korma pe3yibTaTbl M3MEPEeHUST OOJIKHBI
YUUTBIBATHCS MPY HA3HAUEHUM Teparnuu [Jid OLeHKM CKOPOCTU MPOTrpecCUMpOBaHUSI U
3 GEeKTMBHOCTY TTPOBOAMMOTO jeueHus [6, 110].

(YYP C; VI, 5)

e Pekomenpnyercs Bcex nmauyeHTOB ¢ XBII paccMaTpuBaTh Kak MalMEeHTOB C IOBBILIEHHBIM
puckom passutusg OIIII [6, 110].

(YYP C; YOI, 5)

KommenTtapwii: XbI1 npusHaHa pakmopom pucka pazeumus OIIIT u3-3a 3nudemuo102udeckoti
accoyuayuu mexdy Humu [116, 117]. XBII sensemcs mouwjHsim npedukmopom OIIIl npu
603delicmeuu KOHMpacmHslx cpeocms, npogedeHuU KPYNHuIX XUpPypeuueckux emewamesnscms, a
makxce npu opyaux meouyuHckux cocmosHusx [118, 119, 120]. IIpu eedeHuu nayueHmos ¢ XbII u
nosvlweHHoiM puckom OIIIl Ha (oHe uHmepKyppeHmHslx 3ab6o0/e8aHull uau npu nposedeHuu
uccnedosanutli u npoyedyp, conpogorcoaroujuxcs noswviuleHHsiM puckom OIIIl, Heobxodumo
credosams  pekomeHoauusimM, NOOpOoOHO  ONUCAHHBIM 8  KnuHuueckux  npakmuuecKux
pekomendayusix KDIGO no OIIII [6, 110].

® eKOMEeHJYeTCsl KOHTPOIMPOBATh CbIBOPOTOYHbIE YPOBHM Kajablys, Gocdopa, LesT0uHOoM
docdarassl, ITTT y Bcex meteit ¢ XBII, HaunHas co 2 ctaauu, ajst amardoctuku MKH-XBII,
OLIeHKM B IMHAMMKe M KOHTPOJIS leueHns [122].

(YYP C; VI, 5)

KommenTapuii: YV nauuenmos ¢ XbII, nonyuarwowux neueHue om MKH-XBII, unu y Komopbix
8bls18J1eHbl OUOXUMUUECKUE OMKJIOHEHUSl, Yeleco000pa3Ho yeeauuums uacmomy usmepeHuti ons
omcnexcusanuss meHoeHuuti, agpgpexmusHocmu neueHuss u nobouHsix d¢ppekmos. IlamozeHe3s



MKH-XBII sce euwje danek om nojH020 NOHUMAaHus. M3eecmuo, umo cyoKJIUHUYECKUe U3MeHeHuUsl
KOCMHbIX U MUHEPAbHbIX GuOMapKepos mMozym Obimb 00HAPYHCEHbl HA O4YEHb PaHHell cmaduu
pazeumusi XBII (Ha cmaduu C2), do nadeHus ypoeHs Kanvyumpuona [123, 124]. OOHum us3
makux paHHux cobvimuti siesis.emcs noswvlueHue yposHs FGF23, ¢oocpamonuHna, npodyyupyemozo
ocmeouyumamu, Komopeslli ycunueaem evieedeHue @ocpama noukamu. Ponv noewvlileHHO020
yposHs FGF23 Ha pauHux cmadusix XBII moxcem Obimb 3auiUumHoli, N0CKOJIbKY OH, 8epOsiNHO,
nomozaem omcpouums paseumue zunepgpocpamemuu. OOHAKO NOCMENEHHOE CHUMCEHUE
Koiuuecmsa GyHKUUuoHupyouwux HeppoHos u deguuum Klotho, kopeuenmopa FGF23, 8
KOHeUHOM umoze nodasasrom Gocpamypuueckuii agpgekm. Takum obpaszom, FGF23.
cnocobcmeyem paHHeMy NaAmozeHe3y B8MOpPuUuH020 zunepnapamupeo3a 00 pa3eumust
MUHEePaIbHbIX aHoMAanuti 8 coieopomke Kposu [125]. Tunepgochamemus obviuHO paszsusaemcs
Ha 4 cmaduu XBII u cmumyaupyem (pyHKyur napawjumosuoHslx Meje3, Umo cnocoocmeyem
8MopuyHoMy zunepnapamupeo3sy. Yucmolii 3¢ppexm amux cucmemHslx U3MeHeHUll 6 couemaHuu
C mekywumu Mmemoodamu JiedeHuss Moxcem napadokcaivHolM 00pasom npueecmu Jaubo K
upeamepHoll pe3opoyuu Kocmu, Jaub6o K obpaszosauuto kocmu. OOHAKO 8 Cayuasix s18HO20
ygesiuueHust KOCMHOU Maccsl NPOUHOCMb KOCMeELL 8Ce He CHUMAemcs, NOMoMY Umo OMJI0XEHHble
KOCMHble KOJL/IA2eH08ble 80JI0KHA 87151l0mCsl He3penbimu [126].

e PexkomeHnyetcsi y nanmueHToB ¢ XBII C3a - C3b cT. MOHUTOPMHT CHIBOPOTOYHOIO
Ka/JIblisI M HeopraHuueckoro cdocdopa xaxabie 6-12 mecsuen; a aas IITT Ha
OCHOBe UCXOOHOro ypoBHs u nporpeccupoBanus XBII. IIpu XBII C4 cT. oueHnBaThb
YPOBE€Hb CBHIBOPOTOYHOTO KaJbIiMs M HeopraHmdyeckoro ¢ocdopa Kakabie 3-6
mecsanes, aasa IITI kaxkasie 6-12 mecsiueB. IIpu XBIT C5 cr. (Bkawouass C5D)
MOHMTOPUPOBATHh YPOBEHb CHIBOPOTOYHOTO KaJIbIIVsl M HeopraHudeckoro ¢ocdopa
Kaxable 1-3 mecsna; aas IITT kaxabie 3-6 mecsmeB. IIpu XBII C4 - C5D cr.
OII€eHMBATh AaKTUBHOCTH Ie/10uHOM ¢ocdaTassl Kaxkabie 12 MecsIieB Ui yauie mpu
noBeilieHHOM ypoBHe IITI' nnsa ouenku B auHaMuke MKH-XBII u KoHTpoOss
JeyeHus [122].

(YYP C; VI, 5)

¢ Pekomenpayetcst nanuenTaMm ¢ XBII C3a — C5D cT. onpenensats ypoBeub 25 (OH) D
(UccnepgoBanue ypoBHs 25-OH BuTtammHa /I B KpoBM) C Iie/IbI0 OOHaApPy)XKeHUS
HeJdoCcTaTOYHOCTH/aedunura BuUTaMMHA D, ¢ MOBTOPHBIM TECTUPOBAHMEM
MoKasaTejisi Ha OCHOBE MCXOJHBIX 3HAYEHMIA U TepameBTUUYECKMX BMeIIaTe/IbCTB
[122].

(YYP C; VIIZ, 5)

Kommenrapuii: FGF-23 ycyezyoasem odepuuyum 1,25 (OH) 2 -sumamuua D, Hanpsamyw
uUH2ubUpys IKcnpeccuto 2eHa la-2udpoKCcunassl uepe3 akmusayuro cuzHaibHozo nymu ERK1/2
[127]. Konyenmpayus 25 (OH) 2 -eumamuHa D 8 cbleopomke Kposu 00/1xcHa 0bimb 8viuie 30 He /
Mmn Ha ecex cmadusix XBIT [128].



e He pexkomeHyeTcs orpeaeeHe OCHOBHbIX MeTaboaMuYeckX MapKepoB 0OMeHa KOCTHO
TKaHM (OCTeOKa/IblIMHA M OeTa-TeJoIeNTUIOB KojulareHa) y maimeHToB ¢ XBII mjs
BoIsiBieHynss MKH-XBII [129, 130].

(YYP C; VI, 5)

KoMmmenTapuii: Omu nokaszamenu 06osnee 3Hauumsl 0 onpeodesneHust 3ggpekmusHocmu
mepanuu MUHepaibHO-KOCMHbIX HAPYWEHU.

e Pexkomenpnyetcs mnauueHTam ¢ XBII nsmepsaTs ypOBHM TOPMOHOB IIUTOBUOHON >Kejesbl,
BKIOUas cbiBOpOoTOUHbIi TTT (McaiegoBanue ypoBHS TupeoTponHoro ropmoHa (TTT) B
KpoBU) U cBo6omHbIil T3 (McciegoBaHue ypoBHS cBobomHoro tpuitontupornHa (CT3) B
KPOBM), a TaKXXe CbIBOPOTOUHbBIII ypoBeHb UDP-1 no Hauvana tepanuu ComaTponmHoM™*
(peKoMOMHAaHTHBI TOpMOH pocTta pI'P) [131].

(YYP C; VIIZ, 5)

KommeHnTapumu: Yacmoma uccnedogaHuti 8 duHamuxe onpedesssemcst KAUHU4eCcKol cumyayueti.
Tunomupoudusm u deuyum 20pMOHA pocma MO2ym 6vl3bl8ams 3adepxiKy pocma y odemell,
He3asucumo om jexcauieti 8 ocHoee XbII.



2.4 UHCTpyMeHTa/IbHbIE OVarHOCTUYECKue
UCCIeJOBaHUS

PexomeH1yeTcsl y/IbTpa3BYKOBOe MCCAeOBaHMe MOYeK C AYIIJIeKCHOI momruieporpadueit,
MOUEBOTIO ITy3bIPs BCeM MallMeHTaM C IMOA03peHMeM Wi auarHoctTupoBaHHoin XBII ¢ 1e/bio
OMAarHOCTUKY MATOJOTMYeCKUX M3MEeHEeHN, KOHTPOJIS B IMHAMMKE, B T.U. JiIeYeHU [6].

(YYP C; VI, 5)

KommenTtapwmii: Yacmoma uccnedosaHuii 8 duHamuxe onpedenssemcsi KAUHU4eckol cumyayueti.
Yavmpaseykoeoe ucciedogaHue noyek no3eoJisiem yYCMAaHoeums ux pasmepsl, NOJOMCEHUE,
0ocobeHHOCMU CmpoeHusl, OueHums cocmosiHue napeHxumsl u YJIC nouek, 8vlpaMeHHOCMb
He(pockiepo3a, a makxxe 3anodo3pums Ccocyoucmole AaHOMAaUU, KOmMopwsle Mozym Oblimb
NpUYUHOLl  B8A30PEHANbHOLl  eunepmeH3uu  (CMeHO3  noueuHoll  apmepuu, mpomoO03
MA2UCmpaibHulX noueuHslx cocydos). [onnaepozpaguueckoe uccnedogaHue ouyeHusaem
COCMOsSIHUE PEeHAaNbHO20 Kposomokd. IIpeHamanvHas yasmpa3eykoedas OuazHOCMuKa Moicem
8bl18UMb HOBOPOXOEHHbIX ¢ puckom pazeumusi XBII, ocobeHHO ecnu ecmb aHomanuu obeux
nouex.

IIpu ynempas3eyko8om ucciedo8aHuu ciedyem cCpasHums U3MepeHHyr OJUHY Kaxcdoli Nouku
HOPMAamMu8HbsIMU 3HAYEeHUsIMU, coomeemcmeywumu eospacmy. Pasmep nouek meHvule HOPMbl
yKasslieaem Ha ymeHbuleHue maccvl nouek u3-za CAKUT (Hanpumep, 2unonidasuio nouek),
MedsIeHHbIll pocm Wiu nomepr NOUEUHOU NApeHXUMbl, C8513AHHYI0 C OCHOBHbIM 3a00e8aHUEM
wiu mpasmoti.

Ilemu ¢ 8poxcdeHHOll eduHCMBEHHOL Noukoli nodseepxceHsvl pucky cHuxceHrus CK®D. daxmopul
pucka cHuxceHuss CK® 0ns1 eQuHcmeeHHOl NOUKU 8KAUAM 0ONONHUMENbHbIE AHOMAIUU NOUeK
U Mouesvl800sWUX nymeti u OIUHY NOUYKU, HE COOMBEMCMaBYWY 0XUJdaemoli KOMNEHCamopHou
2unepmpodaguul.

e He pexkomeHAayeTcs1 IIpoBeleHMe O0O030pHOI peHTTreHOrpadguyu MoYeK, IKCKPeTOPHOI
yporpadum, MarHUTHO-pe30HaHCHOM Tomorpadum (MPT), KoMIIbIOTEpHOJ TOMOTrpadumu
(KT) mnu mM30TOIMHBIX METOIOB MCC/IeOOBAaHUS C 1I€bI0 MEPBUYHON AUMATHOCTUKU WU
ckpuHuHra XBII [6].

(YYP C, VI 5)

KommenTtapwmii: O630pHas penmezeHozpagus nouek obaadaem HU3KOU UHOOPMAMUBHOCMBIO 8
OMHOUWIEHUU B8blSI8JIEHUSI U3MeHeHUll napeHxumvl opzaHa. KonmpacmHseie ucciedosauusi npu
Heobxodumocmu cnedyem hnposooums nocie OueHKU (yHKyuu nouexk 0711 NPUMEHEHUS Mep
npounakmuku 0Cc10xcHeHUll 3mux npouedyp.

e He pekomenayetcs y nauyeHTOB ¢ XBII ripoBeneHue nccaeqoBaHuii C BHYTPUCOCYAMCTBIM
BBeJIeHMEM KOHTPACTHBIX CPEeACTB, IPUMEHEHMEe KOTOPBIX MOXKET OBITh HPUUYMHON
TOBpeXXaeHusT modyek. PelileHre 06 MCIIOAb30BaHMUM TaKOW AMArHOCTUKM MOKHO ObITh



IIPUMHATO Ha MHAVMBUAYAIbHOI OCHOBE C YUETOM II0/Ib3bl Pe3YyJIbTaTOB MUCC/IeLOBaHUS JIs1
MalyeHTa U OTeHLMalbHbIX II0UYEUHbIX PUCKOB [6, 133].

(YYP C, VI, 5)

KommenTapwuii: V nayuenmos ¢ XBII npu oduazHocmuxe, C853AHHOLU C UCNO0Jb308aAHUEM
KOHMpAacmHolx cpeocme, caedyem mujamenpHO 638ewu8ams puck paszeumust 0Cmpozo
HapyweHus (pyHKyuu nouex ¢ duazHOCMu4ecKoll YeHHOCMvl0 UCCIe08AHUSL U €20 803MOMCHBIM
8/IUSIHUEM HA MAKMUKY JiedeHUst O7isl CHUMEHUS] pUCKO8 Heb1azonpusimHuLX noueuHslX 3hgexmos
makozo 8uda uccaedo8aHuli.

e PexkoMeHyeTCsl U3MepeHNe apTepuaJibHOTO JAaBjeHUs Ha Iepudepuyeckux apTepusx y
Bcex meteit ¢ XBII mpu KakmomM BU3UTE K Bpady-IeauaTpy/Bpady oOlieil MpaKTUKU
(cemeliHOMY Bpady) uiu K Bpauy-Hedposory [6, 132].

(YYP C, YOI 5)

KoMmmenTapwuii: nodpob6Ho ungopmauus 06 usmepeHuu Al y demeli npu apmepuanvHoli
2unepmeH3ull U3JI0XeHa 8 KJIUHUUECKUX peKOMeHOauusix no apmepuanvHoll zunepmeH3uu y
demeli.

e PekoMeHIyeTCSI MpoOBedeHME CYTOUHOTO MOHMTOPUPOBAHMS apTEpPUaTbHOrO aBIeHMS
(CMA]l) ¢ MoMOIIIbI0 TIepeHOCHbIX MOHUTOPOB A]l (PerucrpaTop amOy/lIaTOpPHbBIN [IJist
MOHUTOPMHIA apTepuaabHOrO JaBjieHus, PerucrpaTop amOy/n1aTOPHBIN IS MOHUTOPUHTA
apTepuaibHOTO JaBJIEHMS C ONpeeseHeM apUTMMUM) TalyeHTam crapiie 5 et ¢ XBII 4-
5cT. 1 pa3 B 6-12 mec. u getssm ¢ XBII 1-3 cT. mpu BhISIBJIEHMM 3TIM3000B nogbema Al 1/
WM U3MeHeHMit cepana (rumepTtpoduyu MuUoKapAa, pacliMpeHus aopThl) MO HJAHHBIM
sxokapauorpaduu [46, 134].

(YYP C, YOI 5)

KommenTapwmii: /lemam mnadwe 5 nem nposedeHue CMAJ 3ampy0dHeHO, NOCKObKY OHU He
MO2ym CNOKOLIHO nepeHocums npoyedypsl 4acmolx asmomamuueckux usmepenuii AZ. CMA/L
no3eosisem 8uls18UMb MACKUPOBaHHYl Al, zunepmeH3uio «0en020 Xxaiama», HapyuleHus
cymouHozo pumma Al («non-dipper»), a makxe YMOUHUMb CMENeHb aApmMepuaIbHol
2unepmeH3uu,  oyeHums  dPppekmusHocms  aHmueunepmeH3usHoli  mepanuu. Ilpu
unmepnpemauuu pesynsmamos CMA/I ouenusaiom cpedrue genuuurst CA/ u JA 3a cymku, 8
OHeBHOe U HOUHOoe 8pems. HIx 3HaueHus1 oyeHusarmcs C yuemom nojia, 8603pacma u pocma no
NpoueHMuUIbHbIM Mmabauyam, paspabomaHHsimM Ha 0CHOBAHUU 00C1e008aHUs 8bIO0PKU 300P08bIX
demeti om 5 do 16 nem [70, 135].

ITomumo cpedHux 3uaueHuii CAZ u A, npu CMAZ oueHusarom MakcuManivHvle U
MUHUMGAIbHble 3HaueHus Al 8 pa3Hvle nepuodsl CYmMoK, noKasameau «Hazpy3ku 0asjieHuem» -
UHOEKC 8peMeHU 2unepmeH3uu, sapuabenvHocms AJl, cmeneHb HOUHO20 CHUMceHUs A, 8eUUUHY
u ckopocms ymperHezo nodsema AJl, dnumenbHOCMsb 2UNOMOHUYECKUX INU30008.



Cnedyem yuecms, Umo 8 Hacmosuiee 8pemMst Hem cnpasouHvlX OAHHbIX 07l demeli pocmom MeHee
120 cm, umo 3ampyoHsem uHmMepnpemauyuio pe3yabmamos. JlaHHble N0 UEHMUJILHOMY
pacnpedeneruio Al y demeti npu pa3oswix usmepeHusx u npu CMAJZ cm. 8 npunoxceruu 1 [46].

CM. KIUHUYecKue pekoMeHOayuu no apmepuanvHoli zunepmeH3uu y demeti.

e PexkomMmeHIyeTCs IIpOBeJieHNe ajieKTpoKapauorpadumn (9KT) (Perucrtpauus
3JIEKTPOKAPAMOTPAMMBI, PacmmndpoBka, omnucaHue " MHTepIIpeTanus
siekTpokapauorpadpmuueckux AaHHbIX) Bcem getam ¢ XBII 3-5 cT. mast peructpaumm
3JIEKTPUYECKOM aKTUBHOCTU CEPHAEYHOI MBIIILbI, AMArHOCTUKU HAPYILIEHUI CEepaeYHOro
pPUTMa, BBISIBJIEHUST UIIIEeMUM, U3SMEHEeHMI MeTabo/IMuecKoro xapakrepa (TunepKajameMust)
[136].

(YYP B, V11 3)

KommenTapwmii: Y demeti ¢ XBI1 3 cm. uenecoobpasHo evinonuame OKI' 1 pa3 e 6 mec, y demeli ¢
XBIT 4-5 cm. — kaxOsle 3 mec, a npu Heobxodumocmu (Haiuuue CUMNMOMO8 apummuu,
akcmpacucmoauu, AI, HedocmamouHoCmu Kpo8ooopauieHus) uauje.

CM. KNUHUUecKUe peKoMeHOauuu no apmepuansHoll 2unepmeH3uu y oemeti.

e PekoMeHIyeTCs MpOBedeHMe XOJITePOBCKOIO MOHUTOPUPOBAHUS CEPAEUYHOr0 pUTMA B
TeueHue CyTOK meTsam ¢ XBII 3-5 cT. ¢ mpu3Hakamy HapylleHus pUTMa II0 JaHHBIM
dbusmkanbHOrO 06C/IenoBanMs u/vau pytuHHoit KT [137, 138].

(YYP C, VI 4)

KomMmeHTapuii: oJaHHOe ucciedosaHue No3eossem — gepuguyuposams  Xapakmep u
8bIPANEHHOCNb HAPYUIEHUTI CepOeuH020 pumma u nposoouMOoCmu, 8bis18UMb INU300bl UlUeMUU
muoxkapoa. Yacmoma nposedeHUs X0JMepoB8CK020 MOHUMOPUPOBAHUS CePOeUH020 pumma
onpedesiemcst KAuHuueckoti cumyauueti.

CM. KUHUYeCcKuUe pekoMeHOauuu no apmepuavHoli 2unepmeH3uu y oemeti.

e PexomeHayeTcs mpoBeaeHye saxokapauorpadun (3xo-KrI') nammentam ¢ XBIT kaxkapie 6-12
MecC, a MpM HeoOXoauMOoCTH (pe3ucTeHTHasl K Tepanuu Al, kauHndeckue npusHaku HK,
BBISIBJIEHME M3MEHEeHUI cepAlia Mo JaHHbIM paHee IIpoBeaeHHOM Ix0-KI') kaxkmbie 3 Mmec.
VJIN Yallle, B 3aBUCUMOCTY OT KJIIMHMUYEeCKoM cutyanuu [138].

(YYP C, VII1 5)

KommeHTapwmii: Ixo-KI' no3gonsiem @visisums: zunepmpoguio muokapda (ymoauwjeHue MKII,
3CJDK, ysenuuerue urdekca maccol muoxapoa JDK), napywerue [ID/DK; HapyuieHue MeXaHuku
paccaabneHuss muokapoa, oJunamauuio JDK, CHuxXceHue COKpamumeabHoli cnocoOHocmu
MUuoKapoa, usmeHeHus aopmel (pacuiupeHue, ynjiomHeHue CMeHOK), JIe20UHY0 2unepmeH3uio,
U3MEHEHUS1 KOPOHAPHbIX apmeputi (YynjiomHeHue CmMeHoK, Kanvyugpuxamosl 8 cmeHkax KA),



HedocmamouHoCMs Kaanavos cepdua, eudponepukapd. CHuxceHue 2100a1bHOL COKpamumocmu
muokapoa duazHocmupyrom npu ¢paxkyuu evibpoca meHee 55%, ppakyuu ykopoueHus MmeHee
35%. Ilpu 3xo-KI' 803MOM#HO 6bl18UMb NPU3HAKU Kaabyu@ukauuu cocyoucmot CmeHKu,
KJ1anaHos u NanuuisipHuIX Mulujl MUuoKapoa.

e PekomeHIyeTCsI TpOBelieHMe peHTreHorpaduy Jerkux/peHTreHorpaum  Jerkux
1ndpoBoii y manyueHToB ¢ XBII mpu yXyalleHuy COCTOSTHNSI peOeHKa, MMOSIBJIEHMM ObIIIKA
[139, 140].

(YYP C, VI 5)

KomMmmeHTapmii: penmezeHozpagus nezkux/peHmeeHozpagus JezKux uugposas no3eosisem
OyeHUms pasmepsl cepoua, COCMOSIHUE J1€204HOL MKAHU (NPU3HAKU OMeKda JIezKUx), 8bIs18Umbp
Hauuue #uUoKoCmu 8 njespaibHblx N0JIOCMSIX.

e PekoMeHyeTcsl TIpoBefieH e peHTreHorpaduyu KoHeuHocTelt (peHTreHorpadusi BepxHeit
KOHEUHOCTH, peHTreHorpadusl HM>KHel KOHeUHOCTH) Y nanyeHToB ¢ XBIT mpu npusHakax
KOCTHO-MMHEPAJIbHBIX HapylieHum [131]

(YYP C, VI 5)

KommenTapuii: Penmeenonozuueckumu npusHakamu MKH-XBII sensemcsi pacuiupeHue
JI003epo8cKUx 30H (20pU30HMAJIbHbIE 30HbI NPOCBEMJIEHUS. 8 OJIUHHBIX MPYyOdUamvlx KOCMSX),
HapyweHue cmpykmyp memagu3os mpyouamsix Kocmeti; 3nugu3eonussl («CoOCKanb3asaHue»
snugusa c¢ duagusa); nepenomsl camoli pasHol JoKaIU3aAyuu, NOBMOPHbIE U CNOHMAHHDBIE
nepenomul (Hepedko 6e3 60es020 cuHopoma). Y demeii ¢ XBIT 5 cm. Haxodsuwjuxcs Ha duanuse 8
meueHue HeCKOJbKUX Jiem, MOXCHO 6bl16Umb KALbUUupuKkayuo MmazucmpaisHulx apmeputl
KoHeuHocmell. KanvyuguyuposarHsle apmepuu 8U3yaiusupyromcsi Ha peHmezeHozpamme 8 8uoe
pPEeHM2zeH-N03UMuUBHbIX Msiell HepagHOMePHOU NIOMHOCMU.

(YYP C, VI 5)

e PekoMeHIyeTCsl TpoBefeHMe OMOMMIIEAAHCHON  crekTpockonuu  (OmnpeneneHne
IIPOLIEHTHOTO COOTHOLUEHMSI BOAbl, MBIIIEUHOM M SKMPOBOM TKAaHU C IIOMOUIBIO
omouMmemaHcMeTpa) (aHAJAM3aTOP COCTaBa Tejla OMO3IeKTPUUYECKMI) MMallMeHTaM CTapiie
2-x jieT ¢ XBII 4-5 cT. pu mogo3peHU Ha CKPbITbie OTeKM, [JIST OTpele/ieHUs «CyXOro
Beca» y MalMeHToB Ha auanuse [142].

(YYP C, VII1 5)

KommenTapuii: CospemeHHble OUOUMNEHOAHCMempsl  (AHAIU3amopsl cocmasa mea
Ouoanekmpuueckue) no3gositom onpedeaums Mowlyo Maccy mejda, MAccy Hupoeoli mKauu,
00BeM HEKJNIeMOUHOl U BHYMPUKIEMOUHOU HUOKOCMU, U30bIMOK B8HEKNeMmOUHOL HudKkocmu.
OmHocumenvHboIM NPOMUBONOKA3AHUEM CAYyHUM 803pacm pebeHKa maadwe 2-x jem u eec
meHee 10 ke.



e PexkomeHnyeTcs TipoBefeHue KomIibloTepHOW Tomorpaduyu TOJOBHOTO MO3Ta, U/WIN
MarumMTHO-pe30HaHCHOM ToMorpaduy TOJOBHOIO MO3Ta IIpUM Kpu30oBOM TeueHuu AT,
BO3HMKHOBEHUU CYAOPOT MM OYarOBbIX HEBPOJOTUYECKUX CUMIITOMOB Y IALIMEHTOB C
XBII mjis MCKIIOUeHMs] HapylIeHusI MO3TOBOTO KPOBOOOpAIleHMs, UIIEeMUYECKOTO W
reMOpparmMuyeckoro MHCynbTa [143, 144, 145, 146].

(YYP B, V11 3)

KommenTapwuii: /lemsam 0o 5-mu snem 015 nposedeHuss smux npouyedyp, Kak npasuso,
mpebyemcst MeOUKamMeHmMo3Has cedayusi, ¥mo HeCKOIbKO 02paHudu8aem ux nNpumeHeHue.

HCI[?KOB — N0 NOKA3AHUAM.

e Pexomenpayetcs namuenTaM ¢ Al ipu XBII mpoBegeHne pyHaockonuu (0dhTaabMOCKOMIMSI/
ouoMmukpodortorpadusi MmIa3HOTO [HA C MUCIIOAb30BaHMEM (QYHAYyC-KaMepbl) s
BBbISIBJIEHUSI TUIIEPTOHMYECKON PEeTUHOINATUM U OLEHKM ee BBIPa)KEeHHOCTU, a TaKxKe
ounoxkHeHUM Al' (KpOBOU3IMSIHME B CETUYATKY / CTEKJIIOBUIHOE TeJI0, OTC/IONKY CeTYaTKMN)
[147, 148].

(YYP B, V11 3)

KommeHnTapwuii: Ocmomp epaua-ogpmansmonoza ciedyem nposodums He pexce 1 pasa 6 200 y
demeli 8 CmMabuibHOM COCMOSHUU, A MAK¥e Nnpu pa3eumuu 2unepmoHUUecKoz0 Kpusad,
HAapyuweHusix 3peHusl.

CM. KUHUYeCcKUe peKoMeHOauuu no apmepuaibHoli 2unepmeH3uul.



2.5 IHble nuarHocTnYecKue uccjaegoBaHus

e Pekomennyercs nauyeHtam ¢ XbII m3mepeHue Beca, OJMHBI Tejia/poCTa, TOJIMHBI
KOXKHOM CKJIa[KM, OKPY>KHOCTU Cpe[Heil TpeTu Iuieva C 1e/iblo nuarHoctuku boH [149].

(VPP C VII]I, 5)

KommeHnTapwuii: Obecneuerue cOANAHCUPOBAHHO20 NUMAHUS 6J11eMmcsl O0HUM U3 8aAXCHeliluUX
acnekmos JyieueHust pebeuka ¢ XBII. BOH accoyuupyemcs ¢ npozpeccupo8aHuem ypemudecKux
CUMNIMOMO08, NpUBoOUM K 6e1K080-3Hep2emuUeckomMy UCMOWEHU U Y8eauueHUr J1emaibHocmu
y amoli kamezopuu nayueHmos. Y demeii 8 go3pacme 00 2 jsem usmepsemcs OnUHA menda 8
NOJIOX¥EHUU JieXca HA chuHe, y demeli cmapuie 2-X Jiem u nodpocmKo8 pocm usmepsiemcs 8
nosioxceHuu cmos. Eciu pebeHok He Moycem Cmosims, mo 803MOMCHO U3MepeHUe 8 NOJOMCEeHUU
Jiexcd.

e PexkomeHpnyetcs mnauyeHTam ¢ XBII usmepeHue Beca, AjnHbl Tena (4o 2 jeT)/pocT (0T 2
ner), SDS pocra, ckopocT pocrta, SDS CKOpPOCTM pPOCTa, pacyeT C Liejbl0 AUMATHOCTUKU
3aZlepXKu pocra [149].

(VPP C VII]I, 5)

KomMMmeHTapwuii: amu aHmponomempuueckue napamempsl He00X00UMO U3MePSiMb pezyasipHO U
HAaHoCUMb Ha epaguku pocma, coomsemcmayrujue nouy, 8o3pacmy pebeHka (c Koppexyueti y
HedoHowleHHblx) [149]. emu ¢ npusHakamu 3adepiku pocma, CONymcmeynuumu
3abonesanusimu (nopaxerue I[HC, cepdya, neueHu), ¢ HapyuwleHuem cCOCMOsIHUSA 300po8wbs,
U3MeHeHUeM payuoHa numadus, mMo2ym nompebosams 60see uacmozo oocnedosanus [4, 150,
151]. SDS - koagduyuenm cmaHOapmHO20 OMKAOHEHUS, SUISIIOWULICS UHMEeZPaibHbIM
nokasameJsiem, NpumMeHsieMviM 0JiISl OUEHKU COomeemcmeusi UHOusudyanpHozo pocma pebeHKda
pedepeHcHbIM 0N coomeemcmeywezo 8o3pacma u hoaa davHsim. SDS demoHcmpupyem
CKOJIbKO CMAHOAPMHbIX (CUZMAbHblX) OMKJIOHEHULl cocmasisiem pasHuua Mmexmdy cpeoHuM
apugpmemuueckum u usmepeHHsiM 3HaueHuem. Pacuem SDS npousgodumcs no ¢popmyne:

SDS pocma = (x-X)/SD,

20e x — pocm, X — cpedHuli pocm 0ns XpOHON02U4ecK0z0 8o3pacma u nojaa, SD — cmaHdapmHoe
OMKJIOHEHUE pocma 0t 0AHHO020 XPOHOI02UUEeCK020 803pacma u noJd.

SDS=-2 coomeemcmayem 3-eii nepuenmunu, SDS=0 coomeemcmeyem 50-oii nepuenmunu,
SDS=+2 coomeemcmeyem 97-eti nepyeHmuiu.

AHanu3 ckopocmu pocma no3eoJisiem 8uis18UMb OMKJI0HEHUEe 0Mm Kpueoli pocma 8 paHHue CpoxL.
[Ins oueHKu ckopocmu pocma Heob6Xo0umMo pachonazames OAHHbIMU KAK MUHUMYM 08YX MOUHbBIX
usmepeHutli. /[lna MuHumusauuu nozpewHocmeil pacuemos npednoumumesibHee, umooObl
urmepsan mexcdy usmepeHusimu Ovl1 He MeHee 6 mecsayes. CKOpOCmb pocma paccuumaol8aemcs
no gopmyne:



Ckopocms pocma (cm/z00) = (pocm 2 - pocm 1) / (xpoHosozuueckuii eo3pacm 2 -
XpoHonoz2uueckuii 6ozpacm 1)

Ckopocmes pocma u pocm ciedyem CpasHU8ams co CmMaHoapmu308aHHbIMU OUAZPAMMAMU
pocma [131].

PekomeHnpayeTcs nanyeHTam ¢ XbII, numewmum 3aep>KKy pPOCTa, OLIEHUTh MOTEHIMaJ PoCTa
IIyTeM pacyeTa reHeTMYeCKOi 1eJeBOM BBICOTbI HA OCHOBE POCTA poAUTeeN U CTelleHU
OTKPBITOCTM 31 d13a TeBOTO 3aISICThsl MPU peHTreHorpadum [129].

(YPP C; VI 5.)

KommenTapwuii: Pacuem uenesoli zeHemuueckoli 8bicomsl npogodumcs no ¢opmyne TaHHepa
07151 degouek (ypasHerue 1) u 01 mManvuuxkos (ypasHeHue 2):

POCT mamepu -+ POCT omuya — 13

2
1)
POCT mamepu -+ POCT omuya + 13
2
@)

OuyeHka cmeneHu OMKpbIMOCMU 3NUQU3A 18020 3anACmbs HA PpeHmzeHozpapuueckom
U300pax;eHuu A675emcst CmaHoapmusiM N00Xo0oM K oyeHKe nomeHyuaia pocma pederka [152].

e Pekomenayercss y nauyeHTOB ¢ XbBII m3MepsaThb 3syBojieMUMUeCKUI («CyXOi») BeC OJIs
OIIeHKM HYTPUTUBHOTO CTaTyca ¢ Koppekiiueii Beca [153].

(YYP C, VI, 5)

KoMMmeHTapuii: daHHylo pekomeHOauuio ciedyem 8bINOJHAMb 8 Cy4asx, eciu pebdeHOK
Haxooumcs Ha duanuse uiu cmpaoaem Heppomuueckum CUHOPOMOM. BaxicHoim MomeHmom 0ns
OyeHKU cocmosiHusi numaust 'y demeii ¢ XBII, ocobeHHO Ha Oduanu3e, s68751emcs OYeHKa
9YB0JIEMUUECKO20 WU «CYX020» 8ecd, MO eCmb UCMUHHO20 8eca pebeHKd. Y 60/bUi020 4ucid
demeli ¢ 3a001e8aHUAMU NoueK, K020a UMeemcsl O/u2ypust uiu aHypus, npu Heppomuueckom
CcuHopome umeemcs eunepeudpamayusi. B mo xe epems, y demeii ¢ nonuypueii u nomepeli
Hampusi ¢ MoUoli, akmyaJvHblli 8ec Moxem Obimb HUMe 3Y80JieMuUUeckozo. PekomeHoayuu no
yacmome usmepeHuti npedcmassietst 8 npunoxceHuu [153].

e PekomeHnyercs nauyeHTam ¢ XBII n3amepeHme OKpYy>KHOCTU T'OJIOBBI Y BCEX AETei 10 2-3-
X JIEeT, eCJIM JOCTYIIHbI COOTBETCTBYIOIIME II€HTUIbHbIE TAOJUIIbI C 11e/IbI0 KOMILIEKCHOI
OLIeHKM aZleKBaTHOCTU HYTPUTUBHOTO cTaTyca [141].


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

(YYP B, VI 3)

KoMMeHTapuii: YMeHbuleHUe OKPYHCHOCMU 20J108bl MOMEM YKA3bl8AMb HA XPOHUUECKOE
HeadekeamHoe numaue 8 omcymcmaue opyzux 3a00J1e8aHuti, Komopsle Mo2ym 3mo 00BsICHUMD.
CocmosiHus, Komopule 8bi3bl8arm Maxkpouepanurw (Hanpumep, zudpoyedanus) ozpaHuuusarm
3HAUUMOCMb OKPYHCHOCMU 2071086l KAK MapKepa HympumueHozo cmamyca [153].

e PekomeHnyeTcsi TmainueHTamM ¢ XBII  ucmonb3oBaTh  rpaduky U TaGIMIIbI,
pekoMeHAOBaHHble BO3, [y OLIEHKM aHTPOIIOMETPUUYECKUX II0Ka3zaTejieil C Iie/Iblo
OLleHKM (PM3MUeCKOTr0 pa3BUTUS U HYTPUTUBHOTO cTaTyca [149].

(YYP C, VI 1 5)

KommeHTapwmii: IIpu oyeHke pocma u 8eca y demeli 00/xHbl Oblmb YumeHsl KOMOpPOUOHble
COCMOsIHUSL, KOMopble HApYuwawm JuHelHblli pocm (Hanpumep, O0emcKuii uepedpaibHblll
napanuu), 015 demeti ¢ 2zeHeMuUUeCKUMU UTU MemMabdoaudeckumu 3a601e8aHUsIMuU UCNOIb3YIMCs
cneuuguueckue Hopmamuesl (usuueckozo pazsumus (Hanpumep, cuHopom JayHa). Y demeti do
2-x 1em, hpubaesxa 8 sece 00NIHCHA OYEHUBAMDBCS 8 2PAMMAX eXeOHEBHO (CM. npusnoxceHue A3.53).
B udeane demu c¢ XBII donxcHbl npubasnsime eec ¢ 00viuHOl ckopocmsio. O0Hako, y demeli ¢
HapyuwieHuem JuHeliH020 pocma, hpubaska 8 8ece JONHHA OYEHUBAMbCSI NPONOPYUOHANBHO K
pocmy [149].

e Pekomenpnyercs mauyeHtam ¢ XbBII BerumcaaTe mHAaekc maccel Tena (MUMT) mas merteit
crapiie 2-X JIeT ¥ MacCO-pOCTOBOM MOKa3aTe/lb y AeTei MIalle 2-X JIeT C 1ie/1bl0 OLleHKU
(dbu3nyeckoro pasBuUTHS U HYyTPUTUBHOTO cTaTyca [21].

(YYP G, VI 4)

KommenTapuii: Hecmompsa Ha ozpaHuuusarouwjue ¢axkmopsl, HMT unu 8eco-pocmosoli
nokasamenw 0715 demeti do 2-x 1em, ocmaemcsi OCHO8HbIM hokaszamenem BIH unu oxcuperus y
demeti ¢ XBII. Y demeii Ha duaniu3e Kax ¢ 8bICOKUM, mak u ¢ Huskum HMMT nosviuiaemcsi puck
CMepmHOCmMu, X0msi MeXaHu3M €20 He siceH [21].

HNMT = Bec (Kr) / pocT (M) 2

e Pekomenpnyercs mnamueHTaMm ¢ XBII paccunTeiBaTh CpeqHMUII POCT POAUTENIE U OTMedaThb
3HaueHue B BUe LeHTUIS JJ1s OlleHKM MoTeHIMana pocra [153].

(YYP C, VI, 5)

e PekomMeHIyeTCl y HeOOHOIIEHHBIX [eTeil OTMeuaTb BeC, IJMHY U BeCO-POCTOBOM
IOKa3aTe/lb JJIs TeCTAlMOHHOr0 BO3pacTa M XPOHOJOIMUYECKOI0 BO3pacTa: ecyii pe6beHOK
POXIEH Ha Cpoke 32-37 Hemelb — B Te€UEHME [epBOro roga >KU3HU, eC/i OO0 32 Helesb
rectaiyu, TO B TeueHue 2-x jet [153].

(YYP C, VIIJ 5)



e PexomeHayeTCs IIPU OIleHKe MUTAaHMS PYKOBOACTBOBATHCS TsikecThio XBII 1 mpobieMamu
MUTaHUs, BKIOYas OTKJIOHEHMe IapaMeTpOB pOCTa, M30BITOUHOE WIM HeLOCTAaTOYHOe
notpebseHne MOHUIM, HU3KOE KauecTBO IMEThl, raCTPOMHTECTUHATbHbIE CUMIITOMBI U
OTKJIOHEHMSI OMOXMMMUYECKUX IMoKasaTeseii [153] .

(YYP C, VII/1, 5)

e Pexomennyetrcs nanyenTtam ¢ XBII olleHKa arnmeTuTa Ajisl onpeaeaeHuss HeoOX0oMOCTI
IOOIIOJTHUTEILHOTO IIMTAHMUS, eCJIM He YOOBJETBOPSIIOTCS HYTPUTKUBHbBIE ITOTPEOHOCTU
[153].

(YYP C, V1 5)

e Pekomenpnyercs namnmueHTam ¢ XbII BeeHue nuieBoro AHEBHMKA MUHMMYM B TeueHue 3-
X ITHe JJ1s TToJTy4yeHMsI TOUHOM nHpopMaluu o nmutauuu [153, 154].

(YYP C, VI 5)

KommenTtapwmii: JauHsie uccnedosanusi CKiD (Chronic Kidney Disease in Children) noxka3anu,
umo demu ¢ XBII nompebasiom MH020 NUWU C 8bICOKUM COOEPHAHUEM <«NYCMbIX KAJIOPULL»:
gacm-@gyo, uuncel u Opyeue <«cHIKu». [axce ecau demu ynompebnsiom 8 00CMamoUHOM
KoJlutuecmee MakpoHympueHmsl, Mo MuKpodieMeHmos 8 nuuje He xeamaem [154].

e PekoMeHyeTCsl TP OLIeHKe MMUTaHNUSI PYKOBOACTBOBATHCS TsiKecThio XBIT 1 mpobieMamu
MIUTaHNsI, BKIOUAsl OTKJIOHEHME MapaMeTpPOB POCTa, M3ObITOYHOE WMIM HEZOCTATOUHOE
rorpebjeHe TUIM, HU3KOE KadyeCTBO AMEThI, TaCTPOMHTECTUHAIbHbIE CUMIITOMBI U
OTKJIOHEHMSI OMOXMMUYeCKUX MoKa3aTeneri [153, 154].

(YYP C, VI, 5)

e PexkomeHyeTcs mpoBeneHme Hedpobuoncum (6MOICHs ITOYKM, ITaTOI0T0-aHaTOMUYeCKOe
McciiefoBaHMe OMOTICUMITHOTO (OTlepaliMOHHOTO) MaTepuasa rmoyek) ¢ Mop@osornyecKMmm
UCUIeNOBAaHMSIMM IperapaTta y mauueHToB ¢ XBII coO CTOMKOM OpoTeMHypuen u/Mian
reMaTypueit, a Tak’ke HeOObSICHUMOM TPU KAMHUYECKOM McciaemoBaHum cHykeHun CK®
IIPU OTCYTCTBUM TMPOTUBOINOKA3aHUIM C 1eJbl0 OIpeleneHus IIPUUYMHBI ITOpakeHUs
opraHa, OLIeHKM ITPOTHO3a U BbIbOpa ieuenust [155, 156, 157].

(YYP B, Y41 3)

KommeHnTapwuii: [Iposedenue Ouoncuu nouku ¢ Mopgonozuueckumu Uccaedo8aHusimu
npenapama s6as1emcsi CmamdapmHyoim memodom OuazHOCMUKU pazHooOpasHvlx Oug@ysHbix
nopax)eHuti opeaHa, KANUAUWUX UMMYHHble, cocyducmole, duabemuueckue. [Ipuxcu3HeHHble
Mopgonozuueckue 0aHHble makxxe HeoOxoo0umsl 01 onpedeneHus a0ek8amHoli IMuUomponHoli u
namozeHemuueckoll mepanuu ¢ yeapto KynuposaHus akmueHoCmu namosiozuueckozo npoueccd,
MOPMOXMCEHUSL Npo2peccuposaHuss U npedynpexcdeHust Hebaazonpusimuslx ucxo0oe XBbII.



Hegppobuoncus y nayueHmos ¢ XbII, He3asucumo om 8o3pacma u CK®, aensemcs 6e30nacHoii u
Heo0x00uMmoli 0711 NOCMAHOB8KU NPABUILHO20 OUA2HO3d U HAYAIA NPABUNBHOL mepanuu.

e PekomeHnyercss y mnauueHTOB ¢ XBII mpoBeneHue TeCTUPOBAHUS MUHEPAIbHON
ioTHOCTU Koctu (MIIK) (peHTreHomeHCUTOMETpUM) AJIST OLIEHKM PUCKa IepeioMa, ecin
pe3yJbTaT IOBJIMSIeT Ha pelleHue o jeueHuu [6, 110, 131].

(YYP C; VI, 5)

KommenTtapmii: CeoespemeHHas duazHocmuka kocmHoti namosozuu npu MKH-XBII y demeti
umeem OueHb 8aXCHOE 3HaueHue. BolgsneHue CMpyKMypHslX U3MeEHeHULl KOCMHOU mKaHu 0o
passumus anuguseonusa/nepeioma u nposedeHue Koppekyuu mepanuu — 8axcHasi 3adaua ons
Hegponoza u opmoneda-cneyuaiucma 8 odaacmu memaooauueckoti 6one3Hu kocmu. IToueunas
ocmeoducmpodgusi onpedensiemcsi Kak u3MeHeHue kauecmea kocmeli y nayueHmos ¢ XbII,
Komopoe Kaaccuuyupyemcss Ha 0CHO8e 3-X 2UCMOJI02UUECKUX XAPAKMepucmuk: memaboausm
Kocmu, MuHepanusauuss u o0sem. B Hacmosiujee 8pems UHBA3UBHBIL Memo0d UCCIe008aHUs
MUHEPANbHOUI  NJIOMHOCMU  KOCmuU C  ychexoM Moxem Obimb 3aMeHeH Ha Memood
08yx3HepzemuuecKkoli peHmzeHo8cKoli abcopbyuomempuu (peHmezerodeHcumomempus). Memoo
obnadaem 8bICOKOU MOUHOCMbIO, MUHUMAbHOUL JIyue80ll Hazpy3Koli, umo no3goisem npogooums
N0B8MOpPHbIE CKAHUPOBAHUS 07151 OUEHKU CKOpOCmU nomepu KOCMHOU MAcCCyl U PUCKA Nepeiomos
Wiu Onsl OYEHKU B0CCMAHO8JIeHUs KOCMHOU Mmaccel Ha ¢oHe mepanuu. IIposedeHo 4
NPOCNEeKMUBHbBIX KO20PMHbBIX UCCIe008AHULL, KOMOpble NPOJEMOHCMPUPOBAIU, UMO U3MepPEeHUE
MIIK ¢ nomoubto ocmeodeHcumomempuu Moxcem npozHo3upos8ams pucku nepeiomos Kocmeti y
nayuenmos ¢ MKH-XBII. Pabouas epynna KDOQI (2017) makxe ommeuaem, umo OaHHbwlli
memod He Moxem onpeodenums Mun KOCMH020 00MeHa (8bICOKOOOMeHHAst 060Jie3Hb Kocmu/
(@ubpo3HsLli ocmeum uau aduHamuueckasi 6one3Hs kocmu) [6, 110]. [ns omeema Ha 3mom
80NpoC HeoOXo0UMO COOMHeCmuU KAuHuUueckue, JabopamopHsle OdHHble U pe3yabmamol
peHmzeHo0eHCUMmomMempuul.

Memod penmeeHoOeHCUMOMemMpuu 8 neduampuueckoli npakmuke npoxodum nepswvle 3mansi
uccnedosaruii. Pykosodcmeo KDIGO He daem noka KOHKpemHslx pekomeHoauyuil ons demeti,
npu3Hasas, umo Hem 0OCMAMOYHO20 KOJAUUECmea uccnedosaHuti, usyuarnuiux ces3v OAHHbIX
pPeHM2zeHOo0eHCUMoMempuu, Xapakmepucmuxk MUHepaabHolli NJIOMHOCMU KOCMU U NepeiomMos y
demeii u noopocmkos ¢ MKH-XBII.

O0Ho npocnekmugHoe uccnedosarue ¢ yuacmuem demeti ¢ XbII Ha 2-5D cmadusix 8vis8u10, 4mMo
Oosiee HU3KAS1 MUHEPAbHAsE NJIOMHOCMb KOPK0B020 (10 KOCMU ACCOUUUPOBAHA C BbICOKUM
PUCKOM NepesiomMos.

e PekoMeHyeTCsl pacCMOTpeTh y TaineHToB ¢ XBIT 3-5D cT. BbITIOJTHEHME OMOTICUYM KOCTH C
MaTOJOr0-aHATOMMYECKMM MCC/IeloBaHMeM OMOIICUITHOTO (OIlepaliMOHHOTO) MaTepuasia
KOCTHOM TKaHWU, €CIU HeT OIpefeileHHOCTU U OLHO3HAUYHOCTU B XapakTepe KOCTHOM
raToyioruu (Hampumep, Ipu (GOPMUPOBAHUM «Oypoii OIyXoam» ¥ HeOOXOOMMOCTU
VICKJIIOUeHMSI 3710KaueCcTBEHHOT0 OITyX0/IeBOoro mpoiiecca) [6, 110, 158].



(YYP C; VI, 5)

KoMmmenTapwii: B amoti cumyayuu 0aHHsle 6UONCUU KOCMU NO8aUsilom Ha JjieuebHslli npouecc.
Buoncuiwo kocmu cnedyem makice paccmMompems y NAyueHmos ¢ Heo0ssICHUMbIMU NepeomMamul,
peppakmepHoli 2unepkaivuuemueti, n00o3peHUeM HA 0CMeoOMAnsYuo, AaMmunuyHbLIM 0Meemom
Ha cmaHdapmHsle memodvl JieueHuss nosvluleHHo20 IITI unu npozpeccupyroujum CHUMEHUEM
MUHEPANbHOU NI0MHOCMU Kocmu, HecMompsl Ha cmaHdapmmuyto mepanuto. P.Evenepoel et al. 8
2017 200y npedcmasnieHa 0OHO8JEHHAsS UHGOpMauus o poau OGuoncuu Kocmu 8 eedeHuu
nayueHmos ¢ MKH-XPBII. 3on1omeim cmandapmom duazHocmuKu u CheuuanbHoli Kaaccugukayuu
noueuHoti ocmeoducmpoguu ocmaemcs (KOAUUECMEEHHbL) 2UCMOMOpdoMempuUecKuli aHaiu3
ouoncuu kocmu. [lamHoe uccnedosaHue daem npedcmaesieHue 0 memaodonusme U
MuHepanusayuu kocmeti. [Ioamomy 6uoncust Kocmu Moxcem nomous 8 npoguiakmuke u jeueHuu
ocmeoducmpoguu u ezo nocnedcmeuti [158, 159]. B ocmanvHelx cayuasx 6uoncusi KOCmu He
mpebyemcs 0215 duazHOCMuUKU namoJiozuu kKocmu y nayueHma ¢ udgsecmusimu MKH npu XBIT u
8bICOKUM pUCKOM hepenomos. Ilpu smom KauHuyucm OoxeH Oblmb Yy8epeH 6 CB0ell
cnocobHocmu duazHocmupo8ams NamMoJ02uio KOCmu HeuH8a3usHo.

e PexomeHnpnyetcs gersm ¢ XBII, Mmeromm 3aLepKKy poOCTa, Mepel HayaJioM Teparuu
ComaTponuHoM™** ucciegoBaHue masHoro gHa (Odranbmockonys/OcMmoTp nepudepun
[JITA3HOTO JHA C  UCIOJAb30BaHMEM  Tpex3epKaJibHOi  JMH3bl  l'onbamaHa/
buomukpodortorpaduss  rmasHoro OHA C  MUCIOAb30BaHMEM  (yHOyC-Kamepbl/
broMuKkpocKomys I71a3sHoro gHa) C Le/Ibl0 MCKIIYeHUS BHYTPUUYEPeITHOM UIIepTeH3Un
[160].

(YYP C, VI 4)

KommeHTapwuii: Koc8eHHbIM NPUSHAKOM 8HYMpuUUuepenHoli 2unepmeH3uu s187semcst omek oucka
3pumenvH020 Hepea N0 OAHHBIM OCMOMpA 21a3H020 OHA. BHympuuepenHas zunepmeH3us
Moxcem npozpeccuposams npu mepanuu ComamponuHom **

e Pekomennyercs petsm ¢ XbBII, mmerommum 3amepkKy poCTa, Iepel HayajloM Teparuu
CoMmaTponuHOM™** OIeHUTh ITyOepTaTHbIM cTaTyc 1Mo TaHHepy C I1IeJbI0 BBISIBJIEHUS
OTKJIOHEeHU 1, CBOeBpPeMeHHO IVarHOCTUKU UX IIPUYMH U OIlpefe/ieHNsI TAaKTUKU Tepanumn
[131].

(YYP C, VII1, 5)

KommeHTapwmii: OuyeHky cmaduii nybepmama ciedyem nposodums y nayueHmos cmapuie 10
Jem. 3adepicka Nos08020 CO3PeBAHUS U YMEHblUleHUe BCNiecko8 nybepmamHozo pocma
A6NSAOMC  XAPAKMEPHbIMU  hpu3Hakamu onumensHoii XBII u, 8eposmHo, S8JAS0MCS
pe3yibmamom CHUMCEHHO20 BblCB000HCOEHUS. 2UNOMANamMuuecKkoz0 20HAdomponuH-puIU3UHe-
20PMOHA U CHUMCEHUS YUPKYAUPYOWUX YPOBHell OUOAKMUBHO20 JIIOMeEUHU3UPYIOWe20 20PMOHA
u3-3a cesaszamuwix ¢ XBII pakmopos uHzubuposaHus, makux kaxk aHeuomensum II [161]. OyeHka
nonogozo cmamyca (no TauHepy) noseosisem onpedeaums 0mcmasaHue 8 N0J080OM pas3euUMul.
3adepxcka nybepmama npu omcmasaHuu 8 pocme moxem 0bimb KAK KOHCMUMYYUOHATbHOT



(Nnpu KOHCMUMYUUOHAbHOUI 3adepxke pocma u nybepmama), maxk u namosozuueckoli (npu
2unozoHadusme), mpeoywouleti donoiHumenvbHozo oocnedosanus. IlauyueHmol ¢ 3adepicKoti
n0108020 CO3pe8aHusi 00JHCHbl OblMb HANPABJIEHbI K 0emCcKOMY IHOOKPUHOJI02Y O/l NOJHO20

06cnedosaHus.



3. JleueHHue, BK/II0Uasi MeAVKaAMEHTO3HYIO U
HeMeaUKAaMEeHTO3HYIO Tepanmnu,
oyieToTepanmnio, 00e300/1MBaHue, MeIUIIMHCKIE
IIOKa3aHMA U IIPOTUBOIIOKa3aHMA K
IIPUMMEHEeHNIO MEeTOAOB JIeUeH S

3.1. KoHcepBaTUBHOE JiIeUueHUE

Jleuenne XBII BKIoyaeT B ceOsl JieueHME OCHOBHOIO IMEPBMYHOIO 3a00eBaHMS IIOYEK,
6marogapsi KOTOPOMY BO3MOKHO IIpeIOTBPATUTb WIM 3aMedJjiUTb IIPOTpeccupoBaHMe
3ab60/ieBaHMs, a TaKKe M3BEeCTHBIX O0CI0KHeHMi mipu XBII.

3.1.1. ITuranue npu XBII

3.1.1.1 O01IMe IToJI0KEeHUa

3adauamu numavus pebenka ¢ XBII sieaswomcsi: KOHMpPoib CUMNMOMO8 U hpedynpexcoeHue
OCTI0MCHEeHUTl, 0CO0eHHO ypemuu (800HO-37IEKMPONUMHDBILE U KUCIOMHO-WEN0UHOL 0anaHc) u
MUHEPAIbHbIX U KOCMHbIX HapyuleHuli (makum obpazom omxaadeieas Heobxodumocmo 3IIT);
obecneueHue onmumMaabHo20 pocma pebeHka (npunoxceHue A3.1); coxpaHeHue pe3udyanvHoli
(GyHKYUU Nouex.

e PekoMmeHIyeTcs TMauyeHTaM rpygHoro Bo3pacta ¢ XbBII mpoBOOUTL ecTecTBeHHOe
BCKapMJ/IMBaHMe KaK Haubojiee ONTUMMAJIbHbBII ¥ NPeANOUYTUTENbHBIA MeTOH MUTAHUS
[162].

(YYP C, VIIZ 5)

KommeHTapwuii: [pyoHoe MONOKO — YHUKAIbHBIL UCMOYHUK NUMAHUsl, CO30aHHblll Ons
maaderues, ekuiouas demeti ¢ XBII 2-5 cm, mak Kaxk Ons UX NOYEK OYEHb BAMCHA HU3KASA
ocmMomuueckas Hazpyska.

e PekomMeHnyeTcsl IanueHTam TrpygHoOro Bo3dpacra ¢ XBII 1mipenaroytreHue OTHOABaTh
aganTUPOBAHHBIM MOJOYHBIM CMECSIM C IpeobjamaHueM ChbIBOPOTOUOro Oeyika Ipu
HEBO3MOKHOCTU /HEeJOCTYITHOCTY TPYAHOTO BCKapMJIMBaHMS B afleKBaTHOM oObeMe [162].

(YYP C, VI 5)

KommeHTapwmii: AdanmuposaHHvlie MOJIOUHblE CMeCU ¢ hpeobaadaHuem Cbl80pOMoUH0z20 OeKa
umerom 0eKo8dlll U 2J1IeKMPOJIUMHbILT KOMNOHEHM Ouxce K 2pyOHOMY MOJIOKY, UeM Ka3euHossle
Gopmynsl u npednoumumensvHee Ha 1-m 200y »cusHu. He nokasaHo ucnosib3osadue cmecell Ha
0CHoge cou 0o 12 mecsayes #U3HU U3-3a 8bICOK020 COOePHCAHUS (humMOoICmpo2zeHos.

e PexkomeHnnyetcsi namueHtam ¢ XBII mo6aBiasaTh ¢opTuduUKaTop B TPyIHOE MOJIOKO WMIN
amanTUPOBAHHYI0 MOJIOUHYIO CMeCh, €I MJAJeHIly HeobXoauMo OrpaHMYeHMe



XKUAKOCTU U yBeIMUYeHMe SHepreTuyecKoi 1eHHOCTY nuTanus [162].
YYPC,¥YOn 5)

KommenTapwii: Eciu HeoOX00UMO 02paHuuums 00semM HUOKOCMU UNU K020a HOPMATbHbIL
00BeM nuwju 8vi3vl6aem peomy Uiu umeemcst 2acmpo-33opazeanvHoiii peaiokc (IDP), cyxas
adanmupoeaHHas CMeCb MOXem pacmeopsimocsi 8 MeHbleM o00seme 800bl. BOonbUWUHCMBO
CMaHOapmHslx MOJIOUHBIX cmecell umeem KoHyeHmpauuio 13%, mo ecmov 13 2pammos cyxoti
cmecu Ha 100 mn 800bl, obecneuusas KaioputiHocms okoio 67 kkan u 1,3 2 6enka Ha 100 ma.
KoHuenmpauuiwo cmecu MoxHo ygeauuusams Ha 1-3% 6 deHns, eniomo do 20%, m.e. 202 cyxoli
cvecu Ha 100 mn 800wl 8 3asucumocmu om uHOuBuUAyanbHoli nepeHocumocmu peberka. Cyxyio
MOJIOUHYI0 CMeCb MOXHO 000asissimeb K 2pyOHOMY MOJIOKY 8 KOHUeHmpayuu 3-6% (m.e. 3-6 2
cyxoti cmecu Ha 100 ma 2py0H020 MOJIOKA), MAKUM 00pA30M Y8eaUuHuUsas IHep2emuuecKyo
yeHHocms 00 1 Kkkan/ma. Y HeEJOHOUEHHbIX MJIAOEHUE8 MOMem UCNONb308AMbCs
popmuguxkamop 2pyo0H020 MoJ0KA.

e Pexomenpyercsa mnauueHtam ¢ XbII yBennumBaTh KOHLIEHTPUMPOBAHHOCTb MUTAHUS U
n00aBOK TIIOCTEIIEHHO B COOTBETCTBMM C II€PEHOCHMMOCTBIO C LieJIbI0 JTOCTVOKEeHUS
aJleKBaTHOI'O HYTPUTMBHOIO CTaTyca ¥ IpefoTBpallleHNs] HelKellaTelbHbIX SIBJIeHUI CO
CTOPOHBI KeJTYOOYHO-KUIIIeYHOro TpakTa [162].

(YYP C, VI, 5)

KommeHTapwuii: KoHlleHTpalusi MOJIOYHOM CMecH AOJIKHA YBEJIMUYMBATHCS ITOCTENeHHO,
YTOOBI 00ECIeUYUTh TOJIEPAHTHOCTb K TOBBIIMIEHUIO OCMOJISIIBHOCTM, KOTOpash MOXKeT
BBI3BIBAThH Ayapelo, pBoty, ['OP. CienyeT ob6pailiaTh BHMMAaHMe Ha MOBBIIIIeH/ e OCMOTUYeCKOT
Harpy3KM Ha IIOYKM, YTO MOKeT IIPUMBOAUTH K WU30BITKY docdopa, Kaaus U OPYyTUX
MMHEPAJIOB U JIEKTPOIUTOB. AJIbTEPHATUBON M00aBIeHMS CYyXO0il aalITUPOBAHHONM CMeCcH K
TPYIHOMY MOJIOKY MOXeT ObITh [o6aBjieHue OelKOBOrO KOMIIOHEHTA W/WIM [PYyTUX
MCTOUYHMKOB SHepruy (MoJuMepbl TIJIIOKO3bl, JXMPOBble ISMYIbCUM) [JISI ObOecrieyeHust
MaleHT-OpUeHTUPOBAHHOTO TIpodust 6enka M 3HepPruu, ¢ mobaBjaeHUeM BUTAMUHOB U
MMHEepaaoB eI He0OXOAMMO.

e PexkomeHpnyetcst meTssM ¢ XBII BBOAUTb B palyoH Oojiee I'ycTble IPOAYKThI IIPUKOpPMa
COITIACHO pPEeKOMEeHIALMSIM [JIsI 3JOPOBBIX [eTeil C IOCTeIIeHHbIM pasHooOpa3uem
TEKCTYpPbI ¥ BKyca C 1ie/ibi0 OpMMpOBaHMSI HaBbIKa MepeskeBbIBaHMS Uiy [162].

(YYP C, VI 5)

KommenTapwuii: Bcem demsam HeoOx00uMO npudepimcusamuscsi 300p08oii, cOANaHCUPO8aAHHOT
duemol C WUPOKUM 8bl00pOM 0100 U YyuemoM B03MOMCHbIX OuemuyecKux 02paHuyeHul.
Heo6x00umo npogodums npoceeuieHue ceMbU 0MHOCUMeNbHO 8bi00pa 6osiee 300p0o8oti nuuiu 80
8pems 88e0eHUs NPpUKOpMA, 4moObl 81USIMb HA (hopMUpOBaHUe NULEB8bIX NpednoumeHuti.



e PexkoMeHyeTcsl TlepopanibHOe nuTaHue y aeteit ¢ XBII Kak MpeArnouyTUTeNbHbI CIIOCO0
KOPMJIEHUS C 11e/1bI0 cCOXpaHeHUsT GyHKLMI )KeBaHUsI U IoTaHus [162].

(YYP C, VI, 5)

KommenTapwuii: HoeopoixdenHvie u demu pauHezo e8o3pacma ¢ XBII 2-5D mozym
0mKa3wl8amvcsi 0m nepopanpHo20 numadusl. B mo e epems 30HO080e KOopMmieHue
cnocobcmeyem pas3sumuio npobiem ¢ HesaHuem U 20maHuem, omkasy om eobl, NAHUYECKUM
amakam u cnabomy paseumuio opanvHoli Momopuku. JKeramenvHa opanvHAas CMumyasuusl,
oaxce eciu nepopasivbHblil npuem 02paHuyeH, umobsl npedomspamums pa3eumue omspawjeHus K
ede. Tloamomy 8axHbIM ACNEKMOM HYMPUMUBHOU NnoddepiKu s516/5emcs Kak coOCMEeHHO
obecneueHue numaHuem, makx u GopmuposaHue NuUe8o20 N0BEJEHUsI.

e PekoMeHIyeTCsl MCIIO/Ib30BaTh 24-4aCOBOJ MepuO IJisl OLL€HKM OUeTbl UJIU OLEHKU
TPEXTHEBHOIO MMUINEBOro AHeBHMKA, mereit ¢ XBII 2-5D cT ¢ 1enbio omnpeneaeHus
OCHOBHBIX MCTOYHMKOB IIMTAHMS B KOMIIIEKCHO OLIeHKe HYTPUTUBHOIO cTaTyca [4].

(YYP C, VIIZ, 5)

e Pekomenpnyercs nauyeHtam ¢ XbBII cpouyHOe BMellaTe/NbCTBO, €I AUATHOCTMPOBAHO
CHISKeHME BECOBOTO LIEHTWIS C LIeJIbI0 YIYUIIeHUSI HyTPUTUBHOIO CcTaTyca pebeHka [4].

(YYP C, VI 5)

KommeHTapwuii: IlepopanvHas KoppeKyusi Numavus 00JxHA npogodumscs y demeti ¢
HeadekeamuoviM Oduemuueckum nompeojieHueM HympueHmos, nocjae 8vlsiejeHus NpuUUH
CHUMCEeHUS1 nompebieHUsl U 803MOMCHOU MeduKameHmo3Hot Koppekyuu. Camuliii 6sicmpulii pocm
Habnwodaemcsi 8 nepevili 200 MHU3HU U omcymcmeue npubaseku 6 eece - CUZHA1 K
emeuwiamenoscmay. Ecau npubaska 8 gece omcymcmayem 6cezo 2 Hedeau 8 nepsvie 3 mecsaua
HU3HU, mo mepsiemcsi 1 yeHmuno. Eciu 8 meuerue 4 Hedenvb, mo 2 yeHmunas. B 6-mecaurom
go3pacme K nomepe 1 yenmuasi npugedem 3-x HedesbHOe 0McCymcmaue npubasku maccol, 8 9
mecayes 1 yeHmuib mepsiemcs nocie 4 Hedeslb CMamu4Holl MAaccol mea.

YV demeii 1-20 200a »u3Hu ¢ XBII 6os1ee uyscmaumenbHuolMu Mapkepamu 18J15110mcsl usmepeHue
8eca U/unu OKPYHHOCMU 207108bl, M020a KAK U3MepeHUsl OJIUHb/pocma uacmo HemouHbl
(ueHmuibHble MebuUYbl npedcmasietsl 8 npuloxeHuu A3.1, napamempsl u uacmoma OuyeHKu
HympumugHozo cmamyca y demeti ¢ XBII 36-5/ cmadusmu npedcmasnieHsl 8 NPUIOHEHUU
A3.2).

ITepsvim wiazom npu naoxoti npudaske 8 gece 516J1eMcsk NOUCK 803MOMCHOU NPUUUHBI CHUMEHUS
npuema nuwu u ee Koppekuus.. Hanpumep, npobaema I'DP/pgoma (3azycmumenu numaus,
alveuHamel, npenapamsl, o6aadarnwjue aHmayuoHelm Odeticmeuem, Oaokamopsl H2-
2UCMAMUHOBbIX Peyenmopos, uHaubUmMopsl NPOMOHHO20 HACOCA, CYKpaivdam, Cmumyasimopbl
MOMOPUKU HeNYOOUHO-KUWEeUH020 mpakma), auudos, 2unepgosemus, AI' uiu Headek8ammulii
ouanus. [lemu ¢ XBIT mozym umems HapyuieHue 8Kyco8blX U 000HAMENbHbIX oujyujeHull. B mex



cyuasx, Koeda He ydaemcsi docmuub adekeamHozo nompebeHus 6eaka u Kaaopuil, 8 ciyuae,
Koz0a cmpadaHus pebeHKa Nnpu OpaibHOM KOpMJeHUU pebeHKa C aHopekcuell 8bl3bleaem
HanpseHue BHympu cembll, npediazaenmcs IHmepaibHoe NUMaHue uepe3 2acmpocmomy.

3.1.1.2 DHeprus

e PexomeHnnyeTrcst morpebnenue sHeprum y geteit ¢ XBII 2-5D cT, cOOTBeTCTBYyIOIEe
3[0POBBIM JETSIM TOTO >Ke XPOHOJIOTMYeCKOro Bo3pacra [162].

(YYP C, VI 5)

KOMMEHTapMﬁZ HeadexsamHoe nocmynjieHue sHepzuu u3 He0eK08bIX UCMOUYHUKO8 npueoaum
K UCNOMb308aHUI0 OenKa pauuoHa ons O6p(13060HUﬂ JHepzuu emecmo pocma, 4mo maxiice
npueoaum K2unepkaiuemuu.

e PexomeHnyeTcst 6omee Bbicokoe noTpebseHme sHepruu (SDI - Suggested Dietary Intake)
YTOOBI 00eCIeunuTh ONMTUMAIbHBINA POCT y AeTeii ¢ CyOOoNTMMalIbHBIM HabOpoM Beca U
JIMHEeNHBIM poCcToM [162].

(YYP C, VI 5)

KommeHTapuii: /[[n1s docmudceHus OnNMuManpHozo hnompebjieHuss Kanopuii — Moxcem
NOHAO0OUMBCS NEePOPaIbHAS UNU IHMEPAIbHAS HYMPUMUBHAsS N000epiKad. SHmMepaibHoe
numadue NOKA3aHo u miaadeHyam, u demsm, Koz2da OpaibHOoe nompebsieHue S8Jsemcs
Headek8amHwviM 07151 N00depHcaHus pocma u JONIHCHO HAUUHAMbCS KAK MOJIbKO CKOpOCMb pocma
CMaHOBUMCS HUXE HOPMbL (CM. npusioxceHue A3.3).

e Pexkomennyercsi mpu XBII y meTeil ¢ M30BITOYHBIM BECOM M OXMpPEHMEM, CHU3UTH
MOTpebeHre SHeprUn 10 NOCTUKEeHUSI COOTBETCTBYIOIIel mpubaBku Beca [162].

(YYP C, VI 5)

KommenTapwmii: /lemu Ha nepumoHeanvHom duanuse (I1]) adcopbupyiom 2/110K03y 80 8pems
aKkcnosuyuu duanuzama, umo daem donoJHuUmMenvHyr suHepeuro 10 kxkan/ke/cym.

3.1.1.3 Beqok

e PexkoMeHyeTcs 1iejieBoe ToTpebiieHne 6enka y peteit ¢ XBII 2-5D cT 110 BepxHeit rpaHuliie
SDI (Suggested Dietary Intake) s o6ecrieueHnst OoNTUMaIbHOTO pocTa [162].

(YYP C, VI 5)

KommenTapuii: PekomeHdyemcsi 0onee 8blcOKOe nompebeHue 0enka OMmHOCUMENbHO
PEKOMEHO08AHHO20 nompebneHuss Hympuenma (reference nutrient intake - RNI) (cm.
npunoxceHue A3.12, A3.13). HuxcHaa epaHuya peKoMeHO08AHHO20 hompebjieHus 0enKa
a67semcsi mem 0e30NACHbLIM MUHUMYMOM, HUMCE KOMOpP020 HeJlb3sl YMEeHwvUlams hompebyeHue
oenka.



e PekoMeHyeTCs pacCMOTpPeTb BO3MOKHOCTb YBeJIMUeHMs IoTpedseHus: 6eyka eTbMiu Ha
Iuanuse, T.K. MOKeT ObITh Bbillie SDI y HeAMaIM3HOrO IalieHTa C yueTOM MoTepb 6ejka
Ha guanunse [162].

(YYP C, VI 5)

e Pexomenpnyetcs y geteit ¢ XBII mpy mOCTOSSHHO BBICOKOM YPOBHE MOYEBMHbI, KOPPEKILUS
noTpebneHus: 6enka B CTOpoHy Oosiee HM3KOro SDI mocwie MCK/IIOUeHUS OPYTUX NMPUUNH
BBICOKOTI'O YPOBHSI MOUYEBMHBI [23, 162].

(YYP C, VIIZ, 5)

KommewnTapwii: ITpu cHuxcenuu CKD <25 mn/mum/1,73m? Heobxodumo cHusumes nompebieHue
6enka 0o RNI. KDOQI pexkomendyem 100-140% nompebnerus 6enxa npu XBIT 3 cm., 100-120%
npu XBIT 4-5 cm. (cm. npunoxceHue A3.12) [162].

Ilenesoii yposeHb MoueguHbl JoJHeH cocmasisimes <20 MMOb/ 0151 maadeHues u demeti do 10
snem u <30 mmonw/n dns demeti cmapuwie 10 1em ¢ HOPMANbHBIM ANLOYMUHOM CbIBOPOMKU KPOBU
[23].

3.1.1.3 Kaaumn

V' nauuenmos ¢ XIIb cnedyem KOHMpOAUpPOBAMb YpOBEeHb KANusl, MAaxK KAk NouKu
omeemcmeeHHsl 3a 6vleedeHue Kaaus, nocmynawuwezo ¢ nuwel. Juckaruemuu mozym
nposieasimsbCs KaK 2unepkaiuemus u, pexce, sunokaiuemus. Iunepkanuemus onpedensiemcs Kax
yposeHb K+ 8 cvigopomke Kposu >5 mmonwv/n ons demeti u nodpocmkos (>5,5 mMmoaw/n ons
HOB0POMOEHHBIX) U 2UnoKanuemus <3,5 mmonw/n. BonsuHCmMeo nayueHmos ¢ duckaauemuetl He
umMerm HUKAKUX CUMNMOMO08, HO Npu mMsxenol 2unepkaiuemMuu mo2zym pa3eusamaoscs
gamanvHole cepoeuHvle apummuu. ITunepkanuemust 00bIUHO He 803HUKAem 00 mex nop, noka
CK® ne cmanem <10% om HOpMbl.

Bo3moicHole npuduHsl cunepkajiuemuu:

e HedocmamouHoe nompebJieHue IHep2ull.
O @HMu2unepmeH3uUBHble nNpenapamsl U AHMAZOHUCMBI  A1bOOCMEPOHA, HANPUMED,
CNUPOHONIAKMOH ** uHeubumopuwt AIID, Hanpmep, KANMONPUJI.
o BbICOKOE nompebieHue Kaaus ¢ nuuieti

o ayudos
adek8amHalii KOHMPOJb YPOBHS KAJlUs 8 naasme 00blUHO 00CMU2Aemcsa 3a cuem yayuileHus

* nompebseHuUs IHep2ulU, 02paHudeHust NPOOyKMo8 C 0UeHb BbICOKUM COOePHCAHUEM KAJIUSL.
o ¢gypocemud ¢ Uenvbld KOppekuuu 2unepxkanuemuuu  ciedyem  UCNONb308aMb  C
OCIOPOXCHOCMBIO,  CHUMCEHUE o00sema  yupkyaupywoueii kposu (OLIK)  moxcem
decmabuauszuposams GyHKyuo nouex u npusecmu K pazeumuro OIIIT Ha XBII.



OCHOBHBIMU UCMOUHUKAMU Kaaus O MaadeHues s6semcs 2pyoHoe MOJOKO UIU MOJIOUHAS
cmecw, 011 demeli u nodpocmkKos — MOJIOKO, Kapmogenb, 080uwiU, Kpynsl, (ppykmol, MsCO.
ITuwessie dobasku, codepxcaujue conu Kaaus, Choco6cmaym yseaudeHuio e2o nompeodeHusl.

Tpasmamuueckuii c60p Kposu U 2eMOnU3 IPUMpouumos — Haubosee uacmass NPUUUHA
J1a60pamopHslX 0muemo8 0 NoBblUEeHHOM YposHe Kanusi y Jdemell. HMnmepnpemayus
CblBOPOMOUHO020 Kanausi y demeli OO/HHA OCHOBbIBAMBCSI HA B03PACMHBIX HOPMAMUBHBIX
npedenax. [lemu maadwezo 8o3pacma u MAA0eHyvl umerom ¢uauonozuyecku 6osee 8bICOKULI
YpOBeHb KAJUsl 8 CblBOPOMKe KPOBLU.

e PexkoMeHyeTCsI OLIEHUTh MOTpedneHmne Kaaus y nauyeHToB ¢ XBII ¢ muckanuemueii, T.K.
TUIlepKaaMeMusT y 9TUX TAlMeHTOB MOXeT VYCYIyONsSIThbCSI IIpU  HelpaBMIbHOM
yrnoTtpe6ieHnu 1 o6paboTrke nuiny [163]

(YYP C, VI, 5)

KommenTapwuii: ¥V demeii KDOQI pexomeHdyem ozpaHuuums nompebaeHue kanus 0o 40-120
Mez/Ke/0eHb Ons maadevues u demeti maaduiezo go3pacma u 30-40 mez/kz/0eHb 011 Oemeli
cmapuwiezo eo3pacma [4]. Kpome mozo, cembvu 00xHbl OblMb 0CBE0OMIEHBL O MEMmMooax
npuzomosJieHusl nuwju, Komopbsle Mo2ym CHU3UMb cooepxcaHue Kaaus 8 ede, makux Kaxk ouucmka
0m Koxcypol, Hape3aHue Kyoukamu u npedsapumesibHoe 3amavusarue 602amoix Kaiuem ogoujet,
a makxe omka3 om 6ynvoHa [163].

Kanuti codepxcumca 60 ecex munax npodykmoe numarus. Cnocobsl npuzomosjeHuss nuuju,
makue Kaxk usmesbyeHue, 8apKa, NpuzomosjieHue 8 MUKpoB8OsHOB0Ll neuu, Mozym 3HAUUMENbHO
CHU3UMb KOHUeHmpauuto Kaaus. CoznacHo nposedeHHbIM UCCiedo8aHusim, 8 eo3pacme om 18
mecsues 00 18 1em, 0CHOBHBIM UCMOUYHUKOM KaAausl S18JIS110MCcs MOJIOKO U MOJIOUHblE NPOJYyKMbl,
Kpaxmaaucmeole KOpHU U KAYOHU, maxue KAk Kapmogesv, 3epHosble, (pykmsl U MsCO.
bonbwiuHcmeo npodykmos, «20moevix K ynompebieHuw» codepxicam dobasku coneli K+.
IIpodykmul ¢ dobasneHuem coJelli Kanus mozym codepicams 000a8Ku HA ocHose pocgpamos,
Hanpumep, MSCHble npodyKmol, 8bineuka, covipsvl. CodepycaHue Kaausi 8 npodykmax numaus
NoKa3aHo 8 npunoxceHusx A3.4, A3.5, A3.6.

e Pekomennyercsa y mnauueHToB ¢ XbBII, nomyuatommx 3IIT, yCcTpaHUTL TIIPUUYMHBI
IVICKaIeMU N, He CBSI3aHHbIe C JUEeTO, 3a CYeT KoppeKuun nuannsa [93, 164].

(YYP C, VI 1 5)

e Pexkomenpnyetcs y neteit ¢ XBII mpoBefgeHre SKCTPEHHOIO MeAUIIMHCKOrO BMellaTelbCTBa
M IpeKkpaleHus I[pueMa BCeX MCTOYHMKOB KajiMsg M3 JIeKapCTBEHHBIX IIpelapaTos,
IapeHTePaAIbHBIX KMUOKOCTel, MOJIOYHBIX CMecCeil M MPOLYKTOB IUTAHUSA [IPU Pa3sBUTUU
TSKEJION rurepkanemnu [93, 94, 164].

(YYP C, YOI 5)



KommeHnTapwmii: Tunepkanuemus s6semcs 00WjenpusHaHHsiM (Gakmopom pucka apummuii u
0CcmaHos8Ku cepoya, u npedckazyemo eedem k 6osiee 8bLcoKoli cmepmuocmu [93, 94, 164].

Tunepkanuemus — 3mo nobGOUHbLI IPpekm HeKoOmopwvIX eKapcme, 00bIUHO UCNOIb3YeMbIX NPU
XBII, exnwouas uHzubumopst AII® u aumazoHucmsl peuyenmopos aHzuomeHsuuna II,
Kanuticoepezatoujue duypemuku, UH2UOGUMOpPsl KaabyuHespuHa u npocmazaavouHsl [165].

JleueHue 2unepkanuemuu cm. 8 hpunoxceHuu A3.20. IIpu yposHe kanus >7,5 MMoab/1 NOKA3AHO
nposedeHue duaausa.

e PekoMeHIyeTCSI pacCMOTpeTh IIpMMEHEeHMe IIperapaTroB, CoaepXKaliux  KaJiuii-
CBA3bIBaWOIIMe CMOJAbl y mauueHToB ¢ XBII M TOKenon wWiM CpemHeTsKeIon
rurepkaaueMmmuent, B T.4., nmangueHTaMm rpygHOro BO3pacra - eCjiM HeOOCTyIIHA MOJIOYHAs
CMeCh C HU3KUM cofepkaHueM Kanns.[4, 163].

(YYP C, VI 5)

KommenTapwuii: B neduampuueckoti npakmuxke docmynHo 2 JieKapcmeeHHslx cpedcmea Os
9HMepocopOyUU KANUSL: KAbYUS NOAUCMUPOICYIb(OHAM — KAMUOHO0OMEHHAS! CMOJIA, KOMOopas
8b1C8000X0aem Kanvyull 8 KUWEUHUKe U C8513bleaem Kaaull; pe3oHuUym A/Keokcanram (AakmugsHoe
gewjecmso: cyavpoHam nonucmepona Hampus) (Guosozuuecku axkmueHas 000aeka) -
UOHHOOOMEHHAS1 CMOJIA, 8bICBOOOHAAIOWASI UOHBI HAMPUS U 3AMEHSTIOWAst UMU UOHBI KAUSL.

Kanvyus nonucmuponcynsgpoHam ucnonv3dyemcss 8 do3de 0,5-1 2/kz/cym. B 1 mepHoil J0xKe
copbucmepuma codepxcumcs 20 2 nopouika. PaccuumauHsiii 066em nopouwika pasmeuiusaemcs 8
150 mn 800wb1. IIpuHuMamos 80 epems edvl, 8 3 pa3desnieHHblx npuema 8 meueHue 24 u.

Pe3zoHuym A (keokcanam) ucnonv3dyemcs u3 pacuema 1 z/ke/cym. O0Ha MmepHasi J10xKa
coomeemcmayem 152 nopouika. PaccuumanHsiii 06sem nopouika pasmeuwiusaemcs 8 100-150 mn
Hcuokocmu. I'omoswlii pacmeop npuHUMams 80 8pems edvl, 00 1-4 pas/cym.

IIpu yposHe kanus <5 mmons/n npenapamet ciedyem ommenumo. IIpu yposHe Kaaus >5 Mmons/n
cedyem 80300H08UM.

Ecnu npenapam Henwv3s dasams nepopanvHo, 003a moxcem Obimb 88edeHd peKmanwvHo, 8
KoJIuuecmae nepopanvHoti, pazeedeHHoli 8 mex e nponopuyusx. OOHAKO 0co6as 0CMOPOICHOCMb
mpebyemcs npu pekmaabHOM HA3HAYeHUu 0emsam U HOBOPOMCOEHHbIM, M.K. U30bimouHas 003a
uiu HeadekeamHoe pasgedeHue mMozym npusodums K 3adepicke KamuoHo0OMEHHOU 0OMeHHOT
CMOJIbl 8 KUUleUHUKe. PUCK H#ey00OUHO-KUUWEeUH020 KPOBOMeUeHUs UlU HeKpo3d mocmoti KUKu
nodpasymesaem, umo 0cob0oe BHUMAHUe OO0JKHO Yyoensamscs 6 CAydasx HA3HayeHus
HeJOHOWIeHHbIM OdemsaM UIU HOBOPOMOEHHbIM C HU3KOU MAcCColi mena, yeporcaemvlXx no
Hekpomuueckomy saHmepoxoaumy [166].

e PekoMeHIyeTCS TMpOBedeHMe HeMe[JeHHOTr0 MEeIMUIMHCKOTO BMeIlaTelbCTBa C
BHYTPUBEHHOI MHQYy3Mei Kajaus Mpyu OMacHONM IJIsSI KU3HM TSIKENOi TUITOKaJIMEMUM C
TepareBTUYeCKO Lenblo [4, 164].


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

(YYP C, VI, 5)

e PekomMeHIyeTCsI MepecMOTPETb M CKOPPEKTUPOBATh JIeKapPCTBEHHbIE Ha3HAUYeHMs,
CHIKAIIIMe Kaluii, n pexkum auannia getsm ¢ XBII npu runep-mian rurokajimeMunn ¢
LIeJIBI0 TOCTVKeHUS [IPUeMJIeMOTO YPOBHS Kaius B KpoBu [164]

(YYP C, VIII 5)

3.1.1.4 Kanbuwuii u pocdop

Adexsammoe nompebaerue kanvuus (Ca) u pocpopa (P) — saxcHas uacms sneuerus XbI1y demeti
[167]. Hu3koe nompebaeHue Kanvyus uiu ¢ocgopa npusodum K HApyweHuo MuHepaiusayuu
Kocmeti, pa3zgumuio MUHepalbHO-KOCMHbIX HapyweHut, accoyuuposarHslx ¢ XbI1 (MKH-XBII).
Oduako u3bvimouHoe nocmynieHue Ca u P, makxe onacHo u moxem cnocobcmeosamsp
passumuro HeppokanbyuHo3a u Kaasyupuxkayuu cocydos [168].

OcHosHbiMU Oduemuueckumu ucmouHukamu Ca 0ns demetl S67500MC MOJIOKO, MOJIOUHbBIE
npodykmol, 2pyoHoe MOJIOKO U demckue MonouHvle cmecu. OCHOBHbIMU OduemuueckKumu
ucmouHukamu gocgopa ons demeti 1871510MCsL MOJIOKO (BKAOUASI MOJIOUHbBIE NPOOYKMbl, 2pYOHOE
MOJIOKO U 20moevle demcKue cMmecu), 371aKu U Kpynol, a Makxi#e Msco u MICHble npodyKmol
(npunodeHue A3.7). Heopzanuueckuii P, OdobGasnsiemvili 8 HeKomopwsle npodyKkmol
(nonygabpukamol), Moxem 3HAUUMeIbHO y8eauuums nompeoerue ¢ocgopa.

e PekoMeHIyeTCSI MCIIONIb30BaTh 24-4acoBOii mepuopd, [MJisi OBICTPOrO OIpedeaeHus:
OCHOBHBIX UCTOUHMKOB Ca 1 P, BK/mouast mo6aBku P B 06paboTaHHbIe NUILEBbIE ITPOIYKTHI
17151 300pOBbIX Aeteli u aetelt ¢ XBIT 2-5D cr [4].

(YYP C, VI 5)

e PexomMmeHyeTCs IpOBeeHMe OLEHKM TPEXTHEBHOIO MUIIEBOr0 JHEBHMUKA [IJIST TTOTyYEeHMST
rogpobHoii mHbopMmauyuy o6 obmem mnorpednenmu Ca m P, BKmouast OueTndyecKue
MICTOUYHMKM, TIUINEBbIe M00aBKM, OMaaM3aT M JIeKapCTBa, B TOM UMCIe IIperapaThbl I
nedyeHus runepkanmemuu u runepdocharemun (hochar-6uHaepsi) [4, 163]

(YYP C, VI 5)

e Pexkomenyetcsi y mnamueHTOoB ¢ XBII cobmiogaTh MNMILEBOI pallMoH, UYTOObI o0Olee
notpebseHne KanabliMs C TIMUINEN M JeKapcTBaMu, BK/OYasl IperapaTbl AJs1 JeueHUs
rurnepkanneMmn u rurnepdocdaremun, 61 B penenax SDI u He 6ojee yeM B IBa pasa
nipeBbiiiaivt SDI, KpoMe UCKIIOUNTETbHBIX 00CTOSITENLCTB [4, 163]

(YYP C, VIIZ 5)

KommenTapwmii: B o0cobvix ciyuasx, Hanpumep, y maadevues ¢ XBII unu y demeii ¢
8bIPAMCEHHBIM OCMEONOPO30M, NpU MUAMENbHOM KOHMpOJie B03MOMCHO 00Jiee BblCOKOe
nompeosieHue Kaavyusl.



e PexkomeHnyercsi mauyeHTaM ¢ XBII ckoppekTupoBaTh IOTpebnenue Ca u P mag
noaAepkaHus X YPOBHSI B Mpefenax HOPMbI, COOTBETCTBYIOIIEl BO3pacTy, 6e3 yiepba
IJIsI IUTaHu [4, 163]

(YYP C, VI 5)

KoMmeHTapwuii: M3meHeHUst 8 mepanuu 00HcHbL OCHOBbIBAMBbCSI HA CEPULIHBIX pe3yibmamax, ¢
unmezpauueti ceteopomourozo Ca, B, ITTT, II]® u 25(0H) sumamura D u e2o aHanozos.

e Pexomennyetrcsa pansa peteitr ¢ XBII, y KkoTopeix ecThb runepdochareMus Wan
ruIepriapaTupeos, Tpebyroiie orpaHndeHus docdopa B aueTe MCHOAb30BATh HVKHUIM
nipenen SDI c uenbio [Moaaepxkanust ypoBHS docdopa B KpOBM B mpejiesiax MpueMieMbIX
3HaueHun [4, 163]

(YYP C, VI, 5)

KommenTapwuii: Criedyem ozpanuuums 8kaad ¢ocpama ocpamuosix dob6asox. Hcnonv3osaHue
npenapamsl 05 JieueHus 2unepkaiuemuu u zunepgocpamemuu mpebyemcs ona danvHeliuiezo
KoHmpons yposHeti P u ITTI" 8 dononHeHue ozpaHudeHusm 8 dueme.

e Pekomennyercs y gereii ¢ XBII co CTOIKOI IUITOKaJIbLMeMMen UaM BbICOKUM YPOBHEM
ITTT motpebnenme Kanbiusi Bbime 200% ot SDI masg KaapLisl B TedeHME KOPOTKUX
Tep1oI0B BpeMeH! U ToJ, TIlaTeJIbHbIM MeAULIMHCKUM Hab/ogeHeM [4, 163]

(YYP C, VIIZ, 5)

KommenTapuii: Kanovyuii moxcem nocmynams npu npueme npenapamos Kalvyus emecme C
gumamuHom D u ezo aHanozamu (00bI4HO KAK 8 HAMUBHOL, mak u 8 akmueHoli ¢opme), a
makxe u3 Opy2ux UCMOUHUKO8 KaablUusl, Makux KAk ouaiu3am C 8bICOKUM COO0epHaHueMm
KaibUuusl.

e Pexkomennyetcs metssm ¢ XBII ¢ ycroitunBoii runodochaTemueii yBeIUInTh IIOTPedIeHe
docdopa ¢ uiedi ¢ Lenbo JOCTVXKeHUS TpueMmieMoro ypoBHs docdopa B KpoBu [4, 163]

(YYP C, VI 5)

KommeHTapwuii: HekomopsiM nayueHmam mozym nompebosamscsi dobaeku P, e ciyuae
UHMEHCUBHO20 OUANU3a UU 8bICOKUX nomepb P ¢ mouoli.

e Pekomenpnyercs y getent ¢ XBII co CTOVKOI runepKajablyeMuent OT JIerkom 40 yMepeHHOn
CTeleHM TSDKeCTU TMO3TANHO CHMKATh WM IIpeKpallaTh MpueM IMpernapaToB Kaablivs,
nperaparsl AJ1s JedeHus TutiepkaaueMmu u rurepdocdaTtemumt B COCTaB KOTOPbIX BXOIUT
KaJIbLII, HATUBHOTO U aKTUBHOTO BUTaMMHA D 1 ero aHaJIOrOB U Ha3HAUeHue auajimnsara
C HU3KUM copepskaHueM KaibLus [129].

(YYP C, VIIZ 5)



KommenTapwmii: Moxcem nompebosamscs 8pemeHHoe CHuxceHue codepxcarus Ca 8 payuoHe 6e3
yuiepba o0ns adekeamHozo numauusi. Tpebyemcsi pezynsipHasi nepeoueHkd, 0co0eHHO Koz2da
nompebnexue Ca Huxe SDI.

Cnedyem u3bezams NOJIOMUMENbHO20 Oanavca Kaavlusi C8epxX 1moz20, umo HeobX00umo
pacmyuiemy pebeHKy (ozpaHuueHue 003bl hpenapamos 07 JiedeHus 2unepkaiuemuu u
eunepgocpamemuu Ha 0CHOB8e Kanvyus, c80e8peMeEHHOe 8edeHlUe HEKaNbUUesblx npenapanmos
Ons JleueHusl eunepkaauemuu u zunepgocgpamemuu, Hanpumep, #cegenamep™* (0,4-1,62) [169])
ons npedomepaujeHus Kaasyupukayuu cocyoos [92].

3.1.1.5 HaTpwuit u 6uKapOooHaT

Tpebosarusi Kk nompebaeHuio Hampus (Na), 8odvl u 6ukapboHama 3asucsim om 3ab0je8amusl,
cmaswezo npuuuHoti XBII. /lemam ¢ ducnna3ueti u CACUT o6biuHo Heobxoduma domayusi Na,
oukapboHama u 800bl. IMO CE3AHO BbIPAIEHHOCMBbIO MYOYNSPHBIX HAPYUIEHULL, NPUBOOAWUX K
CHuxMceHUto peabcopbyuu Na, bukapboHama u 800dvl. [Ina makux demeli xapakmepHa noauypus u
nonuduncus, OHU CKJI0HHbL K 3nu3odam dekomneHcayuu ¢ pazsumuem zunosonemuu u OIIII, ecnu
He nonyuaiom domayuu Na, bukapboHama u He umerom c80000H020 docmyna K eode. Bonvuie
8cez0 mepsom 371eKmpoaumst demu ¢ mybyaonamusimu, 0COOEHHO € YUCMUHO30M; N000epHcaHue
adexeamHozo ypoeHs Na u bukapboHama moxcem Obims MpYyOHbIM.

Tpebosanus kK nompebaeHuo Na mozym Obimb 04eHb 8bICOKUMU HA paHHux cmadusx XBII, Ho
nadarom no mepe npoepeccuposarusi XBII. Ilpu XBII 4-5 cm., Kak npasuno, He06Xodumo
o2paHuueHue coau. HcmoweHue 3anacoé Na npusodum K XpOHUUECKOU zunogonemuu u
cnocobcmayem nJ0Xomy pocmy; 2UnoHaAmpuemusl He s187semcst NPU3HaKom HedocmamouHoCcmu
Na [170]. UpesmepHoe ozpaHuueHue coau Moxem npueecmu K coOCMeeHHsIM PUCKaMm, makum
KaK CMumyasiyust peHUHanab00CmepoHo8oLll ocu, 8blpabomka KamexoiamuHos u oucaunudemust
[171].

[lemu pauHez0 803pacma, HaxooAuwluecss Ha nepumoHeanvHom Oduanusde (II]) mepsiom
upe3mepHoe KoJUUecma0 Hampus ¢ Mo4oll u duanuzamom u Hyxoaromes 6 domayuu Na.

llemu ¢ XBII scnedcmeue z2nomepynonamuti, Kak npasuno, 3adepxcusarom Na u 80dy, umo
cnocoocmeyem paszsumuio AI. Takum demsam credyem cobaodams duemy 6e3 dobassneHus conu
(0c06eHHO NpodyKmMo8 C 8bICOKUM codepxcaHuem coau u 6e3 dobaseneHus coiu 8 nuwy npu
npu2omosieHul Nuwu uiu Ha cmoiie).

e PexkomeHnnyetcst getsim ¢ XBIT Ha ¢oHe MepBUYHBIX IJIOMEPY/ISPHBIX 3a00/€BaHMUII WU
IIpY OJINTYPUM OTPAHMUYUTD MoTpednenne Hatpus mo 1500-2400 mMr/cyT Ojs CHUSKEHMUS
PUCKOB  pasBUTUS OTEKOB U  apTepUaJIbHOM TUNEPTeH3UM TMpU  OTCYTCTBUM
MIPOTMUBOIIOKA3aHMI, HAMpUMep TakuUX Kak, COMbTepsioliye TyOyJOMHTepCTUIMaTbHbIe
HedponaTtuy, I1ia C TUIIOTEH3Meil MpU OTCYTCTBUM CEPAEYHOI HeNOCTaTOYHOCTH, WU
ULa, IpefpacloioskeHHbIe K TUTI0OBOIeMUN [4].

(YYP C, VI 5)



e PekoMeHIyeTCSI KOppeKIMsI MeTaboJnM4yeckoro aiuaosa (oo ypoBHS OuKapboHaTa B
ChIBOPOTKe 222 MOIKB/I) C Ha3HaueHMeM HaTpus TuapokapboHaTa™™ y mereii,
HaxopAsIIuxcsl Ha auanuse [5, 138].

(YYP C; VI, 5)

KommeHTapwuii: cnedyem yuecms, umo uUCmouHUKOM OuapOboHama moz2ym Obvlimb Makice
oduanusHsle pacmeopsl Ha ocHose HCOsz unu Hampus jakmama pacmeop CAOMHCHbIU (Kaaus
xJ10puod + Kanvyus Xaopud + Hampus xJaopud + Hampus aakmam) **,

ITouku uepaiom 6axHyw poJb 68 noddepicaHuu KuciomHo-wenouHozo Oanavca 3a cuem
IKCKpeyuu uoHos 8odopoda, peabcopbyuu om@uibmposaHHo20 OukapboHama u 2eHepayuu
HOB8bIX UOHO8 OukapboHama u dpyeux 0ygepos. XBII moxem 6aUIMb HA 8C€ KOMNOHEHMU,
yuacmeywuwjue 8 NnoueuHoli pezynsyuu KuciomHoO-wen0uH020 OanaHca, umo npueooum K
memaboauueckomy auyudosdy. Cumnmomsl memabouueckozo0  auudo3d He  A8ISAHMCS
cneyuguueckumu. Cmumynsuus O0blXamenbH020 UeHmMpa 6 Ccmeojse Mmo32a hpusodum K
2unepgeHmMunAYUU 0ns KomneHncauuu auyudosa nymem anumuHauyuu CO2. B pesynomame y
nayueHmos Moxcem Habnodamoscs pasiuuHdas no cmeneHu 8wlpaxiceHHocmu o00biwika. Kpome
mozo, y 60/IbHbIX MO2Yym ommeuamscs 601U 8 2pyodu, maxuxapousl, 207108HAst 60J1b, CNYMAHHOCMb
CO3HaHUsl, c1abocms, 60U 8 KOCMSX, CHUMEHUE annemuma, mowHoma u pgoma [172]. [Tomumo
nomeps 6uxkapboHama ¢ Mouoli, Moxcem Habawdamscsi HeCnocoOHOCMb NOOKUC/IEHUST MOUU.
3amecmumenvHas mepanus Hampus 2udpoxkapboHamom™* nposodumcs 8 HauaibHOU do3e 1
MMOJIb/K2/cym pasdejieHHble Ha 0sa-uemoipe npuema. bonee mouHslli pacuem Heo6X00UMO20
Ko/uuecmea Hampus 2udpokapboHama ™™ npouszeodumcs no popmyne Mennenzaapoa—Acmpyna:

HCO3" (mmoaw) = BE x 0,3 x m (macca mena nayueHma e Ke),
npu smom 1 mn 8,4% pacmeopa paseH 1 mmoib.

IIpumenenue Hampus zudpokapboHama™* mpebyem MOHUMOPUHeA KUCIOMHO-WEN04UH020 U
obujezo cocmosiHus nayuenma [173].

3.1.1.6 BuraMMHBbI

/lna nayuenmos ¢ XBII xapakmepeH deuyuma mukpoiemenmos 8 numaruu [174]. IToryueHst
daHHble 0 depuyume ackopbuHosoli Kuciomsl, muamuHa (Bl), nupudokcuna (B6), ¢onuesoti
KUCJI0MbL.

e PexomenpayeTtcs naiyeHTam ¢ XBII 2-5D craguu npuem #Ttuammaa™* B mose 0,2-1 Mr/cyT.
B 3aBMCHMOCTM OT BO3pacTa C 1ieJiblo KoppeKiuu ero nedbuiimral4].

(YYP C; VI, 5)

e PexkomeHayeTcs y nmauyeHToB ¢ XBII 2-5D craguu mpuem #nupuaokcuHa** B gose 5 - 25
MTI/CYT B TeueHMe 3 Henenb (mompoctkam 10-20 mr/cyT), manee — 2,5-5 mr/cyt [175] c
11eJ1bI0 KoppeLuu ero neduimra [4].



(YYP C; VI, 5)

e Pexomenpayetcs y nauyeHToB ¢ XBIT 5D gortauus #donneBoit KUCIOTbI** B go3e 2,5-5 mr/
CYT C 11e/IbI0 KoppeKiuu ee gepuiinta [4].

(YYP C; VIIZ, 5)

KommenTapwmii: ¢oauesas kucnoma™* mepsiemcs ¢ duanuzamom. Iloamomy 0ns Koppexkyuu
2unpezomouucmeuHemMuu, pazsusarnuleticss Ha 3mom ¢ore, mpedyemcs npumMeHeHue #Pouesoli
kucnomot** do 2,5-5 mez/cym. Moxem npogodumscsi KOppeKkuyusi 8 3a8ucumMocmu om YpO8HS
20MOyUCMeEUHa 8 Kposu.

e PexkoMeHIyeTCsI pacCMOTPeTb AMeTUUECKYH KOPPEKIMUIO KMPOPACTBOPUMBIX BUTAMMHOB
A, D, E u K mauimenTtam ¢ XBII 2-5 €T ¢ 11e/1b10 KOppPEeKILMM BO3MOXKHOTO0 geduiinra [4].

(YYP C; VIIZ, 5)

3.1.1.7 DHTepalbHOE NUTAHUE

e PekOMeH[I0BAaHO pPacCMOTPETh B MHIAVBUAYAJILHOM IOpSAKe Ha3HaueHVe SHTepajbHOIo
nutanus getsm ¢ XBIT 2-5 cT npu HapylleHMM HYTPUTUBHOIO CTaTyca C Ie/ibl0 ero
Koppekuuu [176, 177].

(YVP C; YOI 5)
KommeHTapum:

DHmMepanvHoe NUMAaHue Moxcem 0Cyuecmssasimecs uepe3 HA302aCMpanbHblii 30H0 (YcmaHoseKa
HazozacmpaivHozo 30Hda) unu uepe3 zacmpocmomy (IFacmpocmomus, TIacmpocmomusi ¢
UCNONb308aHUEM 8U0E0IHOOCKONUUECKUX MeXHO102Ull, Jlanapockonuueckas 2acmpocmomuisl)

Xoms HazozacmpanvHolli 30H0 YCMAHABIUBAEMCS HA KOPOMKOe 8pemsl, OONbUUHCMB0 cemeli
npeonouumaem €20 2acmpocmome, KOmopyw He 8uU0HO nod o0dexcdoli. Peoma moxem umems
pewarnuiee 3HaueHue 8 npednoumeHuu 2acmpocmomuul.

Ha3soracrtpanbnbiii 3014, (H3I')

[Tpeumymiectsa:

MeTop BbIOOpa y JeTeit ¢ Maccoii Tenna <4 Kr

YcTaHOBKA ITPOCTA U CEMbSI JIETKO 00yUYaeTcst

Puck mepuToHUTA y IeTeil Ha meputoHeaabHOoM auannuie (II1) orcyTcTByer.
HepocraTku:

TpaBMa YaCTOoM 3aMeHbl 3HaUMUTeJIbHA JIJIsI p€6€HKa n ceMbu



HpeHHTCTByeT Pa3BUTUIO OPO-MOTOPHBIX HABBIKOB, BbI3bIBas IaJbHeIIe l'[pO6J'I€MbI C
pa3BuUTHEM peuu U INiIOTaHMEM

BHemHMi1 Bu, pe6beHKa M3MeHeH, OKpYKaloIe 3aMevaiT «00JIbHOT0 peOeHKa»
Penko MoykeT IIpUBeECTU K Iepdopaliui MUIeBoaa UIN KeTyaKa

[ToBbIlIaeTCs pUCK TacTpos3odareasbHOro pedirokca, pBOThI M acOMpalu U3-3a OTKPbITOTO
HIDKHeTo cUHKTepa MuieBoaa

TpaHcnuiIopuuyeckuii (Ha30eIOHaJIbHbIN) 30H],

30H7, AJ11 KOPMJIEHMSI MOKHO TPOABUHYTH 3a IpeAesbl KelyaKa B JBeHaAaTUIIEePCTHYIO
VJTU TOIIYIO KUIIIKY, UTOOBI MOIBITATbCS YMEHbIINTD PBOTY. Ho:

OHM JIETKO IlepeMellalTcsl U TpeOyloT peHTreHorpadguueckoro obciaemoBaHMs, a TakKke
BMelllaTeIbCTBA MO 0011l aHecTe3ueli 1)1 TepeyCTaHOBKY

X HeJIb3s MCIIOAb30BaTh MOJ1 OOJUTIOCHOTO KOPMJIEHMSI, TOJBKO [JISI OJIUTEIHLHOTO
HeITPepbhIBHOI'O KOPMJIEHMSI.

l'acTpocTromusa

YcTaHOBKA TracTPOCTOMbI MOKET ObITh UYPE3KOXKHBIM 3SHIOCKOMMUYECKUM CIIOCOO0M,
YPEe3KOKHBIM DPaAMOIOTMUYECKUM, YPE3KOKHBIM JIallapOCKONMMYECKMM CIIOCOO0M, a TaKKe
OTKPBITBIM. Kakmm Obl HM OBUI TUIT PacCIONOXEHMS, MECTO BBIXOJA raCTPOCTOMMUYECKO
TPYOKM OTpaHMUYEHO JIEBBIM BEPXHMM KBaJpaHTOM >XMBOTA WIM CpelHel JuHuel 1u3-3a
aHaToMuu >xenynaka. Takum obpasoMm, katetepsl 1js IIJ] He ciemyeT pa3MeliaTbh B JIEBOM
BepxHeM KBaJipaHTe Yy [eTeif, KOTOPbIM B TIOCIeAyIOllleM I[IOHaJoOUTCSI YCTaHOBKa
racTpocTomsl [178].

HI'3 mpenmouTuTeneH a5l KpaTKOCPOUHOTO SHTEPaJbHOIO MUTAHMSI.
ISt IINTE/IbHOTO SHTEPAJIbHOTO MUTAHUS TIPEATIOYTUTENbHA FaCTPOCTOMMSI.

VCTpOIL/‘ICTBO OJIs1 JJIMTEJIbHOIO SHTEPA/TIbHOTO IMMTAaHMA OODKHO OIIpenessaTbCss COBMECTHO C
pO,ZU/ITEIIFIMI/I/Ol'IeKYHaMI/I.

Hanbonpmero sdgdexra B IUIaHe YIydlleHMUSI (U3MUECKOTO Pas3sBUTUSI OT arpecCMBHONM
HYTPUTUBHOM MNOAJEPKKM OXUOAETCS B BO3pacCTe 0 2-X JIeT, KOTJa POCT LeIMKOM 3aBUCUT
oT nuTaHus [179]. VnydilleHre pocTa Hab/0IaI0Ch B OONBIIMHCTBE UCCAeA0BaHUIt Y AeTet
oo 2-x jeT. B kpynmHom uccinemoBanum 153 miageniieB Ha I1I, pocT ObLI Jyullie y IeTei ¢
racTpoCTOMOJ 110 CpaBHeHMUIO ¢ uTaHueM uyepe3 HI'3 [180].

3.1.2. Auemusa npu XBII

IIpeumywecmeamu neuerus aHemuu npu XBII seasomcs: 3amedneHue npozpeccuposarus XbII,
yMeHbvlUleHUe 2unepmpoguu 1e8020 xcenyo0ouka, YayuuleHue Kauecmeda MU3HU U CHUXCEHUE



uacmomesl 20cnumanudayuii, CHuUXeHue nompeoHocmu 8 2emompaHc@ysuu, a c1edo8amesibHo,
pucka uHguyuposaHus u ceHcubunusayuu aetikoyumapHoim anmuzetom (HLA) [181].

HasHaueHue 1mperiapaToB >Keje3a U Iperaparbl TPYNIbl «Opyrue aHTUaHeMUuyecKue
rperapaTtbl», 00/afa0IIe 3PUTPOIOI3CTUMYAUpYIoMMMMU cBoiicTBamu (DCC) 1o3BoOJISIET
TOBBICUTH ypoBeHb Hb y OGonbimHcTBa mMauyeHTOB ¢ XBII. Jleuenme anemum 1ipu XBII
BK/IIOYAeT TakkKe KOPPEKIMI0 MPOouMX YCTPaHMMbIX HpUUMH CHMKeHMs1 Hb, Hampumep,
nebuiuta BuTamuHa B12 u onneBoii KMCIOTHI, JeueHre BOCIIaaUTeTbHOTO IIpoliecca.

[Tompo6bHo Tepammsi aHemuu Ipu XBII paccmaTpuBaeTcst oTmenbHO (cM. KimHuueckue
pekoMeHaanyu AHeMUS TIpU XPOHMYECKO 6o1e3HM mouek) [79].

IleneBple TIIOKa3aTeNM TeMOIIOOMHA Y B3pociabix U gnereit ¢ XBII, mnomyJawmmx
nogep>xkuBawiinyo Tepanmio ICC npeacrasieHbl B IpUIoKkeHun A3.17.

3.1.3. JleueHUe KapaAUOBACKYISIpPHO 6one3uu npu XBII

TIpuuuHoli 8bICOKOTI CMepMHOCMU U HU3KOU NpodonxcumenvHocmu u3Hu 060nvHbix ¢ XBI1
A8711€MCS. UMEHHO nopaxceHue cepoeuHo-cocyoucmoii cucmemot. IToamomy mepanus XbII 6
ueioM HanpasneHa Ha npogurakmuky u 3ameoneHue npoepeccuposavusi KBB. OcHOBHbIM
(pakmopom npozpeccuposaHusi NOPaxiceHust nouexk u cepoeuHo-cocyoucmotui cucmemot npu XbI1
aensiemcst AI. C yposHem A/l accoyuuposaHsl maxue mapkepsl KBb, Kak moawjuHa UHmMuUMbl-
meduu u cKopocme nyavcosoli 80aHul. [46, 182, 311]. IlokazaHo, umo docmuxceHue yposHs All
Huxce 90-20 nepyeHmMus ACCOYUUPOBAHO ¢ 3amedsieHuem npozpeccuposarust XBITy demeti Kak ¢
2JI0MePYSAPHBIMU, MAK U C He2JIOMepYIspHbIMU 3abonesaHusmu nouek [182].

Yuumeigeas komnaexcHoili namozeHe3 KBB y nauuenmos ¢ XBII, adekgamHas KoppeKkuus maxkux
nposeneHuti XbII, kak anemus, BOH, muHepanbHO-KOCMHble HAPYWEHUS MAKXce umeem 00buUioe
3HaueHue ons npopunakmuxku KBB. CoomeemcmeernHo, npuryunst mepanuu KBb npu XBII:

Koppexuus apmepuaﬂbHoﬁ 2unepmeH3uu u 2unepgoJsiemuu

AdekeamHass ~ Koppekyusi — HapyweHuil  ¢ocpopHo-Kanvyuesozo  obmeHa.  H3bezams
2unepkanvyuemuu, 2uneppocamemuu, OAUMENbHO20 NPUMEHEHUS BbICOKUX 003 aKMUBHbBIX
¢opm sumamuHa /I u e2o aHanozos!

IlocmuceHue uenesozo yposHs Hb

/lTocmamouHoe numaue

Adexgamuulii duanu3

Kaxk moxHo 6osiee paHHsss mpaHcnaanmayusi NouKu

3.1.3.1 JleueHue apTepuaabHON runepreHsun y gerei ¢ XbII

Llensamu neuenuss AI''y 6onbHbix ¢ XBIT sensiomcs 3amedsneHue npozpeccuposaHusl NOpaxiceHus
nouek, npedomepaueHue NOpaxceHusi 0pzaHos-muuieHeli (cepouya, 20/108H020 Mo032d, 2/1d3),



npedomepaiyeHue  oCmMpwlX  OCloMHeHUli Al (2unepmoHueckoz0  Kpusd,  ocmpoii
J1e8034ceJ1y00uK080li HedoCMamouHOCmu, HapyuweHust Mo3208020 Kpo8ooOpaujeHus) u, 8 umoze,
yyuuleHue 8bIHUBAEMOCINU U Ka4ecmad HU3HU NayueHmos.

3adaua aHmuzunepmeH3usHoli mepanuu — cHuxcerue Al do yposus Huxe 90-20 nepyeHmuis
0718 0aHHO20 noJaa, 8o3pacma u pocma. B Eeponelickux pekomeHdayusix no neueHuio AI'y demeli
[135] 6 kauecmee uyenesozo 0nsi demeti ¢ XBII pekomeHdyemcsi ypoeeHb A/l Huxe 75-20
nepueHmussi y nauueHmos ¢ HenpomeuHypuueckumu 3a00se8aHusimMu nouyek u Huxe 50-20
nepueHmMuIsl 'y nayueHmos ¢ npomeuHypuueckumu 3abonesavusmu. OOHAKO HA npakmuke
docmuxceHue 3moz20 yposHsi Al  moxmem nompebosams NpPUMEHEHUS!  HECKOJbKUX
aHMuU2uNepmeH3UBHbIX CPEOCM8 8 BbICOKUX 003aX, UMO CONPSHEHO C PUCKOM NOOOUHBIX S18J1€HUL
aHmuzunepmeH3u8Holl mepanuu.

ITodpobro o mepanuu AI' npu XBIT y demeli cm. KauHuueckue pekoMeHoayuu no apmepuanbHoti
2unepmeH3uu y demeti U no0pocmxos.

3.1.3.1.1 Oco6ennoctu seuyenus XBII Ha ¢houe AT

Tunepzudpamauus u o6semMHasn nepezpy3Ka cocyoucmozo pyciada 6HOCUM CyuwecmeeHHblli 8K1ao 8
namozere3 AI' y demeii ¢ XBII, ocobeHHO Ha 4-5 cm. IlpuuuHoti 2unepeudpamauuu npu XBII
s87151emcst U36blMoUHOe N0 CPABHEHUIO C (pu3uUoI02UUeCKUM nompebieHue Hampus 8 YCJ108USX €20
CHUXM(EHHO020 8bl8edeHUs U nocaedyowas 3adepiika 800bl. Ilepsvimu mepamu no koppexkuuu Al'y
demeli ¢ XBII donxcHbl ObIMb KOHMPOJb NOmpeobaeHus Hampusi U 8006l U JOCMUMCEHUE «CYX020
geca» y duanu3Hulx nayueHmos. Mepol no o2paHuueHu0 nompeodaeHust Hampust 0COOEHHO 8aAMCHbI
0711 nayueHmos ¢ omexkamu (npu Heppomuueckom CUHOpPOME, 2I0MepyioHeppumax) u Oons
OUANU3HBIX NAYUEHMO08 C 0J1U20aHypueti, y Komopslx 6anNAHC HUOKOCMU NOJIHOCMbIO 3A8UCUM OM
ob6zema yrempagpuivmpavuuu npu npouedypax IJT unu I/,

e PexkomeHnpayetcst BceM getsam ¢ XBIT u orekaMu 1/WiIM OJIMTOaHypHMeli cob0aaTh AUETY C
cogepskaHMeM HaTpus, He TIpeBbIIAIUM (PU3MOTOTUMYECKYI0 IOTpeOHOCTh (B
3aBucumoct ot Bo3zpacta 200-1300 mr/cyT ¢ Uenbl0 yMeHbIIeHUs/TipefoTBpalleHne
TporpeccupoBaHus runeprugparaunm [183].

(YYP C, VI 5)

KommenTtapwuii: V demeti ¢ XBII 6e3 HapyuwleHuss Hampuiiype3a nompebyieHUe Hampus He
OOJIHCHO Npesbvlliams MAKCUManavHoe 0151 0aHH020 8o3pacma (cm. npunoxceHue A3.10, A3.11)
[294]

e He pekoMeHyeTCs oTpaHMUMBATh NOTpebneHne HaTpus AeTsMm ¢ XBII 1 conbTepsiommmn
cocrogHusIMU (CMHIOpOM bapTtTepa, cMuHApOM ['UTTenbMaHa, ICeBOOTMUIT0aTbA0CTEePOHU3M
[ Tuma u T.0.) C 1eabl0 MpeAoTBpallleHNus] yCyTryoieHns: MUHepaabHbIX HapyleHuit [49,
138,170, 184, 185].

(YYP C, VI 5)



KommenTapwuii: B coepemeHHOM uHdycmpuaipHoM oduwecmae nompebieHue coiu 8 00biuHOM
pauuoHe 83pocnozo cocmasasem 8,5-10 z/cym. Maccosas 0ons Hampusi 8 NOBAPEHHOU COU -
40%, m.e. ewedHesHoe nompebneHue Hampus cocmasasem 3000-4000 mez/cym, nomumo
codepxcawjezocst 8 npodykmax numatusi. II0CKobKy 0CHO8HOE KOJIUUECMB0 HamMpusi hocmynaem
8 nuuly npu ee npuzomosaeHuu (CoaeHuu, Ucnoab308aHull 8Kyco8vlx 000a80K, KOHCEPBAHMO8 U
m.n.), yMeHblUUMb COOepHcaHue Hampusi 8 payuoHe MOXCHO C1eOYIOWUMU MepaMmu:

- IlonHOCMbBI0 — UCKIIOUUMB  COJIEHbS,, KOHCep8bl, KONUEHOCMU, KONOACHble —u3denusl,
nonygabpukamei, npooykmsl Gacm-gyoa, cHIKU (uuncel, cyxapuku u m.n.). OepaHuuumep
nompeobneHue xneba, 0CO6EHHO PHAHO20.

- Iuwyy 2o0mosam 6e3 conu. IIpodykmul #HUBOMHO20 NPOUCXOHOEHUS1 (MSICO, pblOaA, MOJIOKO, Aliua)
codepxcam docmamouHo Hampus 015 yooeiemeopeHus: nompedHocmu. BoamoxcHo docanusaHue
edvl 8 mapeJsike, npu 3mMoM Koauuecmeao no8apeHHoOll cou He Q0IHCHO npesviuiams 1-2 2/cym.

IIpu cobniodeHuu duemol ¢ HU3KUM COOepHCaHUem COU YMEeHbUIAemcs xaxod, nauueHm Jezue
nepeHocum 02paHuyeHuss NUMwvedo20 pexcumad. IlocmeneHHoe CHUMCEHUE COOePHAHUst Hampus 8
opzaHu3me npusodum K COKpauwjeHuio 00sema eHekn1emouHoli xudxkocmu, cHuxceHuto OLIK, umo
obnezuaem koHmpoav Al [186].

[lemsam ¢ conomepsarwuMu COCMOSIHUSIMU 02paHu4eHue Hampus 8 dueme npomuéonoKa3aHo,
NOCKOJILKY MOXem Cnposoyuposams 2unoHampuemuio, dezudpamayuio, a npu OaAumeabHoM
npumeHeHuu — 3adepxky pocma [170].

e PexomeHAyeTCs KOHTPOIMPOBATh 00beM BBITIUTON U BbIJEI€HHOM KUIKOCTU TMaljieHTam
¢ XBII ¢ uenbio OLleHKM Haauuus/oobemMa 3aJep>KKU KUIKOCTH, a TaKkKe [ KOPPeKLUUn
HYTPUTUBHOM IIOOAEPKKH [4, 187].

(YYP B, VI 3)

KoMmmenTapmuii: o00biuHo Ha 5 cm. Oduype3 KoHmMpoaupyemcsi exceOHe8HO, Maxie
KoHmponupyemcs 8ec demsm Ha II/I excedHesHo, Ha I/l — neped kaxdoti npouedypolti, ¢ ueibko
C80€8PEMEHH020 B8bISIBJIEHUSl 2unepzudpamavuuu U coomeemcmayouleli adanmauuu pexuma
duanusa, no3eosroujeli obecneuums a0ek8amHy yabmpapuibmayuro.

e PekomeHnyeTcs IIPOBOJAUTD O0MOMMITEeTaHCHYIO CIIEKTPOCKOIMIO/OTIpeae/ieHne
IIPOLIEHTHOTO COOTHOIIEHUS BOAbl, MBbIIIEYHOM M JKMPOBOM TKAHU C TIOMOIIbIO
o6moumMIiegancMerpa BcemM IauyeHTam ¢ XBIT 5 CT. eXXemecsiluYHO, C IIeJIbI0 OLIeHKM
IMHAMMKM MacChl Tejia ¥ 00beMa 3KCTpalle/UTIoNISIPHOM skuakocTu [188].

(YYP C, VI 5)

KommenTapwuii: nayuenmam ¢ XBII 50 cm. Heobxodumo nodobpams pexcum duanusa,
obecneuusaruwuti adeksamuyio yasmpagpuismpayuro u nodoepicavue «cyxozo eeca». OueHumso
oanamc wudkocmu MoOAbKO No yuemy 8wvinumoti xwudkocmu, duype3a u 00sema
yivmpaguibmpayuu He 6ce20a 603MOMNHO, NOCKONbKY 3HAUUMENbHbIU 005eM HUOKOCMU



ynompeonsemcsa ¢ nuwetl (ppykmel, osowju, Kawiu, cynsl u m.n.), yacmos 800bl BblO€ISIE€MCS
nepcnupayueti u m.o. ExedHesHoe 83geuwiusarue pebeHka ¢ XbBII no3zsonsem 3anodo3pume
2unepzudpamauuio (npu u3bslmouHoli excedHesHoll npubaske eeca). PezynspHoe nposedeHue
ououmnedaHcomempuu  nossossiem  duggepeHyuposams  (usuosiozuueckylo - hpubasxy
MbIUWEUHOU U XUpoBoli Maccel om npubasku eecd, CB8A3aHHOU C YysenuueHuem o00sema
akcmpauenntoaapHoli xuokocmu. Ipuemst adanmavuuu pexcuma I u npouedyp Il ¢ uenvio
yeesiuueHus yibmpaduibmpauuu U3J101eHsl 8 COOM8EemMcmayuiem pasoele.

e PexomeHayeTCsl 3MMMMUHALMS TPAAUIIMOHHBIX MOAU@UIMPYeMbIX (AKTOPOB pucka y
nogpocTkoB ¢ XBIT u AT': oTka3 oT KypeHus, MPOOUIAKTUKY TUTIOAMHAMMUN (YMEPEHHYIO
busuyeckyo Harpysky), HOpMajau3aluilo M30bITOYHON MacChl Tejla, B COOTBETCTBUU C
KIVMHUYECKMMM peKOMeHIalMsIMM 10 OMArHoCTuKe, jedeHuo u mnpodunaktuke Al y
nerey 1 nogpocTkos [70].

(YYP C, VI, 5)

KommenTapwmii: JJemsam u nodpocmkam ¢ XBII 3-5 cm. cnedyem usbezame pedyKyuoHHbLX duem
C pe3KuM oOz2paHudeHuemM  KaaopuiiHocmu, npusodawux K  OblcmpomMy  NOXyOdauuro.
HecbanaHcuposaHHoe numadue Moxem Ccnposoyuposams 371eKmpoJumHsle paccmpoticmeaa,
YCUIeHHbIL Kamaboausm — pocm azomemuu. B mo e 8pems, y demeti u3zdbimouHslii 8ec cam no
cebe He sensemcs 00CMOBEPHO 3HAUUMBIM (akmopom npozpeccuposaruss XBIT [61]. B
UCCnedo8aHusix y 83pociblx NAUUEHMO08 NOKA3aHA Jy4ldsi 8blU8aemMocms OUAIU3HbIX
NayueHmMo8 ¢ OMcupeHuemM nNo CPasHeHuo ¢ O0JILHBIMU C HOPMAIbHOL MACColi mena, mo ecmo y
OUANU3HbIX NAUUEHMO08 00CMAMOUHAS. HUPOBAs. U MblUIEYHAS. MACCA 18J15€MCsl NPOZHOCMU1eCcKuU
onazonpusmuoiM pakmopom [189]. Ilo Hawum HabawdeHusM, Ouaiu3Hsle nayueHms! c
depuyumom 8eca, ¢ HEAOCMAMOUHO Pa38umMoti NOOKOHCHOU KAemuamkolil Xyxe nepeHocsim Kak
dezudpamauur, mak u unepzudpamayuio, 8eposimHo, 8ciedcmeue omcymcmaeus pe3epsos 0s
nepepacnpeoeneHus IKCMpaueanionspHoll xuokocmu. Zlaxe MUHUMAnbHas unepeudpamayus y
HUx npusodum K nossiuieHuto Al ecnedcmeue ysenuuerus: OLK.

3.1.3.1.2 MeaukaMeHTO3Has Tepanusa aprTepuaaibHO r’MnepTeH3um

V demeti ¢ XBII u AI' meduxameHmo3Has mepanusi HA3HAYAEMCs1 O00HOBPEMEHHO C
HemeouKkameHmo3HoiMu memoodamu Koppekyuu AI' c02nacHo KAUHUYECKUM peKoMeHOayusiM no
apmepuanvHoli zunepmeH3uu y demeti u n00poCmKo8.

3.1.3.1.3 JleueHUe TUIIEPTOHNYECKOTO Kpu3a y aeten ¢ XBII

IIpu ocmpom nodseme A/l y demeti u no0pocmKo8 pe3ko 803pacmaem puck NOParceHus 0p2aHos-
MUleHell: HapyweHust M03208020 Kp0800OpauieHus, omeka mo3za, nopaxeHust 6e1020 seujecmsda
(cuHOpom 3adHeii obpamumoii sHuedpanonumuu, uau PRES-cuHOpom); KpoBOU3NUSHUS 8
cemuamky; HApyuwleHusi KOPOHAPHO20  Kpo8ooOpauleHusi, 0Ccmpoll  J1e80xcey0ouKo8oli
HedocmamouHocmu. B ciyuae 2unepmoHuueckozo Kpusa mepanusi 00axHa OblMb HA3HAYEHA
bezomaazamenvHo. B mo xe 8pems, y nauueHmos ¢ daumenwvHo cyuiecmayiouieti AI' 6bicmpas (8



meueHue HeCKOJIbKUX 'vlClCOG) HOopmaausauus Al makxe moxcem npueecmu K HApyuleHUro
M03208020 U KOPOHAPHO20 Kp06006pal,l4€HLlﬂ.

Llenvio sleueHust 2unNepmMoOHUUECK020 Kpu3a s5eJslemcsi KOHmpoaupyemoe cHuxceHue AJl 0o
6e30nacHoz0 ypoeHs 0711 npedomspauleHust 0CN0HCHeHULL.

ITodpobro o mepanuu AT’ npu XBIT y demeli cm. KauHuueckue pekoMeHoayuu no apmepuansHoti
2unepmeH3uu y demeti U no0pocmkos.

3.1.3.2 JleueHUe cepaevYHON HEJOCTATOYHOCTU Yy AeTevi ¢ XBII

B nodasnsawwem 6oabluuHCcmae cayuaes cepdeuras HedocmamouHocms y demeti ¢ XBIT sensemcs
cedcmeuem eunepeudpamayuu u HekoHmponupyemoti AI. IIpu 3mom u u30vimok 8HeKIemMouHol
HUOKOCMU, U CHUMCEHUE COKPAMUMOCMU MUOKAPIA NOHAUAY KOMNEHCUPOBAHbL U NPpAKMuUecKu
oeccumnmomusl. OOHAKO npu Hapacmaxuu 2unepzudpamayuu u/uau Al Hacmynaem
dekomneHcauusl ¢ pazgumuem ocmpoti 1e8oxcesry0ouKko8oli Hed0CMamouHOCMu U omeka J1ezKux.
CnedosamenibHO, OCHOBHOU Mepoli NpoQuIaKMuUKU U JiedeHust cepoeuHoli HedocmamouHocmu y
demeli ¢ XBII siensemcs noddepxcaHue Hopmozuopamauuu u HopmomeH3uu. Konmponupyemoix
uccnedosarvuti no mepanuu CH y odemeii ¢ XBII He nposodunocs, dokazamenvHas 0a3a
omcymcmeyem. Pexomendayuu no mepanuu CH y demeii ¢ XBIT 0ocHO8aHbl HA IKCMPANOASUUU
pe3yibmamos uccnedosauii, nposedeHHsix Y 83pocivix 60nvHbix ¢ XBIT u KBB, u Ha MHeHUU
IKCnepmos8 U, 8 OCHOBHOM, NpP0o80OsAMCsT N0 O00WUM NpuHYUNam mepanuu cepoeuHol
HedocmamouHocmu y demeti [47, 71, 135].

3.1.3.2.1 Oco6enHocTu geuenusi XBII ipu cepaevHOV HEAOCTATOYHOCTH

e PekomeHdyemcsi HasHauames HuskoHampuesyo Juemy Odemsam ¢ XBII u cepdeunolii
HedoCmamouHoCMuH0 C Yyenvto npedynpexcoeHusi/ymeHvuieHus zunepsonemuu [47, 135].

YYP G, V1M 3)
Kommenmapuii: Mepbi no ozpaHutieHuio nompeobjieHuss Hampus ¢ nuuleti U3J10xeHbsl 8blle.

e PexomeHdyemcsi y OJuanu3Helx nayueHmos ¢ cepdeuHoli HedocmamouHoCmosio Nposodums
Meponpusimusi no ckopetiuiemy KynuposaHuio zunepzuopamauuu ¢ yesavio CHUMEHUs pUucKa
cepdeuHo-cocyoucmuolx 0C0xcHeHutl [47, 135].

(YYPC, VI 3)
Kommenmapuii:

- lemsam Ha II/] kpy210cymouHo npo8odums 00MeHbl OUAIU3HO20 pAcmeopd C N0B8blUIeHHOL
KOHUeHmpayueti 27110K03bl U YKOpoueHHoll Ikcnosuyueli (1-2 uaca) MnmercueHwtii IT/T nposodsm
00 OdocmuieHus Hopmozudpamayuu U paspeuleHus CcumMnmomos omeka Jjezkux. Ilocne
cmabunuzayuu cocmosiHusi pebeHoK Mmoxcem Ovimb nepesedeH Ha npexcHuti pexcum II/] ¢
exce0He8HbIM KOHMpOJieM 8eca u 00sema yasmpaguismpayuul.



- emam Ha IJ] obecneuums nocmeneHHoe docmuiceHue «Cyxozo eeca». Cnedyem omodamop
npednoumeHue NpoooJHEHHbBIM Memodam (NPooosHEeHHOMY B8eHO-8eHO03HomY IJT unu I7[D),
NOCKOJIbKY OHU OKA3bl8AlOM MEHEEe BblpaMeHHble 2eMo0uHamuyeckue 3ggexkmol, uem
unmepmummupyrowuti I'/l, u obecneuugarom nocmeneHHyw, OIUmMenpHy yasmpapuismpauuro.
IIpu omcymcmeuu 803MOXHOCMU NpogedeHuss NPodosHeHHbIX npouedyp, npednoumumesvHee
excedHesHble npouedypsl I7] ¢ oeparuuentoli yismpagpunompayueil. Y nauueHmos ¢ cepoeuHoli
HedocmamouHocmoel0 U 2unepzudpamauvueii credyem u3bezams 00HOMOMEHMHO BbICOKUX
00Bemos ynvmpagpunempayuu (6onee 3% om maccel mena), NOCKoabKy pe3koe cHuxceHue OLIK
MO}#cem 8b138aMv KOIANC, NAadeHUue KOPOHAPHO20 KPOBOMOKA U 0CMpYI0 uwemuto muoxapda ons
onpeoesieHuUs «CyX020 8eca» U uenesozo obsema yavmpaguipmpayuu OUAIU3HbIM NAUUEHMAM C
cepdeuHoti HedocmamouHoCMbio UeecoobpasHo nposedeHue GuoumMnedaHcomempuu (M. oluie).

Anmuzunepmen3uenas mepanus nauuenmam ¢ XBII u cepoeuHoii He0OCMAmMoOUHOCMbIO
npoeooumMcs NO BbILUEU3TOMEHHBIM NPUHYUNAM.

AppexmusHnpiii konmponas Al KpaiiHe eaxceH 0ns demeli ¢ cepdeuHoli HedoCmMamouHOCMbH.
IIpenapamamu 8vi60opa seasitomcss UAIID/AnmazoHucmesl peyenmopos avzuomeHsuva II
(nodpobHee - cm. KnuHuueckue pekomeHOauuu no apmepuanwvHoll zunepmeH3uu y demeti u
nodpocmxos). Heo6xodumo nomHumo, umo uAII®/AHmazoHucmeol peuenmopos aHzuomeH3auHa II
npomueonoka3saHst hpu XBII 4 cm. (CK® <30 ma/muH), HO M0O2ym NpuUMeHsimsCsl Ha OUAIU3Hou
cmaduu XbBII.

e PekomeHdyemcsi npumeHamo duypemuxu nauuedimam ¢ XBII 1-4 cmadu npu cepdeuHoli
HedocmamouHOCMbi0 Ha (hoHe U ¢ yeivbio KynuposaHus sunepzudpamayuu [138].

(YYP C, V11, 5)

Kommenmapuii: Ha3HaueHue OJuypemukos eapwvupyem 6 3asucumocmu om cmaouu XBbBII.
AHmazoHucm anvdocmepoHa (CNUPOHONAKMOH **) moxcem npumeHsmocsi y demeii Ha 1-3 cm
XBII c mwamenvHuiM KOHmMposiem yposHs kanus. Ipu XBIT 4-5 cm e2o npumeHeHue He NOKA3AHO
U3-30a 8bICOK020 pucka 2unepkanuemuu. IIpomueonokasaHo couemausi CNUpPOHOJNAKMoOHa™™* ¢
UATID/AHmazoHucmamu peyenmopos aHzuomeH3suHa II.

Tuasuodusle  Juypemuku  (2udpoxnopomuasud™*) npu  cepdeuHoli HedocmamouHocmu
uenecoobpasHo HazHauame demsam ¢ XBII 1-3 cm, HK IIA, ymepeHHOU zunepzudpamauueti
(papeuwied no HMHcmpykuuu demsim ¢ 3 nem). Tua3udHsle ouypemuku Mo2ym NpuMeHsimsCs 8
couemaHuu ¢ uUAII®/Anmazorucmest peuenmopoeé aHeuomeHsuHa I1. IIpu cnuxxeHuu CK® <30 mn/
MUH mua3uoHsle duypemuku HeappekmueHol.

ITemnesvie duypemuku (pypocemud™*) nokasansl demsim ¢ HK IIB-III, 3adepxckoii xcuokocmu,
omekamu Ha nio6oii cmaduu XBII. C uenvio ckopeliwezo KynuposaHusi 2unepaudpamavuu,
Gypocemud™™* moxcem npumeHsmocs Ha OuanusHoii cmaduu XBII y 60nbHbIX ¢ 0CMAMOUHOL
¢yHKyueii nouexk, 8 dONoJIHeHUe K npogedeHuto uHmercusHozo I1/T unu I'7l. /InumenvHulii npuem
pypocemuda** moxcem cnposoyupo8amsv 2UNOKAIUEMUIO, KOMOPAsi 0COOEHHO HexcelamenbHa Ha
(oHe npumeHeHus duzokcuHa **



IIpu npumeHeHUU nemaesvlx U MUA3UOHBIX OUYPeMuKko8 Yy nayueHma ¢ cepoeyHoli
HedocmamouHocmoio u XBII cnedyem pezynsipHo (He meHee 2-X pa3 6 Hedeto 00 cmabuausayuu
COCMOSIHUSL) KOHMPOAUPOBAMb YPOBEHb KAJIUs U HAMPUS 8 CbleopomKe Kposu. IIpu passumuu
2UnoHampuemuu, 2UuNoKaluemMul NOKA3aHa Koppexkyus 003sl duypemuxa u HazHadeHue domayuu
Kaaus NepopansHo Ui 6HymMpuseHHo.

e PexomeHdyemcs uchonv3zogsams y nayueHmos ¢ XBII u ¢ HK IIB-III cm npenapamol,
obnadarowjue UHOMPONHBIM Oelicmeuem , NPU 3HAUUMENbHOM CHUMCEHUU COKPAMumebHoll
cnocooHocmu muoxapda (ppakuus evibpoca JDK no damnsim Ixo-KI' <40%) 6 coomeemcmeuu
C KIUHUYeCKUMU peKoMeHOayusiMu no XpoHuueckoli cepdeuHoti HedocmamouHocmu y demeli
[190]

(YYP C, VI 5)

Kommenmapuii: /uzokcuH** HazHauaemcss demsim ¢ cepoeuHoli HedoCcmamouHoCmvio Ha (PoHe
XBIT monvko npu HedocmamouHoll d¢pekmusHocmu 8vllleyKa3aHHoli mepanuu (Koppexkuuu
eunepeudpamayuu u AI). ITockonvkKy Ouz20KCuH™** 8v1800umcsi 8 OCHOBHOM NOUKAMU, €20
ucnonvszosavue npu XbBII 3-5 cm. conpsyeHo ¢ nobouHvlx 3pdexkmos (bpaduxkapdus,
IKCMPACUCMONUsl, CUHOAMPUAIbHASL U aMpuo-8eHMpUKyIsipHas 6so0kada, denpeccusi ceemeHma
ST na 3KT). IIpu XBII 3-5 cm. «do3a HacvluleHus» He npumMeHsiemcs, Ou20KCUH** HazHauaemcs 8
MUHUMANbHOU noddepxcusaruweti dose (5-10 mke/xkz/cym). Knunuueckuti a¢hgpekm paseusaemcs
Ha 2-3 cymxku. IIpu omcymcmauu 3¢gpekma He cnedyem nosviuiams 003y duzokcuHa** uauie, uem
1 pa3 6 3 0OHa. IIpu B803HUKHOBEHUU hOOOUHBIX APpekmos 003y HE0OX00UMO YMEHbUUMD
coznacHo uHcmpykyuu K npenapamy: npu CK® 50-80 ma/mun cpedusas noddeprcusarouias 0o3a
cocmasnsem 1/2 om cpedHetli noddepicusaroweti 003vt 0151 UY C HOPMANBbHOLU (yHKUUEl nouek;
npu CK® menee 10 ma/mun - 1/4 om cpedweti do3vl. Ha npakmuxe do3a duzoxkcuna** y demeii ¢
XBIT nodbupaemcsi uHOUBUAYANbHO, 8 3ABUCUMOCMU OM KJIUHUYEeCK020 3pdekma u
nepeHocumocmu.

Tunoxkanuemuss Ha (oHe npumeHeHuss OuzoKcuHa™* cnocobcmeyem  B03HUKHOBEHUIO
akcmpacumonuu, apummuu. Ilpu ucnonv3oéanuu Ou2oKCUHa™* @ couemaHuu ¢ nemaessiMu U
muasudHsiMu duypemuxamu ciedyem muameibHO KOHMPOAUPO8AMb Cbl8OPOMOUHDIL YPOBEHD
kanus (He pexce 2-x pa3 8 Hedenio) u IKI (exceHedenbHO 00 cmabuau3auuu COCMOosIHUsL)

AdpeHepeuueckue u dopamuHnepzuueckaue cpedcmea (Heznuko3udHsle UHOMPONHble npenapanmal
Ovicmpozo Oeticmeus: (OonamuH ™%, dobymamuu**) ucnonv3yrom npu ocmpoii dekomneHcayuu
Kp0o8000pauleHuss ¢ pe3KuM CHuxceHuem cepdeuHozo 8vlbpoca, naderuem AJl. Haszuauaiomcs
8paAuoOM-aHecme3u01020M-peaHuMamoniozom nymem ONUMENbHOU MeONeHHOU UHGy3uu 8
YCI08USX Naiamsl UHMEHCUBHOLI mepanuu, N00 NOCMOSIHHbIM MOHUMOPHBIM KOHmMpoaem Al u
IKT.

Ilobymamun™*  cmumynupyem  6Gemaji-adpeHopeuenmopsl — muokapoa U  8bl3bleaem
NoJI0M#cUMebHbIll uHOmponHwlii a¢pgpekm. Ymeperro ygenuuusaem YCC, ydapHulii u MUHYMHbL
00Bem cepdua, cHuxcaem OIICC u cocyducmoe conpomueieHue 8 Majiom Kpyze KposooopaujeHusl.
Cucmemuoe A/l cyuleCm8eHHO He NOHUXAeMcs. Yeeauuueaem KOPOHAPHLILL KpPOBOMOK,



cnocobcmeyem  YAYUUIEHU) CHAOMCEHUS MUOKapda Kuciopooom, ymeHvluaem dasjeHue
HanosHeHust xcenyodoukos cepdua. Spgexm passusaemcs uepe3 1-2 muH u docmuzaem
makcumyma uepes 10 MuH.

IIpu ocmpoii HK 0dobymamun™* Haszuauaemcsi 8 do3ze 5-10 mkz/ke/muH. Hobymamuu™**
memaboau3upyemcs: 8 neueHu, ymeHouieHust 0o3vl y demelil CO CHUMCEHUEM (YHKYUU NOYEK He
mpebyemcs. onamun™** 6 mepaneemuueckux 003ax cmumyaupyem oJopamuHepzuueckue
peuenmopsl, 8 0o0abliux — 8030yx#daem Oema-adpeHopeuenmopwl, 8 8bICOKUX — U Oema-, u
anvpa-adpeHopeuenmopol. Bvi3visaem nosnoxcumenvHulli UHOMpPONHsIll 3pgexm, yayuwaem
nepucepuueckoe KpogoobpaujeHue (0C0OEHHO NpuU WOKOBbIX COCMOSHUSX), U30UPAMENbHO
pacuiupsiem noueuHsle apmepuu; HeaHauumenvHo ygeauuusaem YCC, nosviiiaem nompe6HOCMb
muoxapoa 8 kucnopode, OIICC u AZl. B do3e om 5 0o 10mKz/Kz/MUH npumeHsiemcs 8 cayuae
0eKOMNEHCUPOBaHHOUl  pedpakmepHoll  cepdeuHoli HedocmamouHocmu Ol yeeauueHus
cepOeuH020 8blOpoca, cmabuiusayuu yposHs cucmemozo AJZl, ysenuueHus duypesa.

[lonamun™** OGvicmpo Memaboau3uUpyemcs 6 neueHu, NouKax u naasme 00 HEAKMUBHbBIX
memaboaumos. [eticmsue passusaemcs 8 meueHue 5 MUH, NPOOOSHUMENbHOCMb Oelicmaust
meHee 10 muH nocne uH@ysuu. /loza nodbupaemcs UHOUBUOYANbHO, NPU CHUMCEHUU (PYHKYUU
nouek cCHuxceHus 003vl He mpebyemcsi.

3.1.4. MuHepaabHO-KOCTHbIe HapyleHusa npu XBII

ILlenvio  mepanuu MKH-XBII saensemca npoguiakmuka U  JiedeHUue  8MmopuuHozo
2unepnapamupeo3a (BITIT), npugodsuiezo K HApyweHusM CmpyKmypsl KOCMU U MSAHENbIM
nocnedcmeusiMm co CmopoHsl cepdeuHo-cocyoducmoti cucmemolt. IIpu smom ciedyem NOMHUMB O
803MOMCHOCMU pa3zeumusi aduHamuyeckoli 00/e3HU Kocmu, 603HUKawujeli 8 pe3ynivmame
HEKOPPEeKMHO20 U/uiu upe3mMepHO20 JieueHusi eunepnapamupeo3d. Adekeamuass mepanus
BKJIOUAEM KOPPEKYU 8blCOKO20 YPOBHS (ocopa npu noddepicaHuu HOPMAIbHO20 YPOBHS
KaJIbYust 8 CblBOpOmMKe Kposu, 60CNOJIHEHUE YPOBHSL sumamuHa D u Koppekyus aHOMAaIbHO20
ypoeHs ITTT.

e Pexomenpayetcs y nauueHToB ¢ XBII 3-5]1 craguu (pexke y naiuueHToB ¢ XBIT 2 cragun) ¢
runiepocdaTemueii MPOBOAUTHL JiedeHMe, obecreunBaloiiiee OOCTIDKeHMe 11eJ1eBOro/
HOPMaJIbHOTO YPOBHSI P, B cOOTBeTCTBUMMU C pedepeHCHBIMM MpenenaMy [IJis HaHHOM
nabopaTopUM C LeIbl0 CHMKEHUSI PUCKOB HEOIAroNMpUSITHBIX KIMHUYECKUX TTOCTIeICTBUM
[191].

(YYP C; VIIZ, 5)

KoMmmenTapuii: PekomeHoayusi 0CHO8AHA HA pe3yJbmamax KpPYynHolX MemdaaHaau3os 60
83pOC/IOli nonyasiyuu, Komopvle YKa3nl8arwm HA NOBbllUeHUe CMepmHoCcmu om cepoieuHo-
cocyducmoix cobbimuii npu npesvilieHuU KoHyeHmpauyuti P cbi6opomku Kposu 8bvliule 8epxHeli
epaHuysl pegepeHcHolx 3HaueHuli (>1,48 mmonw/n) [192]. Cnedyem nomMHums 0 mom, umo
HOpPMAJbHBILL YPOBeHb (hochama 8 cvblBOpOmMKe Kposu sapvupyem 8 pasHvle nepuodsl demcmed
(cm. npunoxceHue A3.18): camblli 6vicokuli y mnadeHyes do mpex mecsiye8 U NOCMENEHHO



CHu}caemcss ¢ eo3pacmom pebenka [193]. [na OdocmuixeHus yenegozo yYpoeHs Gocama
cyuiecmeyrom 0dea nymu: duemuueckoe o0zpaHuyeHue ocgopa u ucnonv3osaHue pocpam-
ceasvlearowux eeuiecme - Ilpenapmoe 071 JieueHus 2unepxaiuemuu u 2unepgochamemuu
(pocgpam-6urdepos). [Ina onpedeneHus Haubosee IPGeKmusHoOli MAKMUKU CHUMEHUS YPOBHS
gocopa cnedyem yuumsieame ciaedyrouiee: GYHKUUOHANbHBIT 803MOMCHOCMU (YHKUUU NOUYeKk,
cnocobHocms 3Kckpeyuu P; xonuuecmeo P, nocmynawoujee ¢ numaHuem u Jekapcmeamu
Hanuuue BOH; Heobxodumocms napeHmepanbHo20 NUMAHUSL; 8bIPAHEHHOCMb MemMAadoUUecKo2o
ayudosa; 3gpgexmusHocmes npoyedyp 3amecmumenvHoOl NOUeUHOl mepanuu U 803MOMCHOCMU
uHmeHcupuxauuu Oouanu3Holi mepanuu; KOHYeHmpauuio (u30blmoxK uau HedoCmamox)
gumamuHa [I; npasunbHOCmes npuema npenapamos O CHUXeHUs YposHsi P; mscecmo
KAuHuueckux nposieaeHuti BITIT u uyscmeumenbHOCMb KOCMHOU mKaHu K uHmaxkmuomy ITTT.

e Pekomendyemcsi nauueHmam ¢ XBII ymeHvwiums nuuiesoii ¢pocghop 0o 803pacmHoii HOpMbl
(DRI), xo20a koHuenmpayusi IITI 8 cbieopomke Kposu npesviiiaem uenesoli duana3ou 0Js
cmaduu XbII, a yposeHsb (pochama 8 col80pomke Kposu Haxodumcs 8 npedeiax Hopmol. [4].

(YYP C; VI, 5)

Kommenmapuii: nompebHocmv 6 nuuiesom ¢ocgope - 8 npunoxcerHusx A3.8, A3.9,
pedepercHblli npeden KoHuyeHmpauus gocgopa 8 cvisopomre Kposu — 8 npunoxerHuu A3.18,
uenesoti duana3oH IITI, ¢ocpopa u xanvyus ona cmaduii XBII npedcmasnieH 8 NpuiodeHuu
A3.19.

Y demeiti ¢ noswviwieHuem u IITI, u yposHs ¢ocpama 8 cvieopomke Kposu nuuiesoti ocgop
doJieH Oblmb dononHumenvHo ozpavuueH 0o 80% DRI [194] npu coxpaHeHuu adek8amuozo
nompebaeHus 6enka (cm. npunoxceHue A3.12, A3.13). Ha ¢oHe zunogochamuoti duemol
Heobx00uM KOHMpOJb yposHs (hocghopa 8 cvl8opomke Kposu He pexce, uem 1 pas 8 3 mecaua npu
XBII 3-4 cmaduu u excemecauro npu XBIT 5 cm.

OzpaHuueHue P 8 nuwje npusodum K cHuxceHuio ¢ocopa 6e3 npumeHeHuss npenapamos ons
JeueHus: eunepgocpamemuu. ITomumo  nuwesozo  opzaHuueckozo Gocopa  (benku
pacmumesnvHo20 U MHUBOMHO20 NPOUCXOXOeHuss - mabn.5) He cnedyem 3abvieams 00
Oo2paHuveHuu nompebaeHus HeopzaHuueckozo P, codepxcaujezocsi 8 nuwesslx 000asKax
(anmuokcudanmelt: E338-E343, FE442, E450-E452, amynveamopsi: E544-E545). Ilpouenm ux
abcopbyuu 6 kKuueuHuke cocmasnsem 80-100%. O6 s¢dekmusHocmu makozo nooxooa
ceudemenvcmeyrom OaHHvle Heckonvkux PKU [195 196, 197]. Opeanuueckuii P Ha
pacmumenvHoli OCHogse umeem  HU3Kyrw  6uodocmynHocms 20-40%, P #usomHozo
npoucxoxcoeHus umeem yposeHs 6uodocmynHocmu 40-70%.

IIpodykmsl numaHusi ¢ HU3KUM cooepxcavuem P no3gonsiom uacmuuHo KOMNEHCUpPO8ambo
nosnoxcumenvHolii 6anarHc P 6 opzaHuzme 06e3 3HauumenvHozo pucka pazsumus BOH. Ilpu
Koppekuuu nompebaeHus nuuieeozo P npu XBII 3-4 cmaduu yuumuwieaemcst cmeneHs CHUMCEHUS
akckpeyuu P noukamu 8 3agucumocmu om CK®: Ha 30 mz P/cym Ha kaxcdvie 10 ma/mun/1,73 M2
npu CK® 70-40 mn/muH/1,73 MZ,' Ha 100 m2 P/cym Ha kaxcOvte 10 ma/mun/1,73 M2 npu CK® <40
mn/mun/1,73 m2.



Cnedyem uzbezamv CHUMCEHUSI YPOBHS (hocchamos 8 cblBOpomKe Kposu Huxice PeKOMeHAYeMOz0
YPOBHS, MAK Kak 2unogochamemus moxcem umems HezamueHvle nociedcmeausi 01 npouecca
MUHepanu3ayuu Kocmu u JuHetiHozo pocma nayueuma [194, 195, 196, 197].

e PekomeHnyetcsi maimeHTam c¢ XBII 3-5 cT. ymepeHHOe oOrpaHuuyeHue MNOTpebIeHNUS
docdopa ¢ nuieit a1 KOHTPOJIST YpoBHS hocdopa B CbIBOPOTKe Kposu [4, 110].

(YYP C; VI, 5)

KommeHTapmii: OS¢pdekmusHocms 0aHHO20 nodxoda noodmeepicoeHa Mema-aHaiu3om
PAHOOMU3UPOBAHHO20 KJIUHUUYECKO20 UCCed08aHusl. JJocmogepHslli nosoxcumesnvHolll 3¢ gexm
docmuzaemcsi Npu 8bINOJIHEHUU peKoMeHOauuli 8 meueHuu MUuHuUMym 4-x mecayes. Bpau-
Hepponoz CcamocmossmenvHoO UWIU COBMECMHO C 8PaA4OM-0Uemos020M npedocmassom
nayueHmy u e2o pooumensm HeoOxodumble 3HAHUS U HABBIKU 07151 obecheueHUss NPAasuibHO20
numaxus, npogurakmuxu u seueHus szunepgocpamemuu [198, 199, 200, 201, 202].

e PekomeHdyemcsi nauuedimam ¢ XbBII Ha3HaueHue npenapamos, obaadarwwux docpam-
cesi3vieaowjum 3pgpekmom - Ilpenapmol Ons JeueHus: sunepkaiuemuu u zunepgocphamemuu
(hocdpam-6undepos), kozda duemuueckue mepsvl HeAOCMAMOUHO 3P pekmusHbl 011 KOHMPOJIS
CblB8OPOMOUH020 YposHs pocopa u/unu ITTT [195, 203, 204].

(YYP C; VI, 5)

Kommenmapuii: Yuumoigas, umo @yHkyus Ilpenapmog Ons JieueHust 2unepkaiuemuu u
aunepocpamemuu  (pocham-cesasvisaruyux  npenapamos/O6uHoepos)  3axkawyaemcs 8
npedomepaueHuu 8cacsleanus pocgopa c nuuieti, 8ce npenapmeol 0 aeueHus 2unepkaiueMuul u
eunepocpamemuu cnedyem npuHumamos 3a 10-15 muvym do uau 80 epems edvl (CM.
npunoxcerue A3.21). ITockonvbKy ux cnocobHocme c853bl86ame (pochamel ozpaHuueHa, ecmbo
Heobxodumocms cobarodams makxce duemuueckue npeonucaHus No 02pPAaHUYeHUr) NULE8020

pocgopa.

Cameimu docmynHuoiMU 8 32moll epynne npenapamos seJs0mcs hpenapamsl Kaabyusl.
IIpumensiemcs kapboHam Kansyus u ayemam Kaavyus (8 PD 3apezucmpuposaHsl Kax
ouonozuuecku akmugHole dobasku [129].

IIpu HasHaueHuu npenapamos Kaavyus caedyem yuumoléams, umo oobujee nompeoOeHuUe
2/IeMeHMAapHO20 Kaavyus (8Kawuas nuujesoli kanvuuii) He dosxcHo npessviuiams 200% DRI
(cymouHoli nompebHocmu), He 6oee 2500 me/cym 0ns no0pocmKos8 u Monoodslx 83pocivix [194].

IIpenapamut kanvyusa (Kanvyuti-codepxcaujue poccham-6uroepst) He 0NHCHBI UCNOb308AMBCS 8
Kauecmee MoOHOmMepanuu y nayueHmos ¢ zunepkanvyuemueti. /Ina amoti zpynnsl hayueHmos
npednoumumenvHsl Ilpenapmol 0N JleueHus eunepkanuemuu u zunepgocpamemuu («He
Kanvyuti-codepxcauiue» OUHOepsl), Hanpumep #cesenamep ™™ (mauanvHas doza 121+50 me/xz/cym,
00 163*46 me/ke/cym) (Ha3HaueHue off-lable 6 neduampuueckoii npakmuxe)[205].


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

IIpenapamet  anomuHusi  (an1rOMUHuUli-cooepxcaujue  ¢ocam-6urHdepsl) He  crnedyem
ucnonwv3ogsams npu XbII u3z-3a ux mokCuuHOCmMuU, C813AHHOU C AIIOMUHUEM, d MAKHE NOMOMY,
umo yumpam Kaavyus ysenuuusaem abcopbyuio anomuHus. IIpenapamer mazHus (¢pocpam-
OuHOepbl HA OCHOBe MA2HUSL — MAKXE UMEKM O02PAHUYEHHOE NpUMeHeHue Uu3-3d pucka
eunepmazHuemuu, zunepkanuemuu u duapeu. [204]. Ilpenapmet 015 JeueHuUs: 2unepkaiuemuu u
eunepgocipamemuu  (poccham-6undepel, codeprcawjue aaHmava kKapboHam u npenapamol
xeene3a) 0o Hacmosiuie2o 8pemMeHU WUPOKO He UCNONb308aANUCh, 8 neduampuueckoli npakmuke. B
Hacmosiujee 8pems NPo80OdSIMCs MHO20UEeHMpPosble UCCIe08AHUSI IMUX NPenapamos.

e PexomeHndyemcs nauuernmam ¢ XbII mepanus ¢ Ha3HAYeHUs1 HAMUBHO20 sumamuHa D u ezo
aHan0208 (#3pzoxkanvyugepon unu xoaekanvuugepon™*) npu XbII 2-5D cm., kozda yposHu
25(0OH)D 8 cvisopomke kposu Huxce 30 He/ma (do3uposku cm. 6 IIpunoxweruu A3.22) [4, 128,
204].

(YYP C; VI 5)

Kommenmapuii: Jedpuuum eumamuna D evisgnsiemcs y 6GoavwiuHcmea demeii ¢ XBII u
cnocobcmsyem OanvHeliuiemy npozpeccuposaruio XBII. OnpedeneHue cmamyca sumamuHa D
(cm. npunoxceHue A3.22) u mepanus HAMUBHLIM 8UMAMUHOM D u ez2o aHanozamu u/uiu
AKMUBHbIMU aHal0zamu eumamuHa D u e2o ananozamu (cm. npunoxcerue A3.23) 6 ciyuae e2o
depuyuma uzparom saxcHyw poJib 8 ycnexe mepanuu MKH-XBII.

Tepanus eumamuHomM D u ezo aHanozamu pasdeneda Ha 2 smana: 1-ii - UHMeEHCUBHOE
80CCMaHos/ieHue KoHyeHmpauyuu eumamuva D (npodonmcumensHocms do 3 mecsyes nod
koHmponem 25(0OH)D); 2-ii - noddepxcusarowias ¢a3sa. JleueHue sumamuHom D u ezo aHanozamu
cnedyem npekpamums, kozda koHueHmpauyusi 25(0OH)D npesoviuiaem 48-50 Hz/mn) unu 8 cayuae
2unepxansyuemuu.

e Pekomendyemcs y maumeHToB ¢ XBII 3-5D cT. u mpusHakamu BITIT KoppeKTupoBaThb
HeIoCTaTOYHOCTDb uan meduuut 25(0OH)D B KpoBM Ha3HaueHMeM KoJieKanblidepoaa™™ no
Ha3HaueHMsl aKTMBHBIX (opM BuTaMMHaA D M ero aHajoroB (anbgakaabIIUmon*®,
KaJbLIUTPUON ¥, MapUKaIbLUTON ) C 1ie/bl0 CHMKeHMs MHTakTHOTrO ITTT [129].

(YYP A; VI 2)

KoMmmenTapuit: Qu3uonozuueckoli 0CHO80U 01 UCNO0b308aHUSl KOJleKanvyugepora™™  Ha
nepsom amane xoppexyuu BITTI (unu 8 couemanuu ¢ akmusHsimu popmamu sumamuxa D u ezo
aHano208) sieas.emcs e2o 1-anvgpa-2udpoxcunasHas akmueHOCMs 8 IKCMPAPEHANIbHBIX KIeMmKax,
umo odaem B03MOXHOCMb nepugepuueckozo npespaweHuss 25(0OH)D 6 Kansyumpuon.
IIpusedeHHbvle uccnedo8aHUS NOKA3bIBAOM, UMO NpUMeHeHue KojeKaavyugepona™™ cHuxaem
yposeHv ullTl' npu Hu3koli uacmome 2unepkanvyuemuu u 2unepgpocipamemuu. Jlo3vl
#konekanvuugepona** 800-1000 E/l/ke 6 Hedenwo 6 meueHue 12 Hedenvp no3eonswom
a¢pexmusHo koppekmuposams yposeHs 25(0OH)D u npugodsam k cHuxcerutro ullTI [207, 208].



IIns xoppekuuu BITIT npu HedocmamouHocmu (20-29 He/ma) u Odepuuume (<20 He/Mmn)
gumamuHa D Heobxodumo JdocmuxceHue KoHyeHmpayuu 30-50 He/mn [209]. JleueHue
Kosekanvyugpeponom™* cnedyem npexkpamume, eciu kouueHmpauus 25(OH)D 8 cvigopomke
npesviuiaem >50 He/Ma u/unu Koz0a yposeHs o0uiezo Kaavuus 8 cbieopomke npesviiiaem 10,5
Mz/on (2,62 mmonw/n).

Koagppuuuenmor nepesoda eduHuuy usmepeHuss U3 Mempuueckoli cucmemvl 8 MeHOYHaAPOOHYH
cucmemy eduruy (CH) — 8 npunoxceruu A 3.14.

e Pexomenpayetcs mnauyeHtam ¢ XBII 3-5D cragum c ypoBHem WuIITT Bblllle IIe/ieBbIX
3HaYeHMiI M  HOpPMa/lbHOW  KoHUeHTpaiueir 25(OH)D wu 1mnpu  OTCYTCTBUM
TIPOTUBOIIOKA3aHMii C 11eibio Koppekiiuy BITIT HasHaunTh 6a30BYI0 TEpaNio aKTUBHBIMU
MeTabomuTamMM  BuTaMmMHa D M ero  aHajJoramm (anbdaxkanpmaoIoOM ™,
#KanpLUTpUonIoM™* (meTsim ¢ maccoii Tena <10 kr — 0,05 MKr uepe3 geHb, ¢ Maccoii Tenal0-
20 kr - 0,1 - 0.15 MKr eXkegHeBHO, ¢ Maccoit Tena >20 kr — 0,25 MKr exkemHeBHO [129])

#I1apMUKaIbIIUMTOIOM **(IIPOTUBOMNOKA3aH 1Mo VMHCTpyKIuM netsm 10 10 jeT B JeKapCTBeHHO
dopme Karcyabl 1 10 18 et B Buae pacTBopa [Jisi BHYTPUBEHHOTO BBeeHMS (KaIlCysbl -#-
nns pereil 0o 10 set (HazHavarorcs getsasMm ¢ 10 ser - craproBas gosa - 1 mkr/cyr) [210]
BHYTPUBEHHO B CTapToBOil no3e 0,04 MKI/KI, eCiM MCXOOHBIN YpPOBEHb IapaTUPOUIHOTO
ropMmoHa B KpoBu <500 Hr/n uanu 0,08 MKI/KT, €eC/iM UCXOOHBI YPOBEHb IMapaTUPEOUTHOIO
ropMmoHa B KpoBu> 500 Hr/a. 103y yBennunuBaioT Ha 0,04 MKT / KT Kakable 2 Hemelu 0 TeX
op, rmoka He npousouwio yposeHT IITT cHusuicsa Ha 30% 1o cpaBHEHUIO C MCXOOHBIM WU
IO DOCTVKEeHMST YPOBHSI Kayibliys 6omee 11 mr/mn (>2,74 MMOJIb/NT) UK KalbLmii-¢ochopHoe
npousBenenue (Ca x P) 6oee 75 mr

2/nn? (>6,04 mmonb?/n%) [206].
(YYP B; V1 2)

KommenTapwmii: JleueHue ykazauHsimu npenapamamu npu XbIT 3-5D cmaduu, ces3aHo co
CHUM(EeHUEeM (amanvHbiX KapouosackyasapHelx cobwsimuti [211, 212, 213, 214, 215]. JleueHue
JI100bIM U3 YKA3AHHLIX NPenapamos COnpsiHeHo ¢ 0ojiee U3BECMHbIMU PUCKAMU pa38umust
2unepkanvyuemuu, umo ciedyem yuumosl8ams npu 6vl60pe Imux npenapamos (He HA3HAUUMD
npu eunepkanvyuemuu) U npu MoOHUmMopuposaHuu 3¢pgexma mepanuu. B uyenom,
#NAPUKANTLYUMON ™™ U #Kanbyumpuon** He umerm CyuleCmeeHHbslX pas3auduii no 8aAUsHUKW Ha
koHueumpayuu Ca, P, akmueHocmo LD, HexcenamenbHouix S18J1eHULl Y 83POC/bIX NAUUEHMO08 HA
Jduanuse [216, 217, 218].

AxmugHble popmbl sumamura D u e20 aHanozu (#kansyumpuon **(@emsam ¢ maccoii mena <10 k2
- 0,05 MKz uepe3 derw, ¢ maccoti menal0-20 ke — 0,1 - 0.15 mxz excednesro, ¢ maccoii mena >20
ke — 0,25 mke ewedHesHo [129], anvhakanvyudon™*), a makxue #napuxarsyumon™*
(npomusonoka3zax no MHcmpykuuu demsam do 10 1em 8 1ekapcmeeHHot (popme kancyist u 0o 18
Jem 8 gude pacmeopa 07151 8HYMPUBEHHO20 88edeHus (Kancyael -#- 0ns demeii do 10 nem
(HasHauatomcss demam ¢ 10 nem - cmapmosas do3a - 1 mxe/cym) [210] eHympueeHHO 6



cmapmosoti do3e 0,04 mKrz/Ke, ecau UCXOOHbBLIT YPOo8eHb NApaAmMupouUoH020 20pMOHA 8 Kposu <500
He/n unu 0,08 mMKe/Ke, ecu UCX0OHbIll YypoB8eHb napamupeoudHo20 20pmoHa 8 kposu> 500 He/n.
Ilo3y yeenuuusarom Ha 0,04 mkz / ke KaxOvie 2 Hedenu 00 mex nop, NoKa He NPouU30UL10 YPOBEHM
ITTT cHu3uncs Ha 30% no cpasHeHur ¢ UCXOOHBIM UaU 00 oCmuiceHUs YposHs Kaavuus oonee 11
M2/On (>2,74 Mmons/n) unu Kansyuii-gocgopHoe npoussederue (Ca x P) 6onee 75 me*/on? (>6,04
mmonv’/n?) cnedyem seodume, kozda yposenw ITTI npessviuiaem yeneeoe 3HaueHue, a YpOBeHb
25(OH)D 8 cvigopomke npesviuwiaem 30 He/MA, npu omcymcmeuu zunepkaivuuemuu u
eunepgocpamemuu [206]. AxkmueHas ¢opma eumamuHa /] u e20 amanozu 00KA3aau Ce0w
appexmustHocms 8 KoHmposne yposHs IITI. Hem o00sekmueHblX 00KA3amenibcms,
noomeepxdarowux 8vl60p 00Ho20 u3 Opyeux. Ecme ykasaHus, umo 00/ee celeKmugHble
npenapams! sumamuHa D u ez2o aHanozo8 (anvgpakanvuudon™ ) a makxice #napuxanvyumosn™*
(npomusonoka3ax no MHcmpykuuu demsam do 10 1em 8 iekapcmeeHHot (popme kancyist u 0o 18
Jem 6 eude pacmeopa 011 B8HYMPUBEHH020 66edeHusl) 00blMHO npednoumumensvHsl Os
nayueHmos ¢ 2unepkaisyuemueti Ha QoHe npuema Kaavyumpuona** Credyem ucnonib308ameo
CamMyr Hu3kyilo 003y O0nsa docmuxceHusi uenesvlx KoHuenmpayuii IITI u noddepycaHus
Hopmokanvyuemuu. ITocne Hauana mepanuu yposHu Kaavuus u ¢ocgopa e coleopomke ciedyem
usmepsimo He pexce 00H020 pasa 6 mecsiy (nepsvie 3 mecaya), dajuee - He pexce 00H020 pasa 6 mpu
mecaya. JocmuxceHue uyenesozo 3uHaueHuss IITI 8 cvieopomke kposu demeti ¢ MKH-XBII
A8715emcst 00UH U3 0CHOBHbIX HanpasieHuli 8 KoHcepsamuesHoti mepanuu XbBII.

Tepaneemuueckuii anzopumm, ONUCAHHbILL Bbllle (02paHuueHue nuuiegozo gocgpopa, Ipenapmol
07151 IeveHus 2unepkaauemuu u zunepgocamemuu (pocgpam-o6urdepst), npenapamsl Kaivyus a
makxe eumamuva D u e2o0 aHanozo8, #napuxanvyumoina™*) He ecezda 3¢gexmuseH 05
CHUXceHus: kKoHyeHmpayuu ITTI. Y omodenvHblX nauueHmos co CMOUKUM 2unepnapamupeo3om,
ciedyem — paccmMompems  803MOMCHOCMb — NPUMEHEHUsT  Npouux  aHmunapamupeouoHbsix
npenapamos. LluHaxkanvyem™* yseauuusaem 4y8CMeUMENbHOCMb  KAJbUUli-peyenmopos
napawjumosudHotl xene3vl, umo npusodum K nodaeneHuro cexkpeyuu ITTI. 'V demeli onsim
npuMeHeHUs1 npenapama NoKa HeseluK, HO UMeUUecsl yxe OaHHble c8UJemebCmaym 0 €20
appexmusHocmu 8 cHuxceHuu yposHs ITTI. O0HaKo, puck paszsumusl 2unokaavuyuemuu Ha oxe
mepanuu yuHakaivuyemom™* mpebyem npodoxceHue ucciedosaHus 6e3onacHocmu npenapama
[219].

Koagppuuuenmor nepesoda eduHuuy usmepeHus u3 Mempuueckoli cucmemvsl 8 MeHOYHaAPOOHYHO
cucmemy eduruy (CH) — 8 npunoxceHuu A 3.14.

e Pexomenpayetcs y nauyeHToB ¢ XBII usberats ypoBHS ITTT Huke 1ieeBOro amarasoHa C
11e/1bI0 MPOMMIAKTUKY Pa3BUTU aiyiHaMU4eckoit 6one3Hu koctu [220, 221].

(YYP C; VI, 5)

KommenTapuii: Huskue yposHu ITTI' (Huxce «yesie8020 YpOS8HS») 6 Cbl8OPOMKe Kposu Mo2ym
npusecmu K paszsumur aduHamuueckoli 60se3HU KOCMuU, Komopas pda3eusaemcs u3-3d
yeHemeHus: 0CMeoKaacmos U 0Ccmeobaacmos, CHUXCEHUsS CKOpocmu 00paszosamusi ocmeouda.
AduHamuueckass 00/ie3Hb Moxcem npueecmu K Oup@ysHoMy CHUMCEHUI0 MUHepanusayuu,



Kanvyupukayuu cocydos, 8bvipaxeHHOU 3adepxycke pocma, namosaozuueckum nepenomam. Ilpu
aduHamuueckoti 6one3Hu kocmu yposeHs ITTI Huxce Uene8020, HOpMaibHasi akmusHocmo I,
Ca u P HopmanvHble unu noswiwieHvl. OCHOBHBIMU JIeUEOHBIMU MEPONPUSMUIMU S8TISIHOMCS
CHUuMceHue 003bl uiu ommeHa eumamuHa D u e2o aHanozo8 0o Hopmanuzayuu yposHs ITTT.
Bo3Mox#HO npumeHeHue #kaasyumpuona™* no 35Hz/ke 2 p/Hed [222] unu 1,18*0,21 mxez uau
38.1£5.4 He/K2 [223].

e PexkomeHayetrcsi maiueHTam ¢ XBII 5D koHcepBaTuBHble METOMbI JIeUeHUSI COUeTaTb C
MOBBINIEHNEM 3IMMUHaMKM P 3a cyeT yBenuueHUS IJIUTEIBbHOCTU W/UIU YaCTOTHI
Ipouenyp 3aMeCTUTEbHONM T[IOYeYHOI Tepanuu (reMoauaing, IepUTOHEeAIbHbIN
Iuanusa) C Lejbl0 OOCTVMOKEeHUS 1ieJIeBOro YpPOBHSA P M MMHMMM3ALUMM KOJIMYECTBa
npenapaToB 11 JeueHus runepdocdaremun [191].

YYP C; VO, 5)

KommenTtapwii: YV nayuenmos ¢ XBII 5/ cm. duanu3 umeem 21a8Hoe 3HAUEHUE 8 KOHMPOJe
KoHyeHmpayuu P 6 ceieopomke kposu. Ilocne cmandapmHozo 4-uacoeozo IJ] konuuecmeo
8b186€0€HH020 U3 Op2aHusma P noumu coomsemcmeyem e20 cymouHomy nompebaeHuio ¢ nuujeti.
Buvigederue P nocpedcmeom memodos 3amecmumenibHOU noueuHotll mepanuu CyuleCmeeHHo Oons
Hopmanusayuu KoHyeHmpauuu P 6 Kposu u 0151 KOHMpOoJisl nepezpy3ku op2avusma gpocpamamu.
YeenuueHue UHMEHCUBHOCMU OJuanu3a se6semcst OCHOBHbIM  WAZOM 8  KOppeKuuu
eunepocpamemuu y nayueHmos, 3as8UCUMblx om 3amecmumenbHoll noueuHotli mepanuu [224,
225, 226].

e He pekomMeHayeTCcsi pyTMHHOeE  Ha3HaueHue  IIpelapaToB  [Jisi  KOppeKuuu
runieppochatemun y mnamueHToB ¢ MKH-XBII Tak Kak B OOJBIIMHCTBE C/y4aeB
IOCTaTOYHO aleKBaTHOM KOMeHcaly HeMeoKaMeHTO3HbIMU MeTomamu [227].

(YYP C; VI, 5)

KommenTapwuii: HeuenecoobpasHo wupokoe npumMeHeHue pasiuuHslx 2pynn npenapamos os
Jeuerus zunepgocpamemuu y nayueHmos XbII 3-5 cmaduu. Ilepsvim 3manom cnedyem
nocmapamecsl  KOMneHcuposame 2unepgocpamemuio  HemeOUKAMEHMO3HLIMU — Memooamu
(adekxeamHass duema, 003Upo8aHHsvle (u3uueckue HA2PY3KU, HENpepbvl8Hbvlll KOHMpPOIb 3a
npozpeccupogsanuem  XBII). OezpaHuueHue npumeHeHust npenapamog 0  JieUeHusl
2unepgocpamemuu,  codepxcawjux  Kaabyuli,  NPoOUKMOBAHO  NpedCcMasieHusiMu 0
HebNazonpusmHslx NOC1E0CMBUSIX Nepezpy3KuU Kaavyuem 8 OMHOUleHUU Memaobdonau3ma KoCmHoti
MKAaHu u cepodeuHo-cocyoucmoti cucmemol, 8blCOK020 pucka Kanvyugunakcuu [192]. Bonpoc
6e3onacHocmu npenapamos 0ns neuerus 2unepgocpamemuu npu MKH-XBII ocmaemcs He
8N0JIHe onpedeieHHbIM, UMO0 He N0380Jsem peKoMeHA08amb WUPOKOe NPUMEHEHUE Npenapamos,
Koppezupylouwux yposeHb ocpopa 6 pymuHHOU npakmuxke. B ciayuae 8vlCOK020 pucka
npozpeccuposaHuss Kanvyudukayuu U B03HUKHOBEHUS CepoeuHO-CcOCYOUCmolx  COObIMull
npumeHeHue npenapamos ons JjeueHus 2unepgocamemuu, He co0epHawjux 8 C60em cocmase
Kanwsyuti, bosnee onpasoaro [228, 229].



e PexkomeHpayetcs naieHTam ¢ MKH-XBII menykameHTO3HOe JieueHue TuriepdochaTemMumn
rperiapaTaMiu, He copepsKalllMMM Kajbliuii, IIpU CTOMKOI runepdochaTteMun Mnpu
HEBO3MOXHOCTM WMJIM HeaJeKBaTHOCTM JMeTU4ecKoil Koppekuuu dochopa u Ipu
HOPMaJIbHOM WJIY TIOBBIILIEHHOM YPOBHE KaJIbliMs B CbIBOPOTKE KPOBU [227].

(YYP C; VI, 5)

KommeHTapwmii: [Ipu npumeHeHuu npenapamos ons JedeHusi zunepgocamemuu KuiueuHas
abcopouyms P cHumcaemcs He Oonee uem Ha 200-300 me/cymku, umo He obecneuusaem
HelimpanwHoblii 6anavc ¢ocgopa 6e3 ozparuueHus e2o 8 dueme u ANUMUHAYUU NPU NPposedeHUU
3amecmumenvHoll noueuHotli mepanuu y nauueHmos ¢ XbIT 5 cm.

e PekomMeHIyeTcsl y MAllMEHTOB C goauanu3Hon cragueit XbII cuuTaTs 1ie/ieBbIMU 3HAUYEeHUS
LIMPKYJIUPYIOUIET0 MHTAKTHOTO MapaTUpPeOMIHOT0 TropMoOHa B Ipemenax 1m0 50%-ro
TIpeBblillieHNs BepXHeil rpaHuiibl HOpMbl (HopMa 10-65 1r/MiI) C 11e/ibl0 OLIeHKU PUCKOB
pasButus U  nporpeccupoBaHusi  ociokHeHuii ~MKH-XBII ¥ cBoeBpeMeHHOM
TeparneBTUYeCKOW KoppeKiuu [233, 234, 235, 236].

(YYP B; VI 3)

KoMmeHnTapwuii: B pside K020pmHbIX UCCNe008aAHULI NPOOEMOHCMPUPOBAHO, UMO NOBbIUEHUE
ullTI' sviuie HOpMbL Y hauueHmos ¢ doduanusuoii cmadueti XBII 3-5, c8s3aHO ¢ puckamu
Hebnazonpusmuwix cobsimuii. Ilpu nocmosstHHom npupocme ullTI' >2-x HOpM uenecoobpasHo
HauuHame Koppeupyouwyrn memabonuueckyro mepanur.

e PexkomeHayeTcs y nainyeHToB ¢ XBII 5D cT. mpoBoauTh iedenme BITIT mipu cToiikom 6onee
yeM 4-KpaTHOM MNOBbIleHUMM KoOHUeHTpauuu ullITl (>260-300 1ir/mi) ¢ 1enblo
OOCTVDKeHUS 1eneBbiX KOHLeHTpaumini MIITT pmasg 3TOi KaTteropum IaLyeHTOB (B
MHTepBaje 2-4-X KPaTHOTO MpPEBBILIEeHMS BepxXHel rpaHnuiibl Hopmbl (130-260 1ir/min)) oJis
NpenynpexaeHnss KIMHudeckux ociokHeHuii BITIT u cHMKeHUS pucka ¢aTaabHbIX
cobwTHii [227, 230, 231].

(YYP C; VI, 5)

KommeHnTapuii: B uumupyemom uccnedo8aHuu nNpooemMoHCMPUposaHa meHOoeHUuus K
yge/luueHul0 puckos pamanvHolx cobsimuti npu ygeauueHuu koHyeHmpayuu ullTI' 8 duana3oHe
250-600 nz/mn. Bo 8cex aHaaudupyemvlx UCCNe008AHUIX MAKCUMAJbHble PUCKU CMepmu
ommeueHst npu ullTT' >600 ne/ma. Takum obpaszom, ouesudHo, umo JseueHue BITIT cnedyem
HauuHamo npu cmotikom nosviwieHuu ullTI' >250-300 nz/mn, cmapasce npedynpedums €20
nosvliuierue 0o yposus >600 nz/mi.

CywiecmeeHHas 0ons cnyuaes 3ano30anozo HA3HA4eHusl mepanuu npu opueHmuposke Ha 6osiee
wupokuti duana3oH Hopmsl (om 2 0o 9 Hopm no pekomendayusm KDIGO) ceszana ¢ Gonee
8vIpaXceHHbvIMU 0ocnoxcHeHusmu BITIT u noesiuleHUEM CMEPMHOCMU, G MAKM¥e CHUMEHUEM
omeéema Ha mepanuio u3-3a HeoOPAMuUMbLX U3MEHEHULL OKONOWUMOBUOHbIX Heene3 [237, 238].



e PexkomeHayeTcst y maiueHToB ¢ XBII 5D cT. ¢ runepkaabiiyemMuesi MpoBOAUTD JieueHue,
HallpaB/ieHHOe Ha JOCTIbKeHe HOpMaabHOTo YpoBHS 001ero Ca B KpOBU, IJIsI CHIYOKEHUST
PMCKOB HEOJarOMpUSITHBIX COOBITHMIL. Y MAIMEeHTOB, IIOAYYAIOIIMX 3aMeCTUTEIbHYIO
IIOYEUYHYI0 Tepalinio eCTb AOMOJHUTEIbHASI BOSMOKHOCTb KOPPEKIMM TUllepKaJIbliieMUN
C MpMMeHeHeM IMaIU3HbIX PACTBOPOB C HU3KUM COJlep>KaHMeM KanabLus [35].

(YYP C; VI, 5)

KommeHnTapwuii: Heo6xodumocms Koppekyuu zunepxaisiuemuu 00yci08/1eHd CYyulecmeeHHbIM
noevllleHUeM Puckos pamanvHwvix cOObIMULIL.

e PexkomeHnyeTcsi y mauyeHTOoB ¢ XBII 3-5D cT. ¢ rurokajabliyemMueil MpOBOAUTL ee
KOPPEKILMIO TOJbKO MPU HAJIMUUU KIMHUYECKUX CUMIITOMOB, CBSI3aHHBIX CO CHVKEHUEM
YPOBHS 00IIero KajabLysl B KPOBU JIJISI CHISKEHMST PMCKA HeOIaroNmpUsITHRIX KIMHNYECKIUX
IOC/IeICTBUIA. He pPeKOMEeHyeTCs IIPOBOJVTD Tepanuio 6eccMITOMHOM
TUIoKaabLiemMun [35].

(YYP C; VA1, 5)

KoMmmenTapwmii: Jlezkas zunokansuuemuss npu XbIT 3-5D cmaduu uawe 6eccCuMnmomHas, He
C8513AHA C NOBLILUEHHBIMU PUCKAMU (PamanvHbLX UCX0008 U ACCOUUUPOBAHA CO CHUMEHUeM ooujeti
cmepmHocmu [239]. Cnedyem nposecmu JieueHue, HANPasieHHOEe HA KOPPEKUUK 8bIPAMCEHHOU U
CUMNMoMamu4eckoli 2unokaivyuemuu 01 npedomepaujeHus Heb1azonpusmHsIX Nocaedcmeuti
(npozpeccuposanust BITIT u ocmeoducmpoguu, HapyuieHus: 8HympucepdeuHoli nposooumocmu/
yeenuueHue uHmepeana QTc).

e PexkomeHpayetcs y nmamueHToB ¢ XBII 5D cT. ¢ nepcuctupyonimum yposaem ullTT' >600 mr/
MJI Ha (OHe KOMIUIEKCHOV MeOVKAaMEeHTO3HOM TepanuuM B  COUYETAHUU C
ruIepKagbliemMmueit, kKaabluduaakcuei, rurepdocdaremueit, pasButuemM GUOPO3HOTO
OCTeuTa, BHECKeJIeTHO KaibliyduKaliyeil BbIMIOJIHEHME TapaTUPeOUAIKTOMUN C 1eb0
CHIMKeHMS pUcKa (paTaabHBIX COOBITUI U YAyUIlIeHUST BbDKMBaeMOoCTH [232].

(YYP C; VA 4)

KommenTapwuii: Ciedyem ommemums, ymo 0aHHAs KAUHUYeCKast cumyayus kpatiHe pedkas 8
neduampuueckoti npakmuxe. B HabnodamenwvHosix uccnedogarusx (okoao 25000 nauuenmos XBI1
¢ BITIT, e3pocnas Kozopmd) NOKA3AHO CYWECMBEHHOE CHUMEHUE CMepMmHOCmuU nocjie
napamupeoudakmomuu (Ha 30%) 6 cpasHeHUU ¢ MeQUKAMeHMO3HOL mepanueti, 8K1UAs nNpouue
anmunapamupeoudHole npenapamol. [240, 241].

e Pekomennyercsa mnanueHtam ¢ XbII mocie TpaHCIUIaHTAUMM TIOYKM PACCMOTPETH
BO3MOXHOCTb JIeUeHMsI BUTaMMHOM D 1 ero aHajgoramu (Hampumep, #KaJbLUTPUOTIOM ™™
(demsam ¢ maccoii mena <10 k2 — 0,05 mxz uepe3 deHw, ¢ maccoii mena 10-20 kz — 0,1 - 0.15 mkz
excedHesHo, ¢ maccoll mena >20 xz — 0,25 mke excedHesHo [129] unu anbdakaabLUg0IOM™*
25 MKT/CyT nepopajabHO [242]).



(YYP C; VI, 5)

KommeHnTapwuii: YV nayuenmos ¢ XBII npodonxceHue koppekuyuu MKH-XBII nod koHmpoaem
OCHOBHbIX OuoXuMuuyeckux napamempos (Hccnedosanue ypoeHs o00uie20 Kaavyusi 8 Kposu,
HccnedosaHue yposHsi HeopeaHuueckozo ¢ocpopa 6 Kposu, OnpedeneHue akmusHocmu
wenouHoll ¢poccpamasel 8 kposu, HccnedosaHue yposHs napamupeoudHozo 20pMOHA 8 KPOsu,
Hccnedosanue yposHs 25-OH sumamuHa [l 8 Kposu) nocjie npogedeHHOl mpaHcniaHmayuu
nouku HeobXodumMo Kak MUuHumMym 6 meueHue 12 mecaues. HedocmamouHo OaHHbIx 05
HasHaueHusl JedeHuss cnycms 12 mecsuee nocie mpadHcniadmayuu nouxku. be3zonacHocmo
#denocymaba**, bugpoccponamos ocmaemcs obnacmeio ucciedosaruti [24.3,244].

e He pekoMeHIyeTCs PYTMHHOE IpOBeOeHMe PAaAUKAIbHOM OPTOIeANYEeCKOV KOppeKLuun
MalyeHToB €O chopMUpOBaHHbIMU OedopMalusiMu Kocteii y pmeteit ¢ XBII 1o
HOpManau3aluy OMOXMMMYECKMX TapaMeTpoB, XapaKTepU3YIONIMX MUHepaIn3ainio
KOCTHOW TKaHu. [220, 221].

(YYP C; VI 115)

KoMMmeHTapwuii: He ciedyem nposodums padukaibHy opmoneouueckyto KOppekuyuio 8 paHHem
nepuode nocie  npogedeHuUss ~MPAHCNAAHMAYUU  NOYKU  NnposedeHue  padukaabHouU
opmoneduueckoli KoppeKyuu NnayueHmos co CHopMuposaHHsiMu odepopmayusmu kocmet y
demeii ¢ OaumenvHoiM smanom MKH (nepenompl, JIOM#CHblE CYCmMaswvl, NOCA€0CMBUS]
anu@gu3uonu308, 3HauumenvHas odepopmayusi ONUHHBIX Mpyduameix Kocmeti H0Z) hpu
oduanu33asucumoti XbII.

JInumenvHo coxpaHsioujuecs HapyuweHust KOCMHOU n1omuocmu y pebeHKa ¢ (yHKYUOHUPYUUM
MPAHCNAAHMAMOM U HEKOMNEHCUPOBAHHbIMU Ouoxumuueckumu noxazamenamu MKH-XBII
npusoodsim K HeycneurHomy pe3yibmamy onepamueHo20 8Meuamenscmed.

e PexkoMeHyeTcsl TTocu/IbHasE (pu3nyeckasi akKTUMBHOCTb maiueHTam c¢ XBII B cBSI3u C ee
TOJIOKUTEbHBIM 3(P(deKTOM Ha KOCTHYIO TKaHb [6, 110, 245].

(YYP C; VO 5)
KoMmmeHTapuii:

IIpumensiomcs: JneuebHas Qu3Kyibmypa, HOWleHue O0pme308, 0300POBUMENbHDITI MACCAXH,
naasavue) u memaboauleckas Koppekyus no NOKa3aHusim.

/laHHble Meponpusamus npoeoaﬂmc,q, 6 m.4., 8 meyeHue 2-3 1em nocae mpaHcniiaHmayuu nouku

AOmo obecheuusaem HOPMANAU3AYUI MUHEPANbHOLU NAOMHOCMU KOCmu U 01a20npusimHoli
omaoasneHHbll pe3ysvmam onepamusHoti opmoneduueckoli koppekuyuu. Heobxodumo nposederue
00NOJIHUMENIbHO20 MHO20UEHMPOB020 UCCNIe008AHUS MUHEPAILHOL NJIOMHOCMU KOCMHOU MKAHU
y demeli nocie mpavcniaHmayuu NOYKU 8 paHHeM u 0omoanaeHHoM nepuode.



baszosvie Pexomendauuu KDIGO/2017 0dna e6paueti-He(pporozo8 u cneyuanucmos opyzux
npoguaeti, ocywecmeansowux HadadeHue u seueHue nauueHmos ¢ MKH-XBIT npedcmasnisiom
npakmuueckuti uHcmpymeHm O 005eKMu8HOCMU NPUHAMuUsl KJAUHUYECKUX pelleHuti u
OKA3aHUsl  8bICOKOKAUECMBEHHOU nomowju. bonvwuHcmeo pekomeHOoayuli pykosoocmeda
Haxo0amcs Ha YposHe "Mbl hpeodnazaem” U hodmeepu0armcss "HU3KumM"' YpoeHem
doxkasamenvHocmu. Omo npexcoe 6cezo0 nooduepkugaem Haauyue NOMEHYUATbHBIX BAHCHBIX
npoobnem U 803MOXCHOCMU NOUCKA hymeli 07151 UX pelleHusl.

3.1.5. Tepanusa npu 3aaepxkke pocra y nereii ¢ XBII

Tepanusa 3adepxcku pocma y nauuenmos8 ¢ XBII cknadvieaemcss u3 Koppexkuuu HapyuleHut
numadus, mMemabouueckozo ayudoda, aHemuu, MUHepaa0-KOCMHbuIX HapyuieHuil, obecneueHust
adekgamHoli 003bl duanu3a u JedeHuss comamponuHom™* I[Ipewde uem paccmampusamso
mepanuw comamponuHom **, Heo6xo0UMO OyeHUMb PoJib 8CeX NePeUUCIeHHbIX 8blule (hakmopos,
02PAaHUYUBANOWUX POCM, KOMOPble J0NIHCHBL N008EP2AMbCSl A0eK8AMHOMY KOHMPOJIK.

e PexomeHpayeTcs nauyeHtam ¢ XBII nmepen HauajoM Tepanuyu COMaTPONMHOM™* OLIEHUTH
ypOBeHb KpeaTuHuHa B KpoBu, pCK®, ypoBeHb MOUEBMHBI B KPOBM, YPOBEHb aJIbOYMIMHA B
KpPOBM, YpOBeHb OOIEero ¥ MOHM3UMPOBAHHOTO Ka/lblid B KpPOBU, YpPOBEHb
Heopranmyeckoro ¢ocdopa B KpPOBM, AKTMBHOCTb IIe/OUuHON ¢ocdaTaspl B KPOBH,
oukapoonatr (McciemoBaHme YpoOBHS OyQepHbIX BeIlecTB B KPOBMU), YPOBHS
rapaTUpPeouIHOr0 ropMoHa B KpoBu, ButaMiuH D 25(OH), ypoBHS MHCYIMHOMIOL00HOTO
poctoBoro ¢axktopa I B kpoBu (M®P-1), ypoBHSI I/IIOKO3bI B KPOBM, YPOBHS
IJIMKMPOBAHHOIO I'eMOIJIO0MHA B KPOBM, KOHIIEHTPALIMIO TOPMOHOB, XapaKTePU3YIOIIMX
IUTOBUIHON Xese3bl (YPOBHS TUpeoTporHoro ropmoHa (TTT) B kpoBu, UccnenoBaHne
ypOBHSI cBoOOmHOro TpuitogTuponuHa (CT3) B KpoBM), IPOBECTM OCMOTP IJIa3HOTO JTHA
(odranmbMocKonmsi/ocMOTp  mepudepuu  I[JIa3HOrO  OHA  C  MCIIOAb30BaHMEM
Tpex3epKaJbHOM JauMH3bl TonbaMaHa/ bBuomwukpodortorpaduss masHoro JngHa C
MCcro/ib30BaHueM (QyHAyC-KaMepbl/ BMOMMKPOCKOMNMS IJIa3HOTO AHA), peHTreHorpaduio
neBoro 3arsicthst (PeHTreHorpadus Jy4yes3alisiCTHOTO CyCTaBa), OLIEHKY ITy0epTaTHOTO
cratyca mo TaHHepy C 1e/ibl0 OLIEHKM U BbISIBJeHUS (PAKTOPOB, OTPaHMUMBAIOIINX
poct[131].

(VVYP C; VI 5).

e PekomeHAyeTCs IIpy BbIOOpE Tepamnuy COMaTPOIMHOM** yUUTBIBATh BO3PACT, IEPBUUHOE
3abo/eBaHMe TIOUEK, CMCTeMHble HapyllieHus, craauio XBII, anekBaTHOCTb Auanu3sa (OJs
MalMeHTOB Ha Ouannse), PyHKIMIO TPAHCIUVIAHTAaTa M Tepamnuio KOPTUKOCTEPOUIaAMU
CUCTEMHOTO IeicTBUSA (Y JeTeit rociie TpaHcIvianTauum) [131].

(YYP C; VIIZ, 5)

e He pekomengmyercs Tepamus comaTpormMHoM™* y mamueHTOB ¢ XBII, 00yCI0B/IeHHOI
CUCTEMHbIMM 3a00/IeBaHMUSIMM, TeHeTHuYeCKMMM cuHApoMamu (cuHapom Ilumke,



curgpoMm bappe-bumnsa u cuugpom lanmnmoyssi-MoyaTa), HEKOHTPOIMPYEMbBIM CaXapHbIM
nuabeToM U B CTyuae M3BECTHOV IMIIepUyBCTBUTENIBHOCTH K Ipemnapary [131, 246].

(YYP C; VI, 5)

KommeHTapwuii: cpedu nayueHmos smotli epynnsl He NpoBoOUNUCH PAHOOMU3UPOBAHHDbIE
KJIUHUYecKue uccnedosaHusi, nodmomy s¢gekmusHocms u 6€30NACHOCMb comamponuHa™* y
nayueHmos ¢ 3Mumu COCMoSIHUIMU He oyeHusaiucs. Conymcmaywouiue uiu npeduwiecmsyrujue
3710KauecmeeHHble HOB000PA308aHUsl 8 AHAMHE3E S18JAI0MCS Makie NPomueonoKasaHuem K
mepanuu coMamponuHom **,

e He pexomenHpayetrcs mnaiueHTam c XBII Tepanus coMaTpONMHOM™* TIpM 3aKpbIThIX
snudpusax, TSKEJIOM BTOPUYHOM rureprapaTupeose (ITTT>500 I1T/MJI),
npoudepaTUBHON MM TSKeI0M HermponnudepaTMBHON AabeTMUeCcKoi peTUHONaTue, B
TeyeHue IIepBOro roja IOocCjae TPAaHCIUIAHTALUMM TIOYKM UM Y MAlMEeHTOB C OCTPbIM
KpPUTUUECKUM 3a00/ieBaHMeM M aKTMBHBIM 3JI0KaueCTBEHHbIM HOBOOOpa3oBaHueM [131,
247, 248, 249].

(YYP C; VI, 5)

KoMMeHTapuii: msycensili 8MopuUHslli 2unepnapamupeo3 (mo ecmo, xapakmepusyoujutics
yposHem unmaxkmuozo ITTI 8 cvieopomke kposu >500 nz/mn unu nossiuieHuem 8 0esssms pas
8blule HOPMAIbHO20 OUANA30HA) CBA3AH C 3aMedJIeHHbIM NPOOJOSbHBIM POCMOM U NOBbIUIEHHBIM
puckom anuguseonusa 201080k 6edperHslx kocmeli y demeli ¢ XBII [247, 248]

e PexkomeHnyetcst y geteii ¢ XBII 3-5 cT., B ToM uncie Haxonsiiuxcs Ha 3I1T, B Bo3pacTe
cTapiiie 6 MecsliieB IIpoOBeAeHNe Tepaluy COMaTPOIIMHOM **, eC/i y HUX MMeeTCs CTOMKas
3aJep>KKa poCTa, ornpenessieMasi KaKk POCT HMXKe TPeTbero MPOLIEHTWIS OJjIs1 BO3pacTa U
I0jJIa M CKOPOCTh POCTa HIDKe 25-r0 MHPOLIEHTUJIS II0C/Ie TOro, KakK OYAYyT IO/IKHBIM
00pa3oM pacCMOTpEHbI ApPyrue IMOTeHIIMaJbHO M3jeuuMble (aKTOpbl PUCKa 3aePKKU
pocTa U Ipu YUIOBUM, UYTO Y pebeHKa eCThb IToTeHIInan pocra [131].

(YYP C; VI, 5)

KommenTapwuii: Ckopocmbs pocma Huxe 25-20 npoyeHmuisl 01 603pacma u noa ykasoléaem
Ha npozpeccupyrouwyro 3adepiky pocma y pebeHKa ¢ HU3KUM pocmom (mo ecmbv HUXde mpemsbe20
NpoUeHmMuUIsl Ul ¢ NoKasamenem CmaHoapmHoz20 omkaoHeHus: pocma (SDS) Huce -1,88). /lioboe
CHUMEHUEe CKOpocmu pocma 60 epems 3moli ¢assl mMoxem npusecmu K cepbe3Holi 3adepike
pocma u nomeHyuanbHo Heobpamumoti nomepe nomeHuyuana pocma [250]. B pekomeHndayusix
KDOQI no ynpasneHuw numaxHuem y Odemeii ¢ XBII pexomeHOyemcsi He3ameodaumenbHo
HAUUHAMb Mepanuio COMamponuHom ™, eciu 6 meueHue 3 mecsiyes nocie Hauaia onMuMuU3ayuu
numaus He O6bL10 UHOYYUPOBAHO Hasepcmuoléarwezo pocma [251].

e PexkomeHnyetcst y meteit ¢ XBII 3-5 cT., B ToM uncie Haxopsimyxcsi Ha 3IIT, crapiie 6
MecsilieB MpOBefleHMe Tepanuy COMATPOIIMHOM™*, eC/iM Y HUX POCT HAXOOAUTCS MEXIY



TPETbUM M [eCATbIM IPOLEHTUIEeM, HO COXpaHSeTCS HM3Kasi CKOPOCTb pocTa (HUXKe
IBAOATh ISTOrO MNPOLEHTWISI) IPU HAIUUMM OPYTUX MOTEHLMUAJBHO ITOALAI0IINXCS
neyeHM1o GaKTOPOB pyUCKa HApPYIIeHMS POCTa, KOTOPbIe TO/KHBI ObITh paccMOTpeHbI [131].

(YYP C; VI, 5)

KommenTapwuii: Omeem Ha JieueHue coMamponuHom™* 3nauumenvHo ocnabneH y demeii Ha
duanuse no cpasHeHuio ¢ demsMu ¢ 6osee paHHumu cmadusmu XbBII, He3asucumo om memooa
duanusa, ckopee 8cez0, U3-3a 00Jiee 8bICOKOU cmeneHu HeuygcmeumeapbHocmu K mepanuu [252,
253].

e Pexomennyercs petram ¢ XbBII, mepeHecmiM TpaHCIUIAHTALMIO IIOYKM U MMeEIOLIVM
CTOVIKYIO 3aJlepXXKy pOCTa, OlpenensemMyl0 KakK pOCT HIMKe TpeTbero IepueHTUIs OJid
BO3pacTa M I0Jia UM CKOPOCTh POCTa HUXKe NOBAALATh IISITOO TEepPLUEeHTU/Is, Tepamnus
coMatponMHOM™* 4depe3 1 rop mocjae TpaHCIVIAHTAllMM B CJIydasiX Korga pebGeHOK He
pacTeT ¥ UMMYyHOCYyTpeccust 6e3 KOPTUKOCTEPOUIOB CUCTEMHOTO Ie/CTBUS He SIBJISIeTCS
BO3MOXHBIM BapuaHTom [131].

(YYP C; VI, 5)

KoMmmenTapwuii: MemaaHanu3 nsimu paHOOMU3UPOBAHHBIX KAUHUYECKUX UCCNed08aHUll no
pe3yibmamam pocma C UCNO0b308aHUEM NPOMOKOJI08 MUHUMU3AUUU KOPMUKOCMepoudos
cucmemHo20 Odelicmeusi nokasan 3HauumenvHoe ysenuueHue SDS pocma 6 ezpynne, 20e
cmepoudnast mepanus 6viia ommereHa (cpedwsa pasvuua 0,38; 95% /11 0,07-0,68), ocobeHHO 8
meueHue nepeozo 200a nocyie ommeHol (cpedree 3HaueHue pasnuua 0,22; 95% /11 0,10-0,35), u y
nayueHmos npenybepmamHozo nepuooa (cpednss pasuuya 0,60; 95% AU 0,21-0,98) []. Ilo
OaHHbIM ~MemaaHalu3a nayueHmel, NOJAyuaswue mepanurwk CoOMAmponuHom™* umenu
3HauumenbHo 0oJiee B8bICOKYH CKOpocmb pocma uepe3 1 200 nocie Hauaia mepanuu, uem
KOHmMpoavHas epynna, co cpedueli pasvuyeii SDS pocma 0,68 (95% WU 0,25-1.11) [255].
Cpeodusas pasHuua 8 usmeHeHuu SDS pocma e 2pynnax cpasHenus cocmasuna 0,52 (95% U
0,37-0,68), a omeem pocma Ha mepanuir COMaAmMponuHom™* owin ayuwe y demeti maaduie 10
Jlem, uem y nayueHmos cmapuiezo eo3pacma [256].

e PexomeHpayetcs mnauyeHTam ¢ XBII mo mokasaHMSIM Tepamusi COMaTPOIIMHOM™* B mo3e
0,045-0,05 mr/kr B meHb (9KBUBajaeHT 28-30 ME/M? B HeJleNn0) IyTeM MOIKOXHbBIX
UHbEKLUI Beuepom [131].

(YYP C; VIIZ, 5)

Kommenrapwuii: Memaauanu3z 2012 z200a nokasan, 4umo N0 CPABHEHUK C hnauueHmami,
noiyuaswumu 14 ME/M? 8 Hedenio, nayueHmot, KOMoOpPbIM UCNONb308aACH 003d COMAMPONUHA™**
28 ME/m? 6 nedento ysenuuunu pocm Ha 1,18 cm 6 200 (95% JH 0,52—1,84). Ckopocms pocma Ha
1,48 eviwe (95% 1M 0,03-2,93) SDS ckopocmu pocma nocne 1 2oda seueHus [257]. [lna
umumayuu pu3uoa02u4eckoz0 YupkaoHozo pumma 3H002eHHoU cekpeyuu I'P pexomeHdyromcs



geuepHue uHsekyuu. CmopoHy UHBEKUUU Ccredyem MeHSIMb excedHe8HO, Umobul u3bexcamso
aunoampodguul.

e PekoMeHyeTcCs OLleHUTD MPUBepPKeHHOCTh naiyeHTa ¢ XBII K Tepanuu comaTpornMHOM ™™,
BKJIIOYUasl MCC/eloBaHMe YPOBHSI MHCYJIMHOMOAOOHOrO pocToBoro dakropa I B KpoBu,
M3MepeHMe MO03MPOBKM COMATPOIMHA™® ¢ MOMpPaBKOil Ha Maccy Tela U OlLleHKY (PaKTOpbI
IUTaHNUsI M MeTaboaM3Ma, peKOMeHA0BaHHbIe 10 Hauajla Tepanmy cCOMaTPOIIMHOM ™™, eciu
CKOPOCTb POCTa B IEPBBIN IO, JIeYeHNUsI COCTaBJISIeT MeHee 2 CM B TOJl 110 CPaBHEHUIO C
MUCXOOHBIM ypoBHeM [131].

(YYP C; VI, 5)

KommenTapuii: Crnedyem — paccmompems — 803MOMCHOCMb — NpeKpawjeHuss — mepanuu
comMamponuHom™* y nayueHmos, Komopvle He peazupyiom O0ONHcHbIM 00pA30M HA JleYeHue 8
meueHue Kaxk MUHUMYM 6 wmecaues. Heobxodumo uckaouums HecoOsodeHue exceoHe8HbIX
NOOKOMHBIX UHBEKYULl uau Hecoomeemcmeue 003UPOBKU COMAMPONUHA™™* eecy uesoseka.
daxmopesl, ozpavuuusarouiue pocm, cesdavHvvle ¢ XBII (numaxue, memaboauueckuii auudos,
MKH-XFII), makace 00/x#cHbl 661Mb A0EK8AMHO PACCMOMPEHBL Y NAULUEHM08, HE 0MeeUaujux Ha
JleueHue.

e PexoMeHIyeTCsI OTMeHa Tepamnuy cCOMaTpPOnMHOM™* y maiuueHTOB ¢ XBII mpu 3akpbITUA
30H pOCTa, BO BpeMs TPAHCIVIAHTALUMU TIOYKM, TIPU BO3HUKHOBEHUM BHYTPUYEPEITHOM
TUTIEPTEeH3UM, CO CTOVKUM TSDKeJbIM BTOPUYHBIM TUIlEpIIapaTMpeo30M, HeOObSICHUMbIM
cHwkeHreM pacyetHo CK®, oOTCyTCTBUM OTBeTa Ha JledeHue, HeCMOTpS Ha
OTNITUMAJIbHBI KOHTPOJIb MUTAHUSI M MeTaboIM3Ma U TOCTVKEHUY CBOET0 reHeTUUEeCKOro
1iesieBoro pocra [131].

(YYP C; VI, 5)

KoMmeHnTapwuii: Bo epemss mpaHcniaHmayuu no4YKu jeueHue coMamponuHom ** donxncHo 6vimo
npekpauieHo y ecex nayueHmos. Cmumyaauuss npodosbH020 pocma Moxem nposooumscs y
demeli 00 3akpsimusi anugusdapHeix 30H pocma. Tepanus comamponuHom **0onxicHa Ovimbp
ocmadosnieHa npu OdocmuxceHUuu NAyueHmMoM C80€e20 2eHemuueck020 Uee8020 NpPOoueHmus
pocma. B uccnedosanuu RN Fine et al. y 22 nayuenmos, y Komopbuix Ovlia ommeHeHa mepanus
COMamponuHom™* u3-3a docmuxeHust Yeaeso20 NPoYeHmMuast pocma, moavko y 27% ommeHda
npueena k noddepxcanuro SDS pocma, 6 73% ciayuaes ommeuaiocb 3amemHoe CHUMEeHUE
cKopocmu  pocma, KOmopwsle 8nociedcmeuu nompebosaiu  80300HO8/EHUS mepanuu
comamponuHom™* [258]. B kauecmee anvmepHamussl, 003a COMAMpPONUHA™ *moxcem Obimp
YMeHbULEHA, K020a nayueHm docmuzaem c80e20 2eHemu4eckoz20 yeneso20 NpoyeHmuisi pocma,
HO pe3yibmamsel, C513aHHblE C IMUM N0OX000M, CUCmeMamuuecku He usyuanucs [131].

3.1.6 3amecTuTe/NbHAas IIOYEYHA Tepanusl.

Mpu cHuxceruu pacuemuoti CK® menee 30 ma / mun Ha 1,73 m? (4 cmadus XBII), Heo6xoduma
nodzomosxa K 3amecmumesnvHoti noueuroti mepanuu (3I17T) [1]. Cemwe u, npu Heobxodumocmu,


https://www.ncbi.nlm.nih.gov/pmc/articles/PMC7136166/#Glos16

pebeHky cnedyem npedocmasumos uUHGoOpMayuw, KAacarwyocss mpaHcnaaHmayuu nouku,
nepumoxeanvHozo ouanusa (I1) u zemoduanusa (I/I).

Yacmoma u pachpocmpaHeHHocms 3IIT 8 neduampuueckoli npakmuke 3HA4YUMeIbHO MeHblIe,
yem y 83pocnbix. C amum c8A3aHo, 4mo 60abWUHCMB0 UCCIe008aAHUTI NPOBOOUNOCH Y 83POCTbIX U
Heobx00uMo adanmuposams Imu nojaydeHHovle JaHHble 8 neduampuyeckue peKoMeHOauuu.

e PekomeHndyemcs y nayueHmos ¢ XBbIT C5 pewums 60npoc 06 0nmMumMaibHslx CpoKax njaaHo8020
Hauana 3T Ha 0cHOBe KOMNIEKCHO020 OUHAMUYECK020 AHANU3A KAUHUYECKUX NPU3HAaKos
JucpyHkyuu nouek ¢ yuemom yposHa CK® c¢ uyenvio npedynpexcoeHus paszeumus
HCUIHEY2POHCAIOUUX OCTIOHCHEHUTI MEePMUHAILHOLL noueuHoli HedocmamouHocmu [6, 110].

(YYP C; Y11 5)

Kommenmapuii: bananc mexcdy npeumywecmeamu u puckamu Hauana 3IIT donxcen Obimo
OU€eHeH Ha 0CHOBAHUU OUHAMUYUECKOU KAUHUYECKOLl OUeHKU He MOJIbKO ypeMuiecKux #aaoo, Ho U
Opy2ux NOMEHUUANbHO Mcu3Heyzpoxcarouiux ocnoxHeHuti XBII C5 (napyweHuli ¢yHKyuli
ueHmpanvHoti HepgHoli cucmemsl (L[HC) (3HUeanonamusi/kozHUMUBHble HAPYWEHUS),
cepo3umos, dekomneHcayuu memadoauuecko20 ayudosd, 2unepkaiuemuu, HeKOHmMpoaupyemot
2unepeudpamauyuu (aHacapka, omek Jaezkux) u AIl, msoxenoti BOH), a maxwe ¢ yuemom
npednoumeHutl nayueHma, 8vICKA3aHHbIX HA OCHOBE NOJIYUeHHOU MeOUuyuHcKoll uHgpopmayuu.
Cumnmomol ypemuu HecneyupuuHsl U mMozym 0blmb HEOUEBUOHbIMU KAUHUUECKU, A HEKOMOPbLE
nayueHmol Mo2ym adanmuposamauscsi K Hu3kum yposHsam CKD 6e3 uemko 8vlpareHHbuIX #anoo,
noamomy npu onpedenieHuu cpoxkos Hauana ouanusa y nayueimos ¢ XBII C5, ouesudHo, cnedyem
MOHUmMoOpupogams u ouyeHusams OuHamuxky CK®. Pewenue o Hauane 3IIT He credyem
OCHO8bIBAMb MOAbKO Ha 3HaueHuu pCK®D, nockonvky y nauueHmos ¢ XBII C5 Ha yposeHd
KpeamuHuHa 6 Kposu 8 3HAUUMeNbHOU cmeneHu éausiem mouyHoCms U3MepeHuli He3asucumo om
memooa OueHKu (QYyHKYuu nouek, MoluleyHast Mmacca, cmeneHv 2udpamayuu u opyaue
MHO20uUcNeHHble pakmopbl. MHozue nayueHmot ¢ XBIT C5 umerom deuyum moliieuHotli Maccol
3a cuem 6AUAHUS 803pacma u KOMOpPOUOHOCMU, 2unepzudpamuposaHsl, d, c1edo8amesbHo,
CPABHUMENbHO HU3KULL YpOBeHb KpeamuHUHa Kpoeu u 06osee 8vicokue 3HaueHuss pCKD, He
coomeemcmaywuiue peanvHviM. Onmumanvholii yposeHv pCK® ons Hauana 3IIT ocmaemcs
Heu38eCMHbIM, O00HAKO SIBHble U Npozpeccupyouiue CuMnmomvl ypemuu noseasomcs y
GonsuiuHcmea nayuenmos npu pCK® 6-8 ma/mun/1,73 Mm% Takum 06pazom, KauHuueckoe
MOHUMOPUPOBAHUE NPOZpeccul NOMEHYUANbHO MHU3Heyzpoxcaoujux ocaoxHeHuil XBII C5
(OmmeueHHbLX 8blllle), UX KOMNJIEKCHASl OUEHKA 8pauom-Heppoiozom ¢ yuemom 3HaueHuti pCKD
Kpumuuecku 8axcHol 0711 onpedesieHuUs CPOK08 ONMUMAIbHO20 Haua1a Ouaiu3d.

e Pekomendyemcsi y demeii ¢ XBII C5 npuHumams peuieHue o 8vibope 8uda mModaibHOCMu
noddepxcusarwujezo  OUAIU3HO20 JleyeHus C yuemom MeOUUUHCKUX NOKA3aHuili u
npomueonoKasaHull, COYUAaIbHblX YCI08Ull U hnpednoumeHull nayueHma HA OCHOBe
MAKCUMAIBHO 803MOMHO20 UH(OPMUPOBAHUS 0 NPEUMYUIECMBaX U 02PAHUUEHUSIX Ka#d020 U3
8U008 uaIuU3a ¢ yeavo nepcoHuguxkayuu u yayuuieHus ucxodos 3IIT [6, 49, 110].

(YYP C; Y1 5)



Kommenmapuii: KaxcOvlii u3 memodos umeem u3eecmHsle Npeumyulecmea u 02paHuyeHusl.
HumezpamusHsiti nodxod k 3IIT npednonazaem nepcoHUpuUKayuo 6sl60pa KOHKPEmHO0z20
memoda (Il I7I®, I1/]) 8 3agucumocmu om KAUHUUECKUX U COUUAIbHBIX YCI08ULL, NpeonoumeHutl
nayuenma. Kax cnedcmeue 8 MeOJUUUHCKOU opzaHudayuu 00nxcHbl Obimb 00CMYNHbl 8Ce
pasnosudHocmu 3T -I/l, I71® u I1/] [167].

e PexomeHndyemcs y demeii ¢ XBIT C5 nauurame neuerue I/ unu I'7] 8 onmumanvHuiX YC108USIX:
8 NJ1aHosomM nopsidke npu NJaaHosol z2ocnumanu3ayuu, He CB8S3AHHOLU C OCOHHEeHUIMU
ypemuu (eciu nocieoHee NPUMEHUMO K JIOKAJIbHOU npaxkmuke), ¢ npeoulecmsyouum
HabnodeHueM epaud-He@pposnoza u uchonb308aHueM NOCMOSIHHO20 duaau3Hozo docmyna ons
npeoynpexcdeHus: pa3eumust MU3HEYZPOHAWUX OC/IOMCHEHUTI MEePMUHANIbHOU NOoUeUHOT
HedocmamouHocmu u uHuyuauuu 3T no 3KCMPEHHbIM NOKA3AHUIM, YAYULUEHUS
KJIUHUYECKUX UCX0008 U CHUXCeHUS. pacxodo8 Ha JieueHue [6, 49, 110].

(YYP C; VI 5)

Kommenmapuii: 3aparee 3aniaHupogarHoe Hauano I/T unu IT/] 8 ambynamopHom pexcume (unu
8 X00€e 20CNUMAlU3auuu No UHbIM, He C8513AHHBIM C ocoxcHeHusimu XBIT C5 noka3aHusim) noce
MUHUMYM 3-MecsiuH020 HabnodeHus 8paua-Heppoaoza u Haaudue NOoCmMosiHHO020 OUAIU3H020
docmyna cnedyem cuumame Kpumepusmu onmumanvHozo Hauana 3IIT. JlonoiHumenvHbsim
Kpumepuem moxcem 6vims cosnaderue memoda duanusa npu uHuyuayuu 3I1T ¢ maxkoswvim uepe3s
90 OHeii neueHus. K cybonmumaibHomy (IKCMpeHHOMY, He3anJ1aHUPO8AHHOMY) Hauaty ouanusa
credyem omHocume 8ce cayuau, 8 komopslx 3IIT HauuHarom 6 cmayuoHape 8 853U C
passumuem xusHeyepoxcarwux ocnoxHeHuii XbBIT C5 y nayueHma ¢ Hanuuuem uau
omcymcmeuem NoCMosIHH020 cOCyoducmozo 0ocmyna, Kak npasusio, 6 0mcymcmaeue pezyasipHo20
Haobt00eHus 8paua-Hegponoza. Umerwuwuecs daHHsle N0380JIS1I0M CUUMAmMs, Umo UCNO0J1b308AHUE
KOHUenyuu OnmuManpHo20 Hauaaa npu onpeodeneHuu cpokos8 uHuuuauyuu 3IIT Ha npakmuke
bonee yenecooOpasHo, Hexcelu «n030He20»/«paHHez0», Gasupyrwuelica Ha 60jiee 8bICOKUX UU
Huskux 3HaueHusix pCK®. Bonee Hu3Kue pacxodsl Ha JieueHue npu onmumanvHom Hauane 3I1T
A6715110MCS1 0ONOJHUMEILHBIM AP2YMEHMOM PeKOMeHOauuu.

IIT - amo Haubosnee pacnpocmpaueHHslli Memod Ouanusa, Ucnob3yemvlii Ons JieueHus
neduampuueckux NnayueHmos8 ¢ MmMepMUHAIbHOU cmadueli noueuHoli HedoCmamoyHocmu,
ocobeHHo y demeli maadwe nsmu aem [1-3]. XII/I obaadaem psdom npeumyuwecms nepeo
2emoouanu3om 0st demeii:

Menee ozpanuuenHas duema, ekarwuas nompeobaerue xudxocmu, nomomy umo I1/] nposodumcs
exceoHesH0. ImMo 0COOEHHO NoJIe3HO O/l MaadeHyes, y KOMopbuiX NUmMavue NoaHoOCMmsl Ulu 8
OCHOBHOM 3asucum om Hudkoti duemal.

Tepanus nposodumcs doma, 4mo no3eoJislem pezyasspHO Nocewams WKOJy U yuacmeosams 8
dpyaux 00bIYHbIX 0eMCKUX 3AHAMUSIX.

Omcymcmeue cocyoucmozo docmyna u C83aHHAS C IMUM HE0OX00UMOCMb 8 N0BMOPHOL
8eHeNnyHKUuu (apmepuoseHo3Has ucmyna/ mpaHcnaaHmam) uau puck OGakmepuemuul



(ueHmpanvHoblli 8eHO3HbIlE kKamemep). K npumepy, cocyducmeslili docmyn Ons 2emoouanusd
3ampyoHeH y nauueHmos maaduie 08yx jiem.

OCHOBHBbIMU Hedocmamkamu memood S6JSI0MC 803MOMCHOE HeCoO/00eHUe nayueHmom /
3aKOHHbIM npedcmasumesieM HA3HAYEHHOU mepanuu u puck uHgexyuti, cesidavHuix ¢ II/I, makux
Kax uHgexyuu mecma 8slxoda kamemepa / myHHens u nepumonum [259, 260, 261, 262 ].

3.2 Xpupypruueckoe jJe4yeHue

3.2.1 TpaHcIIaHTAUUS IOYKU

e PekoMeHO08aHO paccmMompems NPeBeHMUBHYH MPAHCNAAHMAYU0 NOUKU Yy NAYUeHmMos ¢
8blcokoli cmenenwvto XBII ¢ yenvto ob6ecneueHust noueuHotl pyHxkyuu [49]

(YYP C; VI 5)

e PekomeHdyemcss mpaHcnaaHmayusi nouku demsmM ¢ mepMuHanbHOU cmadueti XpOHUUEeCcKou
noueuHoll HedocmamouHoCMu 8 Kauecmee NpuopumemHo20 8uda 3amecmumeibHoll NoUeUHol
mepanuu. IIpu docmuxceHuu 3-4 cmaduu xpoHuueckoli 60se3HU nouexk dajnvHeliulee JieueHue
nayueHma O0OJMXHO 00CYy#0ameCsi C npuejieueHuem 8pauda-0emckozo xupypea (co
cneyuanusayueti no mpavcnaanmosozuu) [263, 264, 265, 266].

(YYP C; Vi1 5)

Kommenmapuii: Ha cezo0HAWHULlI 0eHb MPAHChaHmMayusi NOuKu cuumaemcs: HAauayyuium
Memodom 3amecmumenbHoll noueuHoli mepanuu y 83pocivix. OOHAKO HA NPOMANEHUU MHO2UX
Jlem pe3yibmamsl MpaHcnaaHmayus nouku y odemeti CywecCmeeHHO OMJUYAIUCL 8 C8S3U C
8bICOKOU uacmomotl pazeumusi Xupypeuueckux U UMMYHOJ02UYECKUX OC/IOMCHEeHUL, Umo
8bIPAXATIOCH 8 O0JIee HU3KOL 8bIHUBAEMOCMU PEUUNUEHIMO08 U MPAHCNIAHMAamMo8. 3a nociedHue
15 1em npou3sowien 02pomMHblli NPOPbLIE 8 YAYULUEHUU Pe3Ybmamos 0emckoli mpaHcniaHmayuu
nouku. B Hacmosiuwiee 8pemsi 5-1emHssl 8bIHUBAEMOCMb peuunueHmos 0emckozo 803pacma
cocmasngem 83% u 71% npu mpavcnaaHmayuu NOYKU om *uUeozo U NOCMepPmMHO20 OOHOPOB.
Kpome 3mozo, xopowlo u38ecmHo, umo pe3yipmamol npeseHmugHoll (0oduanu3Hoti)
mpauvcnaaumayuu nouku y demeti JoCmo8epHO Npesocxo0sam aHal02uuHble NoKazamesnu
mpadcnaaHmayuu  NoYku  nociae  Hauana ouanusuoii  mepanuu. Taxkum — o006pasom,
mpaHcnaaHmauuss nouku OONMCHA pPaccmampueamuscsi KAk npeonoumumesibHulll 8apuavm
3amecmumesbHOll NOUeUHOl mepanuu 80 8Cex 803MOMNCHBIX CIYUAsIX.

e PexomeHdyemcsl 6bINOJNHSAMb MPAHCNIAHMAYU NOuKU OdemsiM 6 Cheyualu3upo8aHHblx
MEOUYUHCKUX UYEeHMpax, UMeWux 6 C60eM Wmame noo20mosNeHHbIX 8paueli-Xupypzos,
gpaueti-aHecme3suono206-peaHumManmono208, epaueli-ne¢ponozoe (demckux), a makxie
8paueli-ncuxoi10208 U COYUANbHBIX PAOOMHUKO8 C Ueavlo 00CMUMNEHUS ONMUMAnbHblx
pe3ynbmamos mepanuu [267].



(YYP C; VI 5)

Kommenmapuii: HakonsneHHslll onsim ceudemenscmeyem, umo Ha NPOMsiHeHuu nocieoHux aem
pe3yibmamosl MpaHcnaaHmayuu nouku y demeil npeeocxoosim aHalo2udHvle nokasamenu y
83pOC/IbIX peuunueHmos. Imo 00YCl10871eH0 HECKOJIbKUMU NPUdUHAMu, KOmopble 8KIUam 8
cebss. mujamenbHyl0 N0020MOBKY peyunueHma K MpaHcnaaHmayuu, npeyusuoHHY0
XUpyp2uueckyo mexHuky, Jiyuuiee Kauecmeo 00OHOPCK020 0p2aHa, UCNoNb308aHue 3(hGexmueHoli
UMMYHOCYNpeccCusHoli mepanuu, Xxopouiee NOHUMAHUe O0cobeHHOocmell (apMakoKuHemuKu
UMMYHOOenpeccaHmos y demeli. Hcnonv3osarue COB8PEMEHHDbIX npomoKon08
UMMYHOCYNpeccusHoll mepanuu npueeno K 00CmosepHoMy CHUMCEHUI0 0CMPO20 0mmopxceHusl. B
1980 2. wacmoma ocmpozo OmMmMopxeHus 8 nepsvlii 200 Nocie MpPAHCNAAHMAUuu NouKu
Habnwodanace 8 55% cnyuaes, mozda kak 8 nocieoHue 200vl oHa He npesviuiaem 10-15%.
[lepeuucneHHole (Gakmopsl umerwm KyMyAsmueHolll 3pgpekm 6 ueHmpax, 6vINOTHAWUX
excezo0Ho 6oniee 30-40 neduampuueckux MpaHCNAAHMAuutli U uMewwux 6cio HeoOX00UMYw

urgpacmpykmypy.

® PexomeHO08aHO 8bINOJIHEHUE MPAHCNIAHMAUUU NOYKU demsM 8 NpeseHmMu8HoM nopsioke 0o
Hauana Juanu3Holli mepanuu ¢ yeavlo dOCMUXCEHUT ONMUMATbHBIX Pe3ybmamos mepanuu.
[268].

YYP G Vi 4)

Kommenmapuii: Haunyuwum eapuaHmom  feiasemcs  doduanusvas (npeseHmueHasl)
MPAHCNAAHMayust NOYKU 0Mm U020 pooCmMeeHH020 JOHOPa, YUumsléds NJAHOBbIL Xapakmep
onepamugH020 eMeulamenscmad, X0pouwluti ypoeeHs 2UuCmMoco8MecmumMocmu mexdy 0oOHOpoOM U
PeYUNuUeHmom U MUHUMAIbHbIL CpOK KoHcepsauuu opeaHa. Ilo OdaHHbIM nposedeHH020
uccnedosaHus, nayueHmel, noayuasuiue ouaiu3 00 mpavcniaHmayuu, umenu 0oJee 8vlCOKUL
puck ympamol QyHKyuu mpauvcnaaumama (koagguuuenm pucka 1,32; 95% dosepumebHolli
unmepsan ([IM): 1,10-1,56) u 6onee 8vicokutli puck cmepmu (koa¢pguuuenm pucka 1,69; 95%
[IW: 1,22-2,33), no cpasHeHuUo ¢ nayueHmamu, KomopwviM O0bl1a BbINOJIHEHA NPEeBeHMUBHAS
mpaucnaiaHmayusi nouku. Y demeti, Haxoduswuxcs Ha duanuse 6oavuie 1 200a, puck ympamol
QyHKuuu mpavcnaanmama 6wl Ha 52% ewiuie, a y demeii, Haxoduswiuxcs Ha duanuse 6onee 1,5
Jem, puck cmepmu 0v11 Ha 89% evilie, N0 cpasHeHur ¢ demvMu, KOMopsim Oblia NposedeHa
npeseHmMu8HAass MpaHCcNaaHmauus, 6He 3as8UCUMOCMU 0M UCMOUHUKA OOHOPCKO20 Op2aHd.

e PekomeHO08aHO pachpedessims Op2aHbl 0M NOCMEPMHO20 JOHOpA 8 nepsyw ouepedsb
navueHmam 0emckozo 803pacma npu omcymcmeuu y HuX nomeHyuaibHo20 poocmeeHH020
J0HOPA C Yenvio COkpaweHust OnumenbHocmo oxcudauus y demeti [269].

(YYP C; VI 5)

Kommenmapuii: PacnpedenieHue opzaHo8 om nocMepmHslx 0OHOPO8 C nhpuopumemom O0ist
peuunueHmos 0emckoz0 803pacma s6jsemcs Muposoti npakmukoii. ITo daHHsIM opzaHu3ayuu
Eurotransplant, ¢opmuposaHue omoenbHO20 JauUCMa OXUOAHUS O Oemell COBMECMHO C



npuopumemusiM pacnpedesieHueM Nno360Jsem COKpamums OAUMENbHOCIMb OXUOAHUS Op2aHa
0m nocmepmHozo doHopa y demeli 8 2,5 pa3a no cpasHeHuio ¢ 83pOCbiMuU peyunueHmamul.

e PekomMeHO08aHA MpAHCNIAHMAYUsL NOUKU OemsM Om HU8020 POOCMBEHHO20 OOHOpA,
HecoeMecmumoz20 no zpynne kpoeu (ABO-Hecosmecmumass mpdavcnjiaHmauusi nouku), Kak
amanozuuHas mpavcnaaHmayus nouku om ABO-coemecmumozo podcmeeHH0z20 JoHopa 8
C6513U ¢ conocmasumocmoio pesynomamos [270, 271].

YYP G Yia4)

Kommenmapuii: Pe3yismamel mpavcniaumayuu nouku om ABO-Hecoemecmumozo Hueo2o
poOcmeeHH020 O00HOpPA CONOCMAsUMbl U O0OCMOBEPHO NPesocxodssm Kak pe3ylbmamol
mpaHcniaHmauyuu om nocmepmuozo doHopa, mak u pe3yavmamel JeueHus: opyzumu memooamu
3amecmumeJsibHOLl noueuHoli mepanuu.

e He pekomeHaoeaHa mpaHcniaHmayust nouku 6emﬂM, umernowum JdaHHble KAUHUYECKUe
CoOCmosHusA:

Oukonozuueckue 3a601e8aHUSL;

Hngpexyuu;

AkcmpapeHasnvHole 3a00/1€8aHUS;
HecobnodeHue MeduyuHCKUX pekoMeHOayuii;
Icuxuueckue paccmpoticmaa;

IIpu duazrocmuposaHHoli okcarypuu 1 muna 0o mpanHchaiaHmayuu neueHu uiu ee ppazmenmos
(mpaucnaaHmayus NouKu Moxem 0OblMb 8bINOJIHEHA NOC/le MPAHCNAAHMAYUU NeveHUu Ulu ee
(hpazmenmos) 6 c6513U C 8bICOK0BEPOSIMHBIMU OMCYymMcmeuem 3QGekma unu HebaazonpusimHsIMU
ucxooamu [272].

(YYP C; Va1 5)

e K omHocumenvHsiM NpoOmMueoNnoKa3aHusmM Ons MpaHCnaaHmayuu Nnouku peKoMeHO008aHO2
OMHOCUMb 0CMpoe UHGeKYyUuoHHoe 3abosiesaHue uau 060cmpeHue XpoHUueckoli UH@eKyuu,
onyxoJib Bunemca 8 aHamHese unu opyzue 3abosnesarust (0ekomneHcauus caxapHozo duabema,
gblcokass akmueHocms CKB u m.0.) 8 853U C 8bICOKUM PUCKOM OCNI0McHeHutl [273, 274, 275,
276, 277, 278].

(YYP C; V41 5)

Kommenmapuu: OmHocumenvHslie NpomMuonokA3aHuss K MpPAHCAAHMAayuu NouKU HOCAM
8peMeHHbIll xapakmep, NOMeHYUAIbHO n0o00anmcs JjedeHur uiu mpebyiom onpedesieHHO20
nepuoda Hab1r0eHusl.



Panee Hecosmecmumocmv ho ABO u Hanuuue yumomoKCUHeCKux aHmuauM@ouumapHsix
aHmumen npomusé OoHOpa ObLIU NPOMUBONOKA3AHUSMU K MpaHCnaaHmayuu; 00HAKO
nocnedyroujue JocmuMceHuss C UCNOJb308AHUEM CNEYUanbHblX NPOMOKOJI08 N0380JUNU
nposodums Makyl MmpaHcniaHmayuio 6 uyeHmpax, o006aadarwux O0nbWUM O0NbIMOM
mpachaaHmauuu, a makxe cCneyualu3uposaHHoli uHppacmpykmypoii.

llemu ¢ OHKOJI02UUECKUM 3abonesaHuemM 8 aHAMHe3e mozym pacemampueamscs KAk
nomeHyudibHele  peyunueHmsl nNOo4eyHo20  mpaHcniaHmama moJibKoO  npu  Haauduu
y6eaumeﬂbezx dokazamenbcma omcymcmeust pucka peuu@uea OHKOJ102U4eCK020 3a00/1e8aHUs
HA MOMEHM mpdaHcniaHmauuu.

Bupyc  ummyHodedpuuyuma uenogeka (BHUY) mpaduyuoHHo cuumancs  abCconomHbIM
npomugonoxkasaHuem Kk mpaxcnaaumayuu. OOHAaKo yayuuieHue 007120CPOUH020 NPO2HO3a 0Jisl
nayueimos ¢ BHY-unpexyueli nobyouno mHozue Npozpammvl  MpaHCNaaHmMayuu
nepecmMompems €801 NOJUMUKY 8 OMHOWEHUU UCKIUeHUs1 hayueHmos ¢ BUY-uHpekyueti.
Heckonvko uccnedosanuli npooeMOHCMpUpoO8aIu CONOCMasuMple pe3yabmamol JjieueHus
nayueHmos u mpaucnaaimamos y BHY-unguyuposanHbvix u BHY-HeuHpuyuposaHHsix
nayueHmos, nepeHecwux - MpAamcnaaHmayur nouKu nocjie Hauana  MOWHOU
aHmupemposupycHoti mepanuu (APT).

Boiugaemocmos nauueHmos 6 meueHue 00HO20 u mpex Jjem cocmasuna 95% u 88%
CO0MBEemMCMmMeeHHo; BblxusaemMocms mpavcnaanmama - 90% u 74% coomeemcmeeHHO.
Bouicusaemocms hauyueHmos U MpAHCNIAHMama 6 meyeHUe uemolpex Jiem 0Cmasandacs
cmabunwvHoli u cocmasasana 89% u 69% coomeemcmeeHHo.

Hekomopule cucmemHble 3a0071€8aHUS SA8SHOMCS OMHOCUMENbHBIMU NPOMUBONOKA3AHUSIMU K
mpavcnaaHmayuu nouku. K HuM 0mHOcCAmMcs cucmemHsle 3a0071e8aHUS,, KOMOpble MO2uU
evl38amo NOYeyHy HedoCcmamouHocmeo (Hanpuwmep, aHmuHetimpoguivHole
yumonaasmamuueckue anmumena (ANCA)-accoyuuposaHHvle 6acKyaumsl UIU CUCMEMHAs
KpacHas eonuamka). TpaHcnaanmauus 803MoxcHa 8 nepuod pemuccuu 3abonesauus (He meHee 6
mecsues).

Ilpu Hanuuuu 'y hnayueHma 60JUAHOUHO20 Heppuma NpPuoOpPuMemHsiM  Memooom
3amecmumesnibHOU NoYeUHOL mepanuu 611emcst mMpaHcnaaHmayusi NOUKu.

Boipadcennulii 2unepnapamupeo3 (¢ yposHem napamzopmoHa 06onee 1000 nz/mn) sieasemcs
OMHOCUMEIbHBIM NPOMUBONOKA3aHUeM, mpedyruuUM KOMNIeKcH020 aeueHus. I1o docmuixceHuu
yenesozo ypoeHsi hapamzopmoHa (meHee 700 nz/mMj) 603MOHCHO 8bINOJIHEHUE MPAHCNIAHMAYUU
NnouKu.

e PekomMeHO08aHO OKOHUAHUE NJIAHOB0L 8AKYUHAUUU, CO2IACHO HAUUOHAIbHOMY KaAJleHOapo —
00 BbINOJIHEHUSI MPAHCNAAHMAUUU NOYKU C Uenbld  JOCMUMEHUSI  MAKCUMAIbHOT
a¢ppexmusHocmu  eakyuHayuu, obecneueHuss — UMMYHHOU  3awjumsl 8 00- U
NOCMMPHCNIIAHMAYUOHHOM nepuode U NnpedomepauieHust B03MOMCHBIX HeMeNamebHbIX
a¢pexmos sakyuHayuu y UMMYHOKOMNPOMEHMUPOBaHHbIX nayuenmos [279, 280, 281].



(YYP C; Y11 5)

Kommenmapuii: BHedpeHue pymuHHblXx 0emcKUX Npusu8oK pe3ko CHU3UI0 3a001e8aemocms u
CMepmMHOCMb 0M UHpexKyuu.

Oodnaxko 8AKUUHDBL Mmozym Oblmb Hea(pekmueHul, ecu ux 8800UmMb
UMMYHOKOMNPOMEHMUPOBAHHBIM nauueHmam. IToamomy pewaroujee 3HaueHue uMeom ycuus
no NoJHOU umMMyHusayuu demeii 0o mpaHcnaanmavuu. ITockonvky demu ¢ mepMUHAIbHOT
cmadueti 3a6071e8aHUSL NOUEK UACIO UMEM HEONMUMAIbHBIL UMMYHHBIT 0MBem U CHUMCEHHYHO
NPOO0ONHCUMENBHOCMb UMMYHUMemMd, Mozym nompe6osamscsi 60Jiee 8bICOKUe HauaibHble 003bl,
00NnoNHUMebHble 003bl U MOHUMOPUHZ MUMpAa aHmumesi ¢ NOMOUWbi0 6YycmepHsIX 003 8aKUUH. B
nepuod nocie MpaHcnaaHmayuu He pekoMeHOyemcs 88e0eHuUe HUBbIX 8AKUUH, N03MOMY KpatiHe
8AXCHO npociedums, umobwvl 8ce nooxodsawjue BakyuHsl ObLiU cdenaHsl 0o onepauyuu no
nepecaodke.

Ymo Kkacaemcs #uewvlx 0C1a0NEeHHbIX 8AKUUH OM KOpU, KPACHYXU, 3nudemuueckozo napomuma
(KIIK) u eempsiHoll ochol, peKoMeHAYemcs: nodoxoams MUHUMym 4 Hedenu mexcdy 88edeHuUeM
8aKYUHbl U MpaHcnaaHmayueti, yuumsiédss meopemuueckuli puck pazeumus 3aboseeaHus om
8aKYyUHHO020 wmamma [280].

TIpususKu HEXCUBBLIMU BAKYUHAMU MO2Yym Oblmb COeNaHbl NOCTIE 020, KAK UMMYHOCYNPeCcCUsHble
npenapams! 0oCmMuzHym Hu3kux noddepxcugarouiux 003, 00bIYHO 8 CPOKU om 6 0o 12 mecaues
nocjie mpaHcnjaaHmayuu.

® PekoMeHO08AHO  BbINOJIHEHUE  PEKOHCMPYKMUBHBIX U  CAHAUUOHHBIX  XUPYP2UUECKUX
BMeWamenbpCme Ha op2avax Mouenososoli u opyzux cucmem 0o mpaHcnaiaHmauuu nouku. B
cyuae omcymcmeust KAUHUYeCcKUX nposieieHuli UHgexkyuu uau no opyaum NoKa3aHusim
pPEKOMEHA08aHa O00HO- uau 08YycmopoHHssi Heppakmomus (PaduxkanvHass Heppakmomus,
Jlanapockonuueckas Heppakmomus, Hedppakmomus ¢ mpombIKmomueli u3 HuxcHell nooti
geHbl, PobomaccucmuposaHHass He(ppakmomusl) coOCMBEHHbIX NoUeK OOHOMOMEHMHO C
mpaHcnaaHmayueti NoUKuU € Yeapd MUHUMuU3ayuu uH@pekyuoHHslx ocnoxcHeHutl [282, 283,
284, 286].

(YYP C; Y11 5)

Kommenmapuii: Ipuuunoii noueuHoti HedocmamouHocmu y demeti 8 0OJIbLUUHCMEBE Cy4aes
S8711€MCS. 8POHCOEHHAST AHOMAIUSL CIMPOEHUs Mouesdbieodauwjux nymeii. He maxk daseHo demu c
BPOHCOEHHBIMU AHOMANUSIMU HUMNCHUX MOYEB8bI800AWUX nymeli unu ¢ ouchyHkuueti Mouesozo
ny3sips 0bL710 UCKIIOUEHBl U3 NPOPAMM MPAHCNAAHMAUUU NOYKU, NOCKONbKY OHU CUUMAIUCD
peyuUnueHmamu ¢ OUeHdb 8bICOKUM PUCKOM UHOEKYUOHHBIX OCIOMCHEHULl U ympamul GyHKyuu. 3a
nocnedHue HeckobKo decsamuiemuti 6vL10 JOKA3AHO, MO Ay2MeHMAYUOHHAS YUCMONJIACMUKA ¢
co30aHuem pe3epsyapa HU3K020 0asJieHusl yaydyuiaem omoaieHHY BblxU8aeMoCms NOUEUHO20
mpaucnaaumama. Ilo pe3ynsmamam ucciedo8aHuli uacmoma 603HUKHOBEHUSI YPOJI02UYECKUX
OCJIOMCHEHULl nocjie Yposo2udecKux peKoOHCMpYKUuii He omjuuaemcsi om makxoeoii 8 ooujeli
nonyJsiyuU ¢ HOpManvHoll pyHKUueli Mouesnl800auux nymeti.



Y nayuenmos ¢ 3a0HUM ypempanbHbIM KAANAHOM MOXem nompedo8amocs INUYUCMOCMOMUS 8
paxHem 8o3pacme s dekomnpeccuu OUCHYHKUUOHATILHOZ20 MOU€EB020 NY3bIPsl. INUUUCTOCTNOMA
MOM(eM COXPAHAMbCS 8 meueHue MHO2UX Mecsayeé nocie mpaHcnaaHmayuu. emsm c
HebOoIbULOLE eMKOCMBI0 MOUEB020 NY3bIPsi MOXemM NOmpebo8amaucs yseauueHue Mo4es020 ny3vipsl
npu nomouwiu KOHOyuma u3 cezmeHma nooe300uwHoti Kuwku. ITomMumo 3mozo, acmo ucnosib3yom
anneHouxkc 0n1 C030aHus NOCMOSHHOU  CIMOMbl, Nh0380Jsi0Well  nNposodums  UUCMYIO
nepuoou4eckyr kamemepusayuio.

Haubonee uacmsimu 0CI0MHEHUSAMU NPU aAy2MeHMAayUuoHHOL yucmonaacmuke u omeooe mMouu
yepe3 NOCMOSIHHYIO CMOMY S8Js1l0mcsa Oakmepuypust u uHgekyuu mouesvl8o0sauux nymeti,
Komopwle 00blYHO He npugodsam K nomepe mpaHcniaHmama npu npasuibHOM JieueHuu
AHMUOUOMUKAMU.

e PexomeH008aHO nposedeHUe NCUXOCOYUAIbHOU OueHKU pebeHKa u ez2o0 podumeneli Ha
npedmem npueepieHHoCmu (KOMNJIAeHmHOCmu) K npeonosazaemoli mepanuu Ha 6cex
amanax 3amecmumensHoli NoueuHoli mepanuu, u 0COOEHHO NOcCie MPAHCNIAHMAYUU NOYKLU,
NOCKOJIbKY XOPOWO U38ECMHO, UmMo Hecobii00eHue MeQUYUHCKUX PeKOMEHOAUULI CONPSIHEHO C
8bICOKUM PUCKOM paA36UMuUsl 0CJIONHEHUT U ympamol yHKUUU noueuHo20 mpaHchaaHmama
[287, 288].

YYP G Vi 4)

Kommenmapuii: B 007120cpouHoli  nepcnekmuee 3HAYUMeENbHOE KOJAUUeCm8o homepob
mpaucniaHmama npoucxooum u3-3a Hecoo1I00eHUst MeOUYUHCKUX pekomeHdayuti. Cyujecmayem
ps0 npogunakmuueckux mMmeponpusimuii, Komopwle Mozym yayuiuums coosodeHue oemovmu u ux
pooumensamu MeOUYUHCKUX peKoMeHOayuli: HenpepvigHoe 00pa3osaHue, UHOUBUOYAIbHAS
MeQUYUHCKas uHpopmayus u ncuxoozuueckas nomows. Ilepesod demeti npu ux 83pocieHuu ons
oanvHeliuiezo HabnwdeHuss 8 yupexcoeHue 011 83POC/bIX CBSA3AH C Meopemuuecku BblCOKUM
PUCKOM nomepu mpaHchaaHmama u3-3a HecoOsodeHus pexcuma JeueHus. PekomeHdyiomcs
8bINOJIHEHUE KOMNJIEKCAd NpOCMbuIX U 3(PPexmusHblx Mep, HANPABTIEHHbIX HA NOBbIUIEHUE
npueepHeHHOCMU K JieueHU: PAHHSIS N0020mosKa K nepesody u uepedosauue amobyaiamopHsLx
noceuieHuti neduampuueckozo u 83poci020 Hegpponozuueckozo omaeneHutl.

B npouwiiom KauHuueckue ucciedo8aHus, KAcarwjuecs NpusepmeHHoOCmu K JieueHuio, Obliu
cocpedomoueHsl MOJIBKO HA COOMOeHUU pewuma npuema JIeKApCMmeeHHvIX npenapamos.
OdHako 6 Hacmosiujee 8pemMsi NPu3HAaemcs, UMoO NPUBEPHEHHOCMb K  JledeHUH
(KOMNIaeHMHOCMy) A8/5emcs  6osee WUPOKUM NOHAMuUeM, 6 O00nojHeHue K npuemy
HA3HAYEHHbIX JIeKAPCme.

e PexomeHdo8aH muiamesbHblii 1a6opamopHwlii MOHUMOPUH2 KOHYeHmpayuti
ummyHoodenpeccanmos (MccaedosaHue ypoeHs JIeKAPCMBEHHbIX Npenapamos 8 Kposu/
Hccnedosatrue yposHs JiekapcmeeHHbIX Npenapamos 8 Kposu MemooomM maHoeMHoll macc-
cnekmpoMempuu) Ha eécex amanax JieueHus onsg nodbopa adekseamHoii 003vl npenapama, 8
C8513U C CYWeCmeeHHbIM omauduem memabonusma npenapamos 0151 UMMYHOCYNPeCcCUBHOl
mepanuu 'y demeili no cpasHeHuw C 83pocaoli  nonyaauueii. PexomendosaHo



pykosodcmeosamucss HauuoHansHuoiMu pekomeHdayusmu no aeKapcmeeHHoMy MOHUMOPUHRZY
U 83AUMO3AMEHSIEMOCMU OPULUHAIBHBIX U 2eHEePUYECKUX UMMYHOOenpeccammos ¢ y3Kum
mepanesmuueckum OKHOM 8 Clyuae HaO00eHUs 8bICOKOU 8apuadeibHOCMuU KOHUeHmMpauul
UMMYHOCYnpeccusHslx npenapamos [289].

YYP G Vi 4)

Kommenmapuii: =~ Ecmbv  HECKONMbKO  apeymeHmos 8  Noab3y  UHOUBUJdyaibH020
gapmakokuHemuueckozo npoguns y Jdemeil. DOm0 C883AHO C YBENUUEHHBIM 00BEMOM
pacnpedeneHus J1eKApCMeeHHbIX Beulecme y MajieHvKux demell, a makxxe ¢ U3MeHeHUeM
memabonusma Jiekapcme 6 KulleuHuke, neueHu u hnoueuHoM mpaHcniaHmame. JlaHHoe
06cmosamenbcmeo uacmo conposoxcoaemcst HecmaobuibHOCMbHo KOHUeHmpayuti
ummyHodenpeccanmos u mpebyem 60Jiee uacmozo 1abopamopHo20 KOHMposs N0 CPABHEHUIO CO
83pocioll nonyasyuet.

e PexkoMeHO08aHO nocle MpavchaaHmayuu ocmasnsme demeii Nno0  MuWamMenbHbIM
MeOQUYUHCKUM HabnodeHuem nod2omoseieHHbIX CNeyuaiucmos epaueti-Hegponozos (0emckux)
0ns  npojunakmuku  pasauuMvlX  OCIOMCHEHUL, 00YC/108/IEHHbIX ~ Npo8edeHUeM
UMMYHOCYNpeccusHoli  mepanuu  (pasnuuHvole  uHgekyuu, aumgonpoaupepamusHoie
3abo0ne8aHusl, 2acmMpouHmMecmMuHaIbHble paccmpoiicmeéa u m.d.), a makxie peyuousom
nepsuuHo2o 3abonesarust nouek (PCIC, a-I'YC, u m.d.) 8 mpancnaaumame [290, 291, 292].

YYP G Yia4)

Kommenmapuii: PeyunueHmam mpaHcniaHmama nouku mpedyemcs  NOXU3HEHHAs
UMMYHOCYynpeccusHas mepanus 01 nhodoepicaHus cmabuabHoli (YHKUUU mpaicniaHmama.
Oo0Hako OnumesnvHblli npuem UMMYHOOENPeCCaHmMo8 MOXcem COnposoH0amscs passumuem
cneuuguueckux nob6OUHbIX I(pexmos, C8A3AHHBIX C NOOABNEHUEM UMMYHHOU cucmemsl, KAk,
Hanpumep, N0BbIUEHHBIL PUCK UHpeKYUTI U 310KAUeCcmB8eHHbIX HO8000Pa308aHuULL.

B 5-15% cnyuaes peuudus nepsuuHozo 3abose8amus s67semcsi NpuduHolli JucyHkuuu
noueuHoz20 mpamcnaaHmama y demeti-peyunueHmos nouku [291].

Cpedu znomepynsipHolx 3a00e8amuli, Komopsle Mo2ym peuudusuposams 8 mpavchjiaHmame,
Haubosiee uacmo ecmpeuaemcs: (OKanbHbIli cezmeHmapHliii 2nomepyaspHolii cknepos (©CIC).
O6wuti puck peuudusa Heppomuueckozo CUHOpoMdA Nocjae MpAaHCNAAHMAauuu oueHusaemcs
npumepHo 8 30%. ®CI'C sisnsemcs Haubosiee Uacmoti NpuUUHOL nomepu MpavcnaaHmama u3-3a
peyudusa 3abonesarus. Puck peyudusa npu ®@CI'C y demeli 8viuie, uem y 83pocivix. Peyudus
@CI'C uauie 8cezo 803HUKAemM 8 meueHue nepevix HeCKOJbKUX OHell nocie mpavcnaanmayuu. Y
nauuenmos, y Komopulx nepslii mparcniaHmam Ovlll nomepsiH u3-3a peuudusa 3a0601e8aHusl,
yacmoma peyuousos 8 nociaedywujeM mpaHchaaHmame cocmasisiem npubausumensvHo 80%
[292].



4. MegunMHCKasi peadowanTanys, MeUIIMMHCKHUE
IIOKa3aHMs U IPOTUBOIOKA3aHMA K
IIPMMEHEeHUI0O MEeTOL0B peaouInuTauumn

Cneyudguueckas meduyuHckas peabunumayus onsa demeti ¢ XBIT He pa3pabomana.



5. IIpodminakTka M gUcCIIaHCepHoOe
HaO/oZieHe, MeIUIIMHCKME IIOKA3aHua U
IIPOTUBOIIOKAa3aHMS K IPMMEHEeHUIO MEeTO0B
NMpOoPMIAKTUKU

5.1 IIpodunakTuka

5.1.1 Bakuunanusa gerei ¢ XBIT

O0HUM U3 KOMNOHEHMO8 NPOGUIAKMUKU A87151emcsl 3awuma om uH@eKyuoHHsIXx 3a001e8aHull,
Komopsle Mozym npusecmu npozpeccuposaruro XBII, u 61910Mcs HU3HEY2POHCAIOWUMU Y
nayueHmos, Haxooauwjuxcst Ha duanuse, 1U60 nepeHecuiux MpaHcnaaHmMayur NoUKuU.

Bce sakuuHbsl cnedyem 680dumes demsam ¢ XbBII c021aCHO HAUUOHANLHOMY KaleHOapH
npouIaKkmuueckux npueusok, Npu 3mMom Husvle ammeHyupoB8aHHble 8aKUUHbl (8AKUYUHbBL) HE
cedyem 8800umov 0emsim ¢ uMmMyHodeuyumusim cocmosiHuem [6, 110, 297].

e He pekomeHayeTcsl BBeleHMe BakiiyHbl 1jis8 Mpo@MIaKTUKM TpuIina (KUBOi)™*, nmbo
BakuyHbl Aj1s1 Opo@UIakKTUKM BETPSIHOM OCIibl (KMBOI, aTTEHYMPOBAHHON)** meTsIM c
HepOTUUYECKUMM CUMHAPOMOM WM TeM, KTO MOJydyaeT MMMYHOCYIIPeCCUBHYIO Teparuio
1oCJie TpaHCIUIaHTAUMM MOYKkKU. [locime BBemeHMST XKMBOW aTTEHYMPOBAHHOWM BaKILVMHbI
HeoOXoIM 00s13aTebHbIi MUHMMAJbHBIV Mepuon OXMUIAHMUS B UeTbipe Hemenu [0

MCII0/Ib30BAHUS UMMYHOCYIIPeCCUM 4Jis1 TPaHCIUIaHTal Uy oYk [297].
(YVP C; YOI 5)

e PexomeHyeTcsl IPOBeAeHMe BaKIMHALIMM MHPOTUB ITHEBMOKOKKOBOJ MHMEKIMM BCeM
netssMm ¢ XBII c 1Lenpio mpemylnpesxkaeHus TsDKenoit MHeKInM, BbI3BAHHON TaHHBIM
BO30ynuTenem [297].

(YYP C; VI, 5)

e PexomeHayeTcsi B 00s13aTeTbHOM IOpsIIKe TTpOBeJeHe BaKLMHALMK [IPOTUB renatura B
BceM geTsaM ¢ XBII uam HaxomsgmmMcs Ha Iuannse ¢ LeIblo NpenyrnpexneHns: pa3BUTus
BUPYCHOrO reratura B [297].

(YYP C; VI, 5)

e PekOMEH[OBAaHO pPacCMOTpeTb IpennouYTUTeNbHOEe TMpPOBeJeHMe BaKUMHAUUM MPOTUB
BMpyCa nanmuioMsl yenoseka (BITY) no TpaHCIUIaHTALM MTOYKU B CBSI3U C UMEIOLIMMMACS
OrPaHMYEHHBIMM NAHHBIMM O MEHee BBIPA)KEHHOM MMMYHHOM OTBETE y PelUIIMEHTOB
TPaHCIJIAHTAHTA MOYKYU [297].

(YYP C; VI, 5)



e He peKoMeHIOBAaHO BBeJeHME BaKIMHbBI IJIsI MPO(PUIAKTUKM BETPSIHONM OCIibl (KMUBasl,
aTTeHyupoBaHHas)™* metsam ¢ XBIl M TsOKeNbIM MMMYHOOe@UIMUTOM, B T.M., TETSIM,
T1OJIyYaIOIIUM BbICOKME 1O3bl KOPTUKOCTEPOULOB CUCTEMHOTO AeCTBUA.[297].

(YYP C; VI, 5)

KommenTapuii: B udeane sakuyuHy 6800am 8 8ude 08yxd03080li cxemvl, Kozda pebEHOK
nosiyuaem Hu3skue 003bl KOpMUKOCMepoudos CucmemHozo odelicmeus (Hanpumep, MeHee 2 M2/Ke
Maccel mejia uepe3 0eHv) Uil KOPMUKOCmMepouoHas mepanus He npo8ooumcs.

e PeKOMEHJIOBaHO IpOBeJeHMe BaKIMHALMMU MPOTUB TyOepKy/l1e3Hoi MHGbEKIUM, eciu He
ObUIa MpoOBeJeHa B COOTBETCTBMM C HALMOHAJIbHBIM KaJieHJapeM IPoduIaKTUUYeCKUX
npuBUBOK AeTaM ¢ XBII o TpaHcruianTanuu nouku [297].

(YYP C; VI, 5)

5.1.2 Cnoco6bl MpeioTBpaNIeHUs WV CHIDKeHUS nporpeccupoBanus XBIT

e PexomeHJI0OBaHa Teparmusi OCHOBHOIO 3abojieBaHMs, Jexkalero B ocHoBe XBII (Hanmpumep,
KOppEKIIMsI  OOCTPYKTMBHBIX  ypoIlaTuii, MMMYHOCYIIpeCCMBHAasi Tepamus Ipu
He(pOTHMUYEeCKOM CHMHApPOME M T.HO.) C LieJblo MpeayrpexaeHus mporpeccupoBanuss XBII
[297].

(YYP C; VI, 5)

e PexoMeHIOBaHO IOAJepkKaHMe aJeKBaTHOTO HYTPUTMBHOIO CTaryca, IIpOBefeHue
CBOEBPEMEHHOJ OMAarHOCTUKM M KOppeKkuuu Aeduunura kejies3a, MUHEPATbHO-KOCTHBIX
HapylleHNi, CBOeBpeMeHHOe Hauajlo Auaania C Lelbl0 MOALepKaHMS aJeKBaTHOIO
KaueCTBa XXM3HU IallMeHToB. [6, 110, 297].

(YYP C; VIIZ, 5)

Kommenrapumu: YV demeti ¢ XBII 3amecmumenvHas noueuHas mepanusi (3I1T) 00viuHO
Heobxoduma, Koz0a ckopocme Kayboukosoii purempauuu (CK®) nadaem Huxe 15 ma/muH Ha
1,73 m? (cmadus G5 XBII, noueunas He0OCMAamouHOCMb) U 8 HEKOMOPbIX CAYyUasx 00 3mozo.
Takum obpazom, Kak moJeko pacuemuas CK® cuuxcaemcsa do <30 ma / mun Ha 1,73 m? (cmadus
G4), nopa HauuHame nod2omoeky pebeHka u cemvu K KRT [3]. Cemvsi u nayueHm OO0JIHCHbI
nosyuums uHgopmayuw o cpokax u evioope K3T (mpaHcniaHmayusi nouku, nepumoHeabHblll
ouanus u 2emoouaus).

e PekomMeH0BaHO oOleHMBaTh puck passutusg XbII y  pmereit, pOOAUBIIUXCS
HEeJIOHOIIIEHHbIMM, BKJIIOUAS aHaJIMU3 MCTOPUM POXKIOEHUS, TeUyeHUsI HeOHaTaJIbHOTO
rnepmuona M COCTOSIHMSI 300pPOBbsI JeTeil C I1ieJibl0 CBOEBPEMEHHOI IMAarHOCTUKU U
CBOEBPEMEHHOr0 NPUHATKUSA Mep 110 Koppekuuu XbII [297, 298].

(YYP C; VI, 5)



KomMmeHTapuu: spauu-neduampsl U 8pauu-HeoHamosozu, Habardarujue HedOHOWEHHbIX
demeli, JomxiHbl OblMb HACMOPOHEHHBIMU 8 NJIAHE B03MOMCHOU OUCHYHKYUU nouek y 3moli
Kamezopuu Jiuy.

e PekoMeH/I0BaHO M36eratb GakTOPOB puUCKa MOCIEAYIOIIEro MOBpeKIeHNs TIoUeK Yy eTeit
¢ XBII - smm304bl OCTPOTO IIOBPEKIEHMSI TOUYEeK MOTYT IIPUBECTM K Oojiee OBICTPOMY
yXyaiieHuto QyHKium rovek y geteii ¢ XBII [297].

(YYP C; VIIZ, 5)

KommeHnTapum: CHuxceHue nepgysuu nouex uiu 88edeHue He(ppomokcuueckux azeHmos — 08a
pacnpocmpaHeHHslX COCMOSIHUSL, KOMOopble MO2Zym npueecmu K OdnbHeliuiemy nospeicdeHuro
nouek y demeii ¢ XBII.

e PekoMeHIOBaHO M30eratb OCTPbIX SMNU30[0B rumornepdysum IMmodek C Ieibl0
npenynpexneHus nporpeccuposanus XbII [297].

(YYP C; VI, 5)

KommenTapum: I[lodzpynna demeti ¢ XBII umeem HapyuieHue KaHalvlesoli peabcopbuuu
Hampusi (nomepu coju) U CNOCOOHOCMU KOHUEHMpUpo8ams MOUY, Umo yseauuusaem puck
2unososieMuu U 2unonep@ysuu npu HeaHauumenvHslX 3abonesarusx. IlauueHmos u3 zpynnol
pucka cnedyem 6blA81amb 6 Hauale UHMepKYyppeHmHo20 3a00/e8aHusl, C883aHH020 C
2unososiemueli uau 2unomoHueti, umobsl obecneuums B0CNOJIHEHUE 3andcos8 Hcudkocmu 00
3HAYUMENIbH020 CHUMCEHUSI KPOBOIMOKA 8 NOUKAX.

Tunonepgy3us nouek 6vi3vi6aemcsi 2unomeHsueti (Hanpumep, cenmuueckum WoxKom), npuemom
npenapamos, CHUXMcaouwux nepgysuro nouex (makux KaK HecmepouoHsle
npomueosocnaiumesbHole npenapameol, UHeUOUMOpUI aH2UOMeH3UHNpespau,aruie2o
Qepmenma [UATI®] u anmazoHucmsl peyenmopos aHzuomeHsuHa II), u ucmoweHuem 00semMo8
u3-3a peomesl, duapeu, npumeHeHus OUypemuKos, 0x0208, Cepve3HblX onepayuti (Hanpumep,
Kapoduoxupypauueckux onepauuil, 8bINOJIHEHHbIX NpU UCKYCCMBEHHOM Kpo80oOpaujeHul,
opmoneduueckux onepayuti Ha N03860HOUYHUKeE) U / UJU KPOBOMeUEeHUL.

e PexomeHIOBaHO wu30eraTh IIpyeMa IIpenaparToB, O006JafamuX HePPOTOKCUUECKUM
IleiiCTBMEM C LIeJIbI0 IIpenyIipexaeHus nporpeccupoanus XbIT [297].

(YYP C; V41, 5)

KommeHnTapumu: K makum  npenapamam  OMHOCAMC ~ MHOzUe  HecmepouoHble
npomueogocnanumesnivHble U  npomugopesmamuueckue npenapamol, OuazHocmuueckue
npenapams! (Hanpumep, KOHMpACMHble CPeoCcmea), amMuHo2iuKo3uodsl, ampomepuuur B*%
uuxknocnopur ** u maxkpoaumyc™*. Cnedyem uszbezames npuema maxkux 1eKapcme ujiu NpUMeHsmeo
UX C OCMOPOMCHOCMBIO Y NAUUEHMO8 C XPOHUUECKOUi 00/e3HbH0 nouek, nod KOHMpOJem
MOHUMOpUH2a mepanesmuueckozo ypoeHs jnekapcme (MccredosaHue ypoeHs JIeKAPCMBEeHHbIX



npenapamos 8 Kkposu, MccnedosaHue yposHs JIeKAPCMBEHHbIX NPpenapamos 8 Kposu Memooom
MaHodeMHOLl Macc-chekmpomempuul).

Hexomopsle npenapamosl uau ux cocmasaswuwjue, makue Kak Ko-mpumoxcason
[Cynvpamemoxcazon+Tpumemonpum]**, yunpogrokcayuH™*, npugodsm K nosvluleHUl0 yposHs
KpeamuHuHa 8 Kposu, HO He NOo8bluIAom YpPO8eHb A30ma MouesuHsl kposu (AMK), nockonbKy
OHU 8]UsIIOM JUO0 HA KAHA/IbUEBYH CeKpeyur KpeamuHuHda, 1ubo Ha 1abopamopHslii aHaIu3
KpeamuHuHa. B pe3yismame OHU He 8JIUSI0M HANPAMYIO HA (PYHKYUIO NOUEK.

e PekoMeHII0BaHO mNopaepXkuBaThb ypoBeHb Al B Iipeneiiax IeJeBbIX 3HAUY€HUI, B TOM
yuciae, C TIOMOIIbIO AHTUTUIIEPTEH3UBHOI Teparmu, C 1eabl0 3aMeIJIeHUs
nporpeccupoBanus XbIly nereii [297].

(YYP C; VI, 5)

KommenTapum: Camovim — Oelicm8eHHbIM — mMemodoM,  CnOCOOCMBYOWUM  3aMeO0NeHUI
npozpeccuposaHusl NoueuHolX (QYHKYull, seasemcs KOHmpoav A/l u ucnois3osadue npu
HeoOxodumocmu aHmuzunepmen3usHoli mepanuu y Odemeti ¢ XBII, 0cHO8bI8ASACL HA
doKkaszamenbCcmeax mozo, 4mo cmpozuti KoHmpoae AJl CHux}caem cKopocms npozpeccuposaHust
XBIT y demeti.

CM. KUHUYeCKUe peKoMeHOauuu no pamepudnvHoli 2unepmeH3uu y demeti U N00poCmMKo8.

e [N gmeTeit, KOTOpPbIM TpeOyeTcs aHTUTUIIEPTEH3MBHAS Tepamnusi, pPeKOMeHAO0BaHO
OTIABaTh IIPENIIOUTEHME  MCIIOAb30BAHUIO WMHIMOUTOPOB AIl® wmam aHTaroOHMCTHI
pelenTopoB aHrnoreHsuHa Il B COOTBETCTBUM C KIMHUYECKMMM PEKOMEHIALVSIMU I10
BeLleHUIO [eTell C apTepuaabHOM rureprensuen [297].

(VVP C; VI, 5).

KommeHTapumu: Hmerwomcs ybedumesvHsle 00KA3AMeNbCMBA MmM0O20, 4UMO 3MU A2EHMbl
obnadaiom 6onvuieli 3awjumotii, uem ITunomeH3usHvle npenapamsl 8 KOMOUHAUUU C
duypemukamu, 8 3amedaeHuu npozpeccuposarusi XBII, nockoneky oHu KoHmpoaupyrom A, a
makce CHUXcarom npomeuHypuio daxce y demeti ¢ 3anyujerHoti XbI1.

bnoxada aHzuomeH3uHa ¢ Uucnoiv308aHuem uHeubumopa AII® uau aHmazoHUCmMo8 peuenmopos
aHeuomeH3uHa II maxxe moxem 3amednssmes npozpeccuposaHue XBII y nayueHmos c¢
HacnedcmeeHHbIM Heppumom 0e3 nosviuleHH020 AJl 3a cuem CHUMCEHUSt NPOMeEUHYPUU.

e He pekoMeHIOBaHO Ha3HaueHMe HMU3KOOenKOBO¥ mueTsl npu XBII y mereit, T.K. JaHHOe
BMeIaTeJIbCTBO He T[I0Kas3ajo TMpeumyllecTBa B 3aMeljieHuM [POrpecCupoBaHUU
3a00/1eBaHMs 1TOYEK B MeAuaTpuieckoi nomymsiuuu [297].

(YYP C; VI, 5)



KommenTapumu: B Hacmosulee 8pemsi 8 neduampuueckoli npakmuxe demsam ¢ XbII
Ha3Hauaemcs CymouHas Hopma 0esKa, coomeemcmayuidas 603pacmy.

e He pekOMeHI0BAaHO PYTMHHO KOHTPOJMPOBATb YPOBEHb MOUYEBOI KUCIOThI B KPOBU T.K.
IaHHOe BMellaTe/bCTBO B HACTOsLee BpeMs HeJOCTaTOYHO JoKa3aHo [297].

(YYP C; VI, 5)

KommenTapum: Cyuiecmgyem npeonoJioxceHue, umo 2unepypuxkemus, Komopas 803HuKaem u3-
3a CHUXMCEeHUS1 IKCKpeyuu ¢ mMouoli, cnocobcmayem npozpeccuposaruto XBII, uacmuuto 3a cuem
CHUM@CeHUs1 nep@y3uu nouek 3a cuem cMuMyasuuu npoaugepauuu agpgepeHmusix Kiemok
271A0KUX MblUL apmepuoIsipHbiX cocy0o8. B dononHeHue K OAHHbIM Ofisl 83POC/bIX, KOMOpble
npednonazarom c853b Mexcdy eunepypuxkemueii u npoepeccupyroweii XBII, obcepsauyuoHHoe
uccnedosaHue NoKasano, umo ypo8eHb MOUeBol KUCIombl 8 Cbl8OPOMmMKe eviuie 7,5 mz / on
8711€eMCsl He3aBUCUMbBIM (PAKMOpPOM pPucka YcKopeHHozo npozpeccuposaruss XBII y demeti u
nodpocmkos. O0HAKO peKxomeHOauuti no eMeuwlamenbcmay Uil MOHUMOPUHZY MOUEBOL KUCI0Mbl
8 cbl80pomKe Kposu y demeti unu 83pociavix ¢ XBIT Hem.

/TucnaucepHoe HabJ1l00eHUe NOXCU3HEHHOE U 8KloUdaem 8 ceos:
OcMmoTp crienaanucToB:

o Bpau-meguatp/Bpau 0011ei IpakTUKM (ceMelHbIi Bpad) 1 pas B MecsI]

o Bpau-Hedposor 1 pa3 B 2-3 mecsiia

o Bpau-meTtckuii cromatosor 1 pas B 6 MecsiieB

o Bpau-odTanbmorior 1 pa3 B rof,

o Bpau-oTopuHOMIapuHronor 1 pas B rop,

o Bpau-reHeTUK Ipy HEOOXOAMMOCTU (TIpU TYyOYI0MaTUSIX U IJIoMepyloHedpUTax B COCTaBe
reHeTUUYEeCKOro CMHIPOMaA).

JIabopaTopHbIe MUCCIeIOBAHMS

o ob6muit (KIMHMYeCckuit) aHaau3 Mouu (1 pa3 B MecsiI] 1 110 TTOKa3aHMsIM);

© aHaJAM3 KpPOBU OMOXMMMUECKUiT oblieTeparieBTMueckuii (1 pas B 3 Mecsiia u IO
II0OKa3aHMIM);

O MCCIeOoBaHMe KUCIOTHO-OCHOBHOI'O COCTOSSHMS M ra30B KpoBu (1 pa3 B 3 mecdua u 10
TIOKa3aHMSIM)

o MCCIegoBaHMe YPOBHS IMapaTUpPEeOUAHOro ropMoHa B KpoBu (1 pas B 3 mecsua u IO
TIOKa3aHMSIM)

o ucciaenoBaHue ypoBHs 25-OH Buramuua [I B KpoBu (1 pas B 3-6 mecsiiieB)

© TOPMOHbI, XapakTepusyiounue (QyHKIMIO IUTOBUIHOM skene3bl (McciaemoBaHyue ypOBHSI
tupeorponHoro ropmoHa (TTT) B KpoBu, ucCIegoBaHME YPOBHS CBOOOIHOIO
TpuriogTupoHnHa (CT3) B KpoBMn) (1 pa3 B 3-6 MecCs1eB U IO ITOKA3aHUSIM)

o JccIegoBaHyMe YPOBHSI MHCYIMHOMNOL00HOTO pocToBOro dhakTopa I B KpoBu (IIpu 3a7iepskKe
pocTa 1 Teparyei peKOMOMHAHTHBIM TOPMOHOM POCTA)



O yIbBTPa3BYKOBOe  MCC/IeLOBaHME OpraHoB MOYEBOM  CuUcTembl (YIbTpa3BYKOBOe
UCcllefoBaHMe II0YeK, YIbTPa3ByKOBOEe MCCIeloBaHMe MOYETOUHMKOB, YIbTPa3ByKOBOE
UCCIeg0BaHMe MOUYeBOro Imy3bips) (1 pa3 B 6 Mmec. 1 110 IOKa3aHUSAM);



6. Opranmsanus oKkasaHuss MeaUIIMHCKOM
IIOMOIII A

Hetsm ¢ XBIT MeguiiMHCKasi IIOMOIIb OKa3bIBA€TCS B aMOY/IATOPHBIX YCIOBUSX, B YCIOBUSIX
IHEBHOTO ¥ KPYIJIOCYTOYHOTO CTal[MOHapa.

[TalieHThl OOKHBI COCTOSITh HA AMUCIIAHCEPHOM YyyeTe, MoJydash IepBUUYHYI0 MeIUKO-
CAaHMTAPHYIO TIOMOIIb B aMOy/IaTOPHO-TIOIUKIMHNYECKUX YCUIOBUSIX. OCHOBHBIM YCIOBMEM
oKa3aHus rnmomoiny nanyueHTy ¢ XBII mo/mKHO ObITh 0becrieueHe MOCTOSTHHOTO Ha0O I0IeH s,
TOJTyYeHye IIPOTUBOPELMIMBHOTO JIEUeHMS ¥ CBOEBPEMEHHAsI TOCIIUTAIM3aIlMSl.

Pe6GeHOK HaO/I0JaeTCss BpauoM-IIeIaTpOM/BpauoM 001eli MPaKTUKM (CeMeifHbIM BpauoM),
BpauoM-He(ppOJIOroM, IIpU HaJIUUUM YPOJOTUUECKO! MATOJOIUM - BPavuOM-YpPOJIOTOM (CO
crenuanu3anyein o JeTCKO  YpPOJIOrMMU-aHIPOJIOIMN)/BPauyOM-IEeTCKMM  YpPOJIOrOM-
aHIPOJIOTOM, C YYaCTueM, IIpyu HeoOXoaMMOCTH, Bpadya-aMeTo/Iora, Bpaua-reHeTka, Bpava-
IEeTCKOrO0  OHKOJIOTa-reMaTojiora, Bpaua-TpaBMaTOJIOTa-opTollea, Bpada-KapAuosora
IeTCKOro, Bpaya-odTajabMOJIOTa, Bpauya-CTOMATOJIOra, Bpaua-AMeTosora, Bpada-IeTCKOTo
XUpypra, Bpaua-OTOPMHOJAPUHTONIOTA, M Bpadeil JOpyrux CIeluaabHOCTe  IIpu
HeobXOOMOCTH.

[Toxa3zaHus [IJIst TOCITMTAIM3AlMM B MEIUIIMHCKYIO opranm3alinio aeteit ¢ XBIT 3-5 cT.

1. AHOpeKcHsl, TOLIHOTA, pBOTA (He CBSI3aHHbIE C MHTePKYPPEHTHOI MHbeKIIMen)

2. Auemust (Hb menee 80 r/m)

3. Hanuune cMMITOMOB M MPU3HAKOB aHEMMUYECKON TUIIOKCUMM Jaske Mpu 0ojee BBICOKMUX
rokasaTesisiX KoHiieHTpaiuu Hb.

4. Kpnsosoe Teuenme AT

5. Aputmun, 60511 B 06/1aCTH cepaia

6. CHIDKeHMe TOJIepaHTHOCTM K (u3MueckuM HarpysKam, YTOMJISIEMOCTb, ObIIIKa (IIpU
OTCYTCTBUM CMMIITOMOB OpPOHXOOOCTPYKTMBHOI'O CMHIPOMA)

7. I36bpITOUHAs TpubaBKa Beca, HapacTalollye OTeK!

8. Bonyu B KOHEUHOCTSIX, TIO3BOHOYHMKeE (CIIOHTAaHHbIE U MTPpU (pU3MIYeCKOii Harpy3Ke)

[Toka3aHMs K BBINIMCKE MaLMeHTa U3 MeJULIMHCKOM OpraHM3alnmn

1) CrabuibHOe COCTOSIHME, XOopollee caMouyBCcTBMe. OTCYTCTBME TUIIepPIUApaTaLUN.
YnoBieTBOpuTenbHblii KOHTpOAb AJl (<90-ro mnepuentusns). KommneHcauuss aHeMuwm,
MMHePaJbHO-KOCTHBIX HapYIIEHUIA.



7. lomomHuTenbHass MHpopmauusa (B TOM 4ucie
aKTOPbI, BJAUSIONIME HA MCXO0J, 3a00/IeBaHUS
VIV COCTOSIHUS)

B peTpocrnekTMBHOM KOTOPTHOM MCC/IeIOBaHMUM MalMeHTOB co 2-4 cramusvyu XBIT 6b110
0oOHapy>XeHO, UTO Y JieTel ¢ ITIOMepy/IsipHOi 60/ie3HbI0 ObICTpee pa3BMBaAETCs TepMMHAIbHAS
cragus, yem y geteit ¢ CAKUT [299].

CornacHo otuety NAPRTCS cambie MajeHbKMe TieguaTpuyeckue manueHTbl UMeT XYAIIYIO
BbDK/MBAeMOCTb 4yepe3 12, 24 u 36 MecsaleB Iociae Hayvana auanusa [14]. BeposaTHOCTb
MSTUJIETHEN BbDKMBAEMOCTM cocTasiaseTr 89% s MNalMeHTOB, HAaUMHAIOIIMX JedyeHue
TepMuHaAbHOM cTtaguy XBII oTuety 0 HabmomeHny 3a JaHHbIMM IMouek B CIIIA, a ypoBeHb
cMmepTtHOCTM B 30 pa3 Bblllle, UeM Y 3/I0POBbIX AeTeil. Hanbonee yacToii mpuYMHOIN Ccpean
neTeri SIBJSIETCSI CepAeYHO-IerouHasi CMepThb, 3a KOTOpoii ciiemyeT nHdekus [15, 300].

[uniepToHMst M TPOTEMHYpPUST  SIBJSIIOTCS  He3aBUCUMMBbIMM  (akTopamu  pucka
nporpeccupoBanust XBII. YcraHoBneHo, uTo cHuskeHne pCK® Ha 10% o6paTHO
MIPOMNOPLIMOHAIbHO YBeJIMUeHMI0 Ha 14% cooTHolleHus1 6eloK / KpeaTMHMH B Moue,
He3aBucuMo OoT npuunHbl XbIT [301].

Taxke @QaxkTopaMy, BAUSIIOMIMMM Ha IporpeccupoBanue XBII SgBISIOTCS: MepBUUHOE
3abo0JieBaHMe, BO3PACT, I10JI, pacoBble / reHeTuuUecKue QaKkToOphl, yPOJIOrMUecKye IMpooIeMsl,
HMU3Kasi Macca Teja IIPpU POXIAEHUM UM COLMATIbHOE TpoucxoxaeHue. HemoHoIeHHbIe
HOBOPOXIEHHbIE TOBEPsKeHbl BBICOKOMY PUCKY HeoHaTasibHOro OIIIl, koTopoe MOXeT elie
6o/bllle CHU3UTh KOAMUECTBO He(POHOB M yCWIUTh MporpeccupoBanue XBIT [302]. Tak,
COIVIACHO MHOTOILIEHTPOBOMY PETPOCIIEKTMBHOMY KOTOPTHOMY MCC/IEAOBAHNIO YCTAHOBJIEHO,
yTO vactora HeoHartaysbHOM OIIIl cocrasnsier 48% y Tex, KTO poawiacs Oo 29 Hemenb
6epemenHocT [303]. [To maHHBIM MCCAeNOBaHMSI HOPBEKCKOTO peecTpa, NMpOBeAeHHOIo C
1967 1o 2004 rom, OTHOCUTEIbHBINA PUCK pa3sBUTHUS TepMMHaAbHOM cTaauu XBII ojs nerein ¢
Maccoit Tena rnpu poxxkgenuu <10 npoueHTuss, cocrasaset 1,7 [18]. KpyniHoe HalnjMoHa/ibHOe
MccleqoBaHMe Ha OCHOBe peecTpa, B KOTOpoMm yuacTBoBajio Oojee 20000 uesoBek,
poauBIIMXCA ¢ 1924 1o 1944 ron u oTwiexXuBaBlIeecs 10 caMOi CMepTH, IT0Ka3aJjio, UTO KakK
HEIOHOIIEHHOCTh, TaK ¥ MaJIOBECHBIV BeC ObLIM CBSI3aHbI C ITOBBINIEHHBIM puckoM XBII ¢
MJIaZileHIIaM¥, POOUBIIMMICS 10 34 Hemenu 6epeMeHHOCTH, pucK pasButusi XBII B 2,6 pasa
Boille [304]. Cpenu rpyIIibl MMOAPOCTKOB, POXKOEHHbIX HeOOHOLIeHHbIMMU, MJIAEHIIbI C
HM3KOJ Maccoii Tena B 1,4 pa3a uaiie MMeIn MUKPOATbOyMuHypuio u cHmkenne CK®, a y
TeX, Yy KOro TakKkKe OblIa 3adepskka BHYTPUYTPOOHOTO pPasBUTHUS, aTbOYMUHYPUS
yBenuMuuBaiach B 2,4 pasa [305, 306].

[lo maHHbIM pe3yabTaTOB wucciegoBaHusi CKiD aHaiu3 KOTOPThI BBISIBU €XKEromgHOe
cumkene CK® Ha -4,2%; memmana cHwkenusi CK® cocrasmna -1,8 m/muu/1,73 m2
(MHTepKBapTU/IbHBIM pasmMax OT -6,6 A0 1,6); 3TO MOXHO BbIPAa3UTh KaK MeauaHy
abconmoTHOro cHIkeHuss CK®, paBHyio -4,3 mii/mMun/1,73 M2 (MHTepKBapTUJIbHBIN pa3sMax OT

-11,9 mo 1,1) n -1,5 my/MuH/1,73 M? (MHTepKBapTUIBHBII pa3Max oT -5,0 1o 1,8) [74].



CornacHo MccaeoBaHMsIM, OCHOBaHHbIM Ha JAHHBIX peecTpa, yCTaHOBJIEHO, UTO (haKTopaMu
puUCKa CMEpPTHOCTU Cpeoyu OeTeil C IMOYeYHOI HemOoCTaTOYHOCThIo, moayvawiiux 3IIT,
SIBJISIIOTCSI MOJIOJIOV BO3PAacT, SKeHCKMUIA I10JI, HeeBpOIIelicKasl paca, STHOJIOTHSI 3a00/1eBaHMs
rouek, He cBsisaHHasg ¢ CAKUT, anemus, rumoasbOyMuMHeMusl ¥ 3HAYE€HUSI CKOPOCTU
KITy60uKOBOI GuibTpanu B Havaste auanusa [307].

B rpymiie HerymoMepy/sipHbIX 3a00eBaHMi paKkTopaMy, BAUSIONIMMY Ha IIPOTPeccCMpoBaHMe
XBII, 9IBASIOTCSI: COOTHOIIIeHME 6e/IoK / KpeaTMHMH B Moue> 2 MI/MT, TUII0aabOyMMUHeMMS,
MoBbILIeHHOe Al nucnunuaeMusi, My>kCKom non v anemus [87, 301].

3BeCcTHO Takke, UTO I10JIOBOE CO3peBaHMe acCOLMMPOBAHO C yXyalleHue GyHKIUM MTOUeK Y
nauyeHToB ¢ XBII. JanHble npoekTa ItalKid mpomemoHcTpupoBany, 4To BeposITHOCTh 3IIT
coctaBisgia 9,4% B TeueHMe IEPBOTO AecCATUIETHUS Ku3HM U 51,8% B TeueHMe BTOPOro
necsatunetus. Ha KpuBOI BbDKMBAEMOCTM IIOYEK B II€PUOJ, II0JIOBOTO CO3peBaHMS
Ha0bJTI0/1a/ICsT IBHBIN MepesioM C TToUIeAYIIIMM CHUXKeHMeM MOoc/Ie TI0JIOBOTO CO3peBaHMsI Kak
Y MY>KUMH, TaK 1 y skeHIIuH [308].

Oskmmaemast TpOIO/DKUTEbHOCTD KM3HM IJ1s1 pebeHka <14 met ¢ XBII 5 cr. (B CIIIA) - 21,7
JeT Ha auanuse u 57,8 jieT ¢ ToYeUHbIM TPAHCIIJIAHTATOM IPU CpegHel MPOIOIKUTETbHOCTHU
SKU3HU B MOMysiuyy 72,4 roga. JleTaJibHOCTb Ha 1-M romy Iocje TpaHCIIaHTauuu B 15 pas
BbIlle, YeM B HOPMAJIbHOM TOTynsiuun y aut, 16-21 et u B 130 pa3s Boilile y gerteii 0-4 et Ha
MOMEHT TpaHCIUIaHTaluuu. [IBagaTuaeTHIS BbkKBaemMocTh AeTeil Ha 3ITT cocrasisieT 83%,
y neteit <1 roma - 76%, 2-5 net — 81%, 6-18 et — 85%. OCHOBHBIMM IIPUUMHAMM CMEPTU Ha
3IIT sgBnsgwoTCs: cepaeyHo-cocyauctass matonorus (30%) wu uHbexkuun  (20%).
3/I0KauecTBeHHbIe HOBOOOPA30BaHMS COyKAT IPUUYMHON JIeTAJIBHOTO wucxoga y 14%
MalMeHTOoB Moc/e TpaHCIUIaHTaLyu, Y 60nbIIMHCTBA cIrycTs 6onee 10 set [50, 309].



IIOMOIIU

Kpurtepuu oreHKM KayecTBa MeaUIIMMHCKOM

Ne Kputepuun kauvectsa OTmeTKa
BbIMNOJIHEHUN
1 BeimonHeHa npeaukTMBHas aumarHocTuka XbBI Ha ocHoBe wuccnepoBaHus anbbyMuHypuun/ [a/HeT
: npotenHypun n pCK® y nauneHTtosB ¢ daktopamu pucka XbI (HEAOHOLWEHHOCTb, HU3KUIA BEC NpuU
poxzaeHun, Ol B aHaMHe3e, rnoMepynspHble 6on1e3Hn) He pexe 1 pasa B rog
2 BbinonHEeHO ynbTpasByKOBOE MCCef0BaHMe NoYek C AynnaeKkcHor gonnneporpaduen nauneHTy c Oa/HeT
: rnogospeHnem Ha XBI1
3 BbimonHeHa KoOHCyNnbTaumMs Bpada-Hedponora y naumeHTa c daktopamu pucka XBIM npu Oa/HeT
: ANarHocTuke
a BbinosHeH aHanu3 KpoBW 06WMIA (pa3BepHYTHbIN), C NOACYETOM PETUKYNOUMUTOB Yy MaLMEHTOB C Oa/HeT
. XBIN 1-5 cT.
5 BbINosIHEHO nccnenoBaHWe KUCNOTHO-OCHOBHOIMO COCTOSIHUS M ra3oB KpPoBW Yy naumeHTos ¢ XBI1 3- Oa/HeT
: 5cr.
6 BbinosiHEH aHanu3 KpoBW HuoxuMMmueckmin obllieTepaneBTuyeckmin y naumeHToB ¢ XBIM 1-5cT.: Oa/HeT
- obwmin 6enok, anbbyMWH, KpeaTWUHWH, MOYEeBMHA, Mo4YeBasi KUCIOTa, WwenoyHaa docdoTasza,
anaHuHaMuvHoTpaHcdepasa, — acnapraTtamuHoTpaHcdepasa, 3N1eKTPoNUTbl  (HaTpuid,  Kanui,
xnopuabl, docdop, KanbLmn), eneso
2 BbinonHeHa AMarHOCTUKa NpUYMHBLI aHeMuUK y naumneHTta ¢ XBlM v aHemMunen, He3aBUCUMO OT CTaaUun Oa/net
: XBIN nnn notpebHoctn B 3MT, ecnu ypoeeHb Hb coctaBnser <110 r/n (<105 r/n y neten <2 ner)
WX Npu pasBUTMM CUMNTOMOB, CBSI3aHHbIX C aHemuen (MccnegoBaHue ddepputMHa KpoBM,
OnpeaneneHune KoaddurLUMeHTa HackiWweHUs TpaHcdeppuHa xenesom (TSAT)
8 BbinonHeHO onpeaeneHune [Oa/net
: pacyeTHol CK® y naumeHToB ¢ XbI 1-5 cT.
9 BbinonHeH o6wmn (KIMHUYECKMin) aHanus moyn y naumeHtos ¢ XbIM 1-5 cT. [a/HeTt
10 BbimONHEHO wu3MepeHWe Beca, AJ/IMHbI Tena/pocta, TONWMHbI KOXHOW CKIaAKW, OKPYXHOCTU Oa/HeT
: cpefHen TpeTu nnedva naumeHTtam c XbIl.
11 BbinoniHeHO onpegeneHne lMccnenosBaHMe ypOBHSA NapaTMpeouaHOro ropMoHa B KpOBU Y [a/net
: naumeHTos ¢ XBI1
12 BboinonHeHo WccneposaHue ypoBHs 1,25-OH ButammHa [ B KpoBwm y naumeHtoB ¢ XBI c Oa/HeT
: MWUHEpPasIbHbIMW N KOCTHbIMU HapyLUEHUAMMN
13 BbinonHEHO npoBeAeHME peHTreHorpadun KOHEYHOCTEN MNpu MNpu3Hakax KOCTHO-MUHepanbHbIX Oa/HeT
: HapyLlweHnit y naumeHTos ¢ XbBIM 3-5cT.
14 BbinonHeHo IKI y naumneHToB ¢ XBI 3 cT. 1 pa3 B 6 Mec, y naumeHToB ¢ XBI 4-5 cT. - kaxable 3 Oa/net
: Mec.
15 BbiMosIHEHO CYyTOYHOE MOHUTOPMPOBaHWE apTepuanbHoro gasneHus y naumeHtos ¢ XbBIM C1-C5/[ c Ha/Het
: apTepuanbHO runepTeH3nen
16 BbinonHeHo 2xo0-KI naumneHtam ¢ XBI kaxable 6-12 Mec, npn Heob6xoaMMoOCTU (pe3nCTeHTHas K [a/HeTt
- Tepanuu Al knuHu4Yeckme npusHaku HK, BbiBNeHWe W3MeHeHWl cepaua no AaHHbIM paHee
nposeaeHHoN Oxo0-KIM) Kaxable 3 Mec. unam yaule.
17 PexkomeHayeTca nauneHTam ¢ XBIT nameperHue Beca, AnvHel Tena (Ao 2 net)/poct (ot 2 net), SDS [a/Het
: pocTa, CKOpOCTK pocTa, SDS CKOpOCTU pocTa, pacyeT C Lenbio AMarHOCTUKN 3a4EPXKKN pocTa.
18 BbinosiHEHO onpeeneHne NHCyIMHonogo6Horo aktopa pocTta-1 y naumeHToB C 3a4epXKOW pocTa [a/HeTt
- npu XBI
19 BbinonHeHo MccnefoBaHve ypoBHst TupeoTponHoro ropmoHa (TTI) B KpoBu u ViccnenoBaHuve [a/Het
: YPOBHSA cBob6oAHOro TpunoaTMpoHmnHa (CT3) B KpoBM Yy MauMeHTOB C 3a4epXXKoi pocTa npu XbI1
20 BbinonHEHO MccneaoBaHWe rnasHoro AHa y naumeHToB ¢ XBIM ¢ 3a4epXXKol pocTa nepes Hayanom [a/HeT
: Tepanun peKoOMbMHAHTHLIM FOPMOHOM poOCTa
BbinonHeHa 6uvomMnenaHcHas cnektpockonusa (OnpeaneneHve MNpoOLUEHTHOro COOTHOLUEHUS BObI, Na/HeT




21.

MbILLIEYHOM 1 XXMPOBOW TKAHW C MOMOLLbIO 6uonuMneaaHcMeTpa) nauueHTam ctapuwe 2-x net ¢ Xbrl
4-5 CT. NpW NOJO3PEHNM Ha CKpbITble OTEKW, ANS ONpeAeneHusl «CyxXOoro Beca» y NalUWMEeHTOB Ha
ananuse.

22.

BbinonHeHa KAMHMYecKass AMarHOCTUMKA CUCTEMHbIX OCNOXHeHun (6enkoBo-3aHepreTnyeckas
HeAOoCTaTOYHOCTb, aHeMus, apTepuanbHas rmnepTeH3us, MUHEpasnbHble U KOCTHble
HapyLeHUs, AN331eKTPONMTEMUS, MeTabonnyeckme HapyLeHus, 3ajepxKa pocTa) y NaumeHToB C
XbIM 1-5 CT. 7] Ha3Ha4yeHoO  JlevyeHune B COOTBETCTBUN cpekoMeHzaunamm npu
OTCYTCTBMM MPOTUBOMOKa3aHUM

Oa/Het

23.

BbinonHeHa Hedpobuoncus noa KOHTpoOeM YNbTPa3BYKOBOIO nccrnenoBaHus C
naTonoroaHaToMMYyeckuM  uccnegoBaHueMm  6uoncuiiHoro  Matepuana  (Apu OTCYTCTBUMU
npoTueonokasaHunii) naumeHTy ¢ XbIM C1-C5 CT. CO CTOMKOM NpOTEUHYPUEN U/UNKN reMmaTypuen, a
TakXXe Npu HeOO6bACHUMOM CHUXeHUN CKD.

Oa/HeTt

24.

BbINosiHEHO NeyeHve nepuToHeasnbHbIM AUManN3OM WKW remoavanusoM B B MJAHOBOM Mopsake
naumeHTy ¢ XBIM C5 cT. ¢ npeawecTByOWNM HabnogeHnem Bpal-la-HerDOJ'IOFa N UCMNOJIb30BaHUNEM
MOCTOAHHOIO AMann3HOro AocCcrtyna

Oa/Het
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IIpunoxxenme Al. CocTaB padoueri rpynibl o
pa3pabOTKe U MepecMOTPY KIMHUYECKUX
peKOMeHJall i

OmupoBa X.M. K.M.H., Tnpodeccop Kadeapsl neguatpuu OIBOY BO «MOCKOBCKOTO
rOCyJapCTBEHHOTO MeOMKO-CTOMAaTOJOTrMYeCcKoro yHuBepcuteta mmenu A.M.EBmokmmoBa»
MunsnpaBa Poccun; Bpau-Hedposnor lleHTpa TrpaBUTALMOHHON XUPYPruM KpOBU U
remoauanusa I'BY3 «JleTrckast ropoackasi KaMHMYecKass 6onbHMIIA CcB. Bmagumupa» [3M,
yneH TOIH, PO

AbaceeBa T.HO. k.M.H., accucteHT Kadenpsl nemuatpuu DPIBOY BO «MOCKOBCKOTO
roCyIapCTBEHHOIO MeOMKO-CTOMAaTOJOTMYeCKOro yHuBepcuTeTta uMeHu A.M.EBmokumoBa»
MwunsgpaBa Poccum; Bpau-Hedposnor ILleHTpa TrpaBUTALMOHHOM XUPYPTUM KpPOBU U
remoauanusa ['BY3 «JleTckast ropoackasi KIMHUJIecKast 6onbHMUIIA CB. Bragumupa» 13M.

BorganoB B.C. Bpau-xupypr, ®I'bY "HMUL TUO um. ak. B. U. llymakoBa" MuH3apasa
Poccun

BbapanoB A.A. akan. PAH, nmpodeccop, A.M.H.; modeTHbIit Tnpe3ugeHT Coio3a IeauaTpoB
Poccun, coBeTHUK pykoBoauTtesnss HUW megmatpum u oxpaHbl 340poBbs Aetreil IIKb PAH,
nmpodeccop kadenpsl nmemuaTpuu u aetckoit pemartonioruu ®TAOY «IlepBeiii MITMY nm.
.M. CeuenoBa» Mun3snpaBa Poccun (CeueHOBCKMIT YHUBEPCUTET), IVIaBHbIM BHEIITATHBIN
creuyuanuct neguatp MuHsapasa Poccun

BumnéBa E.A. 1.M.H., 3amectutenb pykosoautenss HUM nmeguatpum u OXpaHbl 340POBbS
nereii IIKb PAH MwuHo6pHayKu IO HaydyHOI paboTe, moieHT Kadenapbl (aKymabTeTCKOM
neavaTpumn Imneauatpudeckoro dakynpbreta ®I'BOY BO «PHMMY wum. H.U. Iluporosa»
Mwunspgpasa Poccun, unen Corosa [leguatpoB Poccun

T'enepanoBa I.A. K.M.H., goueHT Kadenpsl neauatpum uM. I.H.Cnepanckoro ®I'bOVY IIIO
Poccuiickast MeguIIMHCKAs akaJeMusl HeITpepbhIBHOIO IMOCAeIUIIOMHOr0 obpasoBaHus M3
P®, Bpau-Hedposior lleHTpa rpaBUTALMOHHOM XUPYpPruUM KpoBuU U remomuanmusa ['BY3
«JleTckast ropojcKast KIMHMIeckas 6ompHMIa ¢B. Bragumupar» I3M, uwien TOIH.

JXapukos A.A., Bpau-xupypr ®I'bY "HMULl TUO um. ak. B. . lllymakoBa" MuH3npasa
Poccun

KamioskHasts T.A. K.M.H., BeOyIIMii HayuyHbIVi COTPYOHMK OTAena pa3pabOoTKyM HayuyHBIX
MOAXOAOB K WMMMYHM3ALMU TALMEHTOB C OTK/JIOHEHMSMM B COCTOSHUM 3O0POBbSI U
XpPOHMYECKMMM Ooe3HsIMM, Bpau-nieguatp HU nenuatpum u oxpaHbl 300poBbs geteit IIKB
PAH MwuHuctepcTBa HayKM U BbICIIEro ob6pasoBaHusi Poccuiickoit demepanyy, DOLIEHT
Kadenpbl (pakyabTeTCKOM MeguaTpuu mnemuatpuyeckoro ¢axkynabrera ®I'60Y BO «PHUMY
uM. H.W. TIuporosa» Munusapasa Poccun, uneH Corosa neauatposB Poccun

KapaceBa M.C. Bpau-1nieguaTp, HayuyHblil COTPYSHUK OTAEe/Ia CTaHIAPTU3ALUU U U3YYeHUS
OCHOB J0Ka3saTtenbHOM MeaunuHbl HVW memuatpuu n oxpaHbl 300poBbs aeteit [IKb PAH,



yyieH Coro3a rneamnaTpoB Poccun

Kyp6anrynoB WN.P., k.M.H., wieH PTO, Bpau-xupypr ®I'bY "HMMUIL TMO wum. axk. B. .
[llymakoBa" MuH3apasa Poccun

Jlyman W.H. K.M.H., [OIeHT Kadeapbl meauMaTpuu U HeoHaTonoruu HWHCTUTYyTa
IOTIOJITHUTEJIbHOTO npodeccoHaIbHOTO 0Opa3oBaHMS FO>kHO-YpasibCKOro
rOCyJapCTBEHHOI0 MEOUIIMHCKOIO YHUBEpPCUTETa, I[VIaBHbI BHEIITATHBIA [eTCKUM
crienvananucT Hedposor MuHucTepCTBa 3paBooxpaHeHnst YensionHcKkoir oo6macty, wiedH TOIH,
yieH Coro3a neauatpoB Poccun.

MaprueBa T.B., K.M.H., IJIaBHbI/ CHeLMAJIUCT MeTOOMUYECKOr0 IeHTpa aKKpeauTalun
cneuyannucro ®IrAOY BO «Ilepseii MI'MVY wum.U.M.CeyeHoBa» MwuH3npasa Poccun
(CeueHOBCKMIT YHUBEPCUTET), Bpau-Hedpoiior, uieH Coio3a neauatpoB Poccuulllnnosa M.M.
K.M.H., TOLIeHT Kadeapsl GaKkyabTeTCKON MeauaTpum meauarpuueckoro gaxynbrera ®I'BOY
BO «PHUMY um. H.U. ITuporosa» Muusgpasa Poccun

MwunocepgoB U.A., K.M.H., uieH PTO, 3amecTuTe/ib IMPEKTOpPA 0 MEAUIIMHCKON MTOMOIIM
OI'bY "HMULI TUO um. axk. B. U. lllymakoBa” Muusgpasa Poccun

MctucnaBckass C.A. K.M.H., goueHT Kadenpsl neguatpuum OI'BOY BO «MoOCKOBCKOTO
roCyIapCTBEHHOI0 MeAMKO-CTOMAaTOJOTMYeCKOro yHuBepcurera nMmenu A.M.EBmokumoBa»
MunsnpaBa Poccun; Bpau-Hedposnor lleHTpa TrpaBUTALMOHHON XUPYPrUM KpOBU U
remoamanusa ['BY3 «JleTckast ropoackasi KIMHMYecKast 6onbpHMUIIA ¢B. Bragumupa» 13M.

MysyposB A.JI. K.M.H., 10IleHT Kadeapbl aHeCTe3MO0I0TUM, PeaHUMAaTOIOTUM U TOKCUKOIOTUMN
metckoro Bo3pacrta ®I'BOY [OIIO Poccmitckas MeOguIIMHCKAs aKageMus HeNpepbIBHOI'O
MOCeIUIIOMHOTO o6pasoBanust M3 P®, Bpau aHecTe3MOJI0r-peaHMaTOoIO0T, 3aBeAyIOIIM
[leHTpOM TpaBUTALIMOHHOW XUPYprum KpoBu U remomamuanusa, I'bY3 «JleTckas roponckas
KJIMHMYecKast 6onbHUIA CB. Bnagumupa» 3M, unen TOJH

ITankpatenko T.E. k.M.H., Bpau-Hedposnor LleHTpa IpaBUTALIMOHHOV XUPYPrUM KPOBU U
remoauanusa I'bBY3 «JleTckast ropoackasi KaMHMYecKast 6onbHUIIA CcB. Bnagumupa» [I3M,
yneH PIO.

Hama3soBa-BapanoBa JI.C. akag. PAH, npodeccop, A.M.H., npe3uaeHT Corwo3a meguaTpoB
Poccun; mact-nipesupent EPA/UNEPSA; pykoBogutens HYM neguatpuut 1 oXpaHbl 340POBbS
neteit 1IKb PAH, 3aBenyromiasi Kadenpoit (haKyJabTeTCKOI MNeauaTpuu IeguaTpuueckoro
dakynpreta ®I'6OY BO «PHUMMY wum. H.U. IluporoBa» MwuH3gpaBa Poccuu, TaaBHbIN
BHEILTATHBIV AeTCKUIi CIelMaluCT IT0 TpoduIakTUUeCcKoit MeauiiHe MuHsapasa Poccun

CenumssiHoBa JI.P. K.M.H., Benymmuii Hay4yHblil cOTpyoHUK HWW nemuatpum u OXpaHbI
sgopoBbs AeTeit IIKb PAH MuHucTepcTBa HayKM U BbICIIEro obpasoBaHus Poccuiickoii
@depepauyuy, OOUeHT Kadeopbl meauaTpum U AeTckoit pesmatonoruu ®TAOY «IlepBbiit
MI'MV um. U.M. CeueHoBa» MwuH3npaBa Poccunm (CeueHOBCKUI YHUBEPCUTET), OOLIEHT



Kadenpsl (pakyabTeTCKOM MeauaTpuu mneguatpuyeckoro ¢axynabrera ®I'60Y BO «PHUMY
uM. H.W. IIuporosa» Munusgpasa Poccun, uneH Corosa nenuatpoB Poccun

democeeHKO M.B. K.M.H., 3aBemymiomias OTOENIOM pa3pabOTKM HAYYHBIX IIOOXOIOB K
MMMYHM3ALUMM TALMEHTOB C OTKJIOHEHUSIMM B COCTOSSHUM 3O0POBbSI UM XPOHUUYECKUMU
0o1e3HSIMM, BeOyIIMii HAyUHbIV COTPYOHMK, Bpau-nemuatp HUU megmuaTpum M OXpaHbl
3gopoBbst meteii IIKB PAH MwuHucTepcTBa HayKM U BBICHIEro obpa3oBaHMs Poccuiickoii
®epepauyu, goueHT Kadenapsl (pakyabTeTCKOM IeguaTpuUy mneamaTpuuyeckoro ¢dakyabTeTa
®I'bOY BO «PHUMY um. H.M. ITuporoBa» MwuusapaBa Poccuu, ymeH Corosa IeamaTpoB
Poccun

KoHGIMKT MHTepecoB: ABTOPbI IMOATBEPKAAIOT OTCYTCTBME (MHAHCOBONM IOMIIEPIKKIA/
KOH(IMKTA MHTEePeCcoB, KOTOPbIi He00X0IMO 0OHAPOA0BATh.



IIpunoxxenne A2. MeTomosnorusi paspadoTku
KJIMHUYECKMX PeKOMEeHI AU

LeneBas ayauTopus JaHHBIX KINHUYECKUX PEKOMEH AL UIA:

1. Bpaun-uedposoru;

2. Bpaun-neguatpsi;

3. Bpaum o61eit BpaueOHO IIPaKTUKM (CeEMeiHbIe Bpaun);
4. Bpaun-aueTosioru

5. Bpaun-aHecTe310JIOTM-peaHuMaToI0I U

6. Bpaun-kapanonorn

7. Bpaun-peTckue Kapauoioru

8. Bpaun-geTckue Xupypru

9. Bpaun-yposnoru

0. Bpaun-geTcKkue ypoaoru-aHapoioru

1. Bpaumn- raTosoroaHaTOMbI

2. Bpaun-knuumuueckue hpapmMaKkoaoru

3. CTygeHThl MeIULIMHCKMX BY30B

4. Obyuaromuecs: B OpAMHATYpPe U acCIIUPAHType

MeTompbl, MCIIOIb30BaHHbIE IJIsI COOpa/ceeKI M JOKa3aTeIbCTB:
-TIOVCK B JIEKTPOHHBIX 0a3axX JaHHbIX.

MeToppbl, MCIIOJIb30BAHHBIE [I/15 aHa/IM3a J0Ka3aTeIbCTB:

-0630pbl ONMYOIMKOBAHHBIX MeTa-aHaI30B;

-CUCTeMHbIE 0030pbI C TAOMUIIAMM TOKA3aTeIbCTB.

MeTo/bl, MCTI0/Ib30BaHHbIE A1 POPMYIMPOBAHMS PeKOMEeH IALIii:
-KoHceHcyC 3KCIIepToB;

-OlleHKa 3Ha4MMOCTH B COOTBETCTBUM C PEMTUHIOBOM CXEeMOIA.

Cuita ¥ Ka4eCTBO peKOMeHAalii B COOTBETCTBUM C TIPOBEIEHHBIM aHAIM30M 10Ka3aTe/IbCTB
(tab6mn. I11, I12) mpuBeeHbI B TEKCTE.

Ta6muma 1.1lIkaja OLEHKM YPOBHEN MOCTOBEPHOCTM mokasaTenbcTB (YIII)mjasi MeTomoB
IVMArHOCTUKY (IMarHOCTMYECKUX BMeIllaTe/IbCTB)

yaan PacwuundpoBka

1 CucremaTtunyeckue 0630pbl nccneaoBaHum c KOHTpOMEM ped)epeHCHblM MEeToAOM WM  CUCTEMATUYECKUN 0630p
paHAOMU3NPOBAHHbLIX KIMHUYECKNUX nccnegoBaHnm C NnpyuMeHeEHMEM MeTa-aHaan3a

2 OTaenbHble UCCNeAoBaHUs C KOHTponeM pedepeHCHbIM METOAOM WM OTAEeNbHblE PaHAOMWU3UMPOBAaHHbIE KJIMHUYECKME
NCCNefoBaHUS U cucTeMaTUyeckme 0630pbl MCCefoBaHWi No6oro Av3anHa, 3a UCKITHYEHWEM PaHAOMU3MPOBAHHbLIX
KJTMHWYECKUX UCCNEA0BaHUI, C MPUMEHEHWEM MeTa-aHanunsa




3 WccnenoBaHns 6e3 MnocnefoBaTeNlbHOro KOHTPOAs pedepeHCHbIM MEeTOAOM WM WUCCNefoBaHus C pedepeHCHbIM
METOAOM, He SBMAWUMCS HE3aBUCUMbIM OT WCCNeAyeMoro MeToda WAW HepaHAOMW3MPOBaHHblE CPaBHUTENbHbIE
nccnefoBaHus, B TOM YKUCIe KOFOPTHblE UCCNef0BaHMSA

4 HecpaBHUTENbHbIE NCCNIEA0BAHMSA, ONMUCAHNE KIIMHUYECKOro ciy4as

5 NmeeTcs nuwb 060CHOBaHWE MexaHM3Ma AENCTBUS AU MHEHMWe SKCNepToB

Ta6numa 2.1lIkaja OlleHKM ypOBHEN AOCTOBEPHOCTU HokasaTenbCcTB (Y/II)ajasi MeTOmOB
npodwIakTUKKY, JedeHUs U peabunuraummu  (MpodUIaKTUIECKUX,  JeueOHbIX,
peadouIUTALMIOHHBIX BMEIIaTe/IbCTB)

yan Pacwundposka

1 Cucrematmyeckmin 063op PKU ¢ npumeHeHMeM MeTa-aHanm3sa

2 OTaenbHble PKM 1 cuctematuyeckme 0630pbl MCCneaoBaHuii noboro AmsaiHa, 3a uckiodveHueMm PKW, c npuMeHeHueM
MeTa-aHanusa

3 HepaHAOMU3NPOBaHHbIE CPABHUTESbHbIE UCCIEA0BAHNS, B T.4. KOFOPTHbIE UCC/IEA0BAHUS

4 HecpaBHWTENbHbIE WCCNEA0BaHUS, OMWCAHME KMHMYECKOro Cflydast WM CEPUM CIy4YaeB, MWCCNEAOBaHUSA <«Ciydaid-
KOHTPOJIb»

5 MimeeTca nvwb 060CHOBaHWE MexaHuM3Ma [AeNCTBUS BMelwaTenbcTBa (LOKAMHWYECKME WCCMEAO0BaHUS) WAM  MHeHWe
3KCnepToB

Tao6muma 3. IlIkana oeHKM YpoBHEeN yoemuTenbHOCTH peKomeHmaunii(YVYP) mis meTomoB
NMpoOUIAKTUKY, OUMATHOCTUKM, JieueHUs U peabwimtauuym  (IpoduaakKTUUECKUX,
IMAarHOCTUYECKUX, JIeueOHBIX, peadIUTALMMOHHbBIX BMEIIaTe/IbCTB)

YYP PacwudpoBka

A CunbHasa pekoMmeHzaums (Bce paccMaTpmBaeMble KpUtepumn apheKTUBHOCTU (MCXOAbI) ABNAKTCS Ba)HbIMU, BCe
NCCNefoBaHUs MMEKT BbICOKOE WU YAOBNETBOPUTENIbHOE METOLO0/IONMYEecKoe KauyecTBO, WX BbIBOAbI MO
WHTEPECYLINM UCXOAaM SIBASIKOTCS COMacoBaHHbIMK)

B YcnoBHasi pekoMmeHaaums (He BCe paccMaTpuBaeMble Kputepum aphekTUBHOCTM (MCX0oAbl) ABASIOTCS BaXKHbIMMU,
He BCe WCCNefoBaHWS MMEKT BbICOKOE WM YAOBIETBOPUTENIbHOE METOAOJIONMYECcKOoe KayecTBO W/Uan ux
BbIBO/bl MO MHTEPECYIOLNM UCXOAAM HE SIBJISIIOTCS COrflacoBaHHbIMK)

C Cnabasa pekoMeHaauuns (OTCYTCTBME AOKa3aTeNbCTB Haa/exallero kavyecrtsa (BCce paccMaTpuBaeMble KpUTEpUn
3(pdeKTUBHOCTM (UCXOAbl) SBASAIOTCSA HEBAaXXHbIMW, BCE WCCNEeA0BaHUS WMMEKT HU3Koe MEeTOAO/I0rmyeckoe
KayeCTBO U UX BbIBOAbI MO MHTEPECYIOLMM NCXOA4AM HE ABASKOTCSA COrlacoOBaHHbIMU)

ITopssmOK OOHOBJIEHUS KIVMHUUECKUX PEeKOMEeHJaI M.

MexaHusM  OOHOBJIEHMSI ~ KJIMHMUECKMX  peKOMeHAalluii  mpemycMaTpuBaeT  UX
CUCTEMATUYECKYI0 aKTyaJlu3aluil0 — He pexe ueM OAMH pa3 B TpU ropa,a Takxke Mpu
MOSIBJIEHMM HOBBIX [AHHBIX C TO3ULUUM [OKa3aTeJbHOM MeOUIIMHBI II0 BOIIPOCAM
OMArHOCTUKYU, JieueHUs], TIpOPUIAKTUKM U peabuauTaliuyM KOHKPETHBIX 3a00ieBaHMIA,
Ha/IMuuyM 000CHOBAHHBIX AOIOJIHEHMIi/3aMedaHMii K paHee yTBepskaIEeHHbIM KP, HO He yaiie
1 pa3a B 6 mecs1ieB.



IIpunokenue A3. CripaBoYHbI€ MaTepHaJbl,
BKJ/II0YasA COOTBETCTBYME IIOKAa3aHUM K
IIPMMEHEeHWIO ¥ IIPOTUBOIIOKAa3aHuM, CII0CO00B
IIPUMEHEeHUS U 003 JIeKapCTBEeHHBbIX
IpenapaToB, MHCTPYKIIUU 110 IPUMEHEHUIO
JIEKapCTBEHHOrO Ipernapara

1. [Ipykas MuHMCTepCTBa 3ApPAaBOOXPAaHEHUS U COLMAIILHOTO pa3Butus P® ot 16 ampens
2012 r. N 366H "O6 yrBepkaeHuu [Topsimka okazaHMs meauaTpuueckoil moMoImn")

2. ndopmativs o JiekapCTBeHHBIX Iperaparax: [ocymapcTBeHHbIV peecTp JieKapCTBEHHbBIX
cpencts: https://grls.rosminzdrav.ru

3. ®epgepanbHbiit 3akKoH OT 21 Hos6pst 2011 1. N2 323-03 «O6 0CHOBaxX OXpaHbI 3[0POBbS
rpaknaH B Poccuiickoit ®emepanuu» (CobpaHue 3akoHOZATenbCTBa Poccuiickoit
®enepannn, 2011 r., N2 48, cT. 6724);

4. MeskmyHapomHas Kiaaccudukamusi Ooje3Heil, TpaBM U COCTOSIHMI, BIAMSIOIIMX Ha
3popoBbe (MKbB — 10);

5.1Tpuxka3z M3 P® ot 20 mekabpss 2012r. N2 1183H «O0 yTBepskoeHUM HOMEHKJIATYpbl
IO/DKHOCTE MeIUIIMHCKMUX PAOOTHMKOB U (papMaliieBTMUeCKMX PabOTHMUKOBY.

6. ITIpukasz M3 P® ot 23 mionsg 2010 r. N© 541H. EnyiHblii KBanubUKaIMOHHBIN CIIPAaBOYHUK
IO/DKHOCTEN PyKOBOAMUTENEN, CelMaliMCTOB U CITy>Kaliux, pasnen KsanuduxkaimoHHble
XapaKTepPUCTUKM JOKHOCTE pabOTHUKOB B cpepe 3IpaBOOXpaHeHNS.

7. DemepanbHblii 3aK0H OT 25.12.2018 N2 489 489-D3 «O BHeceHUM M3MeHeHMI1 B cTaTbhio 40
denepanbHoro 3akoHa "O6 o00s13aTeIbHOM MeEOMIIMHCKOM CTpaxoBaHUM B Poccuiickoit
Gdenepauyn” u @depepanbHblii 3aKoH "OO0 OCHOBax OXpaHbl 3J0pPOBbS TpakgaH B
Poccuiickoi ®@enepaiyn” 1o BOIPOCam KJIMHUYECKUX PeKOMEHIALUiT».

8. IIpuka3 MunsgpaBa Poccuy N2 103H ot 28.02.2019 1. «O6 yTBepKIeHMM MOpPSIIKA U
CPOKOB pa3paboOTKM KIMHUYECKUX peKOMEeHIalui, X MepecMoTpa, TUIIOBOI (OpPMbI
KIMHUYECKUX peKoMeHZaluii u TpeboBaHMIT K MX CTPYKType, COCTaBy M HayudyHOM
000CHOBAHHOCTM BK/IIOYAeMO1 B KIIMHMUYECKMEe PeKOMEeH AN MHGOpMaIIU».

9. Ipuka3 Mun3sgpaBa Poccuyu ot 13.10.2017 N 804H "OO6 yTBepKIeHUM HOMEHKJIATYPbl
MeOULIMHCKUX YCIYT".

0.Ilpukas MwuHuctepctBa 3apaBooxpaHeHusi P® or 14 sguBaps 2019 r. N2 4uH «06
YTBEPXKIEHMUM MOpsaKka Ha3HaueHMs JeKapCTBEHHBIX IIpernapaToB, GOpM pelLenTypPHbIX
0/7aHKOB Ha JieKapCTBeHHbIe IIpeliapaThl, Iopsiaka oopMieHUsT yKa3aHHBIX OJIaHKOB, X
yuyeTa M XpaHeHMsI»

1. MeguiIMHCKME TIPOTMBOIIOKA3aHMSI K MPOBeJEHUI0 TMPOGUIAKTUUECKMUX IIPUBUBOK
rpenapaTaMy HalMOHAJbHOIO KaJleHAaps MNPUBUBOK: MeTomuueckne ykadaHusa.—M.:
®denepalibHbIN LIEHTP roccaHaNMaHaa30pa Munu3apasa Poccun, 2002.— 16 c.

2. «MeToguyecKue peKOMeHAAluyM II0 BbISIBJIEHUIO, pPacCIedoBaHUI0O U IPOPUIaKTUKE
ITOOOYHBIX MPOSIBJIEHUI TTOC/Ie UMMYHMU3ALIN»

OCHOBHBbI€ HOPMATHBHO-IIPABOBbIE aKThl, PEryJIMpYyIOIIe OKa3aHue

NaUIMaTUBHOV MeIUIIMHCKOM ITOMOIIM



1. ®enmepanbHblii 3aKkOoH "O BHeceHMM u3MeHeHuit B DemepanbHblii 3aKoH "OO ocHOBax
OXpaHbl 3I0pPOBbs TIpaxkmaH B Poccuiickoin @enepanym” 10 BOIMPOCAM OKa3aHMS
nauiMaTuBHOM MeauHcKoi nmomomu” ot 06.03.2019 N2 18-®3.

2. Ilpukasz Mun3sgpaBa Poccun N2 345H, Muntpyma Poccun ot 31.05.2019 N2 372H «006
YTBEPXKIEHMUM TIOJIOKEHMsI 00 OpraHmsaluy OKa3aHMs NaIMATUBHON MeOUIIMHCKOM
TIOMOIIM, BK/IOUYas MOPSIAOK B3aMMOOEMCTBUS MeOULVMHCKUX OpraHu3aluii, opraHmn3anui
COIIMAZIbHOTO OOCTY>KMBAHUS U OOIEeCTBEHHBIX O0beAVHEeHMI, MHbIX HeKOMMep4eCKux
opraHmu3aliiuit, oCcyIeCcTBIISIONIMX CBOIO IesITeIbHOCTh B chepe OXpaHbl 3J0POBbSI».

3. IIpuka3 Munsapasa Poccum N2 348H ot 31 masg 2019 roma «O6 yTBepsKOeHUM TTePEUHS
MEeIULUVHCKUX W3Oenuil, NpefgHa3HAUeHHBbIX [JI M[OoALepXKaHUs OpraHoB U CUCTEM
OpraHu3Ma 4ejioBeKa, [Ipe0CTaB/ISIeMbIX [/l UCIIOb30BaHMS HA IOMY».

4. TIpukas MunsapaBa Poccun N2 5051 ot 10 uronst 2019 roma «O6 yrBepxkaenuu ITopsiaka
rnepegayy OT MeOUIIMHCKON OpraHusaluy IalyeHTy (ero 3aKOHHOMY IIpeCTaBUTEIIO)
MeIULIMHCKUX MU3Menuit, mpegHasHaueHHbIX OJIs noaaepskaHus QyHKIMIA OPpraHoOB U CUCTEM
opraHusMa uYejOBeKa, MOJs MCIOJAb30BaHMSI Ha [OMY IIPM OKas3aHUM IaJJIMaTUBHOM
MeaOMIIMHCKOM ITOMOIL».

5. Tllpukaz M3 P® N2 831 or 3 okrs6pst 2019 roma «O6 yTBepsKOeHUM BeIOMCTBEHHOI
IIeJIEBOM IMpPOTrpaMMbl  «PasBuUTME CHUCTE€Mbl OKasaHus Ia/UIMaTUBHON MeIUIIVMHCKOM
TIOMOILIV».

IIpumeps! 1y1arHo30B.:
IIpumepot popmynuposxu duazrosa y nayueHmos ¢ XbII 8 o3pacme 3 mec — 2-x iem HU3HU:

* AyTOCOMHO-pelleCcCMBHAsI MOJUKUCTO3Has 00e3Hb: MOMMKUCTO3 Mouek u meueHn. XBII ¢
ymepeHHbIM CHIKeHueM CK®. BropuuHas apTepuanbHas ruriepTeHsus, 2 CT.

e BpoxzeHHas aHOMaJus MOueBbIX myTein u mouek (BAMII): runoruiasust 1eBOM ITIOYKU.
XBII ¢ HopMmasibHO CKD.

e BAMII: nucreHesmusi MPOKCMMAJIbHbIX KaHaiblieB. BposxkmeHHass XBII, TepMuHasbHas
cTagusl.

e BpoxneHHbI HeppoTuueckuii cuHApom (puHckoro tuna. XBII ¢ pe3ko cHuskeHHOM CKO.

6 803pacme cmapuie 2-x 1em:

e Kucra nipasoii mouku. XbIT C1.

e BAMII: nmy3bIpHO-MOUYeTOUHMKOBEIV pediiokc cieBa 3 cT. XBII C1A1. CocTrosiHMe mocie
3HIOCKonMuyeckoin koppekuun (12.02.2018).

e XpoHuueckuit  rmomepynoHepput  (mopdonormuecku:  (HoKaabHO-CerMeHTapHbIN
T7IOMepya0CKIepo3), HedhpoTruueckuii cuHapom. XBIT C3aA3.

e XPpOHMYECKUIA rJIoMepyioHepuUT (Mmopdonormyecku: IgA-HedpomaTus),
peluaViBUPYIOIas cuH@apuHreaabHast reMaTypusi. XbBIT C1ALl. BAMITI:



rUIoIviacTudyeckast aucruiasust obeux mouek. XBII C5/ (mporpaMMHBbI reMoauanius C
14.02.2010).

e XpoHuueckuit  rmomepynoHepputr  (mopdonormuecku:  (HoKaabHO-CerMeHTapHbIN
rnoMepynockaepos). XBIT C5. AjioTpaHCIIaHTalMsI TTIOYKM OT POACTBEHHOIO TOHOpaA OT
15.06.2011. XBIT C3aA3T. STEC-I'YC, Tsokenoit crenenu B (2012 r.). XBIT C36A2.
Bropuunas aprepuasibHas runepTeH3us, 2 CT.

IIpunoxxenne A3.1 OueHka (puU3nMIECKOro pa3sBUTHUA JeTen

[I[lerepkoBa B.A., Haraesa E.B., lllupsieBa E.I0. Metonuueckue pexomeHpanuu «OljeHKa
(pusmyeckoro pasBuTus geteii u nogpoctkoB» ®I'BY «HMMUIL SupoxkpuHomorum», 2017r.,
Mocksa, 98¢]

[TOKA3ATEJIV JJIMHBI TEJIA/POCTA MAJIBYMKOB 0-5 JIET (KPMBBIE POCTA)
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IIpunoxxenne A3.2 [lapameTpsl ¥ 4aCTOTA OL€HKY HYTPUTUBHOI'O
craryca y geteii ¢ XBII 3b-5]1 craguu. AHTporioMmeTpuueckme
usmepeHus [293].

MapameTpsbl Bo3pacTt 0-1 rog** Bo3pacT 1-3 roga Bo3pacT >3 net
MUHMManbHbIN WHTepBan MUHMManbHbIN MUHMManbHbIN WHTepBan
(Hepenn) nHTepBan (Mecsaubl) (mecsaubl)
XBMn 36-5 XBMn 54 XBM XBn 54 XBMN 36-5 XBMn 54
3B6-5
Poct/annHa ans BO3pacTa 6 2-4 2 1 3 3
(ueHTnnb nnu SDS)
Poct/pnnHa (ueHTnnb nnu SDS) 8 4 3 2 6 6
CKOpOCTb pocCcTa Ass BO3pacTa He He 3 2 6 6
(SDS) onpeaensieTcs onpeaensieTcs
«Cyxon» Bec wnu BeC Ans 6 4 2 1 3 3
Bo3pacTa (ueHTunb unn SDS)
WMT pna pocta K BO3pacTy He He 2% 1* 3 3
(ueHTnnb nnm SDS) onpeaenseTcs onpeaenseTcs
Bec k anuHe (ueHTUNIb wam 6 6 2% 1* He He
SDS) onpenensieTcs onpeaensieTcs
OKpY>XHOCTb rofioBbI ans 6 4 2 2 He He
Bo3pacTa (ueHTuIb nnun SDS) onpeaensercs onpegensercs

IIpunoskenue A3.3 Okumaemasi e>kelHeBHasI IIPpMOaBKa Beca 110
BO3pacrTy (r) [293]

Bospact/napameTp

ExxeaHeBHasi npubaska Beca (r/Kr/cyT)




HenoHoweHHbIM (80 37 Hepn), < 2 Kr 15-20
HenoHoweHHbIM (80 37 Hepn), > 2 Kr 20-30
0-4 mecsua 23-34
4-8 mecsiLeB 10-16
8-12 mecsues 6-11
12-16 mecaues 5-9
16-24 mecsues 4-9

IIpunokenue A3.4 ComepskaHue Kaausi Bo ppykrax

MpoAyKT nutaHusg Pa3smep nopuun K+ mMr/nopums K+ mr/100r
®pyKTbl (CbEAOOHBIE, CPEAHErO pa3Mepa, CBEXMNE, eC/IN HE yKa3aHO MHOE)
Bbicokoe cogepxaHune kaams (> 117 mr (3 MMOsib) Ha nopLmio)
Kypara 20 r (3) 208 1039
ABpUKoC 80r (2) 216 270
ABokago 75 (1/2) 380 507
BanaH 80 r (1 maneHbKkuUi) 264 330
DUHWKMK, Cbipble 301 (2) 123 410
NHxunp (nonycyLueHbln) 40 (2) 314 784
BuHorpag 60 r (12) 129 215
Kneu 60r (1) 173 289
OblHg 150 r (1 noMTuK) 315 210
HekTapuH 90 r (1) 231 257
AnenbcuH 120 r 146 122
(1 MmaneHbKkuin)
ANenbCMHOBbIN COK, OX1AXXAEHHbIN 100 mn 158 158
Mepcuk 110 r (1) 176 160
YepHocnune 30r (4) 220 734
MN3tom 30 r (1 cT.noxka) 267 889
KnybHuka 80r (7) 136 170
Apby3 120 r (1 noMTUK) 120 100
YmepeHHoe coaepxaHue kannsi (39-117 mr (1-3 MMOsIb) Ha nopumio)
f6noko 100 r (1) 100 100
ExxeBuka 401 (8) 62 154
BuwHg 40 r (10) 95 238
MaHaapuH 50 r (1 maneHbkun) 64 128




[penndpyTt 80r (1/2) 103 129
MaHro 75r 113 150
Mapakyns 30r (2) 60 200
Mpywa 100 r (1) 105 190
AHaHac 80 (1 noMTKK) 97 121
CnuBa 55r (1) 105 190
ManuHa 60 r (15) 98 164
Hu3koe cogepxkaHue kaams (< 39mr (1 MMosib) Ha rnopumio)

YepHuka 45 r (2 CT.NoXKM) 30 66
OnunekK, 6e3 KocTouek 30 r (10) 27 91

IIpunoskenue A3.5 ComepskaHue KajIusl B OBOIIAX ¥ 6000OBBIX

MpoayKT nuTaHus Pasmep nopummn K+ mr/nopums K+ mr/100r
OBouwm n 606oBbie (cCbegobHasi 4acTb)

Bbicokoe coaepxxaHne kaams (>117 mr (3 MMOJIb) Ha rnopuuio)

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, obxapeHHble B Macne 40 r (4 cpegHux) 217 542
MacTtepHak BapeHbii 40 (1 cTt.noxka) 128 319
Momuaop, coipow 65 r (1 maneHbknin) 145 223
ToMaT KOHCEpPBUPOBaHHbIN 100 r (1/4 6aHkn) 212 212
YmepeHHoe coaepxaHne kannsi (39-117 mr (1-3 MMOJsIb) Ha rnopumio)

BbaknaxaH, obxapeHHblli B Macne 65 r (1/4 cpenHuin) 111 170
Bpokkonun, oTBapHas 40 r (1 cTt.noxka) 85 212
KanycTta 3eneHas, oTBapHas 40 r (1 cT.noxka) 75 187
MopkoBb, oTBapHas 40 r (1 cTt.noxka) 66 166
LiBeTHasa kanycTa, oTBapHas 40 r (1 cTt.noxka) 86 215
Kabauku, oTBapHble 40 r (1 cTt.noxka) 95 238
OrypeL cbipoii 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-nopeii, oTBapHom 40 r (1 cTt.noxka) 68 169




YeueBunua KpacHasi, BapeHas 40 r (1 cT.noxka) 88 220
Jlyk, obxxapeHHbIn B Macne 30 r (1 cT.noxka) 57 189
[opox BapeHbli 30 r (1 cT.noxka) 69 230
Mepew, KpacHbIN, XeNTbln, CbIpoM 30 r (3 konbua) 61 203
LLInnHaT oTBapHoOM 40 r (1 cT.noxka) 64 230
Huzkoe coaepxaHue kanms (<39 mr (1 MMoJsib) Ha ropLUumio)

PocTtkn cdaconu, ceipble 20 r (1 cT.noxka) 15 74
MepeL, 3eneHbINn, Cbipoi 30 r (3 konbua) 36 120
TbIkBa BapeHas 40 r (1 cTt.noxka) 34 84

IIpunoxxenmne A3.6 ComeprkaHue Kajaus B IPYTrUX IPyIax ImpogyKToB

MpoAyKT nuTaHus Pazmep nopuumn K+ mr/nopums K+ mr/100r
Mos10KO M MOJIOYHbIE MPOAYKTbI

pyaHoOe MONoKo, 3pesioe 100 mn 58 58
MonouHas CMeCb C npeobnagaHvem 100 mn 70 70
CbIBOPOTOYHbIX 6e51K0oB

MonoKo KOpoBbe LefibHoe 100 mn 157 157
MopoxeHoe, BaHUb, MArkoe 60 r (1 mepHasa noxka) 98 163

MorypT 13 LenbHoro Mosoka ¢ dhpykTamu 125 r (1 maneHbkasa 6aHouka) 213 170
KapTodenb Monoaon ¢ Koxuuen 60 r (1 maneHbkni) 226 377
KapTodenb B MyHAMpe 6e3 WKypKn 100 r (1 maneHbKuin) 360 360
KapTtodenbHoe ntope 45 r (1 cTt.noxka) 151 337
XapeHbilh kapTodenb 60r 358 597
Yuncel, dactdya 75 r (1 man.nopums) 408 544

Xneb: 6enbiii, 4epHbIN, LeNbHO3epPHOBOW 40 r (1 ToNCTbI NOMTUK) 54,86,101 134,216,253
Cyxue 3aBTpaKku, KyKypy3Hble X10Mbs 20 r (3 cT.1oXKN) 18 88

Cyxue 3aBTpaku, BO3A4yLIHas nweHunua, 20 r (3 cT.1oXKN) 38 188
NOKpbITble MEAOM

Cyxue 3aBTpaku, MCIn 30 r (2 cT.N0XKN) 87 290
MeyeHbe BUCKBUTHOE, MOKPbLITOE LLOKOIAA0M 17 r (1 wt) 44 258

TopT: BUCKBUT C [XKEMOM U CIIMBOYHLIM KPEMOM,
LwokonagHas nomagka, Gpykrbl

60 r (1 noMTUK)

79, 214,231

132, 357, 385

MakapoHbl 6enble, oTBapHble 90 r (3 cT. NoXxKMn) 103 114
Puc: 6enbiit, KOpUYHEBLI, OTBApHOM 80 r (2 cT. NoOXKM) 10, 50 12,62
MuHaans 13 r (6 uenbix) 95 733
Kewbto, pyHAYK 10 (10 uenbix) 72 720




Apaxuc HecoseHbIn 13 (10 uenbix) 87 670
peukne opexmu 20 (6 NoNoOBUHOK) 90 450
CeMeHa TbIKBbI 20 r (1 cT.noxka) 164 820
CeMeHa NoACO/THEYHMKA 16 r (1 cT.noxka) 114 710
Byprep, roeaavHa, Ha rpune 35 r (1 koTnera) 133 380

Kypuua, 6apaHuHa, roBsanHa, 50 r (ToncTbIn NOMTUK) 165, 180, 185, 200 330, 360, 370,
XKapeHble 400

KypuHble HarreTcol 70 (4) 195 278

Tpecka Ha napy 60 r (1/2 dune) 254 424

Tpecka B K/sipe, 3aneyeHHas 60 r (1/2 dune) 138 230

Jlococb 3aneyeHHbIn/xepeHbli 50 r (1/2 dune) 206 412
KapTtodenbHble Ynncol 25 r (1 MmaneHbKknin Naker) 332 1328

LLlokonaa npocToi, MOMOYHbIN 50 r (1 maneHbkuin) 150, 226 300, 451

Kode pacTBopuMbIli, MOPOLLIOK 21 (14.n) 76 3780

Kakao, nopowok 6r (1u.n.) 90 1500

IIpunokenue A3.7 Comepskanue ¢ocdopa B OCHOBHBIX IIPOAYKTAX

IINTaHUSA
HasBaHuMe npoayKkToB CopepxaHune ¢ochopa B [ons CYTOYHOM
100 r (mr) notpebHocTn (%)
PocTku nweHuupbl, oTpybu NWeHnYHble, CEMeHa TbIKBbI > 1100 > 95
MnaBneHbIN CbIp, KYHXYT, CEMEeHa NOACOHEeYHNKA, COs > 600 no 80
®acofib, OBEC, POCCMIUCKWMA W TFONNAHACKUIA Cbipbl, TPeuKUn 1 500-600 0o 60
KeApOoBbIl/i OpeX, MKpa 0CeTpoBast, KeLbio
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, nepsoBasi, rpeyHeBas, nweHn4yHas) 336-350 35
OBCSiHblE XN0mMbs 328 33
Myka pxaHas 256 26
MuHTan 240 24
Teopor 11-4% 224 22
Msico (MHAaerka) 200 20
ANLO KypuHOe 192 19




WNorypT, 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

ITpunoxxeHue A3.8 SDI (pekoMeHayeMoOe AMeTUUeCcKoe IMoTpedIeHmne)
kaabnusa u pocdara y mereii ¢ XBII 2-5D cT

[221].
Bospact SDI kanbuuii (Mr) SDI docdat (mr)
0 - <4 mec 220 120
4 - <12 mMec 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

IIpunokeHue A3.9 Pekomenayemoe nmorpeonenue gochopa ais nerei

¢ XBII [178]
Bec (kr) PekomeHnyemoe notpebneHne gocdarta (Mr)
<10 <400
10 - 20 <600
20 - 40 <800
>40 <1000

IIpunoxkeuue A3.10 PekoMeHganumM 1O MOTPEOIeHUI0 HaTPpuUs JJist
neteii u nmoapocTkoB (HanmonanbHass Akagemust Meauumusbl, CIIA)

Bo3spacT (ner) PekomeHaoBaHHOE MakcuManbHoe noTpebneHne HaTpusa (Mr/cyT)
1-3 1500
4-8 1900

9-13 2200




| 14-18

| 2300

IIpunoxxenue A3.11 PekomeHayeMoOe CYTOUHOE ITOTPedIeHre HaTPuUS
y Kaaus njs geren ¢ XBII [178]

BospacTt PekomeHayemoe notpebneHne Na+(MMonb/ PekomeHayemoe notpebnerHune
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

IIpunoxxeHue A3.12 ITorped6HOCTH B 6enke y geteii ¢ XBII (DRI) [4].

Bo3spacTt CyTou4Has HOpMa XBI 3 cT. XBIM 4-5 ct XBNn 5 ct, rg* XBMn 5 «crm,
notpebnerHuns (CHI r/ (100-140% (100-120% CHIM r/kr/ (r/kr/cyT) nax*
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 roga 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 Iyis BOCIIOTHEeHWS TI0Tephb Ha Il (remopmanuse)

*#* CHII+0,15+0,3 1/Kr/CyT Oj1s BOCIIOJHeHUs oTepb Ha I1]], (mepuToHeaabHOM yajin3e)

IIpunoskeune A3.13 IIoTpeOHOCTD B 3HEPIUM U OeIKe JJIsk MJIaJIeHIIeB,
netei 1 moapocTtkoB oT 0 mo 18 aet ¢ XBII 2-5D cT craguu [162]

PekomeHayemas gmeta - SDI (Suggested Dietary Intake)

Mecsubl SDI)aHeprMﬂ (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

oAbl SDI sHeprua (Kkan/Kkr/cyT) SDI 6enok (r/kr/cyT) SDI 6enok (r/cyT)
Manbymnku [eBouku

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 fOHowwn: 52-65

HOeBywku: 45-49

IIpunoxeune A3.14 KoadpummeHTs! nepeBoaa eIMHUIL M3MepeHUs
Y3 METPUUYECKOM CUCTeMbl B MeXAYHapoaHyo cucreMmy eaguHul, (CH)

[6]

[MokazaTtenb EAvHMUbI n3MepeHns KoadduumeHT EanHnubl CU
nepesoja
AnbbyMUH (CbiBOpOTKA) r/on 10 r/n
A30T MOYEBUHbI B KPOBU mr/on 0,357 MMOJb/N
KpeaTnHWH (CbiBOpOTKA) Mr/an 88,4 MKMOb/N
KnupeHc kpeaTuHuHa MS1/MUH 0,01667 mn/c
FemornobuH r/on 10 r/n
docdop (cbiBOpoTKA) Mr/an 0,323 MMOJb/N
MapaTupeonaHblt ropMoH (CbIBOPOTKA) nr/mn 0,106 nMonb/n
MoueBuHa (CbiBOpOTKA) Mr/mn 0,167 MMOSb/N
MoueBas kucnota Mr/an 59,485 MKMOb/N
Butamuu [, 25-OH But.[ HF/MN 2,496 HMONb/N

[TpuMmeuaHue: eguHNUIIA M3MepeHUs X KoaDdulLeHT nmepeBoga = equunuiia CU




IIpunoxxenne A3.15 B3aumMmocBSa3b MKy KaTeropmsiMu
aJIbOYMMHYPUU U IpoTenHypuu [6, 110]

MokasaTenb KaTteropum
HopmanbHas nnm YMepeHHo NoBbILLIEHHas 3HauunTeNnbHO
He3HauyuTesIbHO (A2) noBbiweHHas (A3)
nosbiweHHasa (Al)
C2A, Mr/cyT1 <30 30-300 >300
C3B, Mr/cyT? <150 150-500 >500
An/Kp, mr/r3 <30 30-300 >300
MI/MMOJb <3 3-30 >30
OB/Kp, mr/r* <150 150-500 >500
MI/MMONb <15 15-50 >50
YpoBeHb 6enka npu uccnesoBaHum C oTpuUaTeNnbHO UK cneabl cnegbl unm 1+ 1+ v Bblwe
NMOMOLLbK TECT-MOI0COK

! _ cyTouHast skcKpelyst aTb6yMMHa

2 _ cyTouHas 9KCKpelus 6enka

3 — ab6yMIH/KpeaTUHIH

4 _ 061t 6en10K/KpeaTuHNH

IIpunoskenue A3.16 IloporoBbie 3HaUEHMSI TeMOIJIOOMHA IJIsI
AMarHOCTUKM aHeMMUH 110 JaHHbIM BceMupHoi Opranmusanmumu
zapaBooxpaHeHusi (BO3).

BospacT (roabl) Femorno6buH (r/n)
0,5-5 <110
5-12 <115
12-15 <120
>15: oHowmu <130
> 5: geByLiKkn <120

IIpunokeHue A3.17 lleneBble MoKa3aTe/JaIy reMOIVIOOMHA Y B3POCIbIX U
neten ¢ XbII, monyuyarommx moaaep>kMBaroInyio Tepanuio 3Ccl [295,
296]

PykoBoaswwune LleneBoi Hb2 ans 3ameyaHus
yKasaHus noaaepxaHus

Bepcus 2006 r. PykosogctBa KDOQI':




B3pocCible >11,0r/an HepoctaTouHO AokasaTenbcTB, 4TO6bl pekoMeHAoBaTb MOAAEPXKMBATb
ypoBeHb Hb Ha ypoBHe =13,0 r/an
netu >11,0r/an HepocTtaToyHO JAokasaTesbCTB, 4YTOObl peKoMeHAoBaTb MOALEPXKMBATb

ypoBeHb Hb Ha ypoBHe >13,0 r/an

Bepcus 2007 r. PykosogcrBa KDOQI

B3poC/ible

11,0-12,0 r/an

He ponxHo 6bITb >13,0 r/an.

neTn

11,0-12,0 r/an

He ponxHo 6bITb >13,0 r/an.

PykosogctBo KDIGO 2012 r.

B3pocC/ble 10,0-11,5r/ an He pomxHo 6bITb >13,0 r/an.
netun 11,0-12,0r / an He ynoMsaHyTO
1_ SPUTPOITIOI3CTUMVY/INDPYIOIIME CpeadCTBa
2 reMoOrIO6MH
IIpunokeHue A3.18 PedepeHcHbIe 3HaUEHMSI YPOBHeEl
HeopraHudeckoro ¢pocdopa v o01Iero KaibIus B KPOBU V JA€Te
Bospact ®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

IIpunoxkeune A3.19 IleneBoe 3uauenue IITT, o01ero Kajabius u
HeopraHuueckoro pocopa B CbIBOPOTKE KPOBU B 3aBUCUMOCTH OT

cragumu XbII
[MokazaTenb PekomeHpaunm PekomeHpaunm KDIGO, HaumoHanbHble PekomeHgaumnm
NFK-KDOQI, 2009 pekomeHgauun 2010 KDIGO, 2017
2003
WHTakTHbIN MNTC
(nr/mn)
CK®: 30-59 35-70 130-585 35-70
15-29 70-110 M3beratb ypoBHs MMTI<2N 70-110
<15Mn/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
(mmonb/n) (1,55-2,4 no 3 mec)
Kanbumin 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/an?)

Ca KopperupoBaHHbIi (MMOJb/m) = Ca ob6uuit + 0,02 mmonb x (40— Alr/n]);




Ca xopperupoBaHHbIit (Mr/g) = Ca obmwuii + 0,8 Mmmosnb * (4 — A [r/n])

IIpunoxxenme A3.20 KoHcepBaTUBHOe jieueHMe TUIepKajaueMumn

[138, 315]

MpenapaTt [osa [OerictBue
Havano ANUTENbHOCTb

10% pacTtBOop #Kanbums B/B pacteop: O0,5mn/kr B/B (MakcuMmanbHas 5-10 MuHYT [o 2 yacos
rNIOKOHaTa** no3a 20 mn (2r), B Te4yeHme 5MuH, 3-4 pasa B

CyTKHM
8,4%  pactBop  HaTpus 1-2 wmn/1 «kr passectn B 10% pacTtBope 30 MUHYT 1-2 yaca
rmapokapboHaTa** OEeKCTpo3bl** B cooTHoweHun 1:2 B/B, B

TeyeHne 10-20 MUH
20% pacTBOp AEKCTPO3bI** 2 mn/kr (0,5 r/kr) B/B, KanenbHo #B TeuyeHue 60 MUHYT 5-6 yacos
C MHCYJINHOM pacTBOPUMbIM 30 mMuHyT c gobasneHnem 0,1 Ea/Kr mHCcynunHa
(yenoBeyeckmm reHHo- (1 EA MHCYNMHa pacTBOPMMOro [YesioBeYeckoro
WNHXXEHEpPHbIM)** reHHO-UHXeHepHOoro]** Ha 4 r aekcTpo3sbl**)
Kanbums 0,5-1 r/kr/cyT, pa3MmewaHHble ~ B 150 mMn Kanun <5 w™MMonb/n sHTepocopbuuto Kanus
nonnMcTuponcynbdoHaT XUAKOCTWU, NpUHMMaTb BO BpeMs eabl, 3 pasa/ OTMEHUTb

(KaTtnoHoobmMeHHas cmona)

cyT

Pe30oHMyM A/keokcanat
(akTMBHOE BeLlecTBO:
cynbdoHaT  noaucrepona
HaTpwusa)(brnonormyeckun

aKTUBHas nobaBka)

(MoHoO6MeHHas cMorna)

1 r/kr/cyT, pa3mewaHHble ~ B 100-150 wMn
XMUAKOCTW, NpUHUMaTb BO BpeMa eabl, 1-4
pasa/cyT

Kanun >5 wMMonb/n  3HTepocobumio Kanus
BO30O6HOBUTb

IIpunoxeume A3.21 JlekapcTBeHHbIe CpeCcTBa, oonazaiye gocdar-
CBSI3BIBAIOIIMIMMY CBOVICTBaAMM

[4, 129, 162]

Cpencrtso CopepxaHue MpenmyLecTso HepocraTok
Kanbums

Kanbums kapboHaT 40% [ocTynHocTb Oucnencus/3anopsl,

(3apeructpupoBaH B PO puCK Kanbumdburkaumm

KaK 6uonormnyecku

aKTMBHasa aobaska)

Kanbums aueTtaTt 25% JocTynHocTb OHOCUTENBHO  A0pOXe, PpUCK

(3apeructpupoBaH B PO Kanbumdbunakcmm

KakK buonormyecku

akTnBHas nobaska)

#Kanbums  auetatr + JocTynHocTb OHOCUTENBbHO  AOpOXe, PUCK

mMarHms kapboHaTt Kanbumdbunakcmm

Kanbuus nakrtaT 13% MeHblas abcopbumns Puck kanbundunakcum

(3apeructpupoBaH B PO Kanbums

KaK buonormnyecku

aKkTuBHas nobaBka)

#CeBenamep** 0 MOXHO MpUMEHSTb  Npu Oucnencus, 6onblioe
rmnepkanbumemmm, He Konuyectso  Tabnetok  ang
BCacblBaeTCH, CHWXaeTt nonyyeHums [O0JIXKHOIO
YPOBEHb nnnaos pe3ynbTarta; Ha3zHayeHune
CbIBOPOKM KPOBU off label

Xenesa [III] ruapokcug 0 Huskaa abcopbums Be3onacHocTb 7]

caxapo3HbI KOMMIEeKC 3pDEKTUBHOCTL Y [OeTeln He




YCTaHOBJ/1EHbI

IIpunoxenne A3.22 Craryc ButramuHa D 1 ero aHajioros

[4, 129, 310]

KoHueHTpauus BuTamMmmHa D B OnpepenexHve CrapTtoBas go3a sutammHa D u ero
cbipoToTKe KpoBu (MccneposaHue aHanoros (#2prokanbumdepon wnm
ypoBHa 25-OH ButammHa [ B #Konekanbundepon**)

KpoBw) (Hr/mn)

<5 TshKenbi AednuumnT 8000 Ea/cyT - 4 Hen,
nanee 4000 Ea/cyTt

<20 Oedwnunt 4000 En/cyT 12 Hen
20-30 HepocTaTouyHOCTb 2000 Ea/cyT 12 Hep
30-100 Hopma BO3MOXHO CHUXeHune A03bl
>100 Bo3MoOXKHa TOKCMYHOCTb OTMeHa

IIpunoxenne A3.23 ®@opmbl BUTaMuHa D 1 ero aHa/jioros, IIpouymnx
aHTHUIIapaTUPEOUIHBIX IIpenapaTos, npumeHsommuxcsa npu XbIly

gereun
[129, 210, 310]
BapuaHThl HasBaHue ®dopmyna [MokazaHuna B Tepanuu
BUTaMuHa D XBM
ATX rpynna Mo nponcxoxaeHuo
ButammHn D wu ero HaTunBHblE #2prokanbumdepon D2 B KOMBWHaummn c
aHanoru aKTUBHOM hopMom
Konekanbundepon** D3
AKTUBHbIE Anbdakanbungon** 1a(OH)D3 Yawe - npenapat
mMeTabonuTbl BblboOpa
(cTapToBas no3a
0,02-0,04 mkr/kr)
#Kanbuntpmon** 1,25(0H)2D3 Mpwn coyeTaHum C
(MpoTuBoOMNoOKasaH no NaToNOrnin NevyeHu
WHCTpYKUMM geTam po 18
ner)
Mpoune AHanoru #Mapukanbunton** CUHTETMYECKUI Mpenapat 2-ro psaa,
aHTMnapaTMpeouaHble (MpoTuBoOnokasaH AeTsM A0 aHanor D npu BrOT ]
npenapaTbl 10 ner B nek dopme- HOpMasnbHOM BUT.D
Kancynel v o 18 net B Buae
pacTtBopa B/B)

IIpunokenue A3.28 PacmmbpoBKka nmpumedaHmin



ET3

— JIeKapCTBEeHHbIV IIperapat, Bxonsuiuiti B IlepeueHb >XM3HEHHO HEOOXOAVMBIX U
BaKHEMIIMX JIeKapCTBEHHBIX IIperapaToB AJis1 MeOUIIMHCKOro mpumeHeHusi Ha 2020 rop,
(Pacnopsikenne IIpaButenbcra PO ot 12.10.2019 N2 2406-p)

# - nmpuMmeHenue off-label — BHe 3apermcTpMpoOBaHHBIX B MHCTPYKIUM JI€KAPCTBEHHOIO
CcpeAcTBa MOKa3aHMIt OCYIIEeCTBISIETCST TI0 pellleHMI0 BpauyeOHOli KOMMUCCUM, C paspelieHnst
JIOKaJIbHOTO 3TMYECKOTO KOMUTETA MeIUIIMHCKOM opraHm3amnuu (Ipy HaJIMInn), C yCI0OBUEM
MOAIIMCAHHOTO MHAOPMUPOBAHHOIO COIVIACUSI POAMUTEsel (3aKOHHOTO IIpeICTaBUTENSsI) U
naijMeHTa B Bo3pacTe crapiie 15 et



ITpunoxenuue b. AjiropuTMsbl JeiCTBUI Bpauya

Mapreps!l mOEpe#ISHIA OYSK B TedeHHe =3 -Mac.’
ITpuznaxy -HeobparHMER - H3MeHeHHI ToYe TPl -BUavamizanuu -(V3H ¢ 1T -
MoponorHHeckos- HCUIeToEaHT: 1 -0 )T

HAT HETY
T T
PCKD<60. s PCKS<60-
Mr/wmHE1,73M mrMHE/ 1 73M
HETY
JAY HETY
AT L J
AmsbyMUHYDHE A N ‘
=3-mec XEH{[ h
(A1-A3T r
AmovvmaYpHA-
TTAT J J
Aa =3 mec.
HETY (Al-A3)7
L J
NI -ger” JHarg0CTHEA OUIMKHEHNT -
» | XBII-B3H, -anemus, -anugos’
MBI -XBI1 - zagepasa poctal

JAT

L J

h

JHMarHoCTHER CTATHI -
XEIIT Jleuenue-ocnoxHeHuil - XBI1T

JameHefimes HabmogeHNeT
Mepeuuran npodunakTnyaT

XBIL-4-CI A TEIHETRE
ocmoEHeHHT XBI1T

JameHefimes Habmonsane" epuToHsanEHEN - THamiz]
IpodunaxTira/ nedeane- reMomMaoms/T

ocnoxHeHu-XBIIT TpaHCIIAHTATHA - TToEH




ITpunokenue B. Undopmaniust ajisi mamyeHTa

XpoHuuecKkast 607e3Hb TIOUEeK — COCTOSIHME, IIPM KOTOPOM ITOUKM He BBITIOHSIIOT B ITOJTHOM
obbeMe cBou (GYHKLMKU. B HOpMe MOukM GWIBTPYIOT KPOBb U YOAJSIOT M3 Hee IIJIaKu,
JIUILHME COYU U BOTY.

[Ipy XpoHMYECKO¥ O0Jie3HU IIOUeK IIOUKM TIOCTENIeHHO TepsIIOT CIIOCOOHOCTb K 3TOIA
dunpTpanyu. Co BpeMeHeM ITI0YKM MOTYT COBCEM ITepeCcTaTh BBIMOIHSITb CBOV (DYHKIIVA.

[TosToMy  uUpesBbIYAIHO Ba)KHO IIpPOBeJeHMe  MepompusaTUi  IOJjd  3aMeljieHMs
IIPOTPeCcCUpPOBAHMS XPOHUUYECKOI O0JIe3HM TTOUEK.

XpoHuueckass 0ojie3Hb ITOYEK MOKET M3HAYajJbHO HMKAK cebsS He MposBiSThb. I[lpu
TporpeccupoBaHmuy 060Je3HM MOTYT IIOSIBUTHCSI OTE€KM Ha HOrax, YyBCTBO YCTaJIOCTH,
TIOBBIIIATHLCS apTepuaabHOE JaBjIeHMe, HApyIIeHNsI B KOCTHOM TKaHM

O ToM, UYTO HEOOXOAMMO [ejlaTh pacCcKaxkeT Bpad-Hedposor. Heobxommmo o06s3aTeNbHO
YeTKO COOJII0IaTh ero peKOMeHJalyu, HalpuMep:

[IpyHMMAaTh MperapaThl OT apTepUaTIbHONM I'MIIePTOHMMN, eC/IM OHM Ha3HavyeHbl B TOV A03e U
TOM peskuMe, KOTOPBIV MPOMMCaH JOKTOPOM.

[Tpy BO3HUMKHOBEHMY TTOOOYHBIX peakinii — 006s13aTeIbHO COOOIIUTh Bpayuy.

l36eraTh mpuemMa psja JieKapCTBEHHBIX IIpeIapaToB, B TOM UMc/ie, HEKOTOPBIX JeKapCTB,
obnmamaomux  00e300AMBAOIIMM M SKapomoHMwKawimym  3dpdekTom  (Hampumep,
noyrnpoden™*). O6s13aTeILHO COBETYITECH C JieUalllMM BpauyoM eCIM IUIaHMpyeTe JieueHue
JM00BIMY ITpernapaTamu.

B dIiydyae ediMm ITOYKM COBCEM IIepeCTaroT pa6OTaTb CymeCTByeT HECKOJ/JIbKO ITOAXOOO0B K
JIEUEeHUIO:

- reMoIMaIn3
-TIepUTOHEeaIbHBIN AMaIn3
-TpaHCIUIAHTALMSI TIOYKINA.

Kaxknpiii 13 MeTOHOB MMeeT CBOM IIpeuMmyllecTBa M HepoctaTku. llepen nipuHsATHEM
pelieHnusT — MOCOBETYITECh C JieYalllMM BpauoM UTOObI BbIOpaTh ONTHMAaJbHBIN BapuUaHT
JIeYeHusl.



IIpunoxenue I'1-I'N. IIIKanbI O1I€eHKH,
BOIIPOCHUKMU U Apyrue OlleHOYHbIe
MHCTPYMEHTBI COCTOSIHMSA MallMeHTa,
IpUBEOEeHHbIEe B KIMHNUYECKUX PEKOMEeHIAIUIX

He npumensivomcs



