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Cnuncok cokpaiieHum

All - apTepuanbHoe gaBneHue

Al - apTepmanbHaga rmnepTeH3ns

Al'C - aHTMrMnepTeH3nBHbIE CpeacTBa

al'YC - aTunu4HbI reMonNnTUKO-ypeEMUYECKNA CUHAPOM

ATX - aHaToOMO-TepaneBTUYECKO-XMMMYEeCKas KraccuduKkaumsi TIeKapCTBEHHbIX NpenapaTos

B3H - 6enkoBo-aHepreTuyeckasi He4OCTAaTOUYHOCTb

BAPMC - BpoxxaeHHas aHOManus pasBUTUS MOYEBOW CUCTEMBI

BITIT - BTOpWYHBLIV runepnapatupeos

BOS3 - BcemupHas OpraHusauns 3apaBooxpaHeHuns

g - remoananns

Ao - remognadunbTpaums

XK - rmnepTpodus nesoro xenynoyka

I'P - ropmoH pocTa
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'YC - reMOnuTUKO-ypeMUYEeCKNiA CUHAPOM

QP - ractpoasodaranbHbii pedritoke

OAL - anactonmyeckoe aptTepuansHoe gaBrneHne

O®IXK - gnacTtonuyeckas yHKUMS NEBOro Xenyaodka

3IT - 3amecTTENbHAA NoYeYHasa Tepanus

WAT® - MHrIMBUTOPLI aHTMOTEH3UH-NpeBpaLLatowero pepmerTa (ATX knaccndpmkaumns: "MIHmbutopbl Aro")
VB - nHgekc BpemeHmn

UlTI - MHTaKTHBIA NapaTUPeOoUaHbIN FOPMOH (HauMeHOBaHWe ycryrn Ang onpeaeneHnsa nokasarens B KPOBU
cornacHo [NMpukasy Munsgpasa Poccum ot 13.10.2017 N 804H: "MccnegoBaHue ypoBHS napaTupeongHoro ropMoHa
B kpoBun")

NMT - nnpgekc maccbl Tena

NOP-1 - nicynuHonogobHbI gpakTop pocta 1
3P - 3agepxka pasButus

KBb - kapgunoBackynspHasi 6onesHb

KT - koMmnbloTepHas Tomorpadus

JIXK - neBbIn xenynoyek

MKH - MMHepanbHO-KOCTHbIE HapyLLEeHWs
MKH-XBI1 - MMHepano-KOCTHble HAPYLLEHUS!, aCCOLMMPOBaHHbIE C XPOHNUYECKOI BONE3HbIO MOYeEK
MIK - MMHepanbHas NNOTHOCTb KOCTK

MPT - marHUTHO-pe3oHaHCcHasa ToMmorpadus
HI'3 - Ha3oracTpankeHbI 30HA

HK - HegocTaTouyHOCTb KPOBOODOpPALLEHNS

OTl1MM - ocTpoe nNoBpexaeHue noyek

OLUK - 06beM LMpKynupytoLen Kposu

MO - neputoHeanbHbIN gnanms

MMP - ny3bIpHO-MOYETOYHUKOBBIN PedoKC
MTA - nocTTpaHcnnaHTauMoHHas aHemMus

MTI - napaTpeonaHbIn FOPMOH

MT3 - napaTnpeongdkTommus

MK - MMHepanbHasa NIOTHOCTb KOCTH

PAAC - peHWH-aHMMOTEH3MH-anbA0CTEPOHOBAsI cUCTEMA
CA[ - cuctonuuyeckoe apTepmansHoe gaBneHne

CK® - ckopocTb knyboukoBown dunstpaumm
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CMA[ - cyTo4HOE MOHUTOPMPOBAHWE apTepUanbHOro AaBneHus
CH - cepoeyHasi HeQOCTaTOUYHOCTb

CHI1 - cyTtouHas Hopma noTpebneHus

CCC - cepaeyHo-cocyancTas cuctema

Y3W - ynbTpasBykoBoe nccrnenoBaHmne

®OHO-& - ¢pakTop Hekposa onyxonu- &

OCI'C - hokanbHbI CErMEHTapHbIN FNOMepYoCKepo3
XBIT - xpoHn4yeckas 60ne3Hb NOYKK

OKT - anekTpokapaunorpadus

3O - spnUTPONO3TUH

OCC - asputponoas-ctumynupylowme cpegctea (ATX knaccudukaums: "[dpyrve aHTuaHemudeckue
npenapatbl")

Oxo-KI" - axokapamorpacdus
Ca - kanbuumn

BAPMC - BpoxaeHHble aHomanum modeson cuctembl (CAKUT - Congenital Anomalies of the Kidneys and
Urinary Tracts (BpoxgeHHble aHOManum no4Yek 1 MoveBbIX NyTewn))

CaSR - kanbunn-4yBCTBUTENbHbINA peLenTop

CKiD - XpoHu4eckas 6onesHb noyvek y aeten (Chronic Kidney Disease in Children)

DRI - Dietary reference intake - pekomeHayemoe notpebneHve 6enka

FGF-23 - dpakTop pocta combpobnacros 23

IDMS - TaHAeMHas Macc-CnekTpomMeTpums C N30ToMHbIM pa3basneHunem (isotope dilution mass spectrometry)
IL - MHTEepNenKknH

K - kanun (HaMMmeHoBaHWe ycnyrM AN onpegeneHvs nokasatens B KpoBwu cornacHo MNpukady MuH3gpasa
Poccum ot 13.10.2017 N 804H: "ViccnepoBaHue ypoBHS Kanus B KpoBu™)

KDOQI - nHMumaTtmMBHas rpynna no kadectBy ncxodos 3aboneanuii noyek (Kidney Disease Outcomes Quality
Initiative)

KDIGO - Kidney Disease Improving Global Outcomes - VHuumatBa no ynyyweHuno rnobanbHbIX NCxon0Bs
3aboneBaHWin NoYek

Klotho - TpaHCcMeMbpaHHbI Genok, HeobxoanmbI Ans akTueauum peuentopa FGF23

Na - HaTpuii (HaMMeHOBaHwWe yCnyru npu onpeaeneHny nokasaTtens B kposu cornacHo lNMpukasy MuHsgpasa
Poccum ot 13.10.2017 N 804H: "ViccnenoBaHue ypoBHSI HAaTpUS B KpoBKn'™)

NAPRTCS - North American Pediatric Renal Transplant Cooperative Study - CeBepoamepukaHCKUR
neanaTpuyecKnii perucTp nccnegoBaHuin 3abonesaHnii NOYEK U COBMECTHbBIX UCCNe0BaHUM

NKF - HaumoHanbHbIN hoHA NoYek

P - dpochop (dpocdaTsl) (HaumeHoBaHME yCrnyrn Npu onpeaeneHum nokasatens B KpoBu cornacHo lMpukasy
MwuHspgpasa Poccun ot 13.10.2017 N 804H: "ViccnegosaHue ypoBHSI HeopraHuyeckoro poccopa B kposu'")
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Hb - remornobuwH (HaMMeHoBaHWMe Yycryrm npu onpegenieHMn nokasaTens B KpoBW cornacHo [pukasy
MwuHsgpasa Poccum ot 13.10.2017 N 804H: "ViccnenoBaHue ypoBHsi 06Lero remornobuHa B Kposu')

HIF-PHD - runokcus-uHayunbenbHbin daktop - nponun-4-rugpokcunasa (hypoxia-inducible factor - prolyl-4-
hydroxylase domain)

HL - BepxHsas rpaHuua uenesoro yposHs (High Level)

RNI - pekomeHgoBaHHOE NoTpebneHne HyTpreHTa

SD - cTaHgapTHOE OTKITOHEHME

SDS - k0oahULNEHT CTaHAAPTHOrO OTKNOHeHus (Standart Deviation Score)
SDI - Suggested Dietary Intake - pekomeHayemas gueta

TSAT - KO3(h(MUMEHT HacbIWEeHUsa TpaHcdeppuHa Xenes3oMm (HaMMeHOBaHWe YCryru npu onpeaeneHvum
nokasartensa cornacHo [lpukasy MwuHsgpaBa Poccum ot 13.10.2017 N 804H: "WccnepoBaHue HacbIWeHUS
TpaHcdeppuHa xenesom")

VDR - peuenTtop ButamuHa D
TepMuUHBbI 1 onpeaeneHus

ApTepuanbHas runepteHaus - A, npesbiwatowiee 95-n nepueHTUNb AnNg 4aHHOro nona u Bospacrta npu 3-x
BM3WTAX K Bpayy.

AnvHamnyeckas 6onesHb ckeneTta - COCTosiHME, XapakTtepusyrLieecd CHMXXeHmem obveman MUHepanusaumn
KOCTWU nMapannesibHO CO CHUXEHNeEM KOCTeO6pa3OBaHVIF|.

BenkoBo-aHepreTuyeckas HeJOCTaTOYHOCTb - HEAOCTAaTOK 3HEPTUM U HYTPUEHTOB NUTaHUs Ans obecneyeHus
notpebHocTen uanyeckoro passntusa pebeHka (mainutrition - B aHrnos3el4HOM nuTepaType).

BHekocTHas kanbundukaums - oTnoxeHne ocdaTtos 1 kanbums B hopme rmgpokcnanaTnta B KOxXe, MblLLaXx,
COCYOMCTON CTEeHKe, BHYTPEHHUX OpraHax, BOKPYr CyCTaBOB.

BTopuyHbI rMnepnapatMpeo3 - BTOpPWYHas rMNepdyHKUMS W runepnnasvs napawuMToBUAHbBIX Kenes,
pasBuBaroLLladca Ha (oHe NPOrpeccuUpyoliero yMeHbleHNs Macchbl OeACTBYHOLMX HE(POHOB NPU XPOHUYECKOMN
bonesHn noyek, BcneacTeue runepdocdaremun, ysenuueHus daktopa pocta ¢ubpobnactos 23, geduunta
KanbuuTpuona, runokanbyumemMmnm.

MnepToHMyeckun kpus - BHesanHoe nosbiweHve ALl > 30% OT OObIYHOrO YpOBHS, COMPOBOXAAMOLLEECSH
KNUHWUYECKON CUMNTOMATUKON.

nepTeH3nsa Genoro xanarta - nosbiweHne ALl Npu M3MepeHun B MeQULIMHCKOM YyYpeXaeHUN, HopMarnbHbIN
ypoBeHb Al foma, B cnokoriHow obctaHoBke (VB npu CMAL < 25%).

3agepxkka pasBUTUS - TEPMUH, UCMONb3YEMbIA ONA onucaHus Aetewn, hmsmyeckoe pasBuUTUE KOTOPbIX, B
nepByto odepedb pocT, HUxe oxugaemoro (failure to thrive - B aHrnoaselvHON nutepatype).

3amecTuTernbHas nodeyHasi Tepanus - KOMMIEKC CneLnann3mpoBaHHbIX METOAOB 3aMeLLeHNs PYHKLUIA NoYek
(remogunanus, nepuToHeanbHbIA AWanua, TpaHChnaHTauuMst noyku). TpaHcnnaHTauus MoYkM no3BonsieT
BOCCTaHOBMWTb BECb CMEKTP YTPayYeHHbIX DYHKLMIA NMOYEK.

KapavoBackynapHas 6onesHb npyu XBI1 - nporpeccupytoliee nopaxeHuwe CepAeyHO-COCYAMCTON CUCTEMBI
BCNeACTBUE BO3OENCTBUS KOMMNNeKca hakTopoB, accoLmMmpoBaHHbIX ¢ XBI1.

MackupoBaHHas Al - HopMmanbHbINM yposeHb ALl Npu M3MepeHun B MEAULMHCKOM YYpexnaeHnn, Ho nogbemsbl
Al poma (no gaHHbeiM CMA[ unu perynsapHbIx "gomawHux" namepeHun ALl.

MwuHepanbHble W KOCTHble HapyweHua npu XBIT - cuHOPOM CUCTEMHOW nNaTonornu, BKMOYaOLLNA
nabopaTtopHble OTKIIOHEHWSS B MWHEParlbHO-KOCTHOM MeTabonuMame, KOCTHble aHOMamnuu, SKTOMUYECKYH
Kansuundukauyuio, conytctaytowwmne XbI1.
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"Non-dipper" - otcytctBue cHmxeHus cpegHero CAL v AL Hoybto BO BpeMs cHa (Hopma - 10 - 20%).

HyTputBHbIN  (TpObOMorM4yeckuin) cratyc - 3TO KOMMIIEKC KIMHUYECKUX, aHTPOMOMETPUYECKNX U
nabopaTopHbIX NokasaTenen, XxapakTepuaylLwmx KONMYeCTBEHHOE COOTHOLUEHWE MbILLEYHOW M XXMPOBOW MaccChl
Tena nauueHTta. Takke ynotpebnserca TepMuH "nuTaTenbHbIn cTaTyc"/"cocTosHMe nuTtaHms”.

Ocrtpoe nospexaeHue novek (OrMM) - ocTpoe, NnoTeHumansHO obpaTnMoe N3MeHEeHNe B NOYEYHOW NapeHxnve,
COMPOBOXAAOLEECs CHWKEHNEM (DyHKUUM MOYEK pasnuyHoOW cTteneHu. TepmuH, OOLLEenpuHATBIA B HacTosee
BpeMs BMECTO yCTapeBLLEro - ocTpasi novevHas HegoctatovHocTk (OlMH). MocneaHee npeanoXxexHue no CBoew cytu
HeBepHoe, Tak kak TepMmuHbl ONIM n OlNH He aBnAOTCA cMHOHUMaMU. MexayHapoaHble KpUTeprUM KOHCEHCyca Ans
OIIM npegHasHaveHbl AN onucaHus Tpex ypoBHEN NOYEYHOW HeJOCTAaTOYHOCTM (PUCK, TPaBMbl, HEA4OCTAaTOYHOCTD)
N ABYX KITMHUYECKMX MCXOAO0B (NOTEPS MOYEYHON (PYHKLUN 1 TEPMUHANbHAasA CTaauns).

MapaTupeonaskTomMus - XMpypruyeckuin metToq neveHms runepnapatmpeosa npu Xbr1.

lMepuTOHeanbHbIM OManu3 - MeTo4 3aMeCTUTENbHOW MOYEYHOW Tepanuu, OCHOBAHHBIA Ha MpuHUMNE
anpdysnoHHoro obmeHa, punbTPaLNOHHOrO U KOHBEKLMOHHOMO nepeHoca yepes "neputoHeansHyto membpaHy"
(BptoLLIMHY) HM3KO- U CpPeAHEMONEKYNSpHbIX, B T.4, GenkoBbiX CybCTaHUUA, a Takke XWOKOCTU U3 KPOBM B
OnanusnpyoLmMin pacTBop, HaxXoOALWMNACH B NONOCTU GPIOLLIMHBI.

MepuTOHeanbHbIN Anann3 ¢ MCNOMNb30BaHWEM aBTOMaTU3MPOBAHHbLIX TEXHOMOrMK (aBTOMaTM3NPOBAHHbIV
nepuToHeasnbHbI AManus) - MeTod MepuToHeanbHOro Auanusa, KOTOPbI OCYLEeCTBASETCS C  MOMOLLbO
cneumanbHbIX annapaToB (LUMKNepoB AN NepuToHeanbHOro Ananusa), obecneyvBsallLmMx BBeAeHNE U BbiBEAEHUe
avanusHoro pacTteopa 6e3 yvacTus naumeHTa. Llvknep no 3agaHHOW Bpadom Mporpamme OCyllecTBnsieT
aBTOMaTU4YeCKMe LMKIbl 3aMeHbl pacTBopa B OPHOLLIHOWM NOMOCTW.

MMOCTOsIHHBI aMBynaTopHbIA NEPUTOHEarnbHbIA AManM3 - MEeTo MepUTOHeanbHOro Auanuia, B KOTOPOM
3amMeHa guanusvpyloLlero pacteopa B OpOLLHOM NOMOCTM (HECKOMbKO pa3 B CYTKW) NPOBOAUTCS CaMOCTOSATENbHO
GoNbHBIM B amMOynaTOPHbIX YCIOBUAX (B 4OMALLHUX YCIOBUSAX).

PesucteHtHaa Al - ypoBeHb ALl Bbille LIENEBbIX 3HAYEHUIN, HECMOTps Ha npuvem 3-x u bonee AIC (B
onTUMarnbHbIX 403aXx), OAMH U3 KOTOPbIX - AUYPETUK.

CeppaeyHast He4OCTaTOYHOCTb - CUHAPOM, Pa3BMBAKOLLMIACS BCreACTBUE CTPYKTYPHOTO M chyHKLMOHANbHOTO
NOBPEXAEHNA MMOKapAa, NPUBOASLLErO K CHUXKEHMWIO HACOCHOW hyHKLMK cepaLa.

"Cyxasl macca Tena" - macca Terna nauueHTa B COCTOSHUM HopMorugpaTauuu; y nauneHToB Ha remognanuse
- MUMHMManbHas macca Terna, Npu KOTOPW elle HeT CUMMATOMOB runoBonemumn (nageHue AL, cygoporu Mbiliy
KOHe4YHocTewn, 6onu B XMBOTE).

1. KpaTkasa uHdopmauus no 3aéoneBaHUI0 UM COCTOAHUIO (TPYNNbl 3a6oneBaHWii MU COCTOAHUN)

1.1 OnpepeneHue 3aboneBaHUA N cocTosiHUA (rpynnbl 3a6oneBaHUN UM COCTOAHUN)

XpoHnyeckas 6onesHb noyek (XBI1) - cTonkme HapyleHns yHKUMM NOYeEK, MpogospKalLmnecs B Te4eHune 3-x
mecsueB 1 6onee, onpegensemMble Kak CTPYKTYpPHble WMWK PyHKLMOHAMNbHbIE N3MEHEHUS C Pa3NMYHOW CTENeHbIo
CHWXEHUSA KNUPEeHCHOM doyHKuun [1].

XpoHuyeckne 3aboneBaHms NoYeK, HE3aBUCUMO OT 3TUONOTNU, UMEKT 0OLLME MeXaHU3Mbl TPOrPECCUPOBAHNS
N TpebyoT onpeaeneHHbIX TepaneBTUYECKUX YCUMUIA, HAaNPaBIEHHbIX HA OTAaneHne HaCTYNNeHNa TepMUHaNbHON
ctagumn XBrI1.

PekomeHgaumm no onpegenenunto n knaccudukaumm XbBI1 6binv BBegeHbl HaumoHanbHbIM dOHOOM noyek
(NKF) n nHnumnatmBHORM rpynnowv no Kkayectsy mcxonos 3abonesaHun novek (KDOQI) B 2002 rogy v Bnocneactesum
ObINN NPUHATLI C HEBONBLUMMY N3MEHEHNSMW MEXAYHAPOLHOW rPynnon pekoMeHaauunn no yny4veHunto rnobanbHbIX
ncxogos noyeyHblx 3abonesaHnn (KDIGO) c agantaumen B 2012 rogy (cm. pasgen guarHocTuka).

XBI1 mMoxeT nposaABnATbCA pasHOObpasHbIMM CUMATOMaMu U cuHgpomamu. MakcumanbHoe yBenuMyeHue
ONUTENbHOCTU KM3HM NauueHTa nocrne passutus TepmuHanbHon cTtagum XBI1 onpegenseTca He TOMbKO
BO3MOXHOCTAMW AMaNn3HOW Tepanuu, HO U COXPaHHOCTbI obLiero hmnsnMyeckoro U CoMaTu4eckoro COCTOSHUS
pebeHka.



[Ona obo3HayeHus1 HapyLleHWn HYTPUTMBHOIO CcTaTyca WUCNONb3ylT TepMuH "GenkoBo-aHepreTuyeckas
HegocTaToyHocTh" (BOH) - HepgocTaToK SHEprMnM M HYTPUEHTOB NUTaHUA Ans obecneveHus noTpebHocTen
duanyeckoro pas3sutus pebeHka (malnutrition - B aHrnosisbivHoM nutepartype) [2, 3].

Bapgepxka passutus (failure to thrive) - TepMmuH, ncnonb3yembii 4ns onucaHnst AeTen, KOTopble pacTyT He Tak,
Kak oxuganocb. [marHoctmka B3H (malnutrition) ocHoBaHa Ha aHTPONOMETPUYECKUMX M3MEPEHUsX, a
HegocTaToyHoe nuTaHue (undernutrition) onpegensdeTcs kak gucbanaHc mMexgy NoTpebGHOCTSMM B NUTaTerNbHbIX
BeLlecTBax U Ux NnotpebneHnemM nnm JOCTaBKOMW, YTO B CBOK oYepedb NpuMBOANT K Aeduuunty aHeprum, 6enka mnm
nuTaTenbHbIX MUKPO3NIEMEHTOB, KOTOPbLIA MOXET OTPULLATENBHO CKa3aTbCs Ha pocTe u pa3suTum [4].

Passutne XbBI1 B geTckom Bo3pacTe okasblBaeT HeratuBHbIM 3(peKT Ha NUHENHBLIN POCT KOCTEN N Hepeako
NPUBOOMT K BbIp@XXEHHOWN 3alepXXKe KOHEYHOro pocTa y nauMeHToB. 3aJepkka pocTa yBennumBaeTcs co ctaanen
XBM [5].

AHemus npu XBIT - pe3ynbTat HUCXOAALLMX CUTHAMNOB, BO3HUKAIOLUX N3-3a ANCPErYNALNN CUCTEMbI TMMOKCUSI-
nHOyumbenbHoro dakropa - nponun-4-rugpokcunasa (HIF-PHD), nocneacTBusiMm KOTOpbIX SBMAKOTCA YMEHbLLEHNE
npoaykumm sputponoatmHa (3N0O), nameHeHne obmeHa xenesa (Fe) n cHmxkeHne remornoduHa (Hb). HegporeHHas
aHeMus1 3aKOHOMEpPHO ocrnoxHsieT TedeHne XBI1, koTopas yalle guarHoctupyetcst npu cHwkeHnn CK® o 40 - 60
Mn/MUH/1,73M2, x0Tsi MOXXeT ObiTb BbisiBlieHa Ha Oonee paHHUX cTaausix 3abonesanus [6, 7]. AHeEMUA CBsi3aHa C
HebnaronpuaTHBIMW MCXOA4aMMU, MIIOXUM KA4EeCTBOM XU3HU U CHXKEHHBIMU HENPOKOTHUTUBHBIMW CMOCOOHOCTSIMU Y
naumeHTtos ¢ XbI1 [8].

Mo mepe Toro, kak nporpeccupyet XbBI co cHmkeHnem CK® o 50% oOT HOpMbI, MeTabonmyeckni aungos
NMPMBOAWUT K CHWXEHWIO poCTa W ycuneHuto katabonmama Genka 3a cuyeT peabcopbumm oOTUNBTPOBAHHOIO
GukapboHaTa, CHUKEHMS CMHTE3a aMMUaKa, CHDKEHWS BbIBEAEHWS TUTPYEMOM KUCTOThI U 3aKUCINEHWS KaHanbLIEBOW
XMOKOCTU. XPOHWYECKUA MeTabonuyeckMn auugo3 npuBOAUT K M3MEHEHWSM MOHHOro cocTaBa, pesopbuun u
OTNOXEHUIO KOCTHOW TKaHW, 3ameaneHuio 3¢deKkToB ropmoHa pocta. [lpym aumpgose nogaBnsieTcs CUHTE3
1,25(0OH)2D B no4ykax, 4TO B COMETaAHUM C OCTAaTOYHbIM POCaToOM U rMNoKanbLUMeMmnen B KOHEYHOM UTore NPMBOANT
K BTOPUYHOMY runepnapatunpeosy [9].

Paboyas rpynna KDIGO pekomeHgosana B 2006 rogy TepMUH "MWHEpanbHbIE U KOCTHbIE HapyLUeHUs npu
XBIM (MKH-XBI)" ons onucaHus CUCTEMHOW MNaTonorMu, BKIHOYaloWen OAWH WM HECKOSbKO OUarHOCTUYECKU
3HAYMMbIX KOMMOHEHTOB: HapylleHve MmeTabonuama kanbuus, dgocdopa, napatupeoungHoro ropmoHa (MTT),
dakTopa pocTa pmnbpobnacTos 23 (FGF23), ButammHa D € KNMTMHNYECKMMM NPOSIBNIEHNAMMN NATONOMM KOCTHOW TKaHU
(HW3KMI POCT, CHWXEHWE MUHepanu3auMM KOCTEM W HapylleHWe LENOCTHOCTM KOCTM) M 3KCTPACKENeTHOM
Kanbundukauven. PaHee npumeHsieMbll TepMUH "noveyHas ocTteoanucTpodust” OTHOCUTCH TOMBKO K OMMCaHWIo
KOCTHOW MaTonoruun, Bo3HuKatoLen kak ocnoxHeHne XBI1, n ocHoBaH Ha oueHke AaHHbIX buoncum kocTu. bruoncus
B HacTosLlee BpeMs He ucnonb3yetcsa Ana sepudukaumm naTtonornm KoCTHom tkanu npu XrH.

KapavosackynapHas 6onesvb (KBB) npu XBI1 - aT0 nporpeccupytolee nopaxeHve cepaevyHo-cocyaucTom
cucTembl, 0ByCnoBrneHHOEe BO3OENCTBUMEM KoMmmnekca dakTopoB, cBA3aHHbix ¢ XBI1. KBB sBnsetcs ocHoBHoM
NMPUYMHON COKpaLLEeHMS NPOAOIMKUTENBHOCTU XU3HM B 3TOM rpynne GonbHbIX. KapanoBacKkynspHbIE OCNOXHEHUSI
ABNAOTCHA NPUYNHOM cMepTn aeTer u nogpocTtkoB ¢ XBI1 5 cT. B 25 - 32% cnyvaes [10, 11, 12].

1.2 3Tuonorus n natoreHes 3aboneBaHWUsi UMM COCTOSIHUSA (rPyMNMbl 3a60N€BaHUI NN COCTOSIHUN)

XoTs koHuenuua XBI y aeten aHanorn4Ha KoHuenuuu y B3pocrbix, negunarpuyeckas XblN nmeeT HekoTopble
0COBEHHOCTU, MeHbLLIe AoKa3aTernbCTB U MHOIO hakToOpoB, KOTOPbIE A0 KOHLA HE U3YYeHbI.

B petckom Bo3pacTe ocHoBHoW npuumHon XBI1 gaBnsioTcs BpoXxAeHHble 3aboneBaHusi nodek. [puymHbl
aetckon XBI Takke 3aBUCAT OT BO3pacTa M CTpaHbl MNpoXuBaHusa. Hambonee vacTbiMu 3TUOMOrMYECKUMU
akTopamm HeoHaTanbHon XBI1 gBnfAlTCA: rMnonnasvsa/aucnnasns noyek, KnamaH 3agHen ypeTpbl U gpyrue
BPOXOEHHbIE aHOManuuM MOYeK U MOYEBbLIBOAALWMX NyTew. [pyras 3TMONOMMS BKIOYAET MOMMKUCTO3 MOYEK,
KOPTUKanbHbIV HEKPO3 M TPOMBO3 NoYveyHbIX cocyaoB [13]. AHTeHaTanbHble geTepMmHaHTel BAPMC pa3HoobpasHbl
N BKITHOYAOT MyTauMmn B reHax, OTBETCTBEHHbIX 3a HOpMarbHbI HedporeHes. KpynHble KOropTHbIe UccrnegoBaHus
nokasblBaloT, YTO BapuaHTbl Yncna KOMuin, reHOMHbIE MyTauuyu unu Mytauumn de novo MoryT o6bACHUTL 40 OOHOM
TpeTn Bcex cnydaes BAPMC [108]. JokaszaHO BNMsHME W3MEHEHUIN OKpyXalollen cpeibl Matepu M nrnoaa,
06CTPYKUMA B HOPMarbHO pa3BMBaOLLMXCA MOYEBbLIBOOALLMX NyTsx [318, 319, 320].



[MoykM M NyTM OTTOKA MOYM HaYMHAKT POpPMUPOBATLCA Ha 3-Vi HeAenu BHYTPUYTPOOHOro pasBUTUS U
3aKkaH4YMBatoTCs Ha 36-1. MoaTOMy YyBCTBUTENBHOCTb K hakTopaM puUcKa OKpyXalowen cpenbl, KoTopble BAUSIOT,
HapyLlas pa3BuUTUE Ha NPOTSKEHUN BCe OepeMeHHOCTM oveHb Bbicokas [320, 321].

Hanbonee yacTtbiMn npuyunHamu passutua XBIM B Utanum n ctpaHax CeBepHori AMepuku No AaHHbIM
pernctpa NAPRTCS (North American Pediatric Renal Transplant Cooperative Study) ssnstoTcs:

- BpoxgeHHble aHoManuu noyek n moyesbix nyten (BAPMC), koTopble coctaBnstoT 60% cnyyaes XBI1 y
aeten. nmomepynsipHble npuymHbl coctaBnaT oT 10 - 20% peten ¢ XBI1 B 3aBUCMMOCTM OT reorpaduyeckoro
nonoxexusi. NopaxeHne knybo4ykoBOro annapata B OCHOBHOM BCTpevaeTca y geTen crapwe 12 net, 4to
coctaensier 45% cnyvaeB naumeHToB ¢ XBIT B CoegunHeHHbix LWtatax Amepukn, roe Havbonee 4acTbim
rmomepynsipHeiM  3abonesaHnem ocTaeTca  (pokanbHbIA  CerMeHTapHbli  rnomepynocknepo3 (PCIrC),
BCTpevawwminca B 9% y aeten esponeonaHom pacel 1 B 1/3 cnydaes cpeaun adpoamepukaHLEeB-NogpoCTKOB. Takke
npuinHamu XBIM y pgeten MoryT ObiTb reMOMUTUMKO-YPEMUYECKUA CUHAPOM, BTOPUYHbIE [NOMEPYNSApHbIE
3aboneBaHns (HanpuMMep: CUCTEMHbIA BOMYAHOYHbLIN HedpuT). B oTnmume oT B3pocnbix AuabeTudeckas
HedponaTna n rMNEPTOHUSA ABNATCA peakummn npudnHamm XBI1y geten.

- Opyrve 3abonesaHus coctasnsoT 20 - 30% Bcex cnydaes XBI1 y geten u BknoyaoT B cebsi: reHeTu4ecku
AEeTEPMUHMPOBAHHY0 NATONOMMIO (LLMCTUHO3, OKCanos, HacNeaCTBEHHbIN HePUT), MHTEPCTULMANbHBIN HedpuT [14,
15].

B psge cnyyaes atnonorusa XbI1 octaeTca Hepacno3HaHHOW. OxupeHve y geTen - Hosas npobnema Bo BceM
Mupe. HegaBHue nccnegoBaHva naeHTMULMPOBanu paHHee HapylleHmne yHKUUKM nodek u puck pa3sutus XbI1y
aeten ¢ n3bbiTodHoM Maccon Tena [16, 17]. Kpome Toro, mnageHubl C HU3KOW Maccol Tena npu poxaeHun m
MarnoBeCHble ANA recTaluMOHHOro Bo3pacTa MMEHT MOBLIWEHHbI PUCK pa3BUTUA TepMuHanbHon ctagum XBI1 B
nogpocTkoBoM Bo3pacTe [18, 19]. Mo Mepe pocTa NpobremMbl AETCKOTO OXUPEHMUS N CTapEHNUS HacerneHns C HU3KOWN
Maccom Tena npuv pPOXAEHUN MUPOBOE COOBLLECTBO MOXET CTOMKHYTbCA C MNOTEeHUMarnbHbiM COBWUIOM B
annaemuonorun getckon XbBI1.

TepmuHanbHasg ctagusa XBI. TnomepynapHble HapyLleHns COCTaBNAT BONbLUYHO JOM0 OCHOBHBIX NMPUYUH Y
OeTen ¢ TepMuHanbHon ctaguen 6onesHn novek (ESKD). 3To cBA3aHO ¢ ObICTPON CKOPOCTLIO NPOrpPeCCUpPOBaHKS
XBl1 y nauMeHTOB C HapylweHWsiMA KIyOO4YKOBOM (OYHKUUM B CpPaBHEHUM C OBOMbHLIMKU, WMEKOLUMHU
HerrnomMepynsipHble MPUYNHBI.

CornacHo exerogHomMmy ot4yeTy cuctemMbl gaHHbIx nodek CLUA (USRDS) 3a 2017 rog, OCHOBHbIMW NpUYNHAMM
XIMH y naunenToB B Bo3pacTte oT 0 go 21 net B 2011 - 2015 rogax, kak 1 B npegplayLimne roabl, 66 BpOXXAEHHbIE
aHomanuu no4vek n moyesbiBoaawmx nyten (BAPMC, 22%), nepBuyHble rmomepynsapHole 3abonesanus (21,8%),
KNCTO3Hble/HacneaCTBEHHbIE/BPOXAEHHbIE HapyLLueHus (12,5%) n BTOPUYHbIE rnomMepynsipHble
3abonesaHusa/Backynutbl (10,7%). Hanbonee 4acTble MHAMBMAYanNbHbIE AMArHO3bl, CBA3aHHbIE C TEPMUHANbHOWN
ctaguen XBI1 y geten, Bkntovanu o4aroBbli cerMeHTapHbIv rnomepynocknepos (11,6%), runonnasuto/gucnnasunto
noyek (10%), BpoxaeHHble 06CTPYKTUBHBbIE yponaTum (9,7%) n CUCTEMHYIO KpacHyto BonyaHky (6,3%) [20].

HeapgekBaTHOe nnTaHuWe - XOpoLO n3BecTHasa npudnHa nnoxoro pocta y aeten ¢ XblN. BAH accounvpyetcs ¢
NporpeccupoBaHMeM ypeMU4ecknx CUMNTOMOB, NPUBOANT K 6ENKOBO-3HEPreTUYECKOMY NCTOLLEHMUIO U YBENNYEHUNIO
neTanbHOCTU y 3TOW kaTeropuu naumeHToB. B uccnegosaHun CS Wong et al. npogemMoHCTpupoBaHo, 4YTo Ans
KaXkJoro cTaHA4apTHOro OTKINOHEHUSA Z-score CHWXeHus pocta y aeTten ¢ XBI no cpaBHEHMIO CO 300POBbIMUY AETbMU,
pUCK cMepTu noBblwaeTcsa Ha 14% [21].

B3H accounmnpyeTcs He TOMbKO C NOBbILLIEHWEM pUCKa rocnuTanusaumm 1 CMepTHOCTM Y AeTEN, HO Takke Co
CHWKEHMEM 3racTUYHOCTWU apTepuin C NOTeHUManbHbIM PUCKOM KapAMOBAacCKyNspHOM MaToNorMm v CHUKEHUeM
KoHLeHTpauuu 25-OH Butamuna [l. bonblune ncenegoBaHus, Takme kak, Kidney Disease Outcomes Quality Initiative
(KDOQI) pekomeHOylOT MpoBeAeHWe paHHEeW, MHTEHCWMBHOW HYTPUTUMBHOW nopaepxku y getem ¢ XBIl. Psg
nccrnegoBaHun y mnageHueB ¢ XBI nokasanu 3HauuTenbHOE yBerMYeHMe CKOPOCTU pocTa mpu obecnedyeHun
afeKkBaTHOMN SHepreTMYecKon LEHHOCTN NUTaHus, 4To obecnednBanock KOpMIEHNEM Yepes Ha3oracTparnbHbIA 30H4
unu ractpoctomy. Takum o6pa3oM, obecneyeHne agekBaTHOrO NUTaHUA ABNSETCA OOHVMM U3 BaXKHEWLLNX acrnekToB
ne4veHns pebeHka ¢ XpOHMYECKON B6Oone3Hbo NoYek.

B3H, cBasaHHas c 3aboneBaHMEM, UMEET HECKONIbKO BO3MOXHbLIX MEXaHU3MOB: CHWXeHWEe noTpebneHus
NULLM, NOBbILUEHNE MOTPEOHOCTU B HYTPUEHTAX, YBENNYEHNE NOTEPb HYTPUEHTOB U HAPYLLUEHME X NCMOSb30BaHWS
opraHusmom. BaxHas ponb B passutum B3H, cBsisaHHOW C 3aboneBaHueM, NPUHAANEXUT BOCMAsIEHMHO.
BocnaneHue paccmatpmBaeTcs B HOBOM KauyeCTBe, Tak Kak MOXET ABNATbCA npuynHon BOH, a Takke BHOCUTL BKIag



Kak oguvH u3 mMexaHusaMoB copmupoBaHms B3OH. BocnaneHne MoxeT BNUATb Ha anneTUT M HapylaTb YCBOEHWE
HYTPVEHTOB, UTOrOBbIM 3OPEKT 3aBMUCUT OT TOro, ABMSIETCS NN BOCManeHne ocTpbiM (Knaccuyeckoe BocnaneHue)
UNn BANOTEKYLLMM XPOHNYECKMM (MeTaBocnaneHune) [22].

MpuunHel BOH y geten ¢ XBIT:

- Mnoxon annetuT, MOXeT OblTb CBA3aH C M3MEHEHUSMUW BKYCOBbIX OLLYLLEHUN, NPUEMOM OBOMbLIOrO
KOnmM4ecTBa NlekapcTB, NMpearnoyTeHMem BoAbl y AeTen C NONuypyen; NoBbILEHNEM LIMPKYNIUPYIOWMX LIUTOKMHOB,
Takux kak nentuH, ®HO- (dakTtop Hekposa onyxonu), IL-1 (nHTepnelkuH-1) n -6, KOTOpble AEWUCTBYIOT 4depes3
rmnoTanamMmyc, BNUSAst Ha anneTuT U YyBCTBO CbITOCTM.

- PBoTa, cBsi3aHHasa ¢ racTpo-a3odaranbHbiM pedriokCoOM 1 3a4ePXKKON ONOPOXKHEHWS XernyaKka B CBS3U CO
CHWXKEHMEM KNnpeHca NonmnenTuaHbIX rOPMOHOB.

- HapyLeHne abcopbumm HyTPUEHTOB NMUTaHUS, CBA3AHHOE C YPEMUYECKUM NOBPEXAEHNEM UHTECTUHANBHOMO
3NMTENUst U HapyLleHMeM MUKpobuoma.

- lMNpucoeaunHenne octpon B3H B cBA3M C 3anM3ogamMu MHTEPKYPPEHTHBLIX WMHMEKUUNA, XUPYPruveckux
BMeLUaTenbLCTB U T.4.

- AccoumnnpoBaHHble KOMOPOWAHbLIE COCTOSIHUSA, BIUSItOLLME Ha nuTaHue [3, 23].

AHemMus - yacToe ocrnoxxHeHue y geten ¢ XbIl1, BO3HMKHOBEHME M TAXKECTb KOTOPOro KOTOPOro yBENMYMBaeTCH
no mMepe nporpeccnpoBaHns 3aboneBaHuss. AHEMUSI CBs3aHa C Pas3BUTMEM OCIOXHEHWI, BKMNIOYas yBernvdeHue
4YacToTbl rocnuMTanu3auMn U CMEpTHOCTU, a TaKkKe MPOrpeccupoBaHnsA (PakTOpOB puUcCKa CepaevHO-COCYaAMUCTbIX
3aboneBaHni, TakUX Kak kak runeptpodusa nesoro xenygodka (MTK) [24, 25].

OCHOBHOW MPUYMHOW aHEMUK ABMSIETCA HapyLLeHne obpa3oBaHus apuTponoatuHa (AMNO) neputyOynsipHbIMU
¢unbpobrnacTamm KOPKOBOro Crosi noyek [26].

MpuumHamn anemun npun XBI y geten Takke 9BNAOTCS:

1. >KenesogeduunTtHbl 3puTponoa3s (abcontoTHein aeduunt Fe, dyHKumnoHanbHbI ecmumnt Fe, HapylieHue
meTabonuama Fe).

2. BocnaneHwue n 6rokMpoBaHue xernesa rencugnHom.

3. XpoHnyeckune notepu KpOBM (HacTble BEHENYHKLUW, NOTEPU B reMOANan1M3HoOM KOHType, notepu Yepes XKKT,
MEHCTpyanbHble NoTepu).

4. Ypemus n okcnaaTusHbIN CTpecC.
5. N'mnepnapaTtnpeos n mmenodubpos.
6. JeduuntHble cocTosiHUA (BUTaMuH B12, bonnesasd kucnota, KapHUTUH, BuTamuH C).

7. JlekapcTBeHHble cpeAcTBa (MHIMOUTOPbLI  aHTMOTEH3MH npeBpalawwero depmeHta  (MATMP),
HenpMBep)XEHHOCTb K Tepanum aHemunm1, NekapcTBeHHas TOKCMYHOCTb, KpacHOKNETOYHas annasmsa KOCTHOro Mo3ra).

Cpeoun mexaHusamoB pa3suTust aHemun npu XBI1 onncaH rencuanH-onocpeaoBaHHbIA, KOTOpbIA GnokmpyeT
OOCTYMHOCTb Xene3a Afs 3pMTponoasa Ha pasnuyHbliX 3Tanax, oT abcopbumu xenesa aHTepouuTamn Ao
BbICBODOXAEHWNS AEeMOHUPOBAHHOIO Xene3a B KOCTHOM moasre [27].

Umpkynupytowun 3O perynvpyeT nponudepaumio 3puTpongHoro poctka, AeNCTBYeT kak hakTop pocTa,
CcnocobCTBYHOLLNI CO3pEBaHNIO 3pUTPOLUTOB. MepBrYHbIN cTumyn ansa akcnpeccum IO - rmnokens, obpasoBaHue
OMNO noBbIWAETCA TMMNOKCUS-UHAYLMOENbHLIM  (DAaKTOPOM  TPaHCKPUNUUKU, KOTOPLIN KOHTponupyeT reH Jl1O.
O6pasoBaHue 3O npu XBI1 cHwkaeTcs Kak 3a cHeT paspyLleHns nepuTyoynsapHbix ubpobnactoB 1 HapyLleHUs
perynsuum MnoYevyHOro KWCIOpPO4 - YYBCTBUTEMbHOrO MexaHu3ma, TaKk M 3a CYeT HapyleHus TyOynspHoun
peabcopbunn HaTpus B ANCTanbHbIX KaHanbuax npu cHwkeHun CK®, koTopoe siBNAeTcs cMrHanom anis nogaBrneHus
obpasoaHus AMN0O. YpoeeHb A0 y naumeHToB ¢ XBI1 06bIMHO HOPpMarbHBIA NN HE3HAYUTENBHO YBESTMYEHHbIN,
HO y NaUMEeHTOB C HOpMarbHOW PYHKLUMEN novek n aHemuen yposeHb IO nosbiwaeTtcs ot 10 go 100 pas [28].



PassuTtue XBI1 B geTckom Bo3pacTe MOXET NPUBECTY K BblpaXKeHHOW 3a4epKKe KOHEYHOro pocTa y NauueHToB.
YctaHoBneHo, 4to npu XBI1 3B - 5 cT. oTrctaBaHMe B pocte umeeT 50% peten. MNpu HeneuyeHHom XBI,
00yCrnoBNEHHON BPOXAEHHOW NaToNoOrMen, 3agepKka pocta MOXeT HabnoaaTbCs yKe B TeYeHne NepBbIX ABYX NeT
XWU3HW, TaK Kak nepvoa MnageH4YecTBa XapakTepusyeTcs Hambomnee BbICOKOM CKOPOCTbIO pocTa. 340poBble
MnageHLubl gocturaoT 50% pocToBOro noTeHUnana K AByM rogam >u3Hu, Takum obpasom, XBI B paHHeM Bo3pacTte
MOXET OKa3aTb BaXHOEe BIMsSHWE Ha KOHeuHbln pocT. B nepuog ¢ 3 go 10 net y 300poBbiX AeTen Habnwogaetca
NpnbnmnanTenbHO NOCTOSIHHAs CKOPOCTb pocTa 5 - 7 cm/roa. 310, rnaBHbIM 06pa3om, 3aBUCUT OT ropMoHa pocTa ([P)
N rOPMOHOB LUMTOBUAHON xene3bl. 3a 2 - 3 roga ao nybeprara CKOpOCTb pocTa NagaeT HenponopuMOHanbHO Y
6onbHbIx ¢ XBI. Hayano nybepTtatHOro pocToBOro Ckayka 3afepXuBaeTcsd, a ero aMnnuTyaa CHXKaeTcs, npMBoas
K JarnbHenwwen notepe pocToBOro noTeHumana.

MpWYnHbI 3a4epPXKKM POcTa MOryT GblTb pa3HOOGPa3HbIMU:

reHeTnyeckne akTopsbl (POCT poanTeneun, non, CUHAPOMbI),

HEeJOHOLUEHHOCTb,

CbVISVI‘-IGCKOG pa3Butmne, He CooTBeTCTBYHOLWEE reCtTalMoHHOMY BO3pacTy,

Heo6X0AMMOCTb B UHTEHCVMBHOW TEpanuun Npu poxaeHnu,

- conyTcTByoLWMe 3aboneBaHna (CUCTEMHas NaTomNorus, reHeTmdeckne cuHgpomsl: Lnmke, Bapae-buans n
rannoyas-Moyarta),

- nNeYyeHune rMoKOKoOpTUKoungamu.

Takke dakTopamu, BAUSIOWMMK Ha MpoLecchl pocTa, ABnAlTcsa: geduunt 6enka u Kanopun, BOLHO-
3NEKTPONUTHbIE NOTEPU MPU MONMYPUM N CONbTEPSIOLLMX COCTOSHUSX, MeTabonuyecknii aunaos, aHemusa, MKH-XBI
N pe3NCTEHTHOCTb K rOPMOHaM, onocpeayoLwmmM pocTt pebeHka [29, 30, 31, 32].

AHabonnueckun adpcpekt P Ha ypoBHE TkaHeW peanu3yeTcsl Yepes3 UMHCYNMHONOJOoOHbIN dhakTop pocTa 1
(NPP-1). XBIT - 3TO0 coCTosiHME HeyyBCTBMTENBHOCTM K [P, KOoTOpoe XxapaktepusyeTca Oeduumntom
dyHKumMoHanbHoro MOP-1 n3-3a cHmxeHna akcnpeccun peuentopa P B opraHax-mMULLEHSAX, TakMX Kak NneYeHb, U
HapyweHus nepefayn curHanoB peuentopa [P uepes HAHyc-kMHasy 2, SABNAKOLWENCS CUrHanbHbIM
npeobpasoBaTenemM M akTMBATOPOM MyTWM TPAHCKPUNUMM 5 u3-3a MHOYLMPOBAHHOIO BOCMANeHWeM cynpeccopa
3KCcnpeccun nepefadn CUrHamoB LIMTOKUHOB W MOBbIWEHHOW cnocobHocTn UPP B ycnoBusix m3bbitka VOP-
cBA3bIBaloLLmMX 6enkoB [33]. CHkeHne rmnoTanaMmyeckoro BblCBOOOXAEHNSA rOHaA0TPONUH-PUNIN3MHT TOPMOHa Npu
ypemumn cBs3aHo C hakTopamu WHIMOMPOBAHWUS - a@HMMOTEH3WH |l 1 nevyeHue rNIOKOKOPTUKOMOAMU, YTO MOXKET
MPMBECTU K CHVXXEHUIO LUPKYNMPYLOLLEro 6M0aKTMBHOMO MOTENHM3UPYIOLLErO FOPMOHA, MMOroOHaAN3MYy Y CHUKEHUIO
pocTta B nybepTtaTtHoMm nepuoge. B Havane nonoson 3penoctu npocduns MP/NOP-1 akTnBuanpyetca ysennyeHnem
ceKkpeLun norfoBbIX FOPMOHOB - 3CTPOreHOB M TECTOCTEPOHa Y AEBOYEK U MaribyMKOB, COOTBETCTBEHHO. Havano
NonoBoW 3penocTu 3agepxmBaeTcs y nogpoctkoB ¢ XBI1, nukoBasi CKOPOCTb pocTa OTCpoveHa NpubnmnamMTensHoO Ha
2,5 ropa. lMNMybepTaTHbIN CKkavyoK pocTa 3anasfablBaeT, YMEHbLUAETCS U CBsI3aHHas C HUM CKOpPOCTb poCTa, YTo
00yCrnoBnNeHoO COKpalleHMeM BPEMEHU POCTOBOro ckayka. lMybepTtaTtHoe yBenuyeHue pocta y geten ¢ XBIl
coctaBnseT npubnuamtensHo 65% oT nybGepTaTHOro ckayka pocta y 3gopoBbix geTen [34]. CnepoBaTenbHo,
oTctaBaHne B pocTte npu XBIT obycrnoBneHo, rnaeBHbiM 06pa3oM, MoAaBfeHMEM pocTa B 2-X Nepuopax:
MIlageH4YeckoM (Korga pocT 3aBMCUMT B OCHOBHOM OT hakTOpPOB MUTaHWsA) U NybepTaTHOM (3aBMCMMOM OT MOJIOBbIX
rOPMOHOB).

KntoveBbiM dhakTopom popmmposanHus n nporpeccuposanna MKH-XBI aenseTtcs passutne Hedpockneposa
3a CYET CHWXeHNs konunyectsa PYHKLUNOHUPYIOLLMX HE(PPOHOB. Pe3ynbTaT aTUX U3MEHEHWI: CHUXEHUE SKCKpeLuuu
doccopa ¢ MoO4OI, NOBLILLIEHNE YPOBHSA dhochaTemMum 1 NOBLILLIEHUE NPOAYKLMKN dhakTopa pocTa hmnbpobnacTtos 23
(FGF23); cHuxeHue cuHTe3a akTuBHOW hopMbl BUTaMmHa D (kanbuuTpuona), CHKEeHUEe KOHLeHTpauuu Kanbuums
KpoBW, noBbllLeHne napaTupeongHoro ropmoHa (MTI). MNMosbiweHne ypoBHA hocdopa 1 CHUXKEHNE KanbLns KpOBU
- KIOYeBble MYyCKOBble (PaKTOPbl U3MEHEHUS1 romeocTasa KocTHoW TkaHu npwu XBI1. NMapaTupeonaHbii roOpMoH
SIBNSAETCA LEHTPanbHbIM U BEQYLLMM B MEXaHW3Me perynsaumm ypoBHS KarbLMs B OpraHu3mMe: HopmoKasbLeMus
BakHa Ansa obecneyeHns HopMarbHbIX BUTANbHbIX (PYHKUMIA (NpeXae BCEro CepAeYHO-COCYANCTON U LEHTParbHON
HepBHOM cucTeMm). OnuTenbHas rMnepyHKUMS NapawuToBUOHOW Xenesbl MpPUMBOAWT K ee runeptpodumn u
rmnepnnasun ¢ ¢opMMpoBaHMEM afeHOMbl. HenpepbiBHass CTUMynauMs  KOCTHOro obmeHa Ha  doHe
rmnepnapaTtMpeosa BeAeT K HapyleHWI0 MOAENMPOBAHUS CTPYKTYPbl KOCTWU, HapYLUEHU0 €e MNPOYHOCTU C
nocnegyowmm dhopmmposaHmem gedopmauuin u nepenomos. NoMMMO NaTONOrMYECKUX USMEHEHUIN KOCTHOW TKaHM



npyM BTOPWYHOM HedpPOreHHOM runeprnapaTMpeo3e pasBMBaEeTCs Takoe MaToNorMyeckoe COCTOSIHUE, Kak
KanbLMgUKaLMs COCYONUCTbIX CTEHOK, CTPYKTYP MUOKapAa U pasfnyHbIX MATKOTKAHHbLIX CTPYKTYp [35].

CoBpeMeHHas koHuenumsa natoreHesa MKH-XBI BkntoyaeT B cebs Takke CpaBHUTENBHO HOBblE BuomapKepbl,
perynaTopbl U MexaHu3mbl, Takue kak: ¢paktop pocta dubpobnactos 23 (FGF23) - ogMH n3 cambIx paHHMX
OvomMapkepoB; NenTua, CEeKpeTUpyeMmbl OCTeoKknactaMu u octeobnactamu, KOTOpbIA perynupyet meTtabonusm
docdaToB 1 BuTammHa D, Hanpsimyto nHrndupyet cekpeumto MNTT; peuentopbl FGF23; Klotho (TpaHcMeMbpaHHbIN
6enok, HeobxoaMMbIn Ans akTMBaumm peuentopa FGF23 B opraHax-MyLIeHsAX: MOYKa U NapawmMToBuaHas xenesa);
peuentop ButamumHa D (VDR); kanbunin-uyBcTBUTENBHBIM peuenTtop (CaSR); cknepocTuH; cybkapboKCUNnMpoBaHHbI
ocTeokanbuuH. NpoBedeHHble MccnegoBaHus y OeTen U B3POCHbIX MOKasanu MoBblweHHbIM ypoBeHb FGF23 B
CbIBOPOTKE KPOBW 1 NOBbILLEHHYH 3kcnpeccunto FGF23 B kocTax Ha paHHuX ctagusax XbI1, korga ypoBeHb hocdopa,
kanbumi n MNTI ocTatoTcs ewwe B npegenax Hopmel [36, 37, 38, 39, 40]. FGF23 MOXHO cuMTaTb YyBCTBUTENbHBIM
CKPUHWUHIrOBbIM TecToM Ans BbigBneHns MKH-XBI Ha paHHux aTanax. JdeduvumT KanbumTpuona takke CTumynupyet
cekpeunto MTI yepes aktmBaumio VDR B napaluToBMAHBLIX Kene3ax U KOCBEHHO CrnocobCTByeT pasBUTUIO
rmnokanbLneMun, KoTopas SBRseTcs elle OOHWM CUMbHbIM CTMMynom ans cekpeuuu MNTI [41, 42]. CHuxeHue
KOHLIEHTpauuKn KanbLuusa B CbIBOPOTKE Takke MOLLHbIN cTumyn ans cekpeumn MNTI, 4TO, CBA3aHO CO CHWXKEHHOM
akcnpeccuern CaSR B knetkax napawmTtoBuaHbiX xenes [43]. Ctonkas rmnopeaktnBHocTb VDR un cHuxeHue
akcnpeccun CaSR npuBogaT K runepnnasnu napalimMToBUOHbIX Xerne3 1 pasBuTuio TPETUYHOIO rmnepnapatmpeosa
[44].

Matodusnonornyeckne acnektel MKH-XBIT npeactaBneHbl CrOXHLIM KackafioM COObITUIA, BKITHOYAOLLMX
B3aMMOZENCTBMS NMOYKMU, NapaLlUTOBMAHOM Xenesbl, KOCTU, KULLIEYHUNKA, CEPAEYHO-COCYANCTON CUCTEMBI.

Cneunduyeckne acnektbl KOCTHOro metabonuama y geTen BKMAOYAKT HE TOMbKO HEnpepbiBHOE KOCTHOE
peModenvpoBaHne, co4eTalllee npoueccbl ocTteobnacTuyeckne u pe3opOTUBHbIE, HO U  HEMPEPbIBHLIN
BbICOKOAMHAMMYHBIA MpoLEecc NPOAOSIbHOIO pocTa cKeneTa 0 3aKpblTUsi POCTOBOW MMACTUHKW, YTO CYLLECTBEHHO
YCINOXHSAET NOHUMaHe MUHEPanbHOro M KOCTHOrO roMeocTasa y pebenka ¢ XbI1. HapyweHue pocta pebeHka - ogHO
13 ocHoBHbIX nNposasneHnin MKH-XBI. Mpn aToM QOCTUXKEHNE HOPMAaribHOMO KOHEYHOrO poCcTa SIBASIETCA CEpbe3HOon
npobnemon ans kaxgoro naumenta ¢ XbI.

B passutun KBB y pgetent ¢ XBI1 wrpaloT ponb kak TpaguuMOHHbIe hakTopbl pucka, Tak M dakTopbl,
06yCnoBneHHbIe CHUXKEeHMEM NoYeyYHON PyHKUMK. K nepBbiM OTHOCATCH apTepuansHas runepTeH3us, rmnoguHaMums,
OXupeHue, rmnep- n AMCIUNMEAEMns, HapyLleHus yrineBoaHoro obMeHa; Ko BTopbIM - aktueauus PAAC, HapylieHns
docdopHo-kanbuneBoro obmeHa, XpoHMYecKoe BocManeHue, JsHAoTenuanbHas AUCHYHKUWS, OKCUAATWUBHbIV
CTpecc, rmnepBonemMus BCreACTBME 3a4ePXKKN HAaTPUS 1 BoAbl, aHemus [12, 45].

OcHoBHbIM thakTopoM nporpeccupoBaHus XBIT n KBbB sBnsetca apTepuanbHas runepteHsnsa. AlT Bo3HMKaeT
BCNeACTBUE MOBLILEHNSs COCYAWCTOro TOHyca (4emy crnocobcetByet aktuBaums PAAC, okcugaTuBHBIN CTpecce,
npoBocnanuTernbHble LUTOKMHBI, NPOBOUMPYIOLLME 3HAOTENUanbHy0 ancdyHkumio) n ysennyeHns OLIK (k yemy
NPMBOAWT 3adepKka HaTpusa 1 Bogbl, 06ycnosneHHasa 3abonesaHnem noyvek n/mnu aktnsauunen PAAC).

HapyweHus docdopHo-kanbumesoro obmeHa npu XBI1 (runepnapaTtnpeos, runepgocdatemmsi, noBbiLLEHNE
ypoBHa FGF23, ocTeokanbLuHa, a Takke CHWKEHWE aKTMBHOCTM WHIMOBUTOPOB Kanbuudukauum) noMUMO
HapyLUeHWs CTPYKTYpPbl KOCTHOWM TKaHM CMOCODCTBYIOT PEMOAENTMPOBAHMIO COCYAUCTON CTEHKN: YTOMNLLEHUIO UHTUMBbI-
mMegmu, pmbposy, a 3aTeM KanbLMHO3Y MbILLEYHOIO CIIOS CTEHKN apTepuii (B TOM YMCHE KOPOHAPHBbIX), rmnepTpodum
M KanbumHo3dy Muokapga JDK. B pesynbTaTe pemMogenupoBaHUS CHUXAETCA 9MnacTUYHOCTb apTepum U nx
CMOCOOHOCTb CcMAryaTb NynbCoOBble KONebaHMs CKOPOCTU KPOBOTOKA, MOBbILAETCA WX XecTkocTb (stiffness),
YBEMMYNBAETCS CKOPOCTb pacnpoCcTpaHeHus NynbCoBOM BOMHbI [46]. HapacTaHue nepudepnyeckoro cocygmcToro
conpoTusneHus ycyryonaeT AlT, KoTopas B CBOK oyepeb NPMBOAUT K AanbHENLLEN NepecTPonKe MbILLEYHOMO CIos
apTepuin n nporpeccupoBaHunto rmnepTpodum Mmokapaa.

'MnepTpodmsa Mrokapaa accouMmpoBaHa Co CHMXKEHUEM MITOTHOCTM KanunnsapoB, YTO CNOCOBCTBYET ULEMUMN.
Mwemna npoBouupyeT anonto3 MUOKapAWOLMTOB, HaKOMIEHNE MEXKNETOYHOro matpukca u ¢ubpos mmnokapaa,
4TO, B CBOIO 0Yepeab, ycyrybnsaet nwemuto. M'mneptpodum n pmbposy Mmokapga cnocobCcTByeT Takke NOBbILLEHHbIN
YPOBEHb aHrmoTeHsmHa Il n anbgoctepoHa [47].

Mo mepe nporpeccupoBaHms XBI1 Bbiweyka3aHHbIE HapylleHus YcyrybnsawTcs, JoCcTurasd MakCMMaribHON
BbIPaXX€HHOCTN Ha AuanuaHon ctagun. [nutenbHoe, cuHeprudeckoe BO3AeWCTBME (PakTOpOB pucka NPUBOASAT K
BblpaxkeHHOW runeptpodum n/mnn gunataumm JDK, guactonuyeckon, a 3aTteM U CUCTONUYECKON AUCHYHKLNN.
Bo3HuKaeT HeJoCTaTOYHOCTb KPOBOOOPALLEHUs), 3HAYUTENBHO BO3pacTaeT PUCK HapyLUEHU cepaeyHoro putma,
ULLIEMUYECKNX aTak, KOTOpble B UTOre MOTyT cTaTb NpudnHon cmeptu pebenka ¢ XBI 5 cT. [12, 46].



1.3 dnnaemuonorusa sabonesaHUA UM cocTosAHUA (rpynnbl 3aboneBaHMn MMM COCTOAHUN)

B nutepaTtype gaHHble o pacnpocTtpaHeHHocTu XBI cpeam aetet HemHorouncneHHsl. ictnHHasa yactota XBI1
B OETCKOM BO3pacTe He u3BecTHa, moxeT pocturatb 1% B getckon nonynaumu [48]. HeoHatanbHas XBI1
BCcTpeyaeTcs npumepHo y 1 n3 10 000 xmMBOpOXAEHHBIX, TOrAa Kak YacToTa TepMUHanNbHOW CTaany B 3TOM Bo3pacTe
cocTaBnisieT okono 7,1 Ha MUNIMOH BO3pacTHoro Hacenenus [13]. B pasnuyHbix ctpaHax mupa XbI1 Bapbupyet ot
2 po 16 Ha 1 MfH. geTckoro HaceneHus/ron. bonblias YacTb geten octaetcd 6e3 guarHo3a 4o B3pOCIoro Bo3pacra.
Mo AaHHBLIM HauMOHaNbHbLIX PEMMCTPOB: YacToTa aeten, Hyxaawwmxcs B 3MT oT 9 - 10 HOBbIX Cry4yaeB Ha MIIH.
AeTcKkoro HaceneHus B rog (Benukobputanus, ABctpanus u Hosas 3enaHauns) oo 15 - B CLUA [15, 49, 50].

12591 peTen c monpaBKOW Ha BO3pacT, MOM M PacCOBYH/STHUYECKYIO NMpuHagnexHocTb. CpegHun Bo3pacT
aeten ¢ XBIM cootBetctBoBan 6 (1 - 13) rogam. YactoTta BcTpeyaemocTtun y geten oo 1 roga coctasuna 20,2%, B
Bo3pacte 1 -3 netr-17,8%, 4 -6 - net - 12,0%, 7 - 10 net - 14,8%, 11 - 14 net - 15,2%, 15 - 17 net - 19,9%. Mpn
atom XBI1 1 - 2 c1. gnarHoctuposaHa y 20,0% naumenToB, XbI 3a n 36 c1. -y 9,1% un 4,0%, XBIN 4 cT. - B 1,5%
cnyyaes, XbBI1 5 cT. (6e3 gnanuaa) - 0,7%. B 64,7% cnyvaes anarHoctupoBaHa XBI1 ¢ HeyTouHeHHoN cTagmen [51].

PacnpoctpaHeHHocTb XBI1 y geten B cTpaHax EBponenckoro Coto3a konebnetcsa ot 55 - 60 go 70 - 75
Crny4yaeB Ha MUMMMOH HaceneHus B Wcnavmm n Utanuu, B 3aBMCMMOCTU OT KnunHmMYeckoro onpepenenunsa XbIT,
KOTOpOE MCNoNb30Banoch B Kaxxaom nccnegosaxum [15]. Mexay Tem, B ctpaHax bnvkHero Boctoka (KysewT) n tOro-
BoctouHon Asum (BpyHen-fapyccanam) pacnpoctpaHeHHocTb XBIT 3HauntenbHo Bbiwe u coctasnset 329 n 736
crnyyaeB Ha MUNMNWOH Hacenexus [15, 52]. Mo gaHHbIM Cepbekoro neguaTpru4eckoro permcTpa pacnpocTpaHeHHOCTb
XBIM 2 - 5 cT. coctaBnsaeT 96,1 cny4yaeB Ha MUNNWoH HaceneHus [53]. Beicokasa pacnpoctpaHeHHocTb XBI1 B cTpaHax
BrnwmxkHero Boctoka n KOro-BoctouHom A3nm MoxeT ObiTb 0O6bACHEHA OONbLUMM KONMYECTBOM HACNeACTBEHHbIX
3aboneBaHuii B 0QHOWN CEMbeE.

Pa3BuTture TepmmnHansHon ctagumn XbI1 B geTckom Bo3pacTe Obino cTabunbHbIM B TedeHne nocnegHunx 30 net
BO BCEM MUPE, HO pacrnpoCTPaHEHHOCTb yBenuMuMBanacb BMECTE C 4YaCTOTOW CryvyaeB Avanusa U peumnmeHToB
noyeyvyHoro TpaHcnnaHrtara [8, 54].

PacnpoctpaHeHHocTb 1 3aboneBaemocTtb XBI1 1 - 4 cT. y geten P® He ycTtaHoBneHa. PacnpocTpaHeHHOCTb
XBIN 5[ coctaBnset 20,2:1000 000 HaceneHusi. Ha 31.12.2015 r. B P® Obino 3apernctpupoBaHo 626 geten,
nonyyatowmx 3MT (neputoHeanbHbii gnanus (MQ), remognanus (FQ), TpaHcnnaHTauua noykm (TM)): Ha ' - 6,06
nauMeHToB/MNH. AeTckoro Hacenenus, ansa MO - 5,0 nauneHToB/MNH., ANA TpaHcnnaHtauuu nodvkn - 9,13
naumeHTa/mnH. [55].

BbisiBneHne n pernctpaumsa MexayHapogHblx gaHHbIX 06 anngemunonorun getckor XBI1 asnaeTtca cnoxHon
3agaden. Cooblaemoe konnyecTtso geten ¢ XbI1, BeposTHO, 3aHMKEHO, MOCKONbKY paHHWe cTaguun 3abonesaHus
06bIYHO MpoTekalT 6eccuMnToMHO. Kpome Toro, MoXeT MMeTb MeCTO HenonHoe npeaocTaBreHe AaHHbIX 13-3a
Adeduunta MeQUUMHCKUX YCIyr B pavioHax C orpaHuvyeHHbIMU pecypcamu. B pesynetate TpygoHO cpaBHMBATHL
nokasatenu getckon XBI1 Bo Bcem Mupe n3-3a pa3HoOOpasust AOCTYMHbIX PECYpPCOB 34pPaBOOXPaHEHUs Kak Ans
yxoaa 3a getbmu ¢ XBI1, Tak n Ans oTtcnexusBaHusa 1 cbopa TOYHbIX MONYNSALUMOHHBIX AAHHBIX M UCMOSb30BaHWS
pa3nuuHbIX onucaHui. Kpome Toro, onybnukoBaHHas WHMOPMaUWMS YacTO OCHOBaHa Ha OT4yeTax W3 KPYMHbIX
CNpaBOYHbIX LLIEHTPOB, N HEACHO, AENCTBUTENBHO NN 3TU AaHHbIE OTPaXKatoT NOMYyNSALUOHHbLIE PUCKN.

MonynsiuMOHHbIE OLEHKM yMepeHHOM U Tshxenon XBIT nnu TepmuHansHon ctagnm no4e4YHon HeJoCTaTOYHOCTH
y Aetewn, KoTopbiM TpebyeTca 3amecTutensHasa nodeyHas tepanus (3M1T), paccymTbiBanncb No cpegHen rogqoson
3ab0neBaeMoCT! Ha MWUMITMOH BO3PAacTHOro HaceneHns 1 BapbMpoBanu cnegyowmm obpasom:

- EBpona - 11,9 cny4aes.
- JlatuHckas Amepuka - ot 2,8 go 15,8 cnyyaes.

- B ctpaHax Adpuku K tory oT Caxapsl, rae pecypcbl 34paBooxpaHeHUss Hanbonee orpaHnyeHbl, Obin OTMEYEH
caMblIl HU3KMI oNyBnnkoBaHHbINM ypoBeHb XBIT no pe3ynbTataM 04HOLEHTPOBbLIX NCCneaoBaHui 1 konebarcs ot 1
0o 3 cnyyaes.

MpepncraBneHHble aaHHble No pacnpoctpaHeHuto XBI, Tpebytower ncnons3osanusa 3MT, BapbupyeT 13-3a
pasHoro ypoBHs goctynHocTtu 3T anga aeten B cTpaHax, npeacTaBmBLUNX oTYeThl: HoBas 3enaHausa - 18 cnydaes,
CWA - 15,5, 3anagHas Espona n Asctpanus - 9,5, Poccus - < 4 cnyyaes.



MoaBogs utorn uccnenoBaHWK, Msydarowmx pacnpoctpaHeHHocTs XBI1 y rocnutannanpoBaHHbIX aeten (OT
0,3 po 1 cny4yast Ha 10 000 pgeTen), a Takke pe3ynNbTaTOB HECKONbKUX MOMNYIALUMOHHBIX MCCNEeA0BaHUN, KOTOpble
BbISBNAT 6onee BbICOKyto pacnpocTpaHeHHocTb XBI1 (oT 1 go 10 cnyyaeB Ha 1000 geten), B HacTosLee BpeMs
obuee uncno geten n NnogpocTkos, ctpagatowmx XbIM 2 - 5-n ctagui, BO BCeM Mupe npeBbillaeT 2 MUNAnoHa
cnyyaes XBI1 npu obLuern YNCneHHOCTN AETCKOro HaceneHus B 2 Munnuapaa venosek [322].

PacoBbie, nonoBble M Bo3pacTHble pa3nuuns. [aHHble peecTpa CeBepoamepuKaHCKUX MeamaTpu4eckmx
nccneaoBaHun novek n coBmecTHblx ncenegoeaHuii (NAPRTCS) n peecTtpa avanusa un TpaHcnnaHTaumm ABcTpanum
n Hoeon 3enaHgmm coodwmnm o noBbileHHOM pucke XBI1y 3THUYECKMX MEHBLUNHCTB.

B CeepHoit AMepuke yactoTa XBI1 y adppoamepurkaHUeB B ABa-TpW pasa Bhille, YEM Yy AETE eBPONeongHon
pacsl. B Asctpanun n Hosow 3enaHguun geTn KOpeHHON HaLMoHanbHOCTU (Hanpumep, abopureHsl 1 Maopu) UMetoT
6onee Bbicokun puck Ol n HekoTopbix TUNoB XBI1. MNokasatenun TepmuHansHon ctagum XBI cpegn kopeHHOro
HaceneHns no CpaBHEHWIO C HEKOPEHHbIM HaceneHmem aHanoruMyHbl B Bo3pacTe A0 14 neT, HO 3HAYUTErNbHO
Bo3pacTatoT nocne 15 ner.

Y adpoamepukaHueB reHoTun anonunonpotenHa L1 (APOL1) MoxeT 00bACHATb MOBbIWEHHbIA puck XBIT.
"eHoTun Bbicokoro pucka ans APOL1 (romosuroTHbii no annenam pucka "G1" unm "G2" unu retepo3nroTHOCTK
coeguHeHusa G1G2) cBsA3aH C MOBbILEHHBIM PUCKOM PasBUTUS TNIOMepynsipHOM 6onesHn, 0CoBeHHO hoKarnbHO-
cermeHTapHoro rnomepyrnocknepoda (PCIC), no cpaBHEHMIO C TAKOBBIMW C FE€HOTUM HU3KOro pucka (umetrowmn 0
unn 1 annenb pucka). B obbeanHeHHOM aHanuse XpoHudeckown 6Gonesuun nouyek y geten (CKiD) u Cetwn
nccrnegosaHnn  Hedpotudeckoro cuHapoma (NEPTUNE) 104 peten ¢ rnomepynsipHoi 60MesHbio K
achpoamMepuKkaHCKMM NPOUCXOXAEHUEM, AeTU C FEHOTUMOM BbICOKOrO pucka ucnbiTanu 6onee 6bICTpoe CHUXEHne
PYHKLMM NOYEK C TEYEHNEM BPEMEHUN MO CPABHEHMIO C rPYNMNON AeTen C FeHOTUMNOM HU3KOro pucka.

3aboneBaeMocTb U pacnpocTpaHeHHocTb XBITy geTen Bbiwe y nuu, My>ckoro nona. MNMoeblweHHbI puck XBI1
Y MY>XYMH CBA3aH C Bornee BbICOKOW YacTOTON BPOXAEHHbBIX aHOManuin noyek n movesbiBoasawmx nyten (BAPMC),
BKIOYas OBCTPYKTUBHYIO yponaTuio, AUCNNA3MIo NOYeEK, MMNonnasmio NnoYek 1 CUHAPOM CMMBOBOTO XMBOTA.

MaumenTtol ¢ XBIT obpawatwTca 3a nomowblo B AetctBe. B 6ase gaHHbIX XPOHMYECKOW MNOYEYHOW
HepgocTtaTo4dHocTM (CRI) NAPRTCS, koTopas cogoepxut cBegeHusa o 6onee 7000 naumeHtoB ¢ XBI1, Bo3pacTHoe
pacnpegeneHne Ha MoMeHT BbisiBrieHnst XbI1 6bino cneayowmm: < 12 mecsiues - 15%, oT 12 go 23 mecsiues - 5,2%,
ot 2 no 6 net - 15,7%, ot 6 0o 13 net - 32,1%, ot 13 oo 18 net - 28,3%, ot 18 oo 21 rona - 3,7%.

XBIl gaBnsieTca ncxogoM nobOro MoYevyHoro M BHeMoveyHoro 3aboneBaHusi, a dopmupoBaHne XbBI1
npovcxoauT B paMKkax naToreHesa npeglwecTsytoLlero 3abonesaHus.

Yactota BOH cpean petenn ¢ XBIT 5 cT1. wupoko pacnpoctpaHeHa n Bapbupyet oT 20 go 80%. 3To0
naTosniorMyeckoe COCTOSHME BeAET K MOTEepe MbILEYHOW MaccChl, XMPOBOW Macchl, 3aMeffieHWo pocTa co
CHWXKEHMEM BeNUYMHbI KOHEYHoro pocTa [56]. MpubnuantensHo y 40% peten ¢ TepMuHaneHon ctagnen XBI1 umetot
MEHBLLWIN KOHEYHBIN POCT (HWKE TPETbEro NepLEHTUNA) MO CPABHEHMIO CO 340POBLIMU MOABMU TOTO e Bo3pacTa 1
nomna KOHTponbHou rpynnsl [57, 58].

[aHHble MHOTOLEHTPOBBIX MCCNeAoBaHMn nokasbiBatoT, YTo y 73% aeten ¢ XblM 3 ¢t1., 87% -4 ¢1., M 93% - 5
cT. anarHocTtupyetcsa aHemusa (NAPRTCS) [59].

HapyweHue pocTta, BcTpeyvatowleecs y 35% peten ¢ XbBI1 2 - 4 cT. AsBnseTca Hanbonee Tpy4HON Anst NevyeHnst
N caMOn cepbes3HoW ncuxonormdeckon npobnemon [5]. Mo gaHHbim J. Harambat et al., 43% naumeHTOB C
TepMUHanbLHON CTagmen nodyeyHou HepoctatoyHocTu (ESRD) B geTcTtBe He AOCTUraldT HOpMarbHOrO pocTa
B3pocroro yenoseka [58]. bonee Toro, peanbHOe Has3Ha4yeHMe COMaTpPONUHA™™ geTam ¢ 3agepxkon pocta ¢ XBI1
Hesenuko [60]. Mo gaHHbIM pernctpa CKIiD y geten ¢ HM3KMM POCTOM A0 TpaHCNnaHTauuu BPeEMS BbbBKUBaHWUSA
TpaHCcnnaHTarta nocne TpaHcnnaHTaumm noykm Ha 40% meHbLue [61].

ApTepuanbHas runepteHsusa (AlN) pernctpmpyetcs, B 3aBUCUMOCTM OT ctaguu, y 40 - 80% peten ¢ XBI1, ¢
MaKCuMarnbHOWM pacnpocTpaHeHHOCTbIo cpeam nauneHToB Ha 3MMT. B 3Tow e nonynsumm Yalle BCero BbiABNATCH
Takve MapKepbl KapauoBackynspHon 6onesHu, kak runeptpodusa muokapga JIK (go 92%), yronweHwe MHTUMbI-
Meaun BHYTPeHHe CoHHou apTepun (8o 89%), kanbundukaumsa kopoHapHbix aptepun (8o 20%) [10, 12, 46].

Mo paHHbIM EBponenckoro obuwectBa AeTcko Hedponormm u EBpOMENckon MNoYevyHoW accouuaumm -
EBponenckon accoumaumn guanusa u  TpadHcnnaHtonorum (ESPN/ERA-EDTA), pacnpocTpaHeHHOCTb
neanatpuyeckon 3MMT B 2012 rogy B EBpone coctasuna 27,9 cnyyaes Ha MUNINUOH HaceneHus [62].



1.4 OcobeHHOCTM KOANPOBaHNA 3aboneBaHnsa NN COCTOAHUA (rPynnbl 3aboneBaHMn NN COCTOSHUN)
no MexayHapoaHoOW ctaTucTM4eckon knaccudunkaunmm 6onesHen m npobnem, cBA3aHHbIX CO 340POBbEM

B MexagyHapogHon cratuctnyeckon knaccudpukaumm 6onesHen (MKB) 10 BHeceHbl COOTBETCTBYyHOLLME
N3MEHEHNs!, KacaloLllnecsa 3aMeHbl YCTapeBLLero TepMuHa "XpoHmyeckas noyeyHas HeLoCTaTOYHOCTh" Ha TePMUH
"XpoHuyeckasn 6onesHb noyek" (kog N 18.1), a Takke koguposaHua XBI1. B HacToswee Bpemsa ana obo3HavyeHus
ctragun XBI1 cnegyet ucnonb3osatb koabl N18.1 - N18.5 n N18.9

N18.1 - XpoHuyeckas 6onesHb noyek, ctagust 1

N18.2 - XpoHuyeckasa 6onesHb no4ek, cragus 2

N18.3 - XpoHuyeckas 6onesHb novek, ctagmsa 3 (3a n 36 ctagum)

N18.4 - XpoHuyeckasa 6onesHb noyek, ctagns 4

N18.5 - XpoHuyeckasa 6onesHb noyek, cragusa 5

N18.9 - XpoHuyeckas 60mne3Hb NoYek C HEYTOYHEHHOW CTaanemn

Kogpbl ansa ytouHeHus atunonorum XbBIT:

N39.1 - Ctorkast NnpoTENHYPUSI HEYTOYHEHHaS

Q60.0 - AreHe3nsa NOYKN OOQHOCTOPOHHSASA

Q60.3 - ['Mnonnasns NoYkM OOHOCTOPOHHSAS

Q63.1 - CnuBLascs, gonbyartas u nogkoBoobpasHasi novka

Q61.4 - Ancnnasuns NoYkn

Q63.0 - lobaBo4yHas noyka

1.5 Knaccudukaumus 3aboneBaHusi UM COCTOAHUA (rpynnbl 3a6oneBaHUM UM COCTOAHUN)

Kputepun guarHoctukm mn onpepenerHuns cragun XBI y geten agantuposaHbl B 2012 rogy KDIGO [6].
Kputepun XBI npeactaeneHsl B Tabnumue 1.

Tabnuua 1. Kputepumn onpegenenusa XBI1 (ecnu oba coxpaHstoTcs 6onee 3-x MecaueB).

AnbBGyMuHYpUa (CKOPOCTb 9KCKpeuun anbbymuvHa ¢ Modoir = 30 wmr/cyT;
oTHoweHune An/Kp moun = 30 mr/r [2 3 Mr/Mmonb))

M3meHeHns ocagka MouM (M30MMpOBaHHas MUKporeMaTypusi C HapylleHuem
Moponornm  3pUTPOLUTOB  (aHM30UUTO3) Mpu  noBpexgeHun 6HasanbHON
mMembpaHbl KNybOoYKOB; 3puUTpOUMTapHbIE UWAMHAPLI NpU NponvMdepaTMBHbIX
dopmMax rromMepynoHedpuToB, NenKoUMUTapHblie LUMAUHAPLI NPU NuenoHedpuTe
UNN MHTEPCTULMANBLHOM HedpuTe; OBarbHble XXMPOBbIE TemnbLa WU XUPOBble
Mapkepsl UMNUHAPLI MPpU NPOTEUHYPUU; TpaHYyNApHbIe UUNUHAPbI U KNEeTKU MNoYeyHOoro
nospexneHna KaHanbLUeBOro 3nuTeNnus npu  MHOMMX MNapeHXMmaTo3HbIX 3aboneBaHuMsaX
noyek (1 n bonee) | (Hecneundmyeckme npusHakm))

OnNeKTponuUTHbIe U ApyrMe HapylleHUs BCMeACTBME KaHanbLeBOW AUCKHYHKUUM
(moYeYHbIN KaHanbLUEBbIM aungo3, HePOreHHbI NOYEYHbIN HecaxapHbl guaber,
cvHgpom PaHKOHM, ULMCTUHO3, 1 Ap.)

'McTonornyeckne n3mMeHeHus

CTpyKTypHblEe HapyLleHWs Npy BU3yanuampyloLmMx meTogax nccnegosanus (Y3U,
KT n MPT ¢ KOHTpacTHbIM ycuneHuem unm 6e3, n3oTonHble MeToapl, aHrorpadumsi)
TpaHcnnaHTauust NoYKM B aHaMHese

CHuxeHne CK® | CK® < 60 mn/mun/1,73 m? (kaTeropmm CKd C3a-C5). CKd < 15 mn/muH/1,73 m?
(C5) pacueHuBatoT Kak NoveyHasi He[OoCTaTOUYHOCTb
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CHmxeHne CK® MOXHO BbISSBUTb C MOMOLLBIO COBPEMEHHBLIX dhopmyn ans pacdyeta CK® Ha ocHOBaHuu
CbIBOPOTOYHOIO KpeaTuHuUHa wu/unm unctaTtuHa C.

CnepnyeT nogyYepKHYTb, YTO KPUTEPUI "NPOOOIMKUTENBHOCTL > 3 MecsaueB” He NPUMEHUM K HOBOPOXAEHHbIM
Unn MnageHuam B Bospacte < 3 mecsueB Tak xe, kak u kputepuit "CK® < 60 mn/MuH/1,73 M2" He NPUMEHUM K
OeTsiM B Bo3pacTe < 2 neT, Y KOTOpbIX creayeT NPUMEHSITb 3Ha4YeHUsl, COOTBETCTBYOLWME Bo3pacTy. O0wun 6enok
B MOYe/3KCKpeuus anbO0ymMuHa ¢ MOYOW BbILLIE NPeaerioB HOpMarbHbIX 3HAYEHUIN A1 COOTBETCTBYIOLLErO Bo3pacTa
MOXeT BbiTb 3aMeHeH Ha anbbymuHypuio = 30 Mr/24 4. Bce 9neKkTponuTHble HapyweHust y AeTei OOMKHbI
paccMaTpuBaTbCS C TOYKM 3PEHUSI BO3PACTHbLIX HOPM.

BaxHocTb knaccudmkaumm XBI1 3akniovaeTca B crnedylowmx npemmyllectTsax: ee Koppensaumsi ¢ Takumu
ncxogamm, Kak nporpeccMpoBaHune 3aboneBaHns, pUcK cepaevyHo-CocyancTbix 3abonesaHnii U CMepPTHOCTb OT BCEX
MPWYMH; U BO3MOXHOCTb TEepaneBTUYECKUX BMELIATeNbCTB Ha pPaHHMX cTagusax OomnesHu Ond 3amennieHvs ee
NPOrpeccupoBaHna M YrydlWeHNs KadecTBa XXW3HU U BbbkMBaeMocTu [6, 63, 64, 65]. Ha HayanbHOM 3Tane
HeobXxo0OMMO OLEHUTb HannymMe MapKkepoB MOYEYHOro NOBPEXAEHWS, a B AanbHelwem onpeaennts ctaguio XBIT no
CK® u cTteneHb anbbyMMHYpun/npoTenHypun.

MporpeccupoBaHue XbBI1 onpegenseTtcs Ha ocHoBaHumM BenuynHbl CK® (ctagus C) n ypoBHSA ansbymnHypum
(ctagusa A) (Tabrnmua 2, Tabnuua 3). YpoeeHb CK® onpepensieTcsi Ha OCHOBaHWM KOHLEHTPaLWUK KpeaTuHUHa u/unm
unctatuHa C B CbIBOPOTKE. YpOBeHb anbOyMUHypum onpefensieTcad Ha OCHOBAHUM  COOTHOLLEHUSI
anbOyMuH/KpeaTUHWH B pa3oBOW MOPLMM MOYU UMM CYTOYHOW 3KCKpeuun anbbymuHa ¢ Mo4vol. onHbIn guarHos
XBIM copepxuT HasBaHWe 3aboneBaHusi nodvek (npuyuHy XBI1, ecnv u3BecTHa) BMecTe C Ha3Ha4YeHHOW
cooTBeTCTBYylOLEN cTagmen C n anbbyMuHypun.

Tabnuua 2. Kateropuu (ctagun) CK® npn XBI1 [6].

Kateropua CK® CK® mn/munH/1,73m? Onpepenenue
C1l > 90 HopmanbHas unm noBbiLWeHHas
Cc2 60 - 89 HesHaunTenbHO CHUXeHHas
C3a 45 - 59 YMepPEHHO CHMXEHHas
C3s 30-44 CyLLEeCTBEHHO CHUXEHHas
C4 15-29 Pesko cHxeHHas
C5 <15 TepmuHansHas noyeyvHas
HeOoCTaToOYHOCTb

MpuHMMas BO BHMMaHWE pe3ynbTaTbl KpynHOMacwTabHbIX MCCNedoBaHMM C AokasatenbHom 6Gason y
B3pOCIbIX NAUNEHTOB, AaHHOe pa3gerneHune no ctaguam XbI npyuMeHumo y naumeHToB cTaplle 2 neT.

Tabnuua 3. Kateropuu (ctagun) ansbymuHypum npu XbBI1 [6].

KaTeropus Okckpeums OTtHoweHune An/Kp Onpepenexue
ansbymunHa (MpUMeEpHbLIV 3KBUBANEHT)
(mr/cyT)
Mr/MMoOnb mr/r
Al <30 <3 <30 HopmanbHad wnm HesHayuTenbHO

noBbILLEeHHadA

A2 30 - 300 3-30 30 - 300 YMepeHHO noBblleHHas <1>

A3 > 300 > 30 > 300 3HaunTenbHO NOBbILLEHHAdA <2>




Mpumeyvarne: An/Kp - anbbyMuH/KpeaTUHUH.

<1> - OTHOCUTENbHO YPOBHS, XapakTEPHOro A4S B3POCIbIX MOSIOA0ro Bo3pacTa.

<2> - Bknoyasa HeppoTMYECKNIA CUHOPOM (3KCKpeuus anbbymmnHa obbiyHo > 2200 mr/cyT [oTHoweHne An/Kp
> 2220 wmr/r; > 220 mr/mmMonb])).

O630p, npoBeaeHHbIn M. Murton et al., Bkniovdan gecsatb HabnogaTenbHbIX UCCNEAOBaHUN C ydacTUEM OT
3033 po 46949 yenosek, npoeaeHHbix B CLUA, Kutae, ®paHunn, Utanum n Micnanmn. Hanbonee yactbiM ncxogom
6bina pacnpoctpaHeHHocTb XBI 3 - 5 cT., Bapbupyowas ot 2% [o 17%. bonblwWMHCTBO naumeHToB Obinu €
HOpManbHbIM YPOBHEM anbOyMUHYpuUM, CO 3HAYUTENbHO MOBbIWeHHoONn - 0,4 - 3,2%. [MpeumyLiecTBeHHOe
OOMbLIMHCTBO NAUMEHTOB ObINM OTHECEHbLI B TPyMnbl HU3KOrO UMM YMEPEHHOro pucka nporpeccupoBaHusa XbBI1.
CornacHo pekomeHgauuam KDIGO 2012 B rpynny BbICOKOro pucka oTHeceHo 0,9 - 5,6%, o4eHb BbICOKOrO pucka -
0,3 - 4,8% yyacTHMKOB nccrnegoBaHus [66].

2 SD - kaKk pe3ko CHmkeHHyto CKO [6].

Tabnuua 4. KnupeHc 51Cr-EDTA y 300poBbIX AeTel B Bo3pacTte Ao 2 net [67].

Bospact (mecsiLibl) CpeaHee 3HayeHne CK® = -SD (mn/mun/1,73m2)

<12 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

12-18 915+ 17,8

18-24 945 + 18,1

>24 104,4 + 19,9

Mpu noBsbllweHHOM noTpebneHun OGemnka C nuvWen, UHPEKUMU MOYEBbIX NyTeW, Nnuxopagke, THAXKenon
dunsnyeckon Harpyske 3a npeglecTsylome 24 yaca, npueme psga nekapCTBEHHbIX CPpeacTB, MEeHCTpyaumu 1 ap.
COCTOSIHWUIN MOXET OTMeYaTbCsl TPaH3MTOpHas anbbymuHypus [68].

Tsaxectb BOH (nerkas, ymepeHHas unu Taxenas) MOXeT ObITb onpederieHa nyteM HaHeceHus z-6anna
(cTangapTHoe oTknoHeHue [SD] oT cpeaHero) Ans Kaxaoro M3 3TUX aHTPOMOMETPUYECKUX 3HayYeHun (Tabnuua 5)
[69].

Tabnuua 5. Nokasatenn B3H, ecnn gocTynHbl pe3ynbTaTbl O4HOro HabnaeHus.

MokasaTens JNerkas BOH YmepeHHas BOH Taxenasa BOH
Macca Tena/pocT, z-oueHka Ot-1p0-19z |OT1-2p00-2972 -3z Unn HUxe
NMT ans cooteeTcTBytowero |Ot-100-1,9z |O1-2p00-2,92 -3Z UnNn Huxe

BO3pacTa, Z-OueHKa

OnuHa/poct pana  cooTBeTcTBYtOLLEro | HeT AaHHbIX HeT paHHbIX -3z Unn HKxe
BO3pacTa, z-oLleHkKa

OKpy>XHOCTb Nneva B cpegHen Tpetun Or-1p00-19z |[OT-2p0-2,92 -3z Unn HMxe




B3H onpepenseTca no npogomkntTensHocTn (ocTpas, < 3 MecsiLeB; XpOHUYecKas!, > 3 MecsLeB) N CTENEHU
TSKECTM (nerkasi, yMepeHHasi, Tsbkernas). Y naumeHTa ¢ XpoHu4ecknm 3abonesaHvem u xpoHudeckon BOH, moxeT
npucoeanHnTeca octpas bBOH npu  WMHTEPKYpPPEHTHOM  UHMEKLMOHHOM  3aboneBaHuu, XUMPYpPruyeckom
BMeLLaTenbcTBe Unu "oboctpeHun" 3abonesaHus.

Knaccudpukauua KBB B uenom y geten He paspaboTaHa, ogHAKO MMeeTCs Knaccudukalmsa oTaenbHbIX ee
nposienenun (Al, HegocTaTovYHOCTM KpoBoobGpalleHust) (Tabnuvua 6, 7, 8).

Tabnuua 6. Knaccndukauusa Al [70].

0 - 15 ner,
nepueHtunn CAL w/vnn A

Kateropusa Al 2 16 net CAQ wivnm JA0,

MM pT. CT.

HopmanbHoe < 90-ro nepueHTUNSA <130/85

Bbicokoe HopmarnbHoe Ot 90-ro go 95-ro nepueHTUNS 130 -139/85 - 89

'MnepTeHsus > 95-ro nepueHTUNA > 140/90

MMnepTeH3una 1 ctenexmn Ot 90 go 95-ro nepueHTUNsA + 5 mm | 140 - 159/90 - 99

pT.CT.
MMnepTeH3una 2 ctenexmn > 95-ro nepueHTMNA + 5 MM pT.CcT. | > 160/100
M3onnpoBaHHasi cuctonuyeckas | CAl > 95-ro nepueHtuna n JAL < |> 140/< 90
rmnepTeH3ns 90-ro nepueHTUNs

Tabnuua 7. Knaccudukaumsa cepaeyHorn HegoctaTtouyHocTn y aeten no H.A. benokoHb (1987) [71].

Cragus JleBOXenyaoykoBas HEAOCTAaTOYHOCTb MpaBoxxenygovkoBas HE4OCTAaTOYHOCTb
I CepaeyHas He4OCTaTOYHOCTb OTCYTCTBYET B MOKOE U NOSABNAETCS MOCe Harpysku B
BMAE OAbILKN N TaxmKapamm
A YCC yeenunyeHa Ha 15 - 30% B 1 MMH. | leYeHb BbiCTynaeT Ha 2 - 3 cm
Y ysennyena Ha 30 - 50% n3-nop kpasi pebepHon ayru
1B YCC ysenunyeHo Ha 30 - 50% B 1 MMH. | leYeHb BbicTynaet Ha 3 - 5 cm
Yo ysenunyeHo Ha 50 - 70% n3-noa kpasi pebepHom [Oyru, BO3MOXHAa
Bo3moxeH akpouuaHo3, HaBA34YMBbLIN | NACTO3HOCTL, HabyxaHue WEenHbIX BEH
Kallenb, Menkony3blip4yaTble Xpunbl
1l YCC yBennyeHo Ha 50 - 60% B 1 MmH. | FenaTomeranus, OTEeYHbIN CUHAPOM,
Y ysenunyeHo Ha 70 - 100% rmgponepvkapg, acunT
KrnnHuyeckas KapTuHa npegoreka
NEerkmx
Tabnuua 8. Knaccudukaumsa dyHKLUOHAMNbHbIX KNacCoB XPOHNYECKON cepaeyHon HeJocTaTouHOCTM no Ross
R.D [71, 73].
Knacc WHTepnpeTauus

HeT cumnTomoB

Hebonblloe TaxMnHO3 Unu NOTAMBOCTb MpU
Harpyske y cTaplumx getemn

KOpMIeHun y rpyaHbeix getein. [iucnHos npum




n BblipaxkeHHOe TaxumnHo3 U1 NOTIMBOCTb NPY KOPMIIEHWUM Y TPYAHbLIX AeTel. YANMHeHHoe
BPEMSI KOpPMIlEHUsi. 3afepka pocTa BCleACTBUE CEpAeYHON HEedoCTaTOYHOCTMU.
BbipaxkeHHOE OMCNHO3 NpY Harpy3ke y CTapLunx geTeil.

v B nokoe mnmerTcs Takme CUMNTOMbl Kak TaxwunHO3, BTSHKEHWE MbiWL, "XploKaHbe",
NOTNMBOCTb

1.6 KnuHnyeckasa kapTuHa 3aborneBaHUA UIIN COCTOAHUA (rpynnbl 3a6oneBaHUM UM COCTOSHUN)

Knunnyeckne nposienenvs XBI1 3aBucaT oT xapaktepa 3aboneBaHusa (6e3 nopaxeHus krybOYKoB UM Ha
doHe rnomepynspHoro 3aboneBaHunsi) U HanMuns NGO TSHKECTU MOYEYHOW HegocTaTodHOCTU. laumeHTbl MoryT
umeTb ancMopduveckme O0coBeHHOCTM unuM  (bu3ndeckMe nposiBNeHus, npeacTaBnslolwme O0COOEHHOCTU
reHeTMYECKNX HapYyLLEHUN, KOTOPbIe CBA3aHbl C aHoManusamMu novek n XbI1 (Hanpumep, HacNeaACTBEHHbIN HEPUT 1
LUUCTUHO3).

XBIM gomxHa 6bITh 3anogo3peHa y nboro pebeHka c:

- XBI' B cemenHoM aHamHese

- NnepeHeceHHbIM paHee OrI1

- aHEeMUeW HEACHOTO NPOUCXOXAEHNS

- CbIBOPOTOYHbLIM KpeaTUHUHOM BblLLe BO3PacTHON HOPMbI
- MONMypUen N HUKTypuen

- HU3KUM yAenbHbIM BECOM MOYU

- MepcucTUpyoLwen NpoTenHypren

- ABYCTOPOHHEN naTonorven nodek npu aHteHaransHom Y3U /npn UMC
- apTepuanbHOW rMnepTeH3nen

- oedopmauusamMm KOCTen

- OTCTaBaHWeM B pocTe

daktopamu pucka XBI moryT GbITh:

- MepeHeCceHHbIN paHee ocTpbin nuenoHedput, NYC, NMP

- 3MNM304 HapYLUEHWUsI TEMOAUHAMUKM NMPU OBLUMPHBIX XMPYPrMYecknx BMellaTeNbCTBax paHee nepeHeceHHoM
0XXOroBow 60ne3Hu

- Manasa Mmacca Tena npm poxageHmm n HeOHOLWEHHOCTb

- pe6eHOK OT OYeHb MOoaoN MaTepVI/B no3gHeM BO3pacTe, Korga y XeHWWHbl MMeeTcAa HakKonjieHHasd
comMaTun4veckada natosriorng

- Mmenogucnnasus/TpaBma MOSACHUYHO-KPECTLOBOro OTAerna MO3BOHOYHMKA (MpU HapyLleHMn WHHepBauun
opraHoB)

HernomepynspHble npuuvHbl XBIT BnnsaoT Ha TyOynouHTepcTMUmManbHOe MNPOCTPaHCTBO M B OCHOBHOM
coctoaT n3 BAPMC wu knctosHbix 3aboneBaHun nodek. [NpumepHo 60% petckmx cnyyvaeB XBI1 Bbi3BaHbI
BpOXOEeHHbIMK aHoManuamu. Kak npaeuno, XBI B aTon nonynsdumm 6ygeT accouumpoBaTtbCa C Mano3aMeTHbIMU
npusHakamu ANCHYHKLUM NOYEK HA paHHeN CTaanun 1 Yalle BCero BbISIBISETCS C NOMOLLbIO BU3yanusauuu, BKoyas
06bIYHOE JOPOAOBOE YrbTPA3BYKOBOE UCCIEA0BaHME, KOTOPOE BbISBMNSAET CTPYKTYPHbIE aHOManuu.



Monnypus, MoxeT BbITb paHHen HaxoaKon, NOCKorbKy MHorve BAPMC (Hanpumep, o6CTpykTMBHAS yponaTtus,
OBYCTOPOHHSI  AuUCNnasusa  Mnoyek), HacneacTBeHHble  3aboneBaHuss  (Hanpumep, HedpoHodTM3) 1
TyOynovHTepcTMUManbHble pacCTPONCTBA CBA3aHbl CO CHVKEHHOW KOHLLEHTPALUMOHHOW CNOCOOHOCTBIO (Hanpumep,
HecaxapHbIi noveyHbll auabeT). B aTnux ycnoBusax HapylleHue KOHLEHTpUpYoLEen CnocoBHOCTM NoYek OObIYHO
npeaLwecTByeT 3HauuTenbHOMYy cHuwkeHuto CK®. Takne nauumeHTbl nogsepxeHbl BbicokoMy pucky OlMI ¢ ocTpbiM
anNM3040M 06e3BOXMBaAHWS, KOTOPOE MOXET BO3HUKHYTb MPU racTpO3HTEpUTE.

MoBbILWEHNE KOHLEHTPpaLMN KpeaTHMHA B CbIBOPOTKE C Bo3pacTom. CrneayeT NOAYepKHYTh, YTO NauMeHThbl CO
spina bifida, napanMyom HWKHUX KOHEYHOCTEM unu ApyrMMn 3aboneBaHMsIMK, CBS3aHHLIMW CO CHWKEHUEM
MbILLEYHOW Maccbl, MOTyT UMETb PUCK HegocTaTouyHoW avarHocTukmn XBI1 n3-3a 6onee HU3KOro ypoBHSA KpeaTMHUHA,
KOTOpbIV 3aBblllaeT 3Ha4eHns CKO.

Mnoxown pocT npu XBI1 cBA3aH ¢ HeQOCTATOYHbIM MUTAHUEM, 3TTEKTPONIUTHLIMU HApPYLLUEHUSMU, TYOYNAPHBIM
aumpo3om n XBIN-MKH.

Hetn c rmomepynsapHbiM 3aboneBaHuem, saensawowmmca npudnHon XBI, yacto nmetot 6onee BbipaxKeHHbIe
NPU3HAKN 1 CUMMNTOMbI 3ab0neBaHNs NOYeEK:

- MOYa uBeTa 4Yas/uBeTa "Koka-Kombl" MOXeT ObiTb NMOUPYOLWMM CUMATOMOM. [losiBNeHVe 3puTpoLNTOB B
MO4Ye MOXeT yKasblBaTb Ha rmoMepynoHedput. B apyrnx cnyvasx MMKPOCKOMUYECKasi remaTypus MOXeT ObiTb
Cny4arHON HaxXO4KOMN.

- NPOTEUNHYpuUa ABNAeTCcA TECHO CBA3aHHbIM 6MomapKep0M XBIM n moxeT 6bITb NPpn3HakKoOM OCHOBHOIO

3abornesaHusi Ky6oYKoB UnNM AMCAYHKLUMM KaHanbLes. CToiikoe (= 3 MecsiLueB) NoBbllLeHHOE BbiBEAEHWE Gernka ¢
Mo4on ceuaeTenbcTeyeT o XbIT.

- OTEYHbIA CUHOPOM MOXET OblTb BTOPUYHBIM MO OTHOLLEHUIO K NPOTENHYPUM HEDPOTUYECKOTO YPOBHSI.
- NOBBbILLEHNE KOHLEHTPaLMKN KpeaTUHMHA B CbIBOPOTKE KPOBU C TEYEHUEM BPEMEHMU.
- apTepuarnbHasi rmnepTeH3us.

- CUMMTOMOKOMMNIMEKChl Cneundunyeckux nposiBNEeHUN, CBA3aHHble CO BTOPWYHbLIM rroMepynoHedpuTom,
KOTOpbIN BRMSeT Ha (PyHKUMIO noyek u npmeoaut K XBI1, Hanpumep, BONYaHOYHbIN HEPUT UNKN rpaHynemarTos ¢
nonuMaHrumTom. KnmHunyeckne nposiBNeHnss MOryT BKIIOYaTb NMXOPaAKyY, apTpanrun/apTpuT, Cbiflb W/WNn nNeroyHble
CMMNTOMBI U Ap.

KnuHuyeckme paHHble pasnuualoTcd B 3aBMCMMOCTU OT TSXKECTW AMCAHYHKUMM nodvek (cMm. pasgen
"OunarHocTuka 3abonesaHusa"):

Ha paHHux ctagmsx XBIN (C1 n C2) 3aboneBaHne 4acto npoTekaeT 6eCCMMNTOMHO, €CNn HET NPU3HAKOB
nvnn CUMNTOMOB, KOTOPblE SABMSIOTCS MPSMbIM PEe3yNbTaTOM OCHOBHbIX CTPYKTYPHbIX aHOManui mnoyek unm
CUCTEMHbIX 3aboneBaHWi C nopaxeHueMm nouek. [lauMeHTbl, He WMelLwWwme CUMMATOMOB, MOryT ObiTb
NMOeHTUMLMPOBaAHbI MO MOBLILUEHHOMY KpeaTMHUHY CbIBOPOTKM B 3aBUCUMOCTM OT BO3pacTa, OTKIMIOHEHUAM B
aHanmse Mouu (NPOTEUHYPWUST, reMaTypus UM HapyLLEeHNE KOHLLEHTPALMOHHOM CMOCOBHOCTM MOYEK) UMK BbISIBNIEHUIO
3aboneBaHns MOYEK C MOMOLLLIO BU3Yanv3upyloLMX MCCrefoBaHUN, BKOYasi NpeHaTanbHOe yNbTpasBYyKOBOE
uccriegoBaHue. Y nauMeHToB MOryT ObiTb MpusHakm aHemuu n gedumumta ButamuHa D. B atoT nepuog ectb
BO3MOXHOCTb BbINIEYMTb NOOY0 oBpaTUMyld NpUYMHY AUCYHKUMW MOYEeK M NpefoTBpaTuTb MMM 3amennutb
nporpeccupoBaHme XpoHUYecKkoro 3aboneBaHusa noyek. HaunHaeTca npoceeTuTensckasi pabota, YToobl pebeHoK 1
CeMbsi MOMMWM NOHATb U peanus3oBaTb Mepbl MO MpedoTBpalleHno (PakTopoB pucka, KOTOpble MOryT YCKOPUTb
nporpeccupoBaHue XBI1 (Hanpumep, oTka3 OT HEPOTOKCUYECKUX MNpenapaToB, peuuavMBupyloLIME MHeKumK,
00e3B0oXUBaHME, OXXMPEHUE U KYpEHUE Y NOAPOCTKOB), U BKMOYUTL Mepbl (Hanpumep, CTporuin KoHTpone AL u/unu
CHWXEHME NPOTEMHYPUM), KOTOPbIE MOTYT 3aMeasIMTb NpoLecc.

XBIM nerkon n cpegHen ctenexun Tsbkectn (C3a n C3b). Y geten, kotopble nporpeccupytoT oo ctagun G3a um
G3b, MoryT HayaTbCsi OCnoXHeHus1, cBa3aHHble ¢ XBI1. K HUM OTHOCATCA: nosiBNeHne OTEKOB, 3NEKTPOSUTHbIE
HapyLweHus, aHemusd, A, ancnunuaemus, SHOOKPUHHbIE HAapPYLLIEHUS!, HapyLLleHWe pocTa, MUHeparibHble U KOCTHbIe
HapyLeHUs1 N CHMXEHWE KNMpeHCa BeLecTB, OObIMHO BbLIBOAMMBIX M3 OpraHvM3mMa nodkamu (ypemusi). Y Takux
NaumMeHTOB JleYeHMe COCPEeAOTOYEHO Ha MpoUNaKkTMKe U NeYeHMn 3TUX OcroxHeHun. Kpome Toro, cnepyet
nsberatb pakTOpoOB pUCKa, ONNCAHHbIX Bbile, ANs 3ameaneHus nporpeccuposaHms XbI1.



Tsaxenaa XBIN n TepMmuHanbHaa ctagusa noyedHow HegoctatodHocTn (C4 m C5). MNaumeHToB, y KOTOPbIX
npoaomkaeTcsa nporpeccupyollee 3aboneBaHne, Heob6xoaMMO BbISIBNSATbL 3abnaroBpeMeHHO OO0 TOro MOMEHTa,
koraa notpebyetcs 3T, 4yToObl 00ecneunTb afekBaTHY MOArOTOBKY U ODYYEHWE Kak NauueHTa, Tak U ero CEMbM.
MopgroTtoBka k 3MT 0bbl4HO HaunHaeTcsa ¢ XBI1 4 cT., korna CK® nagaet Huxke 30 mn/mMuH Ha 1,73 M2,

OcnoxHeHusa XbBI1

KnnHnyecknmn nposieneHnammn b3H sBnsatoTca: HeagekBaTHasa Macca Tena Ha CKOPPEKTUPOBaHHLIA BO3pacT,
nrnockasi kpuBasi Maccbl Tena (HegocTaToyHasi CKOpOCTb Habopa macchl Tena), HeadekBaTHasi CKOPOCTb poCTa,
HeaJeKkBaTHOE COOTHOLLIEHME MacChl Tena K pocTy, HeageKkBaTHbIM MHAEKC Macchkl Tena (MMT), 3agepxka pasButus.

AHeMusi MposiBNSAETCA psiAOM CMMMTOMOB, KOTOpble TpyAHO AnddepeHunpoBaTb OT CUMMTOMOB YPEMUM.
YacTto naumeHT obpallaeTcs K Bpady B CBS3M C CUMITOMaMU aHeMuUMW, He 3Hast 0 3aboneBaHun noyek (brnegHocTb
KOXHbIX MOKPOBOB W CNM3nCTbix obonouek). KnuHmuyeckumun nposisneHuamu aHemum npu XBI1 asngawoTtcs:
YTOMNSAEMOCTb, COHIIMBOCTb, MbllledHast cnabocTb, ofplwka, 6onu B cepaue, cepauebueHue, Taxukapawus,
MOBbLILLIEHHAs YYBCTBUTESNIBHOCTb K XOJioA4y, NOTeps anneTuTa, CHWKEHWE MNOJIoBOW (OYHKUUKU, ANCMEHOpPeEs,
HapyLLeHMe NamsATU U KOHLEHTpaUun.

OCHOBHbIMK KNUHU4YeckMn nposineHnsamn MKH-XBIT siBnsoTes: paxutonogobHas gedopmaums ckeneta 'y
JeTeln pasHbIX BO3pacCTHbIX KaTeropui; yaule ato nporpeccupyowee O-obpasHoe unum X-obpasHoe UCKpUBIEHME
HVXXHUX KOHEYHOCTEN; yTonLweHne metadunsapHbix 30H (Nogobue "paxmutudeckux bpacneTos"); HapyLLEHNE NOXOOKN,
0COBEHHO NpW 3anHTEPECOBaHHOCTM Ta3obeapeHHbIX cycTaBoB ("yTuHas noxogka"); 60nu B KOCTAX NPW ABUKEHWM;
MOBTOPHbIE NEPENOMbI; ANMMN3EONU3bl KOCTEN B KPYMHbLIX 1 CPEAHMX CyCTaBax; HapyLleHne TemnoB pocTa pebeHka;
paspyLleHne KOCTHOW 3Manu u noteps 3yboB, HapylweHue nopsgka M Temna npopesbiBaHus 3y6oB; Mpu3Haku
TPOMOMYECKUX HAPYLLUEHUA OPYrUX NPUOATKOB KOXW (CyxXme, NIOMKME, NIOX0 pacTyLiMe BOSOChl U HOMTK); CHUXKEHWE
MbILLEYHOW CUIbl B PyKax U HOrax; cnasmMbl B MKPOHOXHbIX MbILLLAX, KapnanbHbli cnasMm; adebpuibHble TOHNYeckue
cygoporu; crneuyunduryeckme Mpu3Hakm KOXHOM KanbumduKkaumn (4eno3vTbl KPUCTamnmoB KanbLuWs), aHrynsipHbin
CKIEPUT U BbISIBNIEHME OEMNO3UTOB KPMUCTANIOB KarbLus B CKrepe.

KnunHnyeckne nposienednss KBb y getent ¢ XBI1 3adacTtyio ckygHble. Al npyM nNocTeneHHOM pasBuUTUN
npoTekaeT, Kak npaBuio, 6eCCMMNTOMHO W BbISIBASETCA TOMbKO npu mamepernun AL. Mpu peskom, BHE3amnHOM
nosbiweHun Al (rMNepTOHNYECKOM KpU3e) MOXET OTMEYaTbCs rofioBHas 60rb, roNoBOKPYXeHWe, TOLWHOTa U pBOTa,
HapyLleHus 3peHuns (nenexHa, "MyLwWwK1" nepeq rnasamu), YyBCTBO CTpaxa, CyAoporu, HapylleHme co3HaHus. MoxeT
oTMeYaTbCsl ANCKOMAOPT, YyBCTBO nepeboeB B obnactu ceppaua, o0YyCrnoBMEHHbIE HApPYLIEHUSMWU CEPAEYHOro
pyTMa C pasBUTUEM TaxuKapgun, 3KCTPacUCTONNN.

Mpn nporpeccuposanun XBIT n KBB, pa3sutun BTOPUYHON KapaMOMMOMNATUKM, CHWKEHUU COKPaTUMOCTU
mMuokapga JDK npucoegmHsoTCs CUMMMATOMbI HEOOCTATOMHOCTM KpoBoOOpalleHus: BANOCTb, YTOMMASEMOCTb,
CHWXEHMe TONepaHTHOCTU K (PU3NYECKUM Harpyskam, NOTIMBOCTb, OAblWKa. Y aeTen rpyaHoro sodpacta HK moxer
NposiBRATLCA 6ECNOKOWCTBOM, BANOCTLIO, TPYAHOCTAMM NPU BCKapMvBaHUW, aHOPEKCHUEN, PBOTOMN.

Bornn B obnactu cepgua y geten ¢ XBI1 6biBaloT peako, HO MOMYT BO3HMKATb KakK MPOSBIEHWE WLLIEMUK
MuokapAa (Hanpumep, Npu KanbLMHO3e KOPOHaPHbLIX apTepun).

Y peteint ¢ XBI 5 cT., nonyyatowwmx 3T, moxeT HabnogaTbca BHE3aNHoe yXyALleHWe COCTOSHNS, CBSA3aHHOE
C neperpyskon cepaua v AekomneHcauuen Ha (PoHe SIBHOW UMM CKPbITOW runeprugpaTtaumm: 6ecnokoncTso,
HapacTawasa ofplllka, Taxvkapaus, rnyxocTb cepAevHbiX TOHOB, "pUTM ranona" npu ayckynbTauuu cepua,
KpenuTtauus B nerkux. Npun HecBoeBpeMEeHHOM OKa3aHUW MOMOLLY MOXET Pas3BUTLCS anbBeONsPHbLINA OTEK NErknx ¢
netanbHbIM UCXOO0M.

Mpu saTtom rmneprugpatauuna y geten ¢ XbBI 5[ cT. peako NposiBNseTcs o4eBMaHbIMU, pacnpocTpaHeHHbIMN
oTekamu. HYalle oTmevaeTcs NacToO3HOCTb BEK, Nvua 1 rofieHen, npnbdaeka Macchl Tena, KOTopy MHoraa (0Co6eHHo
y OeTelr paHHero Bo3pacTa) TPakTylT Kak hn3nonormyeckyto npnbdaeky Macchl Tena.

Mpu cmankansHom obcnegoBaHuy y pebeHka Ha poHe cumntomoB XBI1 (oTcTaBaHve B pocTe U hrU3NHECKOM
pas3BuTMK, BNeaHoCTb MK cneumduyeckas NUrMeHTaums KOXW, KOCTHble dedopmaumm U T.4.) MOXHO BbISIBUTb
CMMNTOMBI, 00ycrnoBneHHble AlT, kapanonaTuen, HeA4OCTaTOYHOCTLI0O KPOBOOOPALLEHNS: TaXUMNHO3 U OAbILKY C
BTSDKEHMEM YCTYMYMBBLIX MECT TPYOHOM KNeTkn, "cepaedHbii ropb"; NepKyTOpHO - pacluMpeHue rpaHuy
OTHOCUTENBHON CepaeYHON TyMOCTU; ayCKyNbTaTUBHO - U3MEHEHNE 3BYYHOCTM TOHOB cepaua (ocnabneHue | ToHa,
akueHT Il ToHa Ha aopTe), gobaBoyHbIN 3-1 TOH ("pyUTM ranona”, cBUOeTENbLCTBYOWMIA 00 00 BLEMHON Neperpyske



cepgua), pyHKUMOHanbHbIE WyMbl Hag 06nacTbio cepaua, Taxmkapauio, akeTpacuctonuio. Npy TOHOMETPUM MOXKHO
BbISIBUTb MOBbILEHHbIN YpoBeHb ALl.

Oetn ¢ XBI1 5 cT. BXOOAT B rpynny pucka no pasBuUTUIO XKU3HEYrpOXatoLWmMX HapyLUEHUI cepaevyHoro putma
(chmbpunnaumm xenygodkos, acUCTONUK), KOTOpble NPOSABASIOTCA BHE3anHoW 6neaHOCTbio, LMaHoO30M, noTepen
CO3HaHU4A, 1 TPEOYIOT peaHUMaLMOHHbIX MEPOMNPUSTUN.

HeBponornyeckme HapyLleHusi BKITlOYaoT B cebs pa3nnyHblie CUMMTOMbI OT CYLOPOT M TSPKENOW YMCTBEHHOM
OTCTanocTn oo 6onee TOHKMX HapyLUEHUIN, NPUBOASALLMX K NNOXon ycneBaemoctu B wkone. et ¢ XBI1 nvetot
bonee HM3KMe NokasaTenu UCNONMHUTENBHOW (PYHKLMK, BepbanbHOM 1 3puTensHON NnamMaTi, BbICTPYIO yTOMNSAEMOCTb
Mo CPaBHEHUIO C HACeNeHNEM B LLENIOM.

HeTtn, Haxogdawmecs Ha agnanuse, MeloT bonee HM3KMe NokasaTenu KOrHUTUBHBIX OYHKUMIA, YeM aeTu ¢ bonee
nerkon popmont XBI. 3Ta cBA3b MOXET ObITb YAaCTUYHO OOBbSACHEHA BIIMSIHUEM YPEMUM Ha MO3HaHWE U pa3BUTHE
HepBHOM cuctembl. Kpome Toro, kK ocnoxHeHnsm XBIT oTHocuTCa ypemus, BkovalLlas B cebs Takne NposiBNeHus,
KaKk aHOpeKcus, TOWHOTa, pBOTa M ApyrMe cumntoMbl. Ha doHe ypemunm MOXET BO3HUKHYTb ANCHYHKUMSA
TpomboUMTOB, NEPUKapaMT U ypeMmnyeckoe KpoBoTeueHne. bes agekBaTHOro nevyeHns ypemms MoXeT NpuMBECTM K
cyaoporam, kome, fieTanbHOMY UCXOAY.

2. lnarHocTMKa 3aboneBaHUA UM COCTOSAHMA (rpynnbl 3a6oneBaHUN UMM COCTOSIHUMA) MeAULIMHCKKUe
nokasaHusi U NPOTUBONOKa3aHUs K MPUMEHEHUI0 MeTOAO0B ANarHOCTUKM

OnarHo3 XBI1 ycTtaHaBnuBaeTca Npyv HanNMyuum CTPYKTYPHOTO MM (PYHKLMOHANBLHOMO NOBPEXOEHUS MOYek,
COXPaHSIIOLLMXCHA B TeYeHne, Kak MUHUMYM, Tpex Mmecaues. [ins noctaHoBku gnarHosa XBI1, no gaHHeim KDIGO,
HeobXx0AMMO COOTBETCTBUE OAHOMY U3 CriedytoLmx Kputepmes [6]:

- CK® meHee 60 mn/muH/1,73m2 B TeueHne 3 mecsueB 1M bonee HesaBUCUMO OT Apyrux mapkepoB XBIT;
Hanunune mapkepoB MOYEYHOrO MOBPEXAEHWS, TaKMX Kak MpoTenHypus/ansbymuHypus (anbOyMuH/kpeaTUHWH
cbiBopoTkn > 30 Mr/r, CTOWKME W3MEHEHWs B OCafKke MOYM, U3MEHEHMS MOoYeK MO AaHHbIM Ny4yeBblX METOAO0B
nccnegoBaHms, natoMopdonornyeckne N3MeHeH1s No 4aHHLIM B61MOMNCKM MOYKK.

2.1 XXano6bl n aHaMHe3

Cwm. pasgen "KnuHuyeckas kaptuHa". lNpu cbope xanob® u aHamHesa cregyeT 006paTuTb BHMMaHue Ha
M3MEHEHNE aKTUBHOCTU pebeHka, NEepeHOCUMOCTU (U3NYECKUX Harpy3oK, CHWXEHME anneTuta, WU3MEHeHue
"NyLleBoro” NoBedeHUsl, NOBTOPHYKO PBOTY, 3NM304bl FOMNOBHbLIX GONEW, rONOBOKPYXEHWUS, MbILLEYHOW criabocTw,
Gonen B KOCTsIX, B obnacTu cepgua, OAbILKW, NOTEPU CO3HAHMA UM cygopor. Heobxooum geTanbHbI aHanus
NULLEBOrO, NPEHaTaNbHOIO Y CEMENHOIO aHaMHE3a; OLIEHKa KONIMYECTBa, Ka4yecTBa U pPerynsapHoOCTM NpueMa nuLuy;
nony4yeHve uMHdopMauunm OTHOCUTENBHO CPOKOB Havana 3agepxku pocta. Y Bcex nauueHTtoB ¢ XBI1 4 - 5 cT.
(ocobeHHo nonyyatowmx 3IT) Heobxoaumo cobupaTb cBeaeHnst 06 0O0bemMe BbIMUTOM M BbIAENEHHOW XUOKOCTH,
BKNIOYasA anypes n obbem ynbTpadunbTpauum Bo Bpems npoueayp Ananuaa, a Takke o AnHamuke Maccbl Tena.

- PekomeHnpgyeTcsi npveMm (OCMOTp, KOHCynbTauusl) Bpayva-Hedporiora MNepBUYHbIN BCEM NauMeHTam C
cdaktopamm pucka XBIT npu noctaHoBKke AMarHo3a C LENb CBOEBPEMEHHOIO YCTAHOBIEHWS AuarHosa u
nposefeHusa Tepanuun, HanpaBneHHOW Ha coxpaHeHne noveyHon yHKLmKn [121, 72].

(YYP C; YOO 5)

KommeHTapun: daktopbl pucka XBI1 cm. B nogpasgene 1.2 "Otuonorusa u natoreHe3 3aboneBaHust nnm
cocTosHMS (rpynnbl 3a60NeBaHNA MU COCTOSTHUIA)".

2.2 ®dnsukanbHoe ob6cnenoBaHue

Mpwn pmsmkanbHOM o6cnenoBaHmm pebeHka ¢ XBI1 cnegyeT o6patuTb BHUMaHUE Ha CriefyoLlme nokasarenu:
- ®dusnueckoe passuTue pebeHka (Macca Tena, gnvHa Tena/pocT, OKPY>KHOCTb rOnoBbl).

- TonLwmMHa KOXHOM CKnaaku.

- OKpY)XHOCTb CpegHen TpeTu nneva.



- LiBeT koxHoro nokposa (6regHOCTb, LMaHO3, NMUrMeHTaums).

- Hannuue otekos.

- Hanuuune gpedopmauuin ckenera.

- Bugumble nameHexuns obnactu cepaua ("cepaeydHbiii ropo”, nynbcauus).

- YacTtoTa v puMTM OblXaHWs, HanM4Yne OAbILKA C y4acTMEM BCTIOMOraTebHbIX MbILLL, Y BTSDKEHUIA YCTYNUMBbLIX
MECT rpyAHOW KNeTKu.

- 'paHuLbl OTHOCUTENBHON CepaeYHON TYNOoCTH (NEPKYTOPHO).

- Xapakrep ObIXaHUs Npu aycKynbTaLMm Nerkmnx.

- 3BYYHOCTb CepAEYHbIX TOHOB, HaNU4Me apuTMumn unu "putma ranona”, WymMoB Npu ayckynsTauum cepaua.
2.3 llabopaTopHble guarHocTu4Yeckue uccrnenoBaHus

- PexomeHpyeTtca Bcem nauueHtam ¢ XBI uccnegoBaHme KUCNOTHO-OCHOBHOMO COCTOSIHMS M ra30B KPOBU C
Lenbio ANarHOCTMKN HapYLLIEHWI KMCITOTHO-OCHOBHOMO COCTOSIHUS KPOBW, KOHTPONSA B AMHamMuke [74].

(YYP C; YOL 4)

KommeHTapui: Yactota uccnegoBaHuii B oMHaMUKE onpedensieTcsa KnMHMYecKon cutyaumen. HapyweHue
KMCMOTHO-OCHOBHOIO COCTOSIHUS KPOBW NPOSIBNSETCA MeTabonuyeckm auugo3oM, KOTOPbI MporpeccupyeT npu
cHuwkeHun CK®. Y geten Ha nosgHux ctagusx XBI1 passuBaeTcs meTtabonuyeckun aumpgos ¢ BbICOKOWM aHWOHHOW
pasHuLen, korga CrnocoOHOCTb MOYEK BbIBOAWTb OPraHUYeckne KUCroTbl CTaHOBWUTCA oOrpaHudeHHown. Korga
unpkynupytoLme bydepbl UCTOLLAIOTCS, KOCTb HAYMHAET HakannMBaTb M3ObITOYHbIE MOHBLI BOAOPOAA, YTO NPUBOAUT
K BbICBOBOXAEHWIO KanbLmMsa U3 KOCTU. Ecnin He KoppurnpoBaTb aunaos, MOXeT pa3BUTbCS OCTEONEHMSC 3a4EPXKKON
pocTa, a Takke NoBbICUTLCS PUCK BTOPUYHOTO rMnepnapartmpeosa u nporpeccupoBanus XbI1 [75]. MeTabonnyeckun
aunpos npu XBIT MoxeT cnocobcTBoBaTb Pas3BUTUIO TMNepKanuMemMun, cnocobcTBoBaTb katabonuamy Genkos u
oTpyuatenbHo BAWATb Ha MeTabonuam B MblWUax, CTUMyNUpoBaTb BOCNaneHve U1 noBblWwaTh
NHCYNNHOPE3NCTEHTHOCTL [76]. Tekywme pykosogctea KDOQI n KDIGO pekomeHAyOT NogaepxuBaTb YPOBEHb
ObukapboHaTa B CbiBOpOTKe KpoBW y nauueHTtoB ¢ XBI1 Ha ypoBHe 22 makB/n unu Bbiwe (20 M3KB/N ona geten
mnagwe 2 ner) [4, 6].

- PekomeHgyeTcsa Bcem naumeHTam nposegeHve O6uwiero (KMMHUMYECKOro) aHanm3a KpoBW pas3BepHYTOro C
nccrnegoBaHNEM 3pUTPOLMTapPHBIX MHOEKCOB (cpegHui obbem aputpoumta [MCV] (OnpegeneHve pa3MepoB
apuTpounToB), cpegHee cogepxaHune Hb B aputpounte [MCH], cpegHsass KoHUeHTpauus remornobvHa B
aputpouunTtapHorn macce [MCHC] (OnpeneneHve cpefHero cogepxaHusi U cpegHen KoHUeHTpauumM remornobuHa B
apuTtpouuTax)), VccnegoBaHue YpOBHSA NEVKOUWUTOB B KpoBKM, [uddepeHumpoBaHHbIN MOACHET NEWKOLUTOB
(nenkoumTapHas dopmyna), iccnegoBaHue ckopoctu oceganuns aputpouutos (COI), cenekTnsHo - ViccnegosaHue
YPOBHS PETUKYITOLMTOB B KPOBU C LIENbI0 ANArHOCTUKM aHemun npu XBI1, KOHTponsa B AUHaAMUKe, B T.4. neyveHusd [77,
78, 79].

(YYP C; YAQ 5)

KommeHTapwuii: iccnenoBaHue ypoBHSA PETUKYOLUTOB B KPOBM NPOBOAUTCH AETAM C aHEMUERN 1 NOMyYaroLwnm
neyeHve npenapaTamu rpynnel "Opyrme aHTuaHemuyeckne npenapatbl” (3PUTPOMOSTUHBI), ANS KOHTPOMS
3(PPHEKTUBHOCTH (CM. COOTBETCTBYIOLLMNE KITMHUYECKME PEeKOMEHZaLMN).

YacToTa uccnegoBaHun B AMHaAMUKE OnpefenseTcs KNUHUYeckon cutyauuen. [Ansa gnarHOCTUKM aHemMuu B
OEeTCTBE MUCMONb3YTCA BO3pacTHble 3HA4YeHNst remornoduHa no gaHHbim BO3 (cm. npunoxenune A3.16). MoapobHo
aHemua npu XBI1 paccmaTpmBaeTcs oTaenbHO (CM. KnuHuyeckne pekoMmeHaauun AHeMUsa npu XPOHUYECKOW
6onesHu noyek) [79].

- PexomeHnpyeTtcs y peten ¢ XbI1 6e3 yctaHOBNEHHOro agnarHo3a aHemun ypoeeHb Hb (MccnegoBaHne ypoBHS
obLero remornobuHa B KPOBM) KOHTPONMPOBATL HE pexe 1 pasa B rod y naumneHToB ¢ XBI1 3 cT., He pexe 2-x pa3 B
roq y nauneHtoB XBI14 - 5 cT. ¢ Luenblo CBOEBPEMEHHOIO BbiSIBNEHNS aHemMum [121].

(YYP C; YOO 5)



KommeHTapuii: 06bl4HO He pexe 1 pasa B 3 MecsLa y Tex, KTo HyaaeTca B auanuse. Yacrtota nameperus Hb
MOXeT onpenensaTbCs KNMHUYECKOM cuTyaumen y naumeHToB ¢ XBI1.

- PexomeHnayeTcsi gnarHoctnpoBaTb aHemuto y geten ¢ XbI1, ecnn koHueHTpauus Hb Hmke 110 r/n y neten
oT nonyroaa Ao 5 net, Hwke 115r/ny geten 5 - 12 net nHwxke 120 r/ny geten 12 - 15 neT ¢ uenb CBOEBPEMEHHON
Koppekuun [77].

(YYP C; YO 5)

KommeHTapun: Y geten 6e3 ycTaHOBNEHHOrO AnarHo3a aHemumn ypoeeHb Hb gomkeH nsmepsitbcs He pexe 1
pasa B rog y nauuneHtoB ¢ XbI1 3 ctaguu, He pexe 2 pa3 B rog y nauneHToB ¢ 4 - 5 ctaguamu XBI u He pexe 1 pasa
B 3 Mmecsua y naumeHToB Ha 3M1T. YposeHb Hb cnegyeT Yale namepsatb No KIMHUYECKUM NOKa3aHWsaM Uy AeTen ¢
AunarHoctupoBaHHou aHemuen npu XbI1. AHemus guarHoctupyetca y geten ¢ XbI1, ecnu koHueHTpaums Hb Huxe
110 r/n y petent ot nonyroga oo 5 net, Hwke 115 r/ny npeten 5 - 12 net n Hwxke 120 riny geten 12 - 15 ner.

KoHTponb ypoeHs Hb cnegyet npoBoauTb oavH pa3 B Heaento npu nog6ope nosbl ACC u nepeBode ¢
3no03aTMHa 6eta** Ha Aapb6anoaTuH anbda**, 3atem oAnH pas B 2 HEAENMW, HO HE peXxe O4HOro pasa B Mecsl,.

Y naumeHToB ¢ npegavanuaHbimu ctagusamm XbBI, koHTpons yposHst Hb Ha dooHe nogaepkmBatoLLero nevyeHns
OCC crnegyeT npoBoanNTb He pexe OAHOro pasa B 3 mecdua. Y naumeHTOB, KOTOPbIM NMPOBOAWUTCS reMoguanms,
ypoBeHb Hb Ha doHe nogaepxuBatowero neveHns ACC cneayeT NpoBOAUTL HE peXe OAHOro pasa B MecsiL,.

- PekomeHnpgyetca naunentam ¢ XbBI1 n aHemmnen onpegenutb ee NpuydnHy, HesaBnucumo ot ctagum XBI1 nnu
notpebHoctn B 3I1T, ecnn yposeHb Hb coctaensetr < 110 r/n (< 105 r/n y geten < 2 neT) wnun npu pasBuTumn
CMMNTOMOB, CBA3aHHbIX C aHemuel (UccneposaHne depputuHa Kposu, OnpegeneHune koadduuneHTa HacbILLEeHNs
TpaHceppuHa xenesom (TSAT), WccneposaHue ypoBHs ButamuHa B12 (umaHokobanamuH) B KpoBM,
WccneposaHve honmneBon KMCMOThI B CbIBOPOTKE KPOBU) C Lenbio AnarHOCTUKM/gnddepeHumansHon gUarHocTnkm
n nevenus [80, 323, 324, 346].

(YYP C; YOA 5)

KommeHTapui: Avemus y aeten ¢ XbBIT moxeT 66T 06ycnosneHa He Tonbko ¢ geduuyutom 3MMO. PepputuH
CbIBOPOTKM OTpakaeT 3anachl Xenesa B opraHuame, u ero Heobxogmmo nogaepxmsaTtb mexay 100 n 500 mkr/n.
OpHako 310 ocTpoda3oBbii 6enoK, NO3TOMYy pe3ynbTaTbl CMOXHO MHTEPNPEeTUpoBaTb Ha POHE MHAEKLMOHHOIO
npouecca. PekomeHayeTca 0OHOBPEMEHHO NPOBOAUTL UCCredoBaHMe ypoBHS C-peakTMBHOro 6enka B CbiIBOPOTKE
KpoBuW. HacblweHre TpaHceppuHa oTpaxaeT KOMNMYECTBO xenesa, AOCTYMHOro AN 3puTponoasa U AOSMKHO ObiTb
> 20%. AGCOMOTHBIN OednunT xenesa - 370 obLLee CHUKEHME 3anacoB Xefes3a B opraHM3Me, onpegensieMoe npu
CHWXeHUN beppuTnHa cbiBOpoTkM < 100 mkr/n. MeTabonuam xenesa HapylaeTcsa y naumeHTos ¢ XBI1, B YyacTHocTw,
13-3a NOBbLILEHHOIO YPOBHSA rencuguHa (ropmoHa neyeHu, KOTopbI NpeaoTBpallaeT BbIXo Kenesa 13 KrneTok 3a
CYeT CBA3bIBAHWS C IKCMOPTEPOM Xenesa, depponopTnHom) [81]. N36bITOK rencugmMHa nogasnaet abcopbuuto
xenesa v NpMBOAMT K CEKBECTpaUMM xenesa B Makpodarax v renatoumtax, Yto NpMBOaUT K (yHKLMOHANbHOMY
aeduunty xenesa npu XbBI [82]. MNpu dyHkunoHansHOM Aeduuute cylwecTByeT NOTpebHOCTb B 6onbluem
KONMn4yecTBe Xenesa Ons nogaepxaHust cuHTe3da Hb, yem MoxeT BbiCBOGOAMTLCA M3 Aeno. DyHKUMOHAmNbHbIN
AeduunT Xenesa AMarHOCTMPYeTCH Ha OCHOBaHUK YPOBHS cheppuTuHa cbiBopoTky (> 100 mkr/n), TSAT (< 15 - 20%),
KONMMYECTBO MMNOXPOMHbIX 3pnTPoLMTOB (> 5 - 10% npu Hopme < 2,5%). [aHHble nccriegoBaHust Heobxoanmbl Ans
OLeHKM cTaTyca obmeHa xenesa, AMarHoCTUKM ero aeduunta 1 NporHo3npoBaHUSA 3pUTPONO3TUHECKOrO OTBETA Ha
Tepanuio Xenesom.

Mpy WHTepnpeTauuMn ypoBHS heppuTUHa criefyeT MOMHWTb, YTO [AaHHbIA NokasaTernb MOoBbILAETCA MNpu
BOCMNanuTensHoMm npouecce. Mockonbky epputuH ABnseTcs octpodasHbiM 6enkom, AnarHoCTUYeCKoe 3HadyeHne
crneyeT OLEeHUBATLCS OTNIMYHO OT MAUMEHTOB, HE CTPaAALLUX XPOHUYECKMM 3ab0neBaHNEM MoOYek.

HacbiweHne TpaHcdeppuHa (TSAT) paccuntbiBaeTcs no popmyne:
TSAT = Fe (Mkmonb/n) / 2 x TpaHcdeppuH (MkMonb/n) (%)

Oedununt donaTtoB n BuTammHa B12 - HeyacTas, HO BaxHasi KOppeKkTMpyemMas npuynHa aHemMumn, OBbIYHO
coyeTaloLencsa ¢ MakpoLmnTosom, y naumeHTos ¢ XbBI1.

- PexomeHayeTcsa Bcem nauueHTtam ¢ XBlN/npusHakamu XBI npoBegeHue aHanusa KpoBU BMOXMMUYECKOTO
obuwetepaneBTnyeckoro (MccnegoBaHue ypoBHSA KpeaTUHUHA B KpOBU, MccrneaoBaHue ypoBHSA MOYEBVHbBI B KPOBM,
MccneposaHne ypoBHS xorecTepuHa B KpoBwW, MccnegoBaHne ypoBHSA Tpurnuuepuaos B KpoBwW, MccnegosaHue



YPOBHS XOfecTepvHa fMNoMNpoTEMHOB BbLICOKOW MIIOTHOCTW B KpPOBM, MccrnegoBaHwe YpOBHSI NUMONPOTEVHOB B
KpoBMW, MccrnegoBaHue ypOBHSI XOMecTepuvHa JMMOMPOTEMHOB HU3KOW MIOTHOCTW, MccrnegoBaHue ypOBHS
docconmnnaos B KkpoBu, VccnepoBaHnve ypoBHS Kanvs B KpoBuW, MccnepoBaHnve ypOBHSI HaTpus B KPOBW,
VccnepoBaHne ypoBHA 00LLero kanbuusa B KpoBwW, MiccnegoBaHue ypoBHS HeopraHudeckoro ¢gpocdpopa B KpoBM,
OnpepaeneHne akTUBHOCTM LenoyHon gocdaTassbl [78].

(YYP C; YO 5)

NccnepnoBaHne ypoBHS obLuero 6enka B kposu [88].

(YYP C; YOO 4)

WcecnepoBaHve ypoBHA anbbymuHa B kposu [87].

(YYP B; YOO 3)

WccnenoBaHmne ypoBHS MOYEBON KUCNOThI B KpoBM [89, 325].
(YYP C; YOO 4)

Wccneposanve ypoBHs obwero 6unupybuHa. WccnegosaHwe ypoBHA  GunupybuHa  CBA3aHHOMO
(koHBIOrMPOBaHHOIO) B KpoBW, ViccnegoBaHue ypoBHS bunupybrnHa cBo6oaHOro (HEKOHBIOrMPOBAHHOIO) B KPOBU [86,
325, 326].

(YYP B; YA 3)

OnpepgeneHne  akTMBHOCTM  acnapTatamuHoTpaHcdepasbl B KPOBW, ONpedeneHve  akTUBHOCTU
anaHnHamMmuHoTpaHcdepasbl B Kposu [83, 327, 328, 329].

(YYP C; YOA 5)

WcecneposaHne ypoBHSA xnopa B kposu [4, 330].

(YYP C; YOO 4)

McecnepoBaHue ypoBHS MMOKO3bl B KpoBy [89].

(YYP C; YOO 4)

WNccnepoBaHuve ypoBHS C-peaktmBHoro 6enka B kposw [84, 90].
(YYP B; YOO 2)

[ns oueHKn CTEeneHN BbIPAXEHHOCTU a30TEMWUW, BLISBIEHUSA 3NEKTPONUTHLIX HapYLUEHWUA, HapyLleHWI
6enkoBoro obmeHa, obMeHa >xenesa, kanbuun-pochopHOro obmeHa, rMnepnUNMOeMUN C LENbI ANarHOCTUKM
nporpeccnpoBaHus NOYeYHOro npouecca, ocrnoxHeHun XbI1, KOHTponsa B AUHaMuKe B npolecce neveHus [4, 78, 83,
84, 85, 86, 87, 88, 89, 90].

(YYP C; YAQ 5)

KomMmeHTapun: Yactota nccrnefoBaHuini B AMHaMUKe onpefenserca KnuHuyeckon cutyaumein. MouesnHa u
KpeaTUHWUH CbIBOPOTKM KPOBM 0ObIYHO NCMOMb3YTCH B KAYECTBE MapKepoB NOYEYHOM ANCYHKLMM, HO HaKoMNneHne
ypeMMYECKUX TOKCMHOB nub YacTuyHo koppenupyeT co CK® y pgeten ¢ XBIT [91]. TepmuH "asotemwus"
ucnonb3yetca Ansg 0b603HaAYeHUsT MPUCYTCTBUSA "ypeMUYECKUX TOKCMHOB", Torga kak TepMuH "ypemus" 0OblYHO
OTHOCUTCS K KMMHMYECKNM NposiBrneHnam azoteMmmun. XBI vyacto cesizaHa ¢ HapyLeHUsIMN MUHEParibHOro M KOCTHOTrO
obMeHa, KOTopble MOTyT MPOSIBNATLCA M3MEHeHueM MeTabonuama kanbumst u docdopa [92]. YpoBeHb obuiero
6enka n anbbymuHa MOryT ObiTb CHWXEHbI Kak MPOSBIEHUS HapyLUEeHUI HYTPUTMBHOIO CTaTyca, Tak U TeYeHus
XpOHU4eckoro 3abonesaHus noyek, npueeawen kK XbI. B HacTosiwee BpeMsi anb6yMuH 1 npeanbbymMuH 6ornblue He
cuYATalOTCHA 3HaAYMMbIMU GUomapkepamu Ans amarHocTuku B3OH. HeraTmBHble OTKNOHEHMs GenkoB ocTpol dasbl,
TaKMXx Kak anb6yMuH, npeansbyMuH 1 TpaHCcEepPpUH, HE OTPaXalT U3MEHEHUIN HYTPUTUBHOTO cTaTyca U 3aBUCAT OT
BbIPAXXEHHOCTM BOCNasneHWs, BOOHO-3MEKTPONUTHOro 6anaHca un apyrmx dakTopos. M3-3a notepu maccbl HepOHOB
XBI1 4acTto NpuBOAMT K HEa4EeKBaTHOWM NOYEYHOWM 3KCKpeummn kanus. 'Mnepkanuemms sBndeTcs obLenpusHaHHbIM
aKTOpOM pucka apuTMUIN U OCTAaHOBKM cepaua v Npeackasyemo BefeT K 6onee BbICOKOM cmepTHOCTM [93, 94].



MoBbiweHne koHueHTpaumm CPBE B kpoBu npu XBIT MOXeT cBMAETENbCTBOBATb O TEYEHUN WHOEKLMOHHOMO
npoecca 1 nopaxeHnn muokapaa. OgHako ocTaeTcsl HEM3BECTHbIM, BNMSIET Nu gucnunuaemus y aeten ¢ XbI1 Ha
cepaeyHo-cocyamcTyto 3aboneBaemoctb M cMepTHocTb. KDIGO pekomMeHOyeT AMeTMYEcKMEe Mepbl M KOHTPOSb
Maccbl Tena B Ka4yecTBe MepBON NUHUN NeveHns aucnunuaemmmn y aetei. M3-3a ouyeHb orpaHU4eHHOro KonnyecTea
OOCTYMHbIX AaHHbIX HE PEKOMEHAYeTCHa UCNOoNb3oBaThb runonMnuaeMmnyeckme cpeacrtsea (ctatuHbl) y ageten ¢ XBI B
Bo3pacte o 10 net [95].

- Pexomengyetca Bcem naumeHtam ¢ XBl/npusHakamu (yrposon) XBI1 oueHnvBate CK® Ha ocHoBe
CbIBOPOTOYHOIO KpeaTuHMHa M NMepeMeHHoOn pocTa no "npukpoBaTHon" ("bedside") dopmyne Leapua (2009) n
dopmyne Leapua-JinoHa (2012) ¢ uenbto AMarHOCTUKM unu MoHutopuHra XBI1, a Takke OueHKM MporHosa B

KnuHu4eckom npakTuke [6, 96, 97, 98, 99, 100, 101, 102].
(YYP B; YOO 3)

KommeHTapun: CK® gaBnsieTcs nokasatenem PyHKLMM MOYEK U OnpefensieTcs Kak KOnMyecTBO Mnnaswbl,
PuUnNbTPyeMon novykamm B Te4eHMe onpedeneHHoro nepuoga BpemMeHmn (06bIMHO OOHOW MUHYTbLI). 30opoBble AeTu
Mnagwe 2 net umeroT dusmonormdeckn donee Huskyto CK®P. CKP paBHa cymme ckopocTen cunbTpauum Bcex
PYHKUMOHMPYIOLWNX HE(POHOB U1, CNefoBaTeNbHO, KOPpPenupyeT C KONMMYeCTBOM (OYHKLVNOHMPYHOLWNX HEPOHOB.
3p0poBble MOYKM OBMafaltoT 3HauWUTEnNbHbIM pe3epBOM Ans nogdepxaHus ageksaTtHon CK® B pasnuuHbix
dusmonornyecknx ycnosuax. Obnagas orpoMHbIM BMONOrMYECKNUM NPENMYLLECTBOM, DYHKLUMOHAMNBbHbBINA "M36bITOK"
HedPOHOB 3aTPYAHSIET KIMHUYECKYI0 OLEHKYy paHHux ctagun XBIl. 3To cBA3aHO C TeM, YTO HEMNOpPaXKeHHble
HedPOHbI CNOCOBHBLI KOMMEHCMPOBaTb NOBPEXAeHHblIe HedPOHbI. MoXeT BO3HUKHYTb rMnepTpodusa OCTaBLUMXCS
He(ppoHOB, YTO MpMBEOET K YacTMyHOMY BoccTaHoBreHuo CK®. CnepoBaTenbHO, HET NMHENHOW Koppensiumu
mexay notepen HepoHoB 1 notepen CK® [103, 104]. Cekpeuus kaHanbLEBOro KpeaTuHMHa yBenuimBaeTcs npu
cHmwkeHun CK®. CnegoBaTenbHO, KNMpPeHC KpeaTUHNHA MoxeT 3aBblwatb CK® y aetent ¢ XBI1. [pyrue orpaHnyeHus
CbIBOPOTOYHOIO KpeaTUHMHA Kak Mapkepa (OYHKUMM MOYEK BKMOYAalT €ro 3aBUCUMOCTb OT MbILLEYHOW Macchbl v
dumamyeckon akTMBHOCTU. MHorne uanonorniyeckmne BeLeCcTBa U NIekapcTBa MeLLaT aHanusy kpeaTuHuHa [105].

TpaguuuoHHo wucnonb3yemass d¢opmyna LUWeapua (1976) w KyHaxaHa-Bappata, (1976) koTopas
paccymTbiBanacb Ha OCHOBE KpeaTMHWHA, N3MEPEHHOro HeCcTaHAapTU3MpOBaHHbLIM MeTogom Adde, npuBoanT K
3aBblleHno 3HaveHun pCK®. Vicnonmb3oBaHne B opurnHansHon popmyne LeBapua (1976) kpeaTuHuHa,
N3MEPEHHOro C NOMOLLbI0 MEeTOAUK, CTaHOAPTM3UPOBAHHLIX MO TaHAEMHOW MacC-CMeKTPoOMEeTpUM C MU3OTOMHbIM
pa3baeneHuem - IDMS (isotope dilution mass spectrometry) npuBoauT K 3aBbllieHN0 UCTUHHON CK® Ha 20 - 40%
[107].

[na ncknoyeHns HeTouHocTen Npu oueHke CK® cnefyet ucnonb3osath "Bedside" (npukposaTHast) dopmynbl
lUlBapua Ha OCHOBaHMM 3HAYEHWA KpPeaTUHUHA KPOBM, W3MEPEHHOIO 3H3MMAaTUYECKUM MEeTodoM U
cTaHAapTusnpoBaHHbIM no IDMS [96, 97]:

pCK® = 36,5 x Ht / Crp (7),

roe Ht - poct (cm), Crp - KOHUEHTpaLmMsa KpeaTUHUHA B CbIBOPOTKE KPOBU (MKMONb/M).

V. De Souza et al. B 2012 r. "npukpoBatHasa" dopmyna LBapua 6bina MogngumumpoBaHa, Nony4mB HasBaHue
LWesapua-JinoHa (Schwartz-Lyon, chopmyna 10) [99].

pCK® =k x Ht/ Crp,

roe k - Bo3pacTtHOM KoadhpmumeHT nepecyeTa (4ns EeBOYEK BCEX BO3pACTOB M ManbyMkoB < 13 net - 32,5;
ana mManbunkoB = 13 net - 36,5), Ht - pocT (cm), Crp - KOHLEHTpaLWs KpeaTUHUHA CbIBOPOTKM KPOBM (MKMOTb/M).

"MpukpoBatHaa" dopmyna LBapua u d¢opmyna LWeapua-finoHa BanuaoupoBaHbl B nNeanaTpuyeckomn
nonynsaumn ¢ XbBI1 2 - 4 cT., a adhPEeKTUBHOCTb 3TUX ypaBHEHUN Y 300POBbLIX AeTe HEU3BECTHA.

CnepyeT nogyepkHyTb, YTO NabopaTtopHoe N3MepeHMEe KOHLEHTPaLUN OCHOBHbBIX 3HOOMEeHHbIX MapkepoB CK®
OOIMKHO ObITb CTaHOAPTM3NPOBaHO 4118 KpeaTuHuHa no IDMS [98, 108].

Ecnn onpegeneHue KpeaTuHMHA KpPOBW OCYLLECTBMSIETCA CTaHAAPTM3MpOBaHHbIM MeTogoM HAdde,
HeobXx0AMMO MOMHWUTbL O MNCeBAOXpOMOreHax (rnwoko3e, OunvpybuHe, psge gpyrmx  6eTa-nakramHbix
aHTubakTepuanbHbiX npenapaToB (LedanocnopuHoB 1-ro nokoneHusi, LedanoCcnopuHOB 2-r0 MOKOMEHWs,
uedanocnopmHoB 3-ro nokoneHus, uedanocnonpvHoB 4-ro NOKOMEHWs) U Ap.), KOTOpble MOryT MCKaxaTb ero



UCTVHHbIE 3HadeHus. CyuwlecTBeHHble OWubKM B M3MEPEHUM KpeaTuHuHa MOryT OblTb B NUMEMUYECKOW U
reMOnM3NPOBaHHON CbIBOPOTKE, MO3TOMY HW 3H3MMATUYECKMN MEeTOA, HU peakums HAdde He [OMmKHbI
ncnonb3oBaTbCsa B faHHOM cutyaumm [109].

KpaTHOCTb nccnegoBaHui onpeaenseTca KnMHUYECKOW Cutyaumnen.

- PekomeHayeTca cenekTuBHOE, NpU BO3MOXHOCTH, UCcCneaoBaHme ypoBHA unctatnHa C B KPOBM B KayecTBe
noaTBepxaaroLLmx TectoB, ecnm CK® no ypoBHIO kpeaTMHWHA B CbIBOPOTKE KPOBM JAET MEHEee TOYHbIN pe3ynbTaT ¢
Lenbto OMNOSNTHUTENBHOW ANarHocTMku/MoHUTopmHra XBI n oueHkM NporHo3a B KNMHUYeCKor npakTuke [96, 97, 108].

(YYP C: YOL 4)

KommeHTapun: CbiBOPOTOYHbIV LUncTatH C - 0AMH M3 Hambornee LUMPOKO MCMOMNb3yeMbiX anbTepHaTUBHbIX
6uomapkepoB ans oueHkn CK®. LinctatuH C, B oTNnYMe OT KpeaTrHUHA, MpoayuupyeTcst BCEMU SAPOCOAEPXKALLUMU
KNeTKaMu U He 3aBUCUT OT MbILeYHON Macchl. PopmMynbl Ha ocHoBe unuctatuHa C 0coGeHHO nonesHbl Ans AeTen
MOHWXEHHON MbILLEYHOW Maccon. [Ing ncknoyeHns HeTovHocTen npu oleHke CK®D pekomeHayeTcs ncnons3osaHne
CKiD copmyny, BkntoyatLLyo 3HavyeHns umctatuHa C (M3MepeHHOro ¢ NnoMoLLblo TypboanmeTpuyeckoro MetToaa)
1 azoTa MoYeBUHBI [95, 97]:

PCK® = 39,1 x [HU/Crp]°516 x [1,8/Cys C]22% x [30/BUN]°169 x [1,099]* X [Ht/1,4]0.1%8,

roe Ht - poct (m), Crp - KOHUEHTpauusa KpeaTUHMHa cbiBOPOTKM kpoBm (Mr/gn), Cys C - unctatun C (mr/n), BUN
- @30T MOYEBUHbI (Mr/an), * - ICNONb3yeTCs TONbKO AN Manb4MKOB.

Tawke GJ Schwartz et al. (2012) paspabotanu ogHodakTopHOe ypaBHeHue pacyeta CK® Ha ocHoBe
unctatuHa C [101]. JaHHasa dopmyna nMeeT BbICOKYH TOYHOCTb:

pCK® = 70,69 x Cys C - 0,931 (11),

roe Cys C - uuctatuH C (mr/n).

CnepyeT noagvepkHyTb, YTO nabopaTtopHoe n3MepeHme KOHLEeHTpaLuum OCHOBHbIX 3HAOreHHbIX MapkepoB CK®
OOMKHO ObITb cTaHgapTusmnpoBaHo: Ansa uuctatnHa C no IFCC (International Federation of Clinic Chemistry -
cTaHgapTusnpoBaHHoro kanmbpatopa ERMDA471) [98, 108].

GJ Schwartz et al. yctaHoBunu pCK®uuc moxeT ObiTb MeHee TOYHOMW TONbKO MpU OAHOW MEepeMeEHHOW,
0oObsACHsAOLWEN aHOManbHble BbIOPOCHI Noka3aTenen pacyeTHoun, npu Gonblon macce Tena. PacoBble pasnuyus,

Bbicokoe All, ypoBeHb anbOyMuMHa U NpPUMEHEHWE TTIOKOKOPTUKOMAOB He BnusloT Ha ypoBeHb pCK® Ha ocHoBe
umctatmHa C [101].

KoadbdumumeHTbl nepeBoga eguHUL, M3MEPEeHUst U3 MEeTPUYECKOW CUCTEMbl B MEXOYHApOOHYI CUCTEMY
eaunnny (CU) - B npunoxxeHunn A3.14.

B 2021 rogy C.B. Pierce n coaBT., ucnonb3ya 6asy naumeHtoB nccnegosaHus CKiD, paccumtanm HOBYHO
dopmyny - CKiD U25 (CKiD under 25), koTopyto npeactaBunu B ABYX BapuaHTax: Ha OCHOBE KpeaTUHWHA U
umctatmHa C [331, 332].

CKiD U25 Ha ocHoBe KpeaTUHWUHa:

pCK® =k x (pocT (M) / Scr)

MocTOosHHBIM KO3 DULMEHT AN NuL, Myxckoro nona: k = 41,8

MOCTOSAAHHBIN KO3 DULMEHT AN NnL KeHckoro nona: k = 37,6

BospacTt-3aBucuMbIN KOS(OULIMEHT ANA NUL, MYXXCKOro rnona:

1-<12 net: k = 39,0 x 1,008(eo3pact - 12)

12 - <18 neT: k = 39,0 x 1,045(80zpacr - 12)

18 - <25 net: k = 50,8



BospacT-3aBncrmbIn KO3MPUUMEHT ANA NNL, XKEHCKOro rnosa:
1-<12 net: k = 36,1 x 1,008(eo3pact - 12)

12 - <18 neT: k = 36,1 x 1,023(8ospacr - 12)

18-<25net: k=41,4

Scr - KOHLIEHTPaLMs KpeaTUHUHA B CbIBOPOTKE KPOBW (Mr/an)

Ons pacyeTa ncnonb3oBaTb COOTBETCTBYHOLLMI KanbKynatop CKo
(https://gxmd.com/calculate/calculator _822/ckid-u25-egfr-calculator;https://kidney.wiki/gfr-calculator/), B KOTOpPOM
OONyCcTMMO BBeEHME 3HAaYEHUS] KpeaTMHUHA B MI/4N UM MKMOSb/I.

CKiD U25 Ha ocHoBe uuctatuHa C:

pCK® =k x (1/CysC)

IMOCTOSAAHHBIN KO3 DULMEHT ANa NnL MyXckoro nona: k = 81,9
IMOCTOSAAHHBIN KO3 DULMEHT ANN NKL XKeHckoro nona: k = 74,9
BospacT-3aBMCHMMbIN KO3 MULMEHT ANS NUL, MY>KCKOro nona:
1- <15 net: k = 87,2 x 1,011 (s0spact - 15)

15 - <18 neT: k = 87,2 x 0,960(s0spacr - 15)

18-<25nem: k=771

BoapacT-3aBuUcrMbIn KOIULMEHT AN NKLL XKEHCKOro nona:
1-<12 net: k =79,9 x 1,004 (so0spacr - 12)

12 - <18 neT: k = 79,9 x 0,974(eospacr - 12)

18 - <25 net: k = 68,3

CysC - koHueHTpauus umctatuHa C B CbIBOPOTKE KPpOBW (Mr/n)
[ns pacyeTa ncnonb3o0BaTb COOTBETCTBYOLWMN KanbkynaTop CK® (cm. Bbilwe).

®dopmyny CKiD U25 pauunoHansHO ucnornb3oBaTh y AeTert u nogpocTtkos ¢ XBI1 (Bo3pacT 1 - 25 nerT), a Takke
y Monogbix B3pocnbix 4o 25 net ¢ gebiotom XBI go 18 net. MNMpu atom chopmyna He pekoMeHAoBaHa AN OLIEHKM
CK® y 3goposbix nuy, [333].

OcobeHHocTM oueHkn CKO y neTen paHHero Bo3pacTta

CK® y HOBOpOXAEHHOro yBenu4MBaeTcsi C BO3PAcTOM, YTO OOYCNOBMEHO M3MEHEHUAMW FeMOAUHAMUKN B
nocTHaTanbHOM nepuoe, NpoaosKarWmMcs HedpPoreHe3oM Yy HeJOHOLEHHbLIX HOBOPOXAEHHbIX, CTAHOBIIEHNEM
PuUnbTpauUMOHHOM PYHKUMM NOYeEK K 2-M rogam. B HacToswee Bpems B kayecTBe Hanbonee npuemnemon popmynon
0N JOHOLLEHHBIX HOBOPOXAEHHbIX npegnaraetcsa popmyna Cmutc (pCKOCmutc) Ha ocHoBe chopmynel LLBapua ¢
koadpdumumeHTom pasHbim 0,31 Npu nccnegoBaHuMmn KpeatuHuHa B mMr/an (27,4 - B Mkmons/n [TA2]) [334].

- PekomeHpyeTtca BceM petsm co CK® < 60 mn/MuH/1,73 M2 (unu cHmwkeHnem CK® Gonee yem Ha 1
CTaHOAPTHOE OTKIMOHEHME OT OXXMAAEMOro 3Ha4YeHUs Ansi COOTBETCTBYIOLLErO Bo3pacTa M noma) unm ¢ npMsHakamm
nopaXeHusi MoYek K3y4eHue aHamHesa, Npeabliaylmx nokasaTtenen yHKUMM Mo4Yek, NpoBedeHue aHanmaa
KMMHUYECKOW CUTYaLUn C Lienbio yCTaHOBMNEHMS NMPUYMHbI (MpU4mMH) 3abonesaHus nodek [6, 110].

(YYP C; YOO 5)

KoMMeHTapwuii: aHanu3 KIMHUYECKOW CUTyauuu BKIOMAET [aHHble O BHYTPUYTPOGHOM  pasBuUTuu,
neKkapcTBEHHbIX BO3AENCTBUSAX Ha N0 UMK Ha MaTb, FEHETUYECKUX HapYLLUEHUSIX, aHOManusx pasBuTUs OpPraHoB,



pesynbTaTbl usukansHoro obcrnegosaHns, nabopaTopHble Moka3aTenu BO BHYTPUMYTPOOHOM M NOCTHATarbHOM
nepuoaax (BKMYas aHanM3 amHUOTUYECKON XUAOKOCTU (MCCnefoBaHne amMHUOTUYECKOW XXMOKOCTU - Hambonee
4YacTo NPOBOAATCSH: LLUTOreHeTUYeCKoe NccrneaoBaHne aMmHUOTUYECKOM XXUAKOCTU", XPOMOCOMHbIV MUKPOMAaTPUYHbIV
aHanM3 aMHUOTMYECKOW XKWOKOCTW, OUMOXMMMYECKUA aHanus3 aMHUOTUYECKOW XKWAOKOCTW)), pesynbTaTbl
BM3yanusnpyloLmnx UCCneaoBaHun B Npe- U NocTHaTanbHOM Nepuoae, a Takke AaHHble naTomMopdonornyeckmx
nccrnegoBaHun, B TOM YKUCNe Noga v NiaueHThbl.

- PekomeHayeTtca nposeaeHne obLiero (KNMMHNYECKOro) aHanuaa movm sceM nauueHtam ¢ XbI v B guHamuke
C Uenblo KONMMYECTBEHHOW OLUEHKU Genka, OpPUEHTMPOBOYHOW OLIEHKE BOCMANEHWsi MO XapakTepy WU3MEHEHUWA B
MOYeBOM ocagke [78].

(YYP C; YO 5)

KOMMeHTapMVIZ 4YyacToTa wuccnegoBaHuda npu gMHamMmn4eckom HabnogeHun onpepgendaeTca KIMHU4YECKUM
TeyeHneM 3aboneBaHus.

- PekomeHayeTcs yCTaHOBUTbL BbIPaXXeHHOCTb anboymuHypumn (OnpegenexHve konnyecTtsa 6ernka B CyTOYHOM
Mo4e) B COOTBETCTBUM C wu3BecTHbiMM kpuTepusmun XBI1 (pasgen 1.5 Knaccudwukaumss 3aboneBaHus) ans
cTpaTudpmkaLumm pucka nporpeccuposanusa XbI1 [6, 110].

(YYP C; YA[ 5)

KomMeHTapuit: kaTeropmsi anbOyMUHYpPUKN CRYXUT BaXkKHbIM NPEeANKTOPOM mcxoda. [ns Bcex kateropun CKO
MOKa3aHO CTyneH4yaToe yBeNu4eHne pucka npy nosbiLEHNN BbIPAXXEHHOCTM anbOyMUHYpUn, NPU 3TOM Kakoro-nnbo
YETKOro YCTaHOBIIEHHOrO MOPOroBOro 3HAYEHUSA HeT.

OpHako y geten ¢ XBI npu o6HapyxeHumn niobor NaTonornyeckomn akckpeuun bernka ¢ Mo4on He3aBUCMO OT
MapKepoB HeobXOAMMO yunTbiBaTb pasnuyme nokasaTenen B 3aBMCMMOCTM OT BO3pacTa, nona, ctaguv norfioBoro
pa3BuTuA n/unu pasmepa Tena (pocta, maccel Tena, UMT), BO3MOXHOCTb NpeobnagaHnsa ckopee KaHanbL.eBOW, Yem
rmoMepynspHOW NPOTENHYPUN B 3aBUCMMOCTU OT NpeacyLlecTsyloLlero 3abonesaHus. Takke y geten ¢ XbIN moxHo
OpPUEHTUPOBATLCS Ha NPOTEUHYPUIO BMECTO anbbymMnHypuu.

Y HOBOpPOXAEHHBLIX U AETEN paHHEro Bo3pacTa gonyckalTca 6onee BbiCOKasd Kak rnomMepynsipHas, Tak u
KaHanbLeBas NpoTeMHypus 13-3a He3penocTy NPoKCUMarbHbIX kKaHamnbLeB, OTBeYalLwmux 3a peabcopbumio 6enkos.
MpnbnnanTtenbHble 3kBMBanNeHTbl ans otHoweHun An/Kp u OB/Kp B Moye y getent Gnu3kM, HO HE WMAEHTUYHbI
3HavYeHuaAM, NpuMBOAMMBLIM Anis1 B3pochbiX. [uanasoHbl HopMarbHbIX 3HaveHu BapbupytoT. A. S. Brem (1981)
NPeanoXxun cunutaTb NPUeMeMbIM YPOBEHb NPOTEMHYPUK B Npedenax 6 - 8 mr/m2/4 unu > 240 mr/m?/cyT. Y geten <
6 MecsLeB; HopMarnbHble 3Ha4YeHWst anbOyMNHYpUKM AN 3TOro Bo3pacta Hen3BeCTHbI [111].

HopmanbHble YpOBHM CYyTOYHOW 3KCKpeLun benka y geTtewn B Bo3pacTe 6 - 24 MmecsiLieB COCTaBnstoT < 4 Mr/m2/y
(< 150 Mr/m?/cyT) Nnpu nccnegoBaHMM CyTOYHOM MOYY, B TO BPEMS Kak B NepBOn Npobe yTpeHHEN MOYM HOPMaribHbIM
cuutaetca yposeHb OB/Kp < 500 mr/r (< 50 mr/mMmons). Y geten ctaplue 24 MecaueB 3TN 3HAYEHUS COCTaBNAT <
4 mr/m2/4 (< 150 mr/m?/cyT) B cyTouHOM Mode, OB/Kp < 200 mr/r (< 20 Mr/MMOrb) B NEPBOI NMOPLMK YTPEHHEN MOYM,
nnn An/Kp < 30 mr/r (< 3 Mr/MMorb) B NepBOW NopLMK YTPEHHeW Mo4dn. B ntoboii BospacTHOM rpynne obuias noteps
6enka ¢ moyoit > 40 mr/m2/y (> 3 1/1,73 M2/cyT) cunTaeTcs NPOTENHYPUEI HEPPOTUUECKOTO YPOBHS; 3HaYeHus 4 - 40
Mr/M2/4 oTpa)kaloT NaTonorM4eckyto, Ho He "HedpoTudeckyto" noTepto Genka [112, 113, 319].

Y peteit B Bo3pacte > 24 mecsaueB ANS onpedeneHvs kaTeropum "MpoTenHypumn" MOXHO WUCMNONb3oBaTb
YPOBHM, pEKOMEHOOBaHHble B PYKOBOACTBaX Afs B3pOCMblX, 3a MWCKNIOYEHWEM MOCTypanbHOM notepwu
rmomepynspHbix 6enkoB (anbbymunHa), T.e. opToCTaTU4ECKOM NPOTEMHYpUK, Habnogatowencs y 2 - 5% noapocTKoB
[114, 115].

B3anmocBsab Mexay KaTeropmsiMi anbGyMUHypun U NpoTeMHYpUM NpeacTasneHa B npunoxexnn A3.15.

- PekomeHpyeTcs vawe koHTponupoBatb CK® u anbObymMuHypuio y MauMeHTOB C BbICOKUM PUCKOM
nporpeccupoBaHust XBIN n/unu, koraa pesynbTaTbl M3MepeHUst OOMMKHbI YYUTbIBATLCSA NPU HasHaYeHUn Tepanum ans
OLIEHKMN CKOPOCTU NPOrpeccupoBaHns 1 apdeKTUBHOCTM NMPOBOAUMOTO NedeHus [6, 110].

(YYP C; YOO 5)

- PexomeHnpgyeTtcsa Bcex naumneHtoB ¢ XBI paccmatpvsaTh Kak naunMeHToB C NOBbILWEHHLIM PUCKOM pPa3BUTUSA
OMM c¢ uenblo MNPUHATUSA CBOEBPEMEHHbLIX Mep Mo npeaynpexaeHuto passutua Ol npy MHTEPKYpPPEeHTHbIX



3aboneBaHuUsIX UK NpU NPOBEAEHUN UCCNEAOBAHUIA U NPOLEAYP, CONPOBOXAAMLLMXCSA NOBbILLEHHbIM puckom OIM
[6, 110].

(YYP C; YO 5)

KommenTapuin: XBI npusHaHa daktopom pucka passutua Ol n3-3a anuaemmonornyeckon accoumauum
mMexay Humm [116, 117]. XBI1 sensietca mowHbiM npeaunktopom O npn BO3oeNCTBUM KOHTPACTHBLIX CPEACTB,
NPOBEAEHUN KPYMHbIX XUPYPrMdeckux BMeLLaTeNbCTB, a Takke Npyu Apyrux MeOMUMHCKMX COCTOsHMsX [118, 119,
120]. NMpu BegeHnn nauneHToB ¢ XBI1 1 nobiweHHbIM puckoM ONI Ha hoHe MHTEPKYPPEHTHbIX 3aboneBaHni U1
npy nNpoBedeHWM UCCrefoBaHWiA M npouenyp, COMpPOBOXAAMLWMXCA MOBbIWEHHbIM puckom OIM, Heobxoammo
cnenoBaTb pekoOMeHaaumsm, nogpobHO onncaHHbIM B KnnHnyeckmx npaktmyeckux pekomeHgaumsx KDIGO no OIMM
[6, 110].

- PekomeHpyeTca nccnepoBsaHue ypoBHsi 06LLero kanbLms B KpOBU/MccneaoBaHne ypoBHS MOHU3NPOBAHHOMO
KanbLus B KPOBU, UCCIeA0BaHNE YPOBHSI HeopraHuveckoro goocgopa B KpoBU, onpeaerieHne akTMBHOCTU LLETOYHOM
docdaTasbl B KpOBU, UCCreoBaHMe YPOBHS NapaTUpeoMaHOro ropMoHa B kpoBu y Bcex geten ¢ XbI1, HaunHasga co
2 ctaguu, anga guarHoctukn MKH-XBI, oueHkn B gUHaMMKe 1 KOHTpona nedexHna [122].

(YYP C; YO 5)

KommeHTapui: Y naumenTtoB ¢ XBI, nonyyatowmx nedeHme ot MKH-XBI1, unu y KoTOpbIX BbISBMEHbI
OMOXMMUYECKNE OTKIIOHEHUS, LenecoobpasHo yBEnuYUTb 4acToTy M3MEpPEeHUN ANs OTCNEXMBaHUA TeHOAEHUWW,
3 hekTUBHOCTM NeveHnst n nobouHbix addekToB. NaToreHes MKH-XBIT Bce elle ganek OT NOIHOrO NMOHUMaHWS.
M3BeCTHO, YTO CyBKMMHUYECKNE N3MEHEHUS KOCTHBLIX U MUHEpParbHbIX BMOMapkepoB MOryT ObITb OOHAPYXEHbI Ha
O4eHb paHHen ctagun passutus XBI1 (Ha ctagumn C2), 0o nageHus ypoBHSA kanbuuTtpuona [123, 124]. OgHum un3
Takux paHHMX cobblTnin sBnseTca nosbiweHne ypoBHA FGF23, docdaTtoHnHa, npoayumpyemoro octeoumTamu,
KOTOpbIN ycunueaeT BbiBeaeHne docdaTa novkamu. Ponb nosbiweHHoOro yposHsa FGF23 Ha paHHux ctagusax XBI1
MOXeT ObITb 3alMTHOM, MOCKONbKY OH, BEPOSITHO, MOMOraeT OTCpouUTb passutue runepdocdaremmn. OgHako
MOCTENEeHHOEe CHWXeHMe KonunyecTBa (MyHKUMOHMpYoWmnx HedpoHoB u gedmumt Klotho, kopeuentopa FGF23, B
KOHEYHOM WuTOore noaaBnsalT docdatypuydeckun adgekt. Takmm obpasom, FGF23. cnocobcTtByeT paHHemy
natoreHe3dy BTOPMYHOIO rurnepnapatupeo3a 0O pa3BUTMS MUHeparnbHbIX aHOMarnui B CbIBOPOTKE KpoBu [125].
MMnepdocdatemmnsa obblvHO paseuBaeTcs Ha 4 ctagum XBI u ctuMynupyeT yHKLMIO NapalnTOBUAHbIX Xenes,
4YTO cnocobCTBYET BTOPUYHOMY runeprnapatupeosy. YncTbii 3dekT 3TUX CUCTEMHBIX U3MEHEHMIA B COMETaHUN C
TEKyLLMMM METO4aMM NeYEeHNst MOXeT napagokcarnbHbiM 06pa3omM NpMBECTM NMMOO K Ype3mepHON pe3opbumm KocTu,
nnbo k obpasoBaHuio kocTn. OOgHAKO B Criyyasix SABHOMO YBENMYEHUS] KOCTHOW MaccChbl MPOYHOCTb KOCTEN BCe Xe
CHWXKaeTCsl, NTOTOMY YTO OTIIOXEHHbIE KOCTHbIE KOMfareHoBble BOSIOKHA ABMASOTCA He3penbimu [126].

- Pekomengyetcs y naumenToB ¢ XBIN C3a - C3b cT. MOHUTOPUHT uccrnegoBaHUs ypoBHS OOLLEro kanbums B
KpoBu/uccneaoBaHUs YpPOBHA WMOHU3MPOBAHHOIO KamnbUWA B KPOBW, UCCNeOoBaHWUS YPOBHSA HeopraHWyeckoro
docchopa B KpoBM, kaxable 6 - 12 mecsaues; a anga MNMTI Ha ocHoBe MCXOAHOro YypPoBHSA 1 nporpeccupoBaHns XbBI1.
Mpwn XBIT C4 cT. oueHMBaTb YpOBEHb CbIBOPOTOYHOIO KarnbLusa U HeopraHnyeckoro cpoccopa kaxasle 3 - 6 mecsues,
ana MNTI kaxable 6 - 12 mecqaues. MNpu XBI C5 cT. (Bknoyaa C5D) MoHUTOpUpOBaTb YPOBEHb CbIBOPOTOYHOIO
Kanbumusa n HeopraHmyeckoro cdocgopa kaxable 1 - 3 mecaua; ana MNTI kaxagple 3 - 6 mecaues. MNMpun XbBIN C4 - C5D
CT. onpefensiTb akTUBHOCTb LUEeNo4vHon coccaTtasbl B KPOBM Kaxable 12 mecaueB unu yaile npu noBblLUEHHOM
yposHe IMTI ans oueHkun B gnHamnke MKH-XBI n koHTpons neyexus [122].

(YYP C; YAQ 5)

- PexomeHgyetca naumeHtam ¢ XBI C3a - C5D cT. onpegenstb yposeHb 25(0OH)D (MccnenosaHue ypoBHS
25-OH BuTamuHa [ B KpoBM) C Lenblo 0OHapyXeHus HegocTaTovHocTu/geduuuTta ButammHa D, ¢ MOBTOPHbLIM
TeCTUpOBaHMEM MOKa3aTens Ha OCHOBE MUCXOOHbIX 3HAYEHWI U TepaneBTUYECKMX BMeLwlaTenbCcTB [122].

(YYP C; YAQ 5)

KommenTtapuii: FGF-23 ycyrybnset pecpmumnt 1,25(0H)2 - BuTamuHa D, Hanpsimyto MHIMOMpys aKCnpeccuto
reHa 1 -rmgpokcmnasbl Yepes akTusauuo curHanbHoro Nyt ERK1/2 [127]. KoHueHnTpauusa 25 (OH) 2 -ButamuHa D B
CbIBOPOTKE KPOBM JOIMKHA ObiTh Bbiwe 30 Hr/mn Ha Bcex ctagusax XbI1 [128].

- He pekomeHgyeTcsa onpegerneHne OCHOBHbIX MeTabonuyecknx MapkepoB OOMeHa KOCTHOW TKaHu
(ocTeokanbunHa n 6eta-TenonenTnaoB KonnareHa) y naumeHToB ¢ XBI ans sbiseneHmna MKH-XBIN [129, 130].

(YYP C; YOO 5)



KommeHTapuii: 3Tn nokasaTtenu 6onee 3HauMMbl AN onpeaeneHvs ageKTMBHOCTM Tepanum MUHepansHo-
KOCTHbIX HapyLLUEeHUN.

- Pekomengyetcs naumeHtam c XBI1 u3mepaTe ypOBHM TOPMOHOB LUMTOBMAHOW Kemnesbl, BKMoYas
cbiBopoTouHbii TTI (MccnepoBaHme ypoBHA TupeoTponHoro ropmoHa (TTI) B kpoBu) u cBoGogHbin T3
(WccnepoBaHne ypoBHs cBobogHoro TpunoatupoHmHa (CT3) B KpoBM), a Tawke uccnegoBaHWe YPOBHS
WMHCynmMHonogobHoro poctoBoro ¢aktopa | B kpoBu (NPP-1) go Havana Tepanum ComaTponMHoM™™
(pekoMOVHaHTHbIV ropMoH pocTa pl'P) [131].

(YYP C; YO 5)

KommeHTapuu: Yactota nccnepoBaHun B AUHaAMUKE onpeaenseTcsa KNMHUYECKON cutyauuen. Mmnotnpeos m
beduumT ropMoHa pocta MOryT Bbi3blBaTb 3a4€pXKKy pocTa y AeTen, He3aBUCUMO OT Nnexallen B ocHoBe XbI.

2.4 UHcTpyMeHTanNbHbIE AuarHoCcTUYecKue uccrnenoBaHus

- PekomeHgyeTcsi ynbTpasBYKOBOE WCCreAOBaHWE MOYeK, AYMSIEKCHOE CKaHWpPOBaHWE apTepuii Moudek,
yNbTPa3ByKOBOE MCCNeAoBaHME MOYEBOrO My3blips BCEM NaLMeHTam ¢ Nogo3peHnem nnmn anarHoctuposaHHon XbI1
C Lenblo AMarHOCTUKM NaTONOMMYEeCKUX U3BMEHEHUI, KOHTPONSA B AMHAMUKE, B T.4. neveHus [6].

(YYP C; YA[ 5)

KommeHTapun: Yactota wuccnegoBaHUW B OUHAMUKE  onpedensetcd  KIUMHWYECKOW  cuTyauunen.
YnbTpassykoBoe MCCreaoBaHWe NOYeK NO3BONSAEeT YCTAaHOBUTb UX pasMepbl, NOoXeHne, 0COBEHHOCTU CTPOEHMS,
OLEHNTb CoCTOosIHME napeHxumbl 1 YJ1C noyek, BolpaXXeHHOCTb HepOoCKNepo3a, a Takke 3anogo3puTb COCYaANCTbIE
aHomanuu, KoTopble MOryT ObiTb MPUYMHOW Ba3OPEHarnbHON rMNepTeH3nn (CTEHO3 NoYevHon apTepuun, Tpom603
MarucTpanbHbIX MOYEYHbIX CcOocydoB). [ynnekcHoe CKaHWpOoBaHWe apTepuii MOYeK OLEeHMBAaeT COCTOsiHWE
peHanbHOro KpoBoToKa. [peHaTanbHas yrnbTpa3ByKOBas AMArHOCTMKa MOXET BbISIBUTb HOBOPOXAEHHbIX C PUCKOM
pa3suTna XbI1, ocobeHHO ecnu eCTb aHOManuMu obenx Noyex.

Mpw ynbTpasBykoBOM MCCre4oBaHMK cneayeT CPaBHUTb N3MEPEHHYHO AMNMHY KaXaoM NOYKM C HOPMaTUBHbBIMU
3HaYeHnsIMK, COOTBETCTBYOLWMMM BO3pacTy. Pasmep noyek MeHblle HOpMbl yKka3biBaeT Ha YMEHbLUeHUe Maccehbl
noyek ns-sa BAPMC (Hanpumep, rmnonnasvio noyek), MeAneHHbIn POCT MMM MOTEepPl MOYEYHON MNapeHXUMbl,
CBSI3aHHY0 C OCHOBHbIM 3aboneBaHuem unm TpasMon.

Takxke MoryT ObITb o6Hapy>+<eHb| Takne aHomManum Kak: OAHOCTOPOHHAA areHe3na noYku, CrnuBlUasAcA,
gonbyaTtaa u I'IO,EI,KOBOO6pa3HaF| noyka, gucnnasusi Nno4ku, gobaso4dHas novka.

[deTn ¢ BpoXaeHHOW eAMHCTBEHHOW NOYKOW MOoABEpPXKeHbl PUCKY CHKeHUs CK®. dakTopbl pucka CHUXEHUS
CK® gns eguHCTBEHHOW MOYKM BKIHOYAKT OOMNOSHUTENBbHBIE @aHOManumM NOYEK U MOYEBLIBOAALLMUX NyTEN N ANVHY
MOYKN, HE COOTBETCTBYIOLLYIO OXMOAEeMON KOMMEHCAaTOPHOW rmnepTpodun.

- He pekomMeHayeTcs npoBeaeHe 0030pHOIM peHTreHorpadun noYek, SKCKpeTopHon yporpadun, MarHUTHO-
pe3oHaHcHon Tomorpadpum (MPT), komnbtoTepHon Tomorpadumn (KT) nnm M3oTonHbIX METOAOB UCCHEeAOBaHUSA C
Lenbio NepBUYHON ANarHOCTUKM unu ckpuHuHra XbI1 [6].

(YYP C; YAQ 5)

KommeHTapun: O630pHas peHTreHorpadus novek obragaeT HU3KOW MHGOPMATUBHOCTbLIO B OTHOLUEHWUU
BbISIBITIEHNS1 UBMEHEHWI NapeHXnMbl opraHa. KoHTpacTHble nccnegoBaHus npy HEOOXOAMMOCTU crieayeT NPOBOAUTL
nocne oueHKM PYHKUUN NOYEK AN NPUMEHEHUS Mep NPOUNIaKTUKA OCIOXHEHWI 3TUX NpoLeayp.

- He pekomeHgyeTtca y naumeHTtoB ¢ XBI1 npoBegeHue uccnegoBaHUW C BHYTPUCOCYAUCTbIM BBeAEHUEM
KOHTPaCTHbIX CPEACTB, MPUMEHEHME KOTOPbIX MOXET ObiTb MPUYMHOM nNoBpexaeHus nodek. PelweHne 06
NCMNONb30BaHWM TaKoW OUArHOCTUKM OOMMKHO OblTb MPUHATO Ha WHAMBWUAYaANlbHOW OCHOBE C YYETOM MOMb3bl
pe3ynbTaTtoB UCCneaoBaHUA AN NaumMeHTa U NoTeHuMarnbHbIX NoYeYHbIX puckos [6, 133].

(YYP C; YOO 5)

KommeHTapuit: Y naumnentos ¢ XBI npu guarHocTuke, cBA3aHHOM C UCMOSMb30BaHMEM KOHTPACTHLIX CPEACTB,
cnegyeT TwWaTenbHO B3BELUMBATb PUCK PasBUTUS OCTPOro HapylleHus YHKLMU NOYeK C AuarHOCTUYECKOW



LEHHOCTbIO MWCCMNedOBaHUA U €ero BO3MOXHbIM BIUSHMEM Ha TaKTUKy §eYeHUss [ONS  CHWKEHUS pPUCKOB
HebnaronpuaTHBIX MOYEYHbIX 3PGEKTOB TAKOro B1Aa UCCeA0BaHUN.

- PexomeHayeTca namepeHne aptepmnanbHOro asneHns Ha nepudepundeckux aptepmax y Bcex geten ¢ Xbrll
npun KaXkaom BU3MTE K Bpady-neguaTpy/spady obLuen npakTuku (cemeriHomy Bpady) unu K Bpady-Hedponory [6, 132].

(YYP C; YA[ 5)

KommeHTapuin: nogpobHo uHgopmaums o6 uamepeHun ALl y Oeter npu apTepuarnbHOM rMnepTeH3un
N3noxeHa B KINUHUYECKUX PEKOMEHOaUUsAX No apTepuanbHO rMnepTeH3nmn y AeTen.

- PekomeHpyeTcsa npoBegeHue CyTo4HOro MOHUTOPUPOBaHMS apTepuanbHoro aasnexHus (CMA/L) ¢ nomoLlbto
nepeHocHbix MoHuTopoB Al (Pernctpatop amOynaTopHbIi ANsi MOHWTOPWHIa apTepuanbHOro [AaBrieHwus,
Pervctpatop amGynaTopHbI AN MOHUTOPUHIa apTepuanbHOro AaBneHust ¢ onpegeneHmemM aputMmMm) nauueHTam
ctapwe 5netc XblM4 -5 c1.1paszB 6 - 12 mec. n getam ¢ XbI 1 - 3 cT. npu BbigBReHMM anu3ogoB nogbema ALl
n/vnn nameHeHun cepgua (rmnepTpodun Mmokapaa, pacluMpeHns aopTbl) MO AaHHbIM axokapauorpaduu [46, 134,
335].

(YYP C; YA[ 5)

KommeHTapun: Oetam mnagwe 5 net npoeaeHne CMAL 3aTpygHeHO, NMOCKOSbKY OHWU HE MOryT CMOKOWHO
nepeHoCHTb NpoLeaypbl YacTbix aBToMmaTnyeckux namepenun Al. CMAL no3sonseT BbiABUTb MackupoBaHHyto Al
rmnepteHaunio "Genoro xanata", HapyweHus cytodHoro putma AL ("non-dipper"), a Takke yTOYHUTb CTeneHb
apTepuanbHON rUMNepPTeH3un, oueHUTb 3PEEKTMBHOCTb aHTUIMNEPTEH3nBHOW Tepanuu. [pu uHTEepnpeTauun
pesynbtatoB CMA[ oueHuBatoT cpegHue senuumHbl CAL n A 3a cyTku, B AHEBHOE U HOYHOE BpeMs. VX 3HayeHns
OLEHMBaIOTCH C y4eTOM nona, Bo3pacta u pocta Mo MNPOouUEeHTUNbHbIM Tabnuuam, paspaboTaHHbLIM Ha OCHOBaHUK
obcnenoBaHus BbIBOPKM 300poBbIX AeTen oT 5 go 16 net [70, 135].

Momnmo cpegHux 3HauveHnn CAL v OAL, npu CMAL oueHnBaOT MakcumarnbHble 1 MUHUMAaIbHbIE 3HA4YEeHMS
A[l B pasHble nepunoabl CyTOK, NOKa3aTenu "Harpysku gaBneHnemM" - MHAEKC BpeMeHMW runepTeH3nmn, BapmabensHoCTb
A[l, cTeneHb HOYHOrO CHWXKeHNUs ALl, BENNYMHY 1 CKOPOCTb YTPEeHHero nogbema All, ANUTENbHOCTb TMNOTOHNYECKUX
3Nn3040B.

Cnepayet y4yecTb, YTO B HacTosiLee BpeMsi HET CMPaBOYHbIX AaHHbIX ANs AeTen poctom meHee 120 cm, 4To
3aTpyaHseT MHTepnpeTaumio pesynbTaTtoB. [JaHHble No LeHTMNbHOMY pacnpedeneHuio ALl y getew npy pasoBbix
namepeHusx n npu CMAL cm. B npunoxeHun 1 [46].

CM. KnnHn4yeckmne pekomeHaaunn no apTepmaanon rTMmnepTeH3nn 'y neten.

- PekomeHgyeTca nposegeHve anektpokapauorpadum  (3KIM) (Peructpaums anekTpokapavorpammel,
PaclwundpoBka, onncaHne n UHTepnpeTauus anekTpokapguorpaduyecknx aaHHblx) scem getam ¢ XbI1 3 - 5 cT. gns
perucTpaumMm 3SMnekTpUYecKkon akTUBHOCTU CEpPAEYHOW Mbillbl, OUArHOCTUKM HapyLUEHWA CepaeyHoro putMma,
BbISIBITIEHNS ULLEMUK, UBMEHEHMIN METAbONMYECKOro XxapakTepa (runepkanuemus) [136, 336].

(YYP C; YOO 3)

KommeHTapuii: Y geten ¢ XbI1 3 cT. uenecoobpasHo BbinonHATe K 1 pa3 B 6 mec., y geten ¢ XbI14 - 5 cT.
- Kaxable 3 Mec., a Npu HeobXoAMMOCTM (HanmyMe CUMNTOMOB apuUTMKK, aKCcTpacucTonuu, Al, HeJoCTaTOYHOCTH
KpoBooOpaLleHuns) yaie. CM. KNMHUYeCcKMe pekoMeHaaLmnmn No apTepuanbHOV MrMnepTeH3nn y geTen.

- PekomeHpayeTcst npoBedeHne XoNTepoBCKOro MOHUTOPUPOBaHNS CEPAEYHOro puTMa B TeHYeHne CyTOK AeTSAM
¢ XBI1 3 - 5 cT. ¢ npusHakaMun HapyLleHus puTMa no AaHHbIM ounsmkanbHoro obcrnegosaHus n/unu pytuHHon OKI ¢
uenbio BepuduKkauny xapaktepa M BblPaXKEHHOCTU HapylleHWA CepaeqHoro putMa M MpoBOAMMOCTU, BbISBUTb
anu3oabl uwemmnn muokapaa [137, 138].

(YYP C; YOO 4)

KommeHTapuit: YacTtoTa npoBeaeHMss XONTEPOBCKOrO MOHUTOPUPOBAaHNA CepaeyHoro putMa onpegensiercs
KNMUHUYecKol cutyaumein. CM. KnMHUYeckue pekoMeHaauum no aptepuansHOn rmnepTeHsnn y aeTei.

- PekomeHpyeTca npoBeaeHue axokapaunorpadumn (3xo-KIN) naumeHtam ¢ XBI1 kaxable 6 - 12 mec., a npu
HeobxooumocTn (pe3ncTeHTHas K Tepanuu AlT, knuHudeckme npusHakm HK, BbisiBNeHWe nameHeHwid cepgua no



AaHHbIM paHee npoBeaeHHon Oxo-KIM) kaxable 3 Mec. Unu yalile, B 3aBUCUMOCTM OT KIMMHUYECKOW CUTYyaL MK, Ansi
BbISIBNIEHWST CTPYKTYPHOW natonorum cepaua [138].

(YYP C; YO 5)

KommeHTapun: 9xo-KI' no3sonseT BoissBUTL: runeptpoduio mmokapaa (yronwenune MXKI, 3CJDXK, ysennyeHne
nHgekca maccbl Mmuokapga JIXK), HapyweHue OOJTDK; HapyweHne mexaHukn paccnabneHns MMokapaa, gunataumio
JDK, cHwkeHne cokpaTuTenbHOW cnocobHOCTM MUOKapaa, N3MEHEHUs aopTbl (pacluupeHue, ynrnoTHEHME CTEHOK),
NEroYyHyl rMnNepTeH3nio, N3MEHEHUST KOPOHAPHbLIX apTepuin (YNNOTHEHWE CTEHOK, KanbundukaTel B cTeHkax KA),
HeJOCTaTOYHOCTb KnanaHoB cepaua, rugponepukapa. CHwkeHue rnobanbHOM COKpaTMMOCTU  MMoKapaa
anarHocTmpytoT npu dpakumm Bbibpoca meHee 55%, dpakumm ykopoueHusa meHee 35%. Mpu 3xo-KIT BO3MOXKHO
BbISIBUTb MPU3HAKN KanbuudukaLmMm COCyaMCTON CTEHKN, KNanaHoB 1 NanunmsipHbIX MbILLL, MUOKapaa.

- PekomeHayeTca npoBeaeHne peHTreHorpadun nerkux/peHTreHorpadoumn nerkux LnMpoBon y nauueHToB ¢
XBI npu yxyaweHun cocTosiHUst pebeHKa, MOSIBMEHUN OAbILWKM C LeNbio OLEHKN pa3MepoB cepaua, COCTOAHMUS
Nero4yHon TkaHu (MpU3HaKky oTeka Nerkmx), BbIiBNIEHWS HanM4ms XnaKocTu B NneBpanbHbix nonoctsx [139, 140].

(YYP C; YO 5)

KommeHTapun: Yactota uccnegosaHuin, B TOM 4ucrnie, B Mpouecce AMHAaMMYEcKoro HabnwgeHuss - B
3aBUCUMMOCTM OT KITMHUYECKOW CUTYaLnN.

- PekomeHayeTca npoBefeHve peHTreHorpadunm KOHeYHOCTeN (peHTreHorpadums BepxHenW KOHEYHOCTW,
peHTreHorpadus HXKHEN KOHeYHOCTM) y naumeHToB ¢ XBIT npy nprM3Hakax KOCTHO-MUHeparnbHbIX HapyLeHun [131].

(YYP C; YA[ 5)

KommeHTapui: PeHTtreHonorndyecknmmn npusHakamum MKH-XBI1 sasnsietca pacwwmpeHune J1003epOBCKMX 30H
(ropusoHTanbHbIe 30HbI MPOCBETNEHNS B ANMHHBIX TPYOYaTLIX KOCTAX), HApyLUeHWe CTPYKTYp MeTadunsos TpybyaTbix
kocten; anuduseonusbl ("cockanb3aBaHue" anudusa ¢ Avagusa); nepenomMbl CamoW pa3HOM FoKanusauuu,
NMOBTOPHbIE N CMOHTaHHbIE Nepernomsl (Hepeako 6e3 6onesoro cuHagpoma). Y geten ¢ XbBI 5 1. Haxogawmxes Ha
Avanu3e B TeYeHUEe HECKOMbKMX JeT, MOXHO BbISIBUTb KanbLUMKaUMIO MarucTpanbHbIX apTepun KOHEYHOCTEN.
KanbunguumpoBaHHble apTepun BU3yanusvMpyroTCs Ha PEHTreHorpaMMe B BWAE PEHTIEH-MO3UTUBHLIX TSHKEN
HepaBHOMEPHOW NIOTHOCTW.

(YYP C; YOA 5)

- PekomeHayeTcsa npoBeneHune buonmnegaHcHom cnektpockonum (OnpegeneHne npoLeHTHOrO COOTHOLLEHMS
BOAbl, MbILWEYHON W KMPOBOWM TKaHW C MOMOLWbD OrnoumnenaHcmeTpa) (aHanusaTop cocTaBa Tena
GuoanekTpuyecknin) nauneHtam ctapwe 2-x net ¢ XbBIM 4 - 5 cT. npn nogo3peHuM Ha CKpbITblIE OTEKWU, MpU
Pe3NCTEHTHOW K Tepanuu apTepuanbHOW rmnepTeH3un, Ang onpegeneHns "Ccyxon Macchl Tena" y nauueHToB Ha
onanuse [142, 337].

(YYP B; YOO 3)

KommeHTapun: CoBpemeHHble OGuonmmneHgaHcMeTpbl (aHanmM3aTopbl cocTaBa Tena 6uoanekTpuyeckue)
MO3BOMAKT ONpedennuTb TOLLYH Maccy Terna, Maccy XMPOBOW TKaHU, OObEM HEKNETOYHOW M BHYTPUKIIETOYHON
XMOKOCTW, M3OBITOK BHEKIMETOYHOW XMOKOCTU. TpakToBaTb pe3ynbTaThl 6MOMMNegaHCOMETPUM crieQyeT C Y4ETOM
KMMHUYECKOW CMMNTOMAaTUKM (OMHaMmka maccel Tena pebeHka, ALl, cOCTOsHME NMOAKOXHOW KrneTyaTtkm u T1.4.). B
YCNOBUSIX OTCYTCTBUS [OPYrMX HEWHBa3MBHbIX METOAOB onpefdeneHus runeprugpatauun, nNpUMEHUMbIX B
KNUHUYECKOW MNpakTuKe, GMommMnesaHcHas CNeKTPOCKOMUS SIBMSIETCA MONE3HbIM AOMOSTHEHUEM K KIMHUYECKOMY
obcnepoBaHmio naumeHta ¢ XBIN. OrpaHuyeHuMss MeToda yKasaHbl B WHCTPYKUMM K BuommnegaHcomeTpy.
OTHOCUTENBHBIM MPOTUBOMOKAa3aHMEM CITYXUT Bo3pacT pebeHka MnagLwe 2-x neT u macca tena meHee 10 kr [337].

- PexomeHpyeTtca npoBeaeHme KomnboTepHon Tomorpadum rorioBHOro Mo3sra, u/mnn MarHuTHo-pe3oHaHCHOM
TOMOorpadum ronoBHOro Mo3sra npu KpM3oBoM TeveHumn AlT, BO3HUKHOBEHWUW CYAOPOr NN 04aroBbIX HEBPONOrMYECKUX
cMMnToMOB Yy naumeHToB ¢ XBI Ans MCKNIOYeHNst HapyLLIEeHWs MO3roBOrO0 KpoBOOOpaLLEHNSs, ULLIEMUYECKOTO UMK
remopparvyeckoro nHcynota [143, 144, 145, 146].

(YYP C; YAQ 5)



KOMMeHTapI/IVIZ Oetam po 5-m netr ans nposegeHna J3TUX npouenyp, Kak npasuno, Tpe6yeTc;|
MeOnKaMeHTOo3Haa ceadaund, YTO HECKOJTbKO orpaHunydmnBaeT nx npuMeHeHue. HapK03 - N0 NOoKa3aHUAM.

- PekomeHayeTca nauyueHTam c Al npu XBI1 nposegeHne dyHaoCKONUK
(obTanbmockonusi/GnommnkpodoTorpacmsa rnasHoOro gHa C UCNONb3oBaHWEM dyHOYC-Kamepbl) AN BbISABAEHMWS
rMNEPTOHNYECKON PETUHOMATUM U OLEHKN €€ BbIPaXEHHOCTU, a Takke OCNoXHeHun Al (KpoBOM3nNusiHME B
ceTyaTKy/CTeKNnoBUOHOE Teno, OTCNOWKY ceTyaTku) [147, 148].

(YYP B; YOO 3)

KommeHTapun: MNpuem (ocmoTp, KOHCYNbTaLMIO) Bpada-odTansmorora cneayet NnpoBoAvTb He pexe 1 pasa
B roq y Aeten B CTabMnbHOM COCTOSIHMY, @ TakkKe Npu pasBMTUN FTMNEPTOHUYECKOTO KpM3a, HapyLLueHusaX 3peHuns. CMm.
KNMMHUYECKNe pekoMeHaaumm no aptepyanbHON rMnepTeH3nu.

2.5 NHble gnarHocTuvyeckue mccrnenqoBaHus

MHble MeToabl uccregoBaHus

- PexomeHgyeTtca naumeHTam ¢ XBI1 nsmepeHne maccel Tena, AnvHbl Tena/pocTa, TONWUHBLI KOXKHOW CKNaaku
(nnmMkomeTpus), OKPYKHOCTU CpeaHewn TpeTu nneya ¢ uenbio gnardHoctnkn bOH [149].

(YPP C; YAA 5)

KommeHTapun: ObecneveHne cbanaHCMpOBaAHHOIO NUTAHUS SBMASIETCA OAHWM M3 BaXXHEWLWIMX acnekToB
neveHust pebeHka ¢ XbBI1. BOH accoumnpyeTcsi ¢ NporpeccupoBaHUEM YPEMUYECKMX CUMMTOMOB, MPUBOOUT K
0€enKoBO-aHEPreTUYECKOMY WUCTOLLEHUIO N YBENMYEHUIO NETanbHOCTU Yy 3TOW KaTeropuu naumeHToB. Y geTen B
BO3pacTe 40 2 neT u3MepseTca AnvHa Tena B NOMOXEHUM Nnexa Ha CnuHe, y AeTen ctaplle 2-x NeT 1 NOAPOCTKOB
POCT n3mepseTcs B NofnoXxeHunn ctod. Ecnv pebeHok He MOXET CTOSITb, TO BO3MOXHO U3MEPEHME B MONOXEHMMN NeXa.

- Pekomengyetca naumeHtam ¢ XBI nsamepenne maccel Tena, anvHel Tena (go 2 net)/poct (oT 2 net), SDS
pocTa, ckopocTu pocta, SDS ckopocTu pocTa, pacyeT C Lenblo ANarHoOCTUKN 3agepkm pocTta [149].

(YPP C; YOO 5)

KommeHTapuii: 3T aHTponoMeTpuyeckMe napameTpbl HEOOXOOUMO U3MEPATb PErynspHO M HaHOCUTb Ha
rpadmkn pocTta, COOTBETCTBYOLLME MOfy, BO3pacTy pebeHka (C KOppeKkUMen y HeOoHOLWeHHbIX) [149]. Oetu ¢
npu3Hakamn 3aJepXKu pocTa, COMyTCTByOWMMM 3abonesBaHuamu (nopaxernve LHC, cepgua, neyenun), c
HapyLleHMeM COCTOSIHUSI 3[40pPOBbSA, W3MEHEHWEM pauMoHa nuTaHus, MoryT notpeboBaTb Oonee w4acTtoro
obcnepoBaHusa [4, 150, 151]. SDS - Ko3(ppMUMEHT CTaHOAPTHOIO OTKMOHEHUS, SABMSOLWUACA WHTErpasnbHbIM
nokasaTtenem, NPUMEHsEeMbIM Afs OLEHKN COOTBETCTBUS MHAMBMAOYaNbHOro pocta pebeHka pedepeHCHbIM Ansi
COOTBETCTBYOLLEro BO3pacta M nona paHHbiM. SDS gemMoHCTpupyeT CKOMbKO CTaHAapTHbIX (CUrMarbHbIX)
OTKMOHEHWI COCTaBnseT pasHuua mexay cpegHuM apudMeTUYeckuM M u3MepeHHbIM 3HadeHmem. Pacuet SDS
npoussoauTcs no dopmyne:

SDS pocta = (x - X) / SD,

rge X - pocr, X- Cpe}J,HI/IIZ POCT And XpOHONorn4eckoro so3pacta v nona, SD - CTaHOapTHOE OTKITOHEHNE POCTa
Aana gaHHOro XpoHoJ10rm4eckoro so3pacTa u rnosa.

SDS = -2 cootBeTcTBYeT 3-en nepueHTunu, SDS = 0 cootseTctByeT 50-oM nepueHTunn, SDS = +2
COOTBETCTBYET 97-ei NepueHTUnun.

AHanns ckopocTn pocTa MO3BOSISIET BbIIBUTb OTKIMOHEHUE OT KPUMBOW pPOCTa B paHHWE CPOKW. Ons oueHKu
CKOpOCTM pocTa Heobxoaumo pacnonaraTb AaHHbIMU Kak MUHUMYM OBYX TOYHbIX U3MepeHWUiA. Ons MUHMMM3auum
MOrpeLLIHOCTeN pacyeToB NpeanoYTuTeNnbHee, YToObl MHTEpBan MeXay U3MepeHusiMu Gbin He MeHee 6 MecsiLeB.
CkopocCTb pocTa paccyuTbiBaeTcs No hopmyrie:

CkopocTb pocTa (cm/rog) = (pocT 2 - pocT 1) / (XpOHONOrM4ecknii Bo3pacT 2 - XpOHonormdeckmii Bospact 1)

CKOpOCTb pOCTa 1 POCT CrieyeT CpaBHMBaTL CO CTaHA4apTM30BaHHbIMKU auarpammamu pocrta [131].



- PekomeHayetcsa naumeHtam ¢ XBI1, nmerowimm 3agepxky pocta, oLeHUTb NoTeHuman pocta nyTeM pacyeTta
reHeTU4EeCKON LieNIeBON BbICOThbI HA OCHOBE POCTa poauTenen n CTeneHn OTKPbITOCTU anndmnsa NeBoro 3anscTbs nNpu
peHTreHorpacum [129].

(YPP C; YA[ 5)

KommeHTapun: PacyeT LeneBon reHeTM4eckon BbICOTbl NPOBOAUTCA Mo copmyne TaHHepa And OeBoYek
(ypaBHeHue 1) 1 Ansa manbyukoB (ypaBHEHME 2):

POCT mamepu —+ POCT omya —13

2

1)/

POCT mamepu —+ POCT omya +13
2

2

OueHka cTeneHn OTKPbITOCTM anndur3a NeBoro 3ansacTbs Ha peHTreHorpaduyeckom n3obpaxeHnn ssngeTcs
CTaHAapTHbIM NOAXOA0M K OLeHke noTeHumana pocta pebeHka [152].

- PekomengyeTca y naumeHToB ¢ XBI1 n3mepsts ayBonemuyeckyto ("Cyxyw") maccy Tena Ansg OLEHKU
HYTPUTMBHOIO cTaTyca C Koppekuunen seca [153].

(YYP C; YOA 5)

KomMeHTapui: gaHHY0 pekoMeHOauunio cneayeT BbIMOMHATL B Criyvasnx, ecnm pebeHok HaxoanTca Ha guanuse
unu ctpagaeTt HedpoOTUYECKUM CUHOPOMOM. BaXKHbIM MOMEHTOM A5l OLIEHKN COCTOSIHMSA NuTaHus y aeten ¢ XbIT,
0cobeHHO Ha amanuae, SBnsieTcs OLeHKa 3yBoNIeMUYeckoi unm "cyxomn" macchl Tena, To eCTb UICTUHHOM Macchl Tena
pebeHka. Y Oonblloro 4uncrna geTen ¢ 3aboneBaHUSAMW MO4YEK, Korda MMEETCs Onurypust Unm aHypus, npu
HebpOoTUYECKOM CUHOPOME MMEETCS rmnepruapartaums. B To e Bpemsl, y AeTel ¢ NonMypuen 1 noTepen HaTpus ¢
MOYOW, aKTyanbHas Macca Tena MOXeT ObiTb HWXKe 3yBonemudeckon. PekomeHgauum no yactoTe M3MepeHUn
npeacTasneHbl B NpunoxeHun [153].

- PexomeHpyeTcs Bcem naumeHTam B Bo3pacte Ao 2 - 3 net ¢ XbI1 nsmepeHne okpyXHOCTU rofioBbl C LieMNbio
KOMMNIIEKCHOWN OLIEHKM afjeKBaTHOCTM HYTPUTUBHOTO cTaTyca [141].

(YYP C; YOO 4)

KomMeHTapui: YMeHbLUIEHNE OKPYXHOCTM rofioBbl MOXET yKa3biBaTb HA XPOHMYECKOE HeafeKkBaTHOE NUTaHne
B OTCYTCTBME [Jpyrux 3aboneBaHuiA, KOTOpble MOryT 3TO0 O0O0BACHUTL. COCTOSAHMSA, KOTOpPblE BbI3biBAOT
Makpouedanuio (Hanpumep, rugpouedanusi) orpaHUYMBalOT 3HAYUMOCTb OKPYXXHOCTM TONOBblI Kak Mapkepa
HYTPUTUBHOrO cTaTyca [153].

- PekomeHnpgyetca naumeHtam c¢ XBI1 ucnonb3oBatb rpacduky n 1abnuubl, pekomeHgoBaHHble BO3, ans
OLIEHKMN aHTPOMOMETPUYECKUX MOKa3aTenen ¢ Lenbio OLeHKN (oM3NYeCcKoro pasBnuTusa u HyTPUTUBHOTO cTaTtyca [149].

(YYP C; YAA 5)

KommeHTapwii: [pun oueHke pocTa 1 Macchl Tena y geten OOMKHbl ObiTb y4TeHbl KOMOPOMAHbIE COCTOSHMS,
KOTOpblE HapyLlaloT NMMHENHbIA POCT (Hanpumep, AeTCkui uepebpanbHbii napanuy), ons geTen ¢ reHeTU4eCcKuMm
unn metabonuuecknmn 3aboneBaHWs MM UCMONb3YHTCHA crneuuduryeckme HopmaTtuBbl (OU3MYECKOTO Pas3BUTUS
(Hanpumep, cuHgpom [ayHa). Y geten oo 2-x net, npubaBka macchl Tena [OSPKHA OUEHMBATbLCA B rpaMmax
exxegHeBHo (cm. npunoxeHne A3.3). B ngeane getn ¢ XbI gomkHbl npnbaenaTb Maccy Tena ¢ 06bIYHOM CKOPOCTHIO.
OpHako, y geTew ¢ HapyLeHNeM JIMHEHOro pocTta, npubaska Macchl Tena JOJPKHA OLeHMBATLCH NPONOPLMOHanbHO
K pocTy [149].



- PexomeHayeTcsa naumeHTtam c XBI1 Bbluncnats nHaekc maceol tena (MMT) onsa geten ctapwe 2-x neT u
MacCco-pOCTOBOM NokasaTerb y AeTen Mnagwe 2-X neT ¢ Lenbio oueHKU n3ny4eckoro passnutusa U HyTPUTUBHOIO
crartyca [21].

(YYP C: YOL 4)

KommeHTapun: HecmoTtps Ha orpaHuyusatome cakropsl, UMT nnm macco-poctoBor nokasartenbs Ansa geTen
00 2-X NeT, OCTaeTcsi OCHOBHbIM nokasatenem b3H vnun oxuperns y geten ¢ XbI. Y geten Ha gvanuse Kak c
BbICOKUM, TakK U C HU3kuM MMT noBbIlaeTcsa pUCK CMEPTHOCTU, XOTSI MEXAHMU3M €ro He siceH [21].

MMT = macca Tena (kr) / poct (M)?

- PexomengyeTtcsa naymeHtam ¢ XBI paccunteiBaTe CpeaHuii pocT poautenen n otmMeyaTtb 3HadeHve B BUae
LEeHTUNA Ans oueHkn noTeHumana pocra [153].

(YYP C; YA[ 5)

- PekomeHgyeTca y HepoHoweHHbix geten ¢ XBI1 oTmeyaTb Maccy Tena, OASIMHY UM MaccO-pOCTOBOM
nokasartenb 415 recTauMoOHHOro Bo3pacTa M XPOHOSOrMYeCcKoro Bo3pacTa: ecrnm pebeHok poxaeH Ha cpoke 32 - 37
Hedenb - B TeYEHWE NEepBOro rofa >u3Hu, ecnv 0o 32 Hedenb rectaumu, To B TeYeHWe 2-X NneT C Lenblo OLEHKN
H13N4EeCKOro pasBmTUSA 1 HyTPUTUBHOTO cTaTtyca [153].

(YYP C; YOA 5)

- PekomeHayeTcs npu oLeHKe NUTaHusa pyKoBOACTBOBaTbLCS TskecThto XBI 1 npobnemamu nutaHus, Bknoyas
OTKITOHEHME MapaMeTpoB pocTa, N30bITOYHOE MM HEAOCTaToOYHOe NoTpebneHne NULK, HU3Koe KayecTBO AMeThl,
raCTPOMHTECTMHAMNbHBIE CUMMNTOMbI W OTKIOHEHUsT OUOXUMMYECKMX MNoKasaTenem ¢ Luenbio HopMUMpoBaHUS
afleKBaTHOro MHAMBMAYANbHOro NOAX0AA K KOPPEeKLUUn HYTPUTUBHOIO cTaTyca [153, 154].

(YYP C; YOA 5)

- PekomeHayeTtca naumenTam ¢ XBI1 oueHka annetuTa Ans onpeaeneHus Heo6xoaMMOCTH AOMOMHUTENBHOrO
NUTaHKs, ECNN He YOOBNETBOPSOTCS HYTPUTUBHbIE NOTpebHocTK [153].

(YYP C; YOA 5)

- PexomeHngyetcss naumeHtam ¢ XBI1 BegeHvne nuwieBOro gHEBHMKA MWHUMYM B TedyeHue 3-x gHen ans
nony4YeHns TOYHOW UHopmaumm o nuTaHum [153, 154].

(YYP C; YOO 4)

KommeHTapun: daHHble uccnegoBaHus CKiD (Chronic Kidney Disease in Children) nokasanu, uto aetu ¢ XBI1
NoTPebnsaT MHOMO MULLM C BbICOKMM cogepXaHuem "nycTbix kanopumn": dact-dya, Ymncel u gpyrue "cHakun". Oaxe
ecnv getn ynotpebnsiooT B AOCTAaTOMHOM KONMMYECTBE MaKpOHYTPUEHTbI, TO MUKPO3NIEMEHTOB B NULLE He XBaTaeT
[154].

- PekomeHayeTcs npoBedeHue Hedpobuoncum (BMoncmsa noyku, NaTtonoro-aHatoMuyeckoe uccrieqoBaHue
BGuoNCMIHOro (ONepauMoHHOro) martepuana noyek) ¢ MopdOMorM4eckuMn KccnegoBaHusaMy npenapara y
naumeHtoB ¢ XBI1 co cTorkon npoTemHypuen w/unn rematypven, a Takke HeobbACHMMOM NpU KIMHWYECKOM
nccnegosaHun cHmxkeHnn CK® npu oTCyTCTBMM NPOTMBONOKa3aHWM C LEeNbio OnpeaeneHns nNpuyYnHbl NopaKeHus
opraHa, OLeHKM NporHo3a u Belbopa nedexus [155, 156, 157, 316, 317].

(YYP B; YA 3)

KommeHTapuit: MNMpoeeaeHne Guoncnm noykM ¢ Mopdponormyeckumm UccregoBaHnsMn npenaparta siBnsietcs
CTaHOapPTHBIM MEeTOAOM ANArHOCTUKM pa3HOOOpasHbIX AN dY3HbIX MOPaXXEHWI OpraHa, BKITHOYALWMX MMMYHHbIE,
cocygucTble, anabetnyeckune. MNpuxmnsHeHHbIe Mopdbonormieckne gaHHble Takke HeobXxoanmbl Ans onpenenenns
afleKkBaTHOM 3TMOTPOMHOMW M MaTOreHEeTMYECKOW Tepanun C LEeNnbl KYNUMPOBaHUS akKTUBHOCTWU MAaTOITIOMMYEeCKOro
npouecca, TOPMOXEHUS MPOrPecCUpoBaHUS 1 NpegynpexaeHus HebnaronpusatHeix ncxonos XBI1. Hedpobroncus
y naumeHtoB ¢ XBI1, He3zaBucumo oT Bo3pacta u CK®P, saBnaetca 6es3onacHon M Heobxoaumow AN NOCTaHOBKM
NpaBUITbHOrO AMarHosa u Ha4yarna npaBuibHON Tepanuu.



- Y naumentoB ¢ XBI1 He pekoMmeHayeTCa PYTUHHOE NpoBedeHue TeCTUPOBaHWS MUHEpParnbHOW MIOTHOCTU
koctn (MIK) (peHTreHogeHCUTOMEeTpUM) B CBA3UM C OTCYTCTBMEM TMoKasaHuh. [lpu Hanmmumm TEeXHU4EeCKOM
BO3MOXHOCTW PEHTreHOAEHCUTOMETPUS MOXET ObiTb MPOBEAEHA Yy MALMEHTOB C BblIPAXEHHBbIMW OTKMOHEHWSAMM
nabopaTopHbIX nokasaTenen (CbIBOPOTOYHOrO YPOBHS KanbLue, HeopraHudeckoro ¢ocdarta, napaTtmpeougHoro
rOpMOHa) B paMKax pekoMeHAaL M No 0OCTeONeHMU/0CTeONOpO3y ANd OLeHKU pucka nepenoma [6, 110, 131].

(YYP C; YA[ 5)

KommeHTapun: CBoeBpeMeHHasi AmarHoctuka kocTHon natornorun npu MKH-XBIT y geten nmeet o4veHb
BaXKHOe 3HayeHue. BbisgBneHne CTPYKTYPHbIX M3MEHEHU KOCTHOW TKaHu 0 pa3BuTus anuduseonusa/nepenoma u
npoBefeHne KOppekunn Tepanuu - BaxkHasd 3adada Ans Bpava-Hedponora v Bpada-TpaBMmartonora-opronena-
cneunanucta B obnactm metabonuyeckon 6GonesHn KocTu. [loveyHass ocTeogmcTpodus onpegensieTcss Kak
n3MeHeHve kayecTBa kocten y nauyweHtoB ¢ XBI1, koTopoe knaccugumumpyeTcs Ha OCHOBE 3-X FMCTOMOrMYECKnx
XapakTepucTuk: mMetabonmsam KOCTM, MuHepanu3auma u obbem. B HacTosuee BpemMs MHBa3WBHbIA MeETOA
nccneaoBaHUs MUHepanbHOW NIIOTHOCTU KOCTWU C YCMEXOM MOXET ObITb 3aMeHEeH Ha METOon ABYX3HepreTuyeckomn
peHTreHoBCckon abcopbuuomeTpun (peHTreHogeHcuTomeTpusi). Metog obnagaeT BbLICOKOW  TOYHOCTBIO,
MUHMManbHOW Ny4eBOW Harpy3komn, YTO MO3BOMSET NMPOBOAWUTb MOBTOPHbIE CKAHVMPOBAHWUS AN OLLEHKN CKOPOCTU
noTepy KOCTHOW MacChl U pUcka NepesioMoB UMW AN OLLEHKM BOCCTAHOBIIEHNSI KOCTHOW Macchl Ha hoHe Tepanuu.
lMpoBeneHo 4 NPOCMNEKTUBHBIX KOFOPTHBIX UCCNEAOBaHWN, KOTOpble NPOAEMOHCTPUpOBanu, 4To namepenune MIK c
NOMOLLbIO PEHTIEHOLEHCUTOMETPUN MOXET NPOrHO3MPOBaTb PUCKN NepennioMoB KocTen y nauneHtoB ¢ MKH-XBIT.
Pabouas rpynna KDOQI (2017) Takke oTMeYaeT, YTO AaHHbI METOA HE MOXET onpeaenutb TUM KOCTHOro obmeHa
(BbIcOKOOBMEHHasA 6onesHb KOCTU/PNBPO3HBIN OCTEUT UNKN agMHaMmnyeckas bonesHb koctn) [6, 110]. na oTBeTa Ha
3TOT  BOMPOC  HEOOXOOUMO  COOTHECTM  KNUHWMYEeckue, nabopaTopHble  AaHHble U pe3ynbTathl
PEHTreHo4EHCUTOMETPUN.

MeToan peHTreHogeHCUToOMeTpUM B neguaTpuyeckon npakTUKe MPOXOAMT MNepBble dTanbl UCCReLOBaHUN.
PykoBoactBo KDIGO He gaeT noka KOHKpPEeTHbIX pekoMeHdauun Ana geTew, npu3HaBad, YTO HET JOCTaToOYHOro
KOnM4ecTBa MCCMeLOBaHMN, U3yYalowWwmMx CBA3b OaHHbIX PEHTTEHOOEHCUTOMETPUM, XapakTepUCTUK MUHEeparbHON
NSOTHOCTM KOCTU U NepeniomoB y aeten n nogpoctko ¢ MKH-XBI.

OpgHo npocnekTuBHOE uccnegoBaHme ¢ ydactnem geten ¢ XbI Ha 2-5D ctagusax BeisBuno, 4To 6onee HU3kas
MUHepanbHas NMOTHOCTb KOPKOBOTO CIOS KOCTUM aCCoOLUMPOBAHa C BbICOKMM PUCKOM NMEPEerioMoB.

- PekomeHpgyeTcs paccmoTpeTb y nauueHtoB ¢ XBI1 3-5D cT. BbINomnHeHMe OuMoncuMM KOCTM C NaTornoro-
aHaTOMU4YeCKUM uccriefoBaHnem OGuoncumHoro (onepauMoHHOro) MaTepuarna KOCTHOW TKaHW, €ecnv  HeT
OnpeaeneHHoOCTM U OOHO3HAYHOCTWM B XapakTepe KOCTHOW nmaTonorum (Hanpumep, npu dopmmupoBaHumn "Gypown
onyxonu" n Heob6XO0AMMOCTU UCKIKOYEHMS 3NTIOKaYECTBEHHOIO OMyXOneBoro npouecca) [6, 110, 158].

(YYP C; YAQ 5)

KommeHTapwuii: B aTton cuTyaummn gaHHble GuoncmMm KocTn NOBNUSIOT Ha nedebHbI npouecc. bruoncuio koctu
crnepyeT Takke paccMoTpeTb Y NauMeHTOB C HEOOBACHUMBbIMK Nepenomamu, pedpakTepHon rmnepkanbuemMmen,
NnoJo3peHMEM Ha OCTEOMansLUmMIo, aTUNUYHbIM OTBETOM Ha CTaHA4ApTHblIE METOAbI NleYeHMs NoBbilweHHOoro MTI unu
NPOrpeccupyoLLM CHUXEHUEM MUHEPAnbHOM MIOTHOCTU KOCTU, HECMOTPS Ha cTaHAapTHYyo Tepanuio. P.Evenepoel
et al. B 2017 rogy npeacraBneHa obHoBMNeHHas uHdopmaums o ponu 6roncun KOCTn B BeaeHnn naumeHtos ¢ MKH-
XBIN. 3on0TbIM CTaHAAPTOM AMArHOCTUKM U CheLmanbHOW KnaccudukaLmm noYeyHom ocTeoancTpodmm octaeTcs
(konnMyecTBEHHbIN) rMCTOMOPdOMETPUYECKUI aHanm3 Guoncum koctu. [laHHoe uccnegoBaHne faeT nNpeacTaBneHne
0 mMeTabonuame N MMHepanu3auum Koctei. MoaTomy BMoncust KOCTM MOXET NMOMOYb B MPOUMAKTUKE U FleYEHUN
octeoancTpocdmm 1 ero nocneacteun [158, 159]. B ocTambHbiX crnydasx OGuorncus KocTu He TpebyeTtca ans
OMarHOCTMKN NaTonorMm Koctun y naumeHTa ¢ ussectHoiMy MKH npu XBI 1 Bbicokum puckom nepenomos. pu aTom
KMMHULMUCT JOMKeH ObiTb yBEPEH B CBOEW CMOCOBHOCTY AMArHOCTMPOBaTb NaToNOMM0 KOCTU HEVHBA3VBHO.

- PekomeHayetca petam ¢ XBI1, umetownm 3agepxky pocta, nepef Hadanom tepanuu ComatponuHom™*
nccrnegosaHne rnasHoro pgHa (Odpranbmockonuna/OcmoTp nepudepum MasHoro AHa C  UCMONb30BaHMEM
TpexsepkanbHoM NuH3bl FonbamaHa/ buomukpodoTorpadmsi rmasHoro gHa ¢ ucnonb3oBaHueM yHAyc-kamepsbl/
Bromukpockonusa rnasHoro AHa) ¢ Lernbio UCKNoYEeHUs BHYTpUYepenHom runepteHaun [160, 338].

(YYP C; YOO 5)



KommeHTapuii: KOCBEHHbIM MPU3HAKOM BHYTPUYEPENMHON TMNEPTEH3UM SBMSIETCS OTEK AMcKa 3pUTENbHOro
HepBa MO AaHHbIM OCMOTpPa MasHoro AHa. BHyTpuuepenHas runepTeH3ns MOXeT nporpeccupoBaThb Npu Tepanuu
ComaTtponuHom™*,

- PexomeHpyetca petsam ¢ XBI1, umetowum 3agepxky pocta, nepen Hadanom tepanun ComatponuHom™*
oueHnTb nybepTaTHbIA cTaTyc No TaHHepy C LieNblo BbISIBIIEHUSA OTKMOHEHUN, CBOEBPEMEHHON AUArHOCTUKM UX
NPUYMH N onpeaeneHns TakTuku Tepanum [131].

(YYP C; YO 5)

KommeHTapun: OueHky ctagui nybeptata criegyeT npoBoauTb y nauueHtoB ctapwe 10 net. 3agepxka
MOMoBOro CO3PEBaHUA M YMEHbLUEHWE BCMNECKOB MybGepTaTHOro pocTa SBNSATCA XapakTepHbIMU Npu3Hakamu
anutensHon XBI n, BepoATHO, SBNAOTCA pe3ynbTaTOM CHWKEHHOrO BbICBOOOXAEHWUSI TMNOTanaMmyeckoro
rOHagOTPOMUH-PUMNN3NHT-TOPMOHA W CHWDKEHWUST LIMPKYNUPYIOWUX YPOBHEN OMOaKTMBHOIO JTHOTEMHU3UPYIOLLETO
ropmMoHa u3-3a cBsidaHHbiX ¢ XBI1 dakTopoB MHIMOGMPOBaHUSA, TakMX Kak aHrmoTeH3uH |l [161]. OueHka nonoBoro
ctatyca (no TaHHepy) MO3BONSIET ONpedenuTb OTCTaBaHWe B MOMOBOM pa3BuTuW. 3agepxka nybeprata npu
OTCTaBaHWM B pOCTE MOXET ObiTb KakK KOHCTUTYLMOHanbHOW (MPU KOHCTUTYLMOHANbHOW 3adepXke pocta U
nybeprara), Tak M naTonorm4yeckon (nNpu runNoroHagmsme), Tpedytowen [OONONMHUTENBHOrO obcrnenoBaHuS.
MaumeHTbI ¢ 3aaep>KKOM MOMOBOro CO3peBaHUSA AOMKHbI ObITb HANPaBMEHbI K 4ETCKOMY SHAOKPUHOSONY 4151 MOSTHOro
obcrnenoBaHus.

MHble gnarHocTnyeckue nuccnenoBaHusA

- PekomeHpoBaHo BegeHue nauyneHToB ¢ XbBI1 mynbTMancumnianHapHon KoMaHgomn crneumannuctoB B CBS3M C
MHOXECTBEHHbLIMU NposiBieHMsaMuK 3abonesanuns [325, 148, 369, 370, 371].

(YYP C; YOA 5)

KommeHTapun: npuem (oCMOTP, KOHCynbTauusi) Bpaya-Hedporora MepBUMYHBLIN M NOBTOPHbIE, Bpaya-
neguatpa/Bpada oO6LWen npakTukn (CeMenHoro Bpava), Bpava-g4eTcKoro 3HAOKPUHOMOra, Bpada-AeTCcKoro
kapguonora, npy HeobxoAMMOCTWU - Bpaya-AeTCKOro xvpypra (cneuvanvavpylowerocs no TpaHCNNaHTonorum),
MEAMLMHCKOro MCKXOoriora, Bpaya-KNMHUYecKoro capmakosiora, Bpaya-gueToriora, Bpaya-4eTCKOro OHkorora -
remaronora.

3. JleyeHue, BKNYassi MeOMKaAMEHTO3HYI0O W HeMeAMKaMEHTO3HYyK Tepanuu, [uMeToTepanuio,
obe3bonnBaHue, MegMLMHCKNE NOKa3aHUA U NPOTUBOMNOKa3aHUsl K NPUMEHEeHUI0 MeTOA0B NeYeHus

3.1. KoHcepBaTMBHOE ne4vyeHune

Jleyenune XBI1 BkntovaeT B cebsi neveHne OCHOBHOrO NepBnYHOro 3abonesaHus noyek, 6rnarogaps KOTOPoOMy

BO3MOXXHO NMpeaoTBpaTtuTb U 3aMeannTb nporpeccunpoBaHmne 3aboneBaHuns, a TakKe U3BECTHbLIX OCITOXXHEHWI npu
XBI.

3.1.1. NMuTanune npu XBIN

3.1.1.1 O6wue nonoxeHms

3agadamn nutaHua pebeHka ¢ XBIT aBNSATCA: KOHTPONb CUMMTOMOB W NPeaynpeXxaeHne OCIOXHEHUN,
0COBEHHO ypemun (BOAHO-3NEKTPONUTHBIW U KMCNOTHO-LLENOYHON 6anaHc) n MuHeparbHbIX U KOCTHBLIX HapyLUEHWI
(Takum obpasom oTknagbiBas HeobxoaumocTb 3I1T); obecneveHne onTuManbHOro pocta pebeHka (MpunoxeHue
A3.1); coxpaHeHuWe pe3ngyanbHON PyHKUNMM NOYeK.

- PekomeHgyeTcs naumeHTam rpygHoro Bo3pacta ¢ XBI1 npoBoauTb ecTecTBEHHOE BCKapMivBaHME Kak
Hanbonee onTMManbHbIA U NpeanoYTUTENbHbIA MeTof NuTaHns [162].

(YYP C; YAQ 5)

KommeHTapuit: 'pyaHOEe MOJSOKO - YHUKanNbHbIA UCTOYHUK NMUTaHWUS, CO3daHHbIA ANA MrafdeHueB, BKIOYas
netent ¢ XBI1 2 - 5 cT., Tak Kak ANs UX NOYEK O4eHb BaXKHa HMU3Kasg OCMOTUYecKas Harpyska.



- PekomeHpyeTca naumeHTam rpyaHoro Bo3pacta ¢ XBI1 npegnoyteHve oTgaBaTh aganTUPOBaHHbIM
MOJIOYHBIM CMecsM C npeobnagaHnem CbIBOPOTOYHOro 6enka npv HEBO3MOXHOCTWM/HEZOCTYMHOCTU TPyOHOro
BCKapMnunBaHus B agekBaTHOM obbeme [162].

(YYP C; YA[ 5)

KommeHTapun: AgantupoBaHHblE MOSOYHbIE CMecu € npeobnagaHMem CbIBOPOTOYHOrO ©Oenka umetoT
GEenkoBbll U  3NEKTPOSNIUTHBLIA  KOMMOHEHT Onwke K T[pygHOMY MOJIOKY, 4YeM KaseuHoBble OopMynbl U
npegnoyTuTensHee Ha 1-M roay Xxm3Hu. He nokaszaHo MCnonb3oBaHUE CMecel Ha OCHOBE Cou 0 12 MecsLEeB XNU3HU
13-3a BbICOKOTO COAepXaHus (pMToaCTPOreHoB.

- Pexomenpyetcsa naumeHtam ¢ XBI gobasnate dopTtudmkatop (oboratutens rpygHoOro Monoka) B rpygHoe
MOJIOKO MINN afanTMPOBAHHYD MOJIOYHYIO CMECb, €Cnu MrafeHuy HeoOXOAMMO OrpaHuyvyeHue XWAKOCTU WUNnn
yBENMYEHNE SHEPreTUHECKON LIEHHOCTU NuTaHus [162].

(YYP C; YO 5)

KommeHTapun: Ecnn Heobxogumo orpaHnynmTb 06beM KUAKOCTU WK, KOrga HopmarnbHbI 06beEM nuLn
BbI3bIBAET PBOTY UMM MMeEeTCH ractpo-a3odareansHbii pedpnioke (FAP), cyxasa aganTupoBaHHasi CMeCb MOXeET
pacTBOPSATLCS B MeHblUEM 00beMe BoAbl. BOMbLWMHCTBO CTaHO4APTHBIX MOMOYHbBIX CMECEA MMEET KOHLIEHTpaUuMio
13%, 10 ecTb 13 rpammoB cyxow cmecu Ha 100 mn Boabl, obecneyvnBas KanopuMnNHOCTL okono 67 kkan u 1,3 r bernka
Ha 100 mn. KoHLEeHTpauuio cMecn MOXHO yBenuumnBaTb Ha 1 - 3% B AeHb, BNNoTb 4o 20%, T.e. 20 r cyxon cmecu Ha
100 mn BoAbl B 3aBMCUMOCTW OT UHAMBUAYaNbHOW nepeHocMMocTn pebeHka. Cyxyld MOMO4YHY CMEeCb MOXHO
000aBNsATb K rpyaHOMY MOJTOKY B KOHUEeHTpauum 3 - 6% (T.e. 3 - 6 r cyxon cmecu Ha 100 mn rpyAHOro MOJIoKa), Takum
obpa3oM yBenunuuBasi 3HEPreTMYECKyld LEeHHOCTb A0 1 kkan/mn. Y HeOOHOLWEHHbIX MMageHUeB MOXeT
ncnonb3oBaTbcsa HopTUDUKATOP rPYSHOrO MOSIOKA.

- PekomengyeTtca nauuneHtam ¢ XBI1 yBenuumBaTb KOHLEHTPUPOBAHHOCTb NUTaHMSA U 4OOABOK MOCTENEHHO B
COOTBETCTBMM C NEPEHOCUMOCTbBIO C LIENbI0 AOCTUXKEHNSA afleKBaTHOro HYTPUTUBHOMO cTatyca 1 npegoTBpalleHns
HexxenaTtenbHbIX SIBMIEHWUIA CO CTOPOHbI XXEeNYA04YHO-KMLIEYHOro TpakTa [162].

(YYP C; YOA 5)

KommeHTapun: KoHueHTpaLums MOMOYHOM CMECU AOfKHA YBENMUMBATLCA MOCTENEHHO, YToObl obecneunTb
TONEPaHTHOCTb K MOBLILIEHNIO OCMOMANBHOCTU, KOTOpas MOXET Bbi3biBaTb Auapeto, psoty, 'OP. Cnepyet
obpalLaTe BHUMaHWE Ha NOBbILLEHWE OCMOTUYECKOM Harpy3Kku Ha NoYKu, YTo MOXET NPUBOAUTDL K N36bITKY dhocdopa,
Kanus n Opyrux MUHeparioB M 3MeKTponuToB. AnbTepHaTUBOW Oo00OaBneHuMs Cyxon aganTMpOBaHHOW CMecH K
rPyaAHOMY MOJFOKY MOXET BbITb oOaBneHne 6enKoBOro KOMMNOHEHTa W/UNW ApYrMx MCTOYHUKOB SHEPTMK (MONUMeEpHI
MIOKO3bl, XUPOBbLIE 3MYNbCuM) Ans obecnevyeHns NaumeHT-OPUEHTUPOBAHHOrO npoduna 6enka M aHepruu, ¢
nobaBneHveM BUTAMUHOB 1 MUHEPANOB ecrivm Heob6XoaMMO.

- PekomeHgyetca pgetam c XBIl BBogutb B paumoH 6onee rycTble NPOAYKTbl MPMKOPMa COrnacHo
pekoMeHAauusaM ons 340poBbIX AeTel ¢ NOCTeNeHHbIM pa3HoobpasnemM TEKCTYPbI U BKyCa C Lenbio (hopMmMpoBaHmns
HaBblka NepexeBbiBaHUA Nuwm [162].

(YYP C; YOO 5)

KommeHTapwuii: Bcem getam Heobxognmo npuaepkuBaTbCs 340poBoK, cbanaHcMpoBaHHON ANETbI C LUMPOKUM
BbIOOpPOM 6N0A U Yy4ETOM BO3MOXHbIX AMETUYECKMX OrpaHuyeHnin. HeobxoanMo NpoBoAMTb MPOCBELLEHME CeMbU
OTHOCUTENbHO Bblibopa 6onee 340pPOBON MULLM BO BpeMs BBEAEHWS MpuKopMa, YTobbl BAUSATb Ha hopMMpoBaHue
NULEBLIX NPeanoYTEeHNN.

- PekomeHpyeTcs nepopansHoe nutaHue y getew ¢ XbBI kak npeanoyTuTenbHbI cnocod KOPMMIEHUs C LENbH
COXpaHeHus PYHKUMI XeBaHUs 1 rnotaHns [162].

(YYP C; YAQ 5)

KommeHTapun: HoBopoxaeHHble u getu paHHero Bospacta ¢ XBIM 2 - 5D moryt oTkasbiBaTbCs OT
nepopanbHOro NuTaHua. B ToO Xe BpemMs 30HOOBOE KOPMIIEHME CMOCOOCTBYET Pas3BUTUIO NPOBNEM C XeBaHMEM U1
rmoTaHuem, oTkasy oT efibl, MTAaHNYECKMM aTakaM 1 cnabomy pasBuMTUIO OparbHOM MOTOPUKK. XKenaTenbHa oparnbHasi
CTUMYNAUUSA, Jae ecnv nepoparnbHbii MPUEM OrpaHuYeH, YToObl NMpefoTBpaTUThL pa3BUTME OTBPALLEHMS K efe.



Mo3aToMy BaXkHbIM acnekToM HYTPUTUBHOWN MOAAEpPKKM SIBNSIETCS kak cOBCTBEHHO obecrneyeHue NUTaHUEM, Tak U
hopMMpOBaHMEe NMULLLEBOTO NMOBEAEHMUS.

- PekxomeHagyeTcs ncnonb3oBath 24-4acoBoOW Nepuos Anst OLEHKN ANETbI UINN OLLEHKU TPEXAHEBHOMO NULLEBOrO
OHeBHUKa, geten ¢ XbBI1 2-5D cT. ¢ uenbko onpegeneHns OCHOBHbLIX MCTOYHUKOB NMUTaAHUSA B KOMMMNEKCHOW OLeHKe
HYTPUTUBHOrO cTaTtyca [4].

(YYP C; YO 5)

- Pekomenayetcs nauneHtam ¢ XBI cpoyHoe BMeLIaTeNbCTBO, ECNU AMArHOCTUPOBAHO CHUXEHWE BECOBOMO
LEHTUNS C Lenbio yNy4ylleHus HyTPUTUBHOIO cTaTyca pebeHka [4].

(YYP C; YA[ 5)

KommeHTapuii: [NepopanbHas KOppekuus MuTaHus [OSPKHa MpOBOAMTBCA Yy [OeTel C HeagekBaTHbIM
OneTnyeckum noTpebrieHnemMm HYTPUEHTOB, MOCIE BbIABMEHUS MPUYMH CHWXKEHUS NOTPEebneHus u BO3MOXHON
MeaMKaMeHTO3HOM koppekumn. Camblii BbICTPBIN POCT HabnogaeTca B NEPBbIN rof XU3HU N OTCYTCTBUE NpubaBku
B Macce Tena - curHan Kk BMewarensctBy. Ecnu npubaBka B macce Tena oTCyTCTBYeT BCEro 2 Heaenu B nepsble 3
MecsiLa XusHu, To TepseTca 1 ueHTune. Ecnn B TeueHne 4 Hegenb, To 2 LueHTUNs. B 6-mecayHom Bo3pacTe Kk notepe
1 ueHTUNA npuBedeT 3-X HefenbHOe OTCyTCTBME MpubaBkm macchl, B 9 mecsueB 1 LeHTUNb TepsieTca nocne 4
Hedernb CTaTMYHOW Macchl Tena.

Y peten 1-ro roga xm3Hu ¢ XBI 6onee 4yBCTBUTENBbHLIMKM Mapkepamu SIBASIIOTCA U3MEpPEHMe Macchl Tena
W/MNn OKPY>KHOCTU TONOBbI, TOrAa Kak M3MepeHus ANWHBLI/POCTa YacTo HETOYHbI (OLeHKa PU3NYECKOro pasBUTUS
npeacrtaeneHa B npunoxeHun A3.1, napameTpbl U YacToTa OLEHKN HYTpuTMBHOro cratyca y geten ¢ XbI 36-5[
cTagvamMu npeacTtasneHbl B npunoxeHnn A3.2).

MepBbIM LWarom npu NAoxow npubaBke Macchl Tena ABMASETCS NONCK BO3MOXHOW NPUYUHBI CHUXEHMS obbema
nprvema nuwn 1 ee Koppekums. Hanpumep, npobnema 'OP/pBoTa (3aryctutenu nutaHus, anbrHaTthl, aHtauuael,
6nokaTopbl H2-ructaMmMHOBBIX PELLENTOPOB, UHIMBUTOPLI MPOTOHHOTO HAcoca, CTUMYNATOPbI MOTOPUKM XeNyao4HO-
KMLLEYHOro TpakTa), aungos, runepsonemusd, AlC unu HeageksaTHbI agnanua. Jetu ¢ XBI1 MoryT umeTb HapyLueHue
BKYCOBbIX 1 OBOHATEMNbHBIX OLLYLLIEHWI.

3.1.1.2 QHeprus

- PekomeHgyeTcsa notpebnexve aHeprum y geten ¢ XBIN 2-5D cT, cooTBeTCTBYIOLIEE 300POBLIM AETAM TOrO
e XpoHorornyeckoro Boapacrta [162]. Y geten ¢ XBI1, BeposTHO, Takue e aHeprosatpaTtbl B COCTOSHUM MOKOS, Kak
W'y 300pOBbIX AeTEN, U 00Lasa NoTPebHOCTb B 3HEPTUN AOIMKHA HAaXOAMTLCS B Npedenax Hopmbl [325].

(YYP C; YAA 5)

KommeHTapr: HeapekBaTHoe nocTynneHne 3sHeprmm u3s HebenKkoBbIX WCTOYHUKOB npuBoaunT K
ncnonb3oBaHuo benka paunoHa and O6pa3OBaHVIFI SQHEPIMN BMECTO POCTa, YTO TaKXe NpMuBoOunT K rmnepkasimemMumnin.

- PekomeHnpgyeTcs 6onee Bbicokoe notpebneHmne aHeprum (SDI - Suggested Dietary Intake) 4tobbl o6ecneunTb
ONTMManbHbIN POCT y AeTen ¢ cybonTumanbHbIM HaBOPOM Macchl Tena v NMHENHbIM PoCcTOM [162].

(YYP C; YAQ 5)

KomMmeHTapwuii: [ina oCcTuKeHUst onTumanbHOro notpebneHns kanopuin MoxeT NoHagobutbcs nepopanbHas
NN SHTeparnbHas HYTPUTMBHas noggepxka. OHTeparnbHOe MuTaHve MoKasaHo M MmrageHuam, u geTsam, korga
opanbHoe notpebneHve sABNSeTCA HeadekBaTHbIM ANS NOALEPXKaHUS pPocTa M AOIPKHO HAYMHATBLCH, KaK TOMbKO
CKOpPOCTb pOCTa CTAHOBUTCS HWMXE HOPMbI (CM. npunoxeHue A3.3).

- Pekomenpyetcs npu XBIy geTei ¢ u3bbiTOYHOM Maccon Tena n OXXMpeHUeM, CHU3UTb NOTpebrieHne aHeprum
00 OOCTMKEHMS COOTBETCTBYHOLLEN NpubaBku macckl Tena [162].

(YYP C; YAQ 5)

KommeHTapuii: et Ha nepuToHeansHoM puanuse (M) agcopbupyloT KO3y BO BpPeEMS 3KCMO3NLIMM
ananusara, YTo AaeT AononHuTenbHy sHepruto 10 kkan/kr/cyT.



3.1.1.3 Benok

- PexomeHpyeTcs uenesoe notpebneHue 6enka y aeteri ¢ XbI12 - 5D cT1. no BepxHen rpaHuue SDI (Suggested
Dietary Intake) ans obecneyeHnsa ontTumansHoro pocta [162].

(YYP C; YA[ 5)

KommeHTapuii: PekomeHgyeTtca 6ornee BbiCOKOe NoTpebrieHne Genka OTHOCUTENbHO PEKOMEHOOBaHHOMO
notpebneHua HytpueHTa (reference nutrient intake - RNI) (cm. npunoxernne A3.12, A3.13). HwkHASa rpaHuua
pekomeHaoBaHHOrO notpebnerHus 6Genka aBnseTcd Tem 6e30MacHbIM MUHUMYMOM, HUXE KOTOPOro Hernb3s
yMeHbLaTb notpebneHne 6enka.

- PekomeHayeTca paccMOTpPETb BO3MOXHOCTb YBeNnuyeHus noTpebneHus Genka OeTbMyU Ha Ouanuae, T.K.
MOXeT ObITb Bbile SDI y HeamanuaHoro nauueHTa ¢ y4eToM noTepb 6enka Ha avanuse [162].

(YYP C; YO 5)

- PexomenpyeTtcs y getert ¢ XBI npu nOCTOSAHHO BbICOKOM YPOBHE MOYEBUHbI, KOppeKuusa notpedbneHns 6enka
B CTOPOHY 6onee Huskoro SDI nocne ncknoveHns apyrmx NpuymnH BbICOKOTO YPOBHST MOYEBWHbI [23, 162].

(YYP C; YOA 5)

KommeHTapuii: Mpu cHmkeHnn CKP < 25 mn/mun/1,73 M2 Heobxoanmo cHM3uTb notpebneHne 6enka go RNI.
KDOQI pekomeHgyet 100 - 140% noTpebnenus 6enka npu XBI1 3 c1., 100 - 120% npu XBI1 4 - 5 cT. (CcMm.
npunoxexne A3.12) [162, 325].

LleneBoli ypoBeHb MOYEBUHbI OOIMKEH COCTaBNATbL < 20 Mmonb/n ans mnageHues n geten oo 10 net n < 30
MMonb/n ans aeten ctapwe 10 neT ¢ HopMankeHbIM anbOyMMHOM CbIBOPOTKU KpOBU [23].

3.1.1.3 Kanun

Y naumeHToB ¢ XIb crnegyeTt KOHTPONMPOBATbL YPOBEHb Kanus, Tak Kak NOYKM OTBETCTBEHHbI 3@ BbiBEAEHNE
Kanus, nocTynatowero ¢ nuwen. 'vnepkanuemms onpegenseTcs kak ypoBeHb K+ B CbIBOPOTKE KPOBM > 5 MMOb/N
ansa geten n nogpocTtkoB (> 5,5 MMONb/N ANS HOBOPOXAEHHbIX) U ryunokanuemus < 3,5 mmMonb/n. BonbWHHCTBO
NauMeHTOB C AUCKaNneMmnen He MMEeKT HUKaKMX CUMMTOMOB, HO MPWU TSHXXENON rmnepKanMemMmnn MoryT passmBaTbCs
daTanbHble cepaeyHble apuTmun. Mnepkanuemmns oBblMHO He BO3HUMKaeT Ao Tex nop, noka CK® He cHuxaeTcs <
10% OT HOpMBbI.

Bo3MOKHbI€ MPUYMHBI FUepKanueMum:

- HefocTaTovHOe NoTpebneHne sHepruy;

- @aHTUrMNEpPTEH3UBHbIE NpenapaThl U aHTaroHUCTbl anb4oCTEPOoHa, MHIMBUTopbl AMN®;
- BbICOKOE MOTpebrneHne kanus ¢ nuLlei;

- aumpos;

- agekBaTHbIN KOHTPOJTb YPOBHA Kanua B nrnasme 00bIYHO gocTuraeTcs 3a cueT ynydwieHua I'IOTpe6ﬂeHI/IFI
3Heprmn, orpaHny4eHnA NpoaykToB C O4EeHb BbICOKMM COAepXKaHNEM Kalus.

dypocemug*™* (B opme ansa napeHTepanbHOro BBeAeHus - 6e3 orpaHu4eHui No Bo3pacTy, B hopme TabneTok
- paspelleH MO MHCTPYKUMU AeTsM C 3 NeT) C Uenbio KOPPEeKUMM rmnepkanMemMmmmn criegyet UCnosib3oBaTb C
OCTOPOXHOCTbI, CHMXEHNE obbema umpkynupytoLen kposu (OLK) moxeT aectabunmanpoBaTtb yHKLMIO MOYEK U
npusecTu K passutnio OMNIM Ha XBI1.

Y Hebonblwow rpynnbl geten ¢ XBIN moxeT HabnogaTeca CToOMKas runokanuemusi, obblMHO B pesynbraTe
HacneACTBEHHbIX UK NPUOOPETEHHbIX 3a00NeBaHUN NOYEYHbIX KaHamnbLEB.

OCHOBHbIMW MCTOYHMKAMW Kanua Ans MNageHUeB ABMSAETCA rpyaHoe MOMOKO UMM MOMoYHas CMecb, Anst
[eTel 1 NoapOCTKOB - MOJIOKO, KapToderb, OBOLLM, Kpyrbl, pYKTbl, Msco. MulieBble o6GaBku, cogepkallue conm
Kanus, crnocobCTBYIOT YBENTMYEHWIO ero noTpebneHus.



TpaBmaTnyeckuii c6op KpoBU M reMornn3 apuUTPOLIMTOB - HanGornee Yactas NpuyYnHa nabopaTopHbIX 0TYETOB
0 MOBbLILLEHHOM YPOBHE Kanusi y aeteil. MIHTepnpeTauus cbiIBOPOTOYHOIO Kanus y AeTei AoIKkHa OCHOBbIBATbCS Ha
BO3pacTHbIX HOPMAaTUBHbLIX Npedenax. [eTu mMragwero Bospacta M MnageHubl uMelT dusmonormyeckn Gonee
BbICOKMIA YPOBEHb Kanusi B CbIBOPOTKE KPOBM.

- PexomeHayeTcs oueHntb notpebneHve kanvsa y nauneHTtoB ¢ XBI1 ¢ guckanuemuen, T.k. runepkannemms y
3TUX NaUNEHTOB MOXET YCYrybnaTbCs Npu HenpasunbHOM ynotpebneHny n obpaboTke nuwm [163].

(YYP C; YO 5)

KommeHnTapun: Y geten KDOQI pekomeHayeT orpaHnumTb notpebnenune kanusa go 40 - 120 mr/kr/aeHb ans
MnageHLeB n geten mnagwero sospacta u 30 - 40 mr/kr/geHb Anga aeten ctapuiero Bo3pacTta [4]. Kpome Toro, cembu
OOMKHbI BbITb OCBEAOMINEHBI O METOAAX NPUrOTOBIIEHNUS NMULLM, KOTOPbIE MOTYT CHU3UTb COAEepXXaHue Kanus B eae,
TaKMX Kak O4MCTKa OT KOXYpbl, Hape3aHve Kybukamu 1 npeaBaputenbHoe 3amadnmBaHue b6oraTbix Kanvem OBOLLEN,
a Takke OTka3 oT OynboHa [163].

Kanui cogepxutca BO Bcex Tunax MpogykKToB nuTaHus. Cnocobbl MPUroTOBMEHMS MWLM, Takue Kak
n3MenbYeHne, Bapka, MpUroToBrneHme B MUKPOBOHOBOW NeYn, MOryT 3HAaUYUTENbHO CHU3WUTL KOHLEHTPaUUIO Kanus.
CornacHo npoBefeHHbIM uUccneoBaHusaM, B Bo3pacTte oT 18 mecaues 0o 18 neT, OCHOBHbIM UCTOYHMKOM Kanus
ABMSOTCA MOSIOKO U MOJOYHbIE MPOAYKTHI, KPaxXManucTble KOPHW U KIyOHW, Takne kak kaptodenb, 3epHOBble,
dpYKTbI U MsAco. BonblWMHCTBO NPOAYKTOB, "roToBLIX K ynoTpebneHuio" cogepxat gobaskn conen K+. MpogykTel €
nobaBneHvem conen Kanust MOryT cogepXatb [obaBkum Ha OcHoBe ¢hocdatoB, HanpuMep, MSCHble MPOOYKThI,
Bbineuka, cbipbl. CogepxaHue kanus B NpoAyKTax NUTaHUs nokasaHo B npunoxeHunsx A3.4, A3.5, A3.6.

- PekomeHayeTcs y nauneHToB ¢ XBI1, nonyyatowmx 3T, ycTpaHUTb NPUYNHBI AUCKANMEMUN, HE CBA3AHHbIE
C AMeTOWn, 3a cYeT koppekuun amanusa [93, 164].

(YYP C; YA[ 5)

- PekomeHgyeTcs y geten ¢ XBI npoBegeHne 3KCTPEHHOrO MeAMLMHCKOro BMeLLaTenbCTBa M npekpaLleHus
npmema BCEX MCTOYHMKOB Kanus 13 nekapCTBEHHbIX NpenapaTos, NapeHTepanbHbIX XXNUOKOCTEN, MOMOYHbLIX CMECen
1 NPOAYKTOB MUTAHWS MPU PasBUTMKN TSHKENON runepkannemmm [93, 94, 164].

(YYP C; YA[ 5)

KommeHTapwuii: 'vnepkannemums aBnsetcsa ooLwenpr3HaHHbIM hakTopom pucka apuTMUIA U OCTaHOBKM CepAaLa,
W npeackasyemo BedeT kK 6onee BbICOKON cMepTHOCTM [93, 94, 164].

'Mnepkanuemus - BO3MOXHbIN NOBOYHBIN 3PHEKT HEKOTOPbIX NekapcTs, ncnonb3yemblx npu XbBI1, Bknoyas
NHrMouTopbl AMN® K aHTaroHMCTbl peuenTopoB aHrmoteHsuHa Il, kanuicbeperawowme OMYpeTUKU, UHIMOUTOPBI
KanbLUMHEBPWHA M npocTarnaHguHel [165]. Heobxoaumo yuntbiBaTh, 4TO y AeTtent ¢ XBI1 npekpalleHve npuema
NHrM6uTopoB Al® MOXET ObITb CBA3AHO C YCKOPEHUEM CHXKEHWUS DYHKLMKN nodek [339].

JleyeHne runepkanvemun cm. B npunoxeHunn A3.20. MNpu ypoBHe kanusa > 7,5 MMonb/n nokasaHo nposegeHne
ananusa.

- PekomeHayeTca CenekTMBHOE MPMMEHEHME NpenapaToB, COAEPXALUMX Kanun-CBA3bIBAKOLLME CMOSbI Y
naumeHToB ¢ XBI1 u Taxenon unu cpegHeTaXenon runepkanuemmen. B T.4., naumMeHTam rpyaHoro Bo3pacra - ecnu
HeJOoCTyNHa MOJIoYHasi CMeChb C HU3KUM coepXaHueM kanus [4, 163, 315, 341].

(YYP C; YOO 5)

KommeHTapuii: B neguaTpuyeckonm npakTuke OObIMHO MNPUMEHSIeTCs KeokcanaTt (akTMBHOe BeLecTBO:
cynbdoHaT NONNCTMPONa HaTpPUs - MOHHOOOMEHHas cMona, BbICBOOOXKAALAsA UOHbI HATPUSI U 3aMeHSAIoLLLaa UMn
noHbl kanwus). Keokcanat (6uonornyecku akTmBHas gobaBka) MCMOMb3yeTcs B COOTBETCTBUM C WHCTPYKUMEW K
Oronorn4yeckn akTMBHoOM gobaeke.

Mpu ypoBHe kanust < 5 MMonb/n npenaparbl cregyeT OoTMeHUTb. Mpu ypoBHE Kanus > 5 mmons/n criegyet
BO30OHOBUTD.

Ecnu npenapat Henb3sa AaBaTb nepopanbHO, 4o03a MOXeT ObiTb BBedeHa peKTanbHO, B KOnu4yecTBe
nepoparnbHOW, pa3BedeHHoN B Tex Xe nponopuusax. OgHako ocobas OCTOPOXHOCTb TpebyeTcs npu pekTanbHOM



Ha3Ha4YeHWn OeTSM M HOBOPOXAEHHBIM, T.K. 30bITOYHAn Ao3a UNn HeadekBaTHOe pa3BedeHne MOoryT NpuBOAWTb K
3aJepXKke KaTMOHOOOMEHHOW OBMEHHON CMOIbl B KULIEYHUKE. PUCK >XenyaoYHO-KULLEYHOro KPOBOTEYEHUS WK
HeKpo3a TONMCTOW KWLWKW nogpadymeBaeT, YTo ocoboe BHMMaHME AOIPKHO yOEenAaTbCA B ClyyasX HasHayYeHus
HeJOHOLWEeHHbIM AeTaM W1 HOBOPOXAEHHbIM C HU3KOW Maccon Tena, yrpoxaemblXx Nno HEeKPOTUYECKOMY
3HTepokonuty [166].

- PexomeHnayeTcs npoBegeHne HeMeaneHHOro MeAMLUHCKOro BMeLLaTenbCTBa C BHYTPUBEHHOW MHAY3MEN
npenapaToB Kanusi Npy ONacHOM A1 XKU3HW TSHKESOW rMnokanmeMmnn ¢ TepaneBTnYeckon uenoto [4, 164].

(YYP C; YO 5)

- PekomeHaoyeTca nepecMoTpeTb M CKOPPEKTUPOBaTb NEKapCTBEHHbIE Ha3HaYeHWs, CHMDKAKOLWNE Kanumn, u
pexuMm guanusa getam ¢ XbI npu runep-unm runokanneMmnmm ¢ Lenblo JOCTUXEHUS NPUEMIIEMOIO YPOBHS Kanwusi B
KpoBu [164].

(YYP C; YOO 5)
3.1.1.4 Kanbuun u doccop

ApeksaTHoe noTpebnenue kanbuus (Ca) n chocdopa (P) - BaxkHas yacTtb nevenns XbIy geten [167]. Huskoe
notpebneHve Kanbuusi unu cgpocdopa NPUBOAUT K HAPYLLEHUIO MUHEPaNU3auun KOCTEN, Pa3BUTUI0 MUHEpPAIbHO-
KOCTHbIX HapylleHui, accoummpoBaHHbix ¢ XBIM (MKH-XBI). OgHako n3bbiToyHoe noctynneHne Ca mn P, Takke
onacHo 1 MOXeT cnocobCcTBOBaTb Pa3BUTUIO HedbpoKanbLUHO3a U Kanbumdukaumum cocynos [168].

OCHOBHbIMW OMeTUYeCKMMU UCToYHMKammn Ca ansa geten ABNSOTCA MOMOKO, MOJTOYHbIE NMPOAYKTHI, rPyaHOe
MOJSIOKO W AEeTCKME MOMNOoYHble cMecu. OCHOBHbIMU AMETMYECKMMN UCTOYHMKaMK ¢hboccopa aAnda geten aABnsoTCs
MOJIOKO (BKMOYAsA MOSIOYHbIE MPOAYKTbI, FPYAHOE MOJIOKO M rOTOBbIE AETCKME CMECK), 3MaKu 1 KPYnbl, @ Takke MSACO
N MsaAcHble npoaykTbl (mpunoxeHne A3.7). Heopranmveckun P, pobaBnsieMbll B HEKOTOpble NpPOOYKTbI
(monydabpukaTbl), MOXET 3HaUMTENbHO yBENUYMTL NoTpebneHne docdopa.

- PekomeHayeTcsa ncnonb3oBaTtb 24-4acoBon nepuod ans 6bICTporo onpegeneHnst OCHOBHbIX MCTOYHMKOB Ca
n P, Bkntoyast nobaekun P B 06paboTaHHbIe NULLEBbIE MPOAYKTbI AN 300poBbIX AeTen u geten ¢ XbI1 2-5D cT. [4].

(YYP C; YA[ 5)

- PekomeHayeTcA npoBedeHWe OLEHKM TPeXAHEBHOro MULLEBOrO AHEBHMKA ANS MOSyYeHWs noapobHoun
nHdopmaumm o6 obwem notpedbneHun Ca u P, Bknovas guetmyeckme UCTOMHMKK, NyLeBble o6aBku, gnannsaT 1
nekapcTBa, B TOM 4ucre npenapartbl And nedyeHus runepkanuemmnn n runepdocdaremun (cpocdat-buHgepst) [4,
163].

(YYP C; YAQ 5)

- PexomeHgyeTtcs y naumeHToB ¢ XbBI1 cobntogats nUweBon paumoH, 4Tobbl o6uee noTpebnexHue kanbums ¢
nuLen n nekapcteamMu, BKMNoYas npenaparbl Ans neyYeHns rmnepkanvemun n rmunepdgocdaremmm, obinm B npegenax
SDI unu He Bonee yem B ABa pa3a npesbiwanu SDI, kpome ncknunTensHbIX obcTosaTenscTs [4, 163].

(YYP C; YAQ 5)

KommeHTapuii: B ocobbix cnydasx, Hanpumep, y mnageHueB c¢ XBIM wnu y geTen ¢ BbIpaXeHHbIM
0OCTEONnopo30M, Npu TLLATENBHOM KOHTPOSEe BO3MOXHO Goree BbiCOkoe noTpebneHve Kanbums.

- Pexomengyetcsa naunentam ¢ XBI1 ckoppektnpoBatb notpebneHne Ca u P ona nogaepKaHus nx ypoBHS B
npegenax HOpMbl, COOTBETCTBYIOLLEN BO3pacTy, 6e3 yuwepba ang nutaxusa [4, 163].

(YYP C; YOO 5)

KommeHTapuit: MisameHeHusa B Tepanum OOSMKHbI OCHOBLIBATBCS Ha CEPUNHbLIX pe3dynbTaTtax, C MHTerpauuen
cbiBopoToyHoro Ca, P, IMTI, W® n 25(0OH) ButamuHa D u ero aHanoros.

- PexomeHayeTcs gnsa geten ¢ XBI, y koTopbIx ecTb runepdocdaremms unm runepnapatmpeos, Tpedytowmne
orpaHudeHus cocdopa B gnete ncnonb3oBatb HkHUIA npegen SDI ¢ uensto MNMopaepxaHns ypoBHA docdopa B
KpOBM B Npegenax npuemnembix 3HavyeHun [4, 163].



(YYP C; YIA 5)

KommeHTapun: CnegyeT orpaHmunTtb Bknag dpocdarta dpocatHbix gobaBok. Micnonb3oBaHue npenapatbl 45is
neyeHus runepkanuemun n runepdgocdaremmn Tpebyetca ona ganbHenwero koHTponsa yposHen P u TTI B
OONOMHeHne orpaHNYeHnsam B aneTe.

- PexomeHpyetca y geten ¢ XBI1 co cTorkonm runokanbumeMmein unm Beicokum yposHem MTI notpebneHue
Kanbumsa Bbiwe 200% ot SDI gna kanbums B TeYeHue KOPOTKUX MEepuodoB BpPEMEHVM W NoA TWaTenbHbIM
MeaMLUMHCKUM HabnoaeHvem [4, 163].

(YYP C; YA[ 5)

KommeHTapun: Kanbumn moxeT noctynaTb nNpy npueme npenapaTos KanbLusi BMecTe ¢ ButTamuHom D u ero
aHanoramu (06bIYHO Kak B HATMBHOW, TaK 1 B akTUBHON OOPME), a TaKkKe U3 APYrMx MICTOYHUKOB KanbLMs, TaKMX Kak
Onanuaar C BbICOKUM COoOepXKaHUeM Kanbuus.

- Pekomenpgyetca getam ¢ XBI ¢ yctonumBorn runodocdaremmert ygennunTtb notpebneHue docdopa ¢
nuLLen ¢ Lenblo OCTMKEHUS NPpUeEMNeMoro ypoBsHs docdopa B kposu [4, 163].

(YYP C; YOA 5)

KomMmeHTapwuii: HekoTopbiM naumeHTam moryTt notpebosatbcsi gobasku P, B criyyae MHTEHCUBHOTO Ananunsa
Unn BbICOKUX NoTepb P ¢ moyon.

- PexomeHayetcsa y geteri ¢ XBI1 co cTonkon runepkanbunemMmen ot nerkom 4o yMEepPeHHOW CTENEHU TSKeCTH
MO3TanHO CHWXaTb UMW Mpekpawartb NpueM npenapaToB Kanbuus, NpenapaTtoB AN feYeHus runepkanvemmm u
runepgocdaTemMmnm B COCTaB KOTOPbIX BXOAWT KanbUMI, a Takke npenapaTtoB HAaTUBHOMO U akKTMBHOro ButamuHa D
M ero aHanoroB W Ha3HayeHve guanunsaTa C HU3KUM coaepkaHneM Kanbums [129].

(YYP C; YA[ 5)

KommeHTapwuii: MoxeT notpeboBaTtbcsi BpEMEHHOE CHWKeHUE copepxanms Ca B paumoHe 6e3 ywepba ans
agekBaTHOro nutaHusa. TpebyeTtca perynsapHas nepeoleHka, ocobeHHo korga notpednexHve Ca Huxke SDI.

Cnepayet n3beratb nonoxuTenbHOro 6anaHca kanbuus CBEpX TOro, YTO HEOOXOAMMO pacTyliemy pebeHky
(orpaHnyeHne [o3bl NpenapatoB ANs feYeHus runepkanuemMmn n runepdocdgatemMmn Ha OCHOBE KambUws,
CBOEBPEMEHHOE BBEAEHNE HeKanbLMEBbLIX MNpenapaToB AN feyYeHus runepkaneMmn n runepdocdaremmu,
Hanpumep, #cesenamep*™ (0,4 - 1,6 r) [169, 342]) anga npegoTBpaLLeHns kanbuudukalmm cocygos [92].

3.1.1.5 HaTtpui n 6ukap6oHar

TpeboBaHusa k notpebneHuto Hatpusa (Na), Bogbl n GukapboHaTa 3aBuCAT OT 3aboneBaHus, CTaBLUEro
npyniuHon XBI. OJetam ¢ gucnnasven novyek n CACUT obbibuHO Heobxoamma gotauma Na, dbukapboHata u Boapbl.
OTO CBSA3aHO BblpaXXEHHOCTbIO TYOYNAPHbIX HapyLLEHUI, NPUBOASALLMX K CHKEHUI0 peabcopbuun Na, bukapboHaTta
n Bogbl. [na Takux OeTen xapakTepHa MonuMypusi U NONUAWMCUS, OHU CKIOHHbI K 3Nu3ogam geKoMMneHcaumm ¢
pa3sutmem runosonemumn n OlM, ecnv He nonyyatoT gotauum Na, bukapboHaTa n He MMelOT CBODOAHOro JgocTyna
K Boge. bonblue Bcero TepsAlT anekTponuTbl A4eTn ¢ TybynonaTusiMm, oCOOEHHO C LUCTMHO30M; MoAAepXaHue
afekBaTHOro ypoBHs Na 1 6ukapboHaTa MoXeT ObITb TPYAHbIM.

Mpu XBI1 4 - 5 cT., kak npaBuno, Heobxoanmo orpaHuMdeHue conu. MctoweHne 3anacos Na npuBoguT K
XPOHUYECKOW TMNOBOMEMUU U CMOCOBCTBYET MNMOXOMY POCTY; FMNOHAaTpPUeMuss He SBNSEeTCS NPU3HaKoM
HegocTaToyHocTM Na [170]. UpesmepHoe orpaHuyeHme Conm YpeBaTo PUCKOM CTUMYMSALMN PEHNHAaNbA0CTEPOHOBOW
CUCTeMbI, BbIpaboTku KaTeXONaMMHOB M pasBuTua gucrvnuaemun [171].

Oetn paHHero Bo3pacTta, Haxogdaulmecda Ha neputoHeasnbHOM Anannie (I'I,El,), MOryT TepATb NOBbILLEHHOEe
KOJTM4eCTBO HaTpuaA C MOYON U AMannu3aTtom u HYy>XXaarTcA B AoTauum Na.

Hetn ¢ XBI1 Bcneacteme rrnomMepynonaTtuin, kak npasuno, 3agepxueatloTr Na m Bogy, 4TO cnocobeTByeT
passutuio Al'. Takum getsam cnegyet cobnogats AneTy 6e3 nobaBneHns conu, a Takke UCKNIYUTb ynotTpebnexHve
nonycabpwukaTos, hacT-cdyaa, cHakoB [325].



- PekomeHpyetca petsam ¢ XBI Ha ¢oHe nepBuYHbIX FNOMEpPYnsApHbIX 3aboneBaHuii Unu nNpu onurypumn
orpaHn4nTbL NoTpebrieHne Hatpus meHee 1500 mr/cyT. (3750 Mr conn) ons CHUKEHUS PUCKOB Pa3BUTUS OTEKOB U
apTepuanbHOW TMNEPTEH3MU MpU  OTCYTCTBUM MNPOTUBOMNOKA3aHWIN, HanpuMep Takux, KakK conbTepsiowue
TyBynouHTepcTuumansHble HedponaTmm, nuua ¢ rmnoTeH3nen nNpu OTCyTCTBUN CEPAEYHON HEQOCTAaTOMHOCTU, UNn
nuua, NnpeapacnonoXeHHble K runosonemun [4].

(YYP C; YA[ 5)

- PekomeHgyeTcsa koppekums meTabonuueckoro aumposa (40 ypoBHS OukapboHaTa B CbIBOpOTKE >= 22
MOKB/N) C Ha3HayeHnem HaTpusa rmgpokapboHaTa** y neten ¢ XbI1 [5, 138].

(YYP C; YA[ 5)

KomMeHTapwuii: cnegyeT yyecTb, YTO UCTOYHMKOM BmkapboHaTa MoryT 6biTe Takke Ananu3Hble pacTBOPbl Ha
ocHoBe HCOs nnu HaTpus nakTata pacTBOp CMOXHBIN (Kanvs Xnopuwa + KanbLmsa Xnopug + HaTpus xnopua + Hatpus
naktar)**. lMpu coxpaHeHun meTabonnyeckoro aunaosa y pebeHka Ha AvanusHomn Tepanun criegyeT UHANBUAYanNbHO
OLEeHWTb ero Npu4nHy (agekBaTHOCTb 403bl Ananusa, AneTa, Bbicokme notepu bukapboHata ¢ MO4ON).

MMoYkn MrpalT BaxHyl porfb B NoggepXaHum KUCMOTHO-LenovHoro 6amnaHca 3a cYeT 3KCKpeuuu WMOHOB
Bogopoaa, peabcopbumn oTdunbTpoBaHHOro GrukapboHaTa M reHepaumM HOBbIX MOHOB OukapboHaTa u Apyrux
6ydepos. XBI1 MOxXeT BNNATb HA BCE KOMMOHEHTbI, y4acTBYIOLIME B NMOYEYHON PErynsaumm KUCNOTHO-LLEN0YHOro
GanaHca, 4TO NpuBOAUT K MeTabonuyeckomy aumgosdy. CUMNTOMbI MeTabonMyeckoro aumposa He ABMSTCH
cneundpmyeckummn. CTUMynAUMA AbIXaTeNbHOro LEHTpa B CTBOME MoO3ra NPMBOAMT K FMNEePBEeHTUNSaUuM Ans
KoMMneHcaumu aungosa nytem anumuHaumn CO2. B pesynbTaTe y nauneHToB MOXeT HabngaTbecs pasnuyHas no
CTENeHN BbIPaXXEHHOCTM oAplwka. Kpome Toro, y 60nbHbIX MOTyT OTMeYvaTbCs 60nu B rpyan, Taxukapaus, ronosHas
6onb, CNYTaHHOCTb CO3HaHUA, cnabocTtb, 60MNM B KOCTSX, CHWXEHWe annetuTa, TowHoTa u psoTa [172]. Nomumo
notepb GukapboHaTa ¢ MoYon, MOXET HabnaaTbCst HECNOCOBHOCTb NOAKMUCIEHNS MOYX. 3amecTUTeNbHas Tepanus
HaTpus rmapokapboHaToM™* NPOBOAMTCS B HaYanbHOM A4o3e 1 MMOMb/Kr/CyT pa3feneHHble Ha ABa - YeTbIpe npuema.
bonee TOYHbLIN pacyeT HeO6XxOQMMOro KonmuyecTBa HaTpusi ruagpokapboHaTa™ npomssBoguTcs Mo popmyne
MenneHraapga-AcTtpyna:

HCOS3- (mmonb) = BE x 0,3 x m (macca Tena nauveHTa B Kr),

npu atom 1 mn 8,4% pacTteopa paBeH 1 MMOrb.

MNMpumeHeHne HaTpus rmapokapboHaTa™ TpebyeT MOHMTOPUHIa KUCNOTHO-LLENOYHOro 1 06LLero CocTosHNA
naumeHTa [173].

3.1.1.6 BUTaMuHbI

Ona nauweHtoB ¢ XBIT xapaktepeH geuUUT MUKPOSNEMEHTOB B nuTaHuu [174]. MNMony4eHbl AaHHble O
aeduunte ackopbrMHOBOW KMCNOTbl, TMamuHa (B1), nupnaokcuHa (B6), honuveson kucnotol [343, 344].

- Pexomengyetcs nauueHTtam ¢ XbI1 2 - 5D cragmm npumeHeHne npenapatos rpynn: A11AA03 MNonueutamuHbl
B KOMOMHAL MU C APYrMMU MUHEpanamu (Bkrtodas nonvMmuHepanst) n/unu A11AA04 MonveuTamMuHbl B KOMOMHALIMK
c MukpoanemeHTamu u/mnn A11BA BO5XC wunn npueM BUTaMUHHO-MUHepParibHbIX KOMMIEKCOB (buonormyecku
aKkTMBHble fobaBKK, cogepKalumne JeACTBYOLLME BELLEeCTBa TMaMUHa rMApOXIopua Unm NnMpuaoKcMHa ruapoxnopua)
C Uenbio Koppekuun gedumunta sutamumHos [4, 345, 378].

(YYP C; YOO 5)

- Pexomenpyetca getam ¢ XbI1 5D ctagun: koppekuns geduunta Butammia B1 (#rmammnHa™): 10 - 25 mr/geHb
napeHTeparnbHoO B Te4eHne 1 - 2 Hegenb, 3aTeM 5 Mr nepoparnbHO B TedeHue 6 Hegenb [378].

(YYP C; YOO 5)

- Pexomenpgyetcs getam ¢ XBI1 5D cragun: koppekuus geduuuTta ButamuHa B6 (#nupmgokemH*™): 5 - 25
Mr/aeHb nepoparnbHoro #nMpugokcuHa™ B TeyeHuMe 3 Hegenb, 3atem 2,5 - 5 mr/geHb nepopanbHO B BUAeE
nonmeutamunHoB [378].

(YYP C; YOO 5)



- PexomeHayeTca nauueHTam koppekuus aedumumta donueson kucnotel y geten ao 1 ropa ¢ XbI1 5 cT:
#donmeson kucnota*™ 0,1 mr/kr/geHb nepopanbHO eXeaHeBHO; y aeTten: ctapwe 1 roga - 1,0 Mr nepoparnbHO
eXe[HEeBHO (40 BOCMONHeHUsT geduuunTa), 3aTem nogaepxuearowas gosa ot 0,1 go 0,5 mr B cytku [4, 345, 346,
348].

(YYP C; YA[ 5)

KommeHTapuii:  chonuesas  kucnota Tepsetrcs C  AuvanusatoMm.  [lostomMy  ans  Koppekuuu
rMNeproMouucTeEMHEMUN, pa3BrBaloLLIENCS Ha 3TOM poHe, TpebyeTca npuMeHeHne #HonMeBon KUCNoTel*™ . Tem He
MeHee, geuumnt donueson KUCNoTol oTMevaeTcs n y geten ¢ XBl, He Haxoaswmxcsa Ha guanuse [378].

MoxeT NpoBOANTLCA KOPPEKLUUA B 3aBMCUMOCTU OT YPOBHA rOMOLIMCTENHA W/UIN (hONMEBON KUCNOTbI B KPOBMU
(0o noagepkaHnst ypoBHS OONMEBON KACNOThbI B KPOBU > 5 HI/MIT, HO He BbllLie BEPXHEW FPpaHuLbl HOPMbI).

- PexomeHgyeTtca naumeHtam ¢ XBI1 BHe 3aBMCMMOCTM OT CTaguv goTaums umaHokobanmamuHa** (pexum
0031POBaHNA - B COOTBETCTBUU C MHCTPYKLUMEN) NPU COCTOSIHUAX, conpoBoxaatowmuxes gecuuutom B12 ¢ uensio
koppekuun ero geduuuta [346].

(YYP C; VO[O 4)

- PekomeHayeTcsa cenekTMBHOE NPUMEHEHNE ANETUYECKO KOPPEKLUM XNPOpacTBOpUMbIX BUTaMnHOB A, D, E
n K naumeHtam ¢ XBI1 2 - 5 ¢T. ¢ uenbto KoppeKkLmnm BO3MOXHOro aecuumta [4].

(YYP C; YA[ 5)

KommeHTapuii: Y naumeHTOB C HapylleHMemM (OyHKLUMM Nnoyek HabnogaeTcsl BbICOKUIM YPOBEHb peTMHOMA B
KPOBW, YTO BO3MOXHO CBA3aHO C COYETAHMEM CHWXKEHMS KNyOOYKOBOW hunbTpaummn KoMniekca peTMHON-peTUHoO M-
CBA3bIBAOLWMN Benok, CHWXeHus npeobpasoBaHUs peTvHoNa B PETMHOEBYHD KUCIOTY WM HAKOMMEHWUs pPeTWHON-
cBsA3biBaowero 6ernka. NoBbileHne ypoBHA peTuHona Habnwopgaetcs y geten ¢ XbBI 3-5D u koppenupyeT ¢
rmnepkansumemmen [347].

3.1.1.7 DHTepanbHoOe NUTaHue

- PexomeHgoBaHO paccMOTpeTb B MHAMBUAYANBHOM MOPSiAKE Ha3HAYeHUe 3HTeparibHOro NUTaHWst OETAM C
XBI1 2 - 5 cT. npn HapyLleHUn HYTPUTUBHOIO CTaTyca C LieNbio ero Koppekuun [176, 177].

(YYP C; YA 5)
KommeHTapuu:

OHTeparnbHoe NMMTaHue MOXET OCYLLLECTBNATLCA Yepes HasoracTpanbHbI 30HA (YCTaHOBKa HasoracTpanbHoro
30HA4a) unu 4depes ractpoctomy (lFactpoctomus, [acTpoCcTOMUA C MCNOMNb3OBaHWEM BUMAEOIHOOCKOMNYECKNX
TexHonorun, Jlanapockonunyeckas raCTpocToMUs)

XoTs Ha3OFaCTpaJ'IbeII7I 30H yCTaHaBIIMBaeTCA Ha KOPOTKOE BpeMA, OONbLUMHCTBO cemMen npeanoynTaeT ero
ractpoctomMe, KOTOpyHo He BMAOHO MNon odexnon. PeBoTa MOXeT MMeTb pewawuiee 3Ha4deHune B npennoyYTeHun
raCcTpoCTtomMunmn.

HasoractpanbHbiii 30HA (H3I)

MpenmyLiecrtBa:

MeTop Bbibopa y geTel ¢ Maccom Tena < 4 Kr.

YCTaHOBUTb 30HA NMPOCTO, N CEMbSI NIerko oby4aeTcs.

Puck neputoHuta y geten Ha neputoHeansHom guanuse (M) otcyTcTByeT.
HepocTaTku:

YXy,u,meHme Ka4yecTBa XN3HU pe6eH|<a n cemMbn n3-3a H606X0,D,I/IMOCTI/I YacCTbIX 3aMeH 30Haa.



npeI'IFlTCTByeT Pa3BUTUIO OPO-MOTOPHbLIX HaBbIKOB, BbI3blBas panbHenwmne I'IpO6J'IeMbI C pa3ButnemMm peydm u
rmoTaHnem.

BHelwHun Bnag pebeHka n3aMeHeH, okpyxatowme 3amevatoT "6onbHoro pebeHka".
Puck nepdopaumnu nuesona nnu xxenyaka (peako).

MoBblwaeTcs puck racTpoasodareanbHoro pediiokca, PBOThl U acnMpaumMyM Uu3-3a OTKPLITOTO HMXKHErO
chmHKTEpa NMweBoaa.

TpaHcnunopuyecknin (Ha3oerHanbHbIN) 30HA

30HA ANS KOPMIIeHUsT MOXHO MPOABMHYTL 3a NpeAerbl Xenyaka B ABEHaALATUNEPCTHYIO UK TOLLYIO KULLKY,
yTOObl MOMbITAaTbCA YMEHbLWUTbL PBOTY. Ho: 30HA nerko nepemellaetcs U TpebyloT peHTreHorpadunyeckoro
KOHTPOISI, a Takke BMellaTenbCTBa Nog obLlel aHecTeaneil aAns nepeycTaHOBKM 30HA Helb3s UCMOSb30BaTh Ans
BOMCHOrO KOPMMNEHUS, TOMNBKO AN ANUTENBHOMO HEMPEPBLIBHOMO KOPMIEHUS.

FacTtpoctomus

YcTaHoBKa racTpOCTOMbl MOXET BbITb BbIMNOMHEHA YPECKOXKHBIM 3HAOCKOMUYECKUM CroCcOBOM, YPECKOXKHbLIM
pPaanoNorM4ecknM, YpeCcKoXKHbIM SlanapocKoNMYecknM crnocobom, a Takke OTKPbITbIM cnoco6oM. Kakum Gbl HY Obin
TUN PacroNoXeHUsl, MECTO BbIX04a racTPOCTOMMUYECKOW TPYOKM OrpaHUYEHO NeBbIM BEPXHUM KBaZpPaHTOM X1BOTa
UK cpegHei NMHVeN n3-3a aHaToMuUm Xkenyaka. Takum o6pasom, kaTteTepbl Ana ML He crneayeT pa3MeLlaTs B JIEBOM
BEpPXHEM KBagpaHTe y AeTel, KOTopbIM B nocreaytollemM NoHagobutcsl ycTaHoBKa racTpocToMbl [178].

HI"3 npeanoytuteneH ons KPaTkOCPOYHOTrO AHTEPArNbHOIo NUTaHWS.
[ns AnMTensHOro SHTepanbHOro NUTaHWs NPeanoYTUTENbHA racTPOCTOMMS.

yCTpOI?ICTBO ana AonnMTernibHOro  3HTeparibHOro nutaHnda OOJDKHO  onpefenAatbCA COBMECTHO C
pOp,I/ITeJ'IFlMVI/OI'IeKyHaMI/I.

Hanbonbwero addekra B nnaHe ynydweHna ¢U3NYEeCcKoro pasBuUTUA OT arpeCcCUMBHOW HYTPUTMBHOWM
NOAAEPXKKM OXMAAETCH B Bo3pacTe A0 2-X NET, Koraa pocT LeNIMKOM 3aBUCUT OT nuTaHusa [179]. Yny4dweHue pocta
Habnioganock B 6ONbLUMHCTBE MCCneaoBaHWi y geTen go 2-x net. B kpynHom uccnegoBaHmm 153 mnageHUeB Ha
M4, poct GbIN Ny4lwe y AeTen ¢ racTpoCTOMONM No cpaBHEHUO ¢ nuTaHnem yepes HI3 [180]. B uccnegosanum 40
aeten ¢ XBI 3 - 5D cTtaguii ¢ ractpoctomon (77,5% mnagwe 5 net; cpegHasa NPpOAOKUTENbHOCTb MUTaHUSA Yyepes
racTpocTomy coctasuna 5,32 net) cpegHuii nokasatens SDS pocTta yBenuumnca 4o HOpMarbHOro avanasoHa (C -
2,29 po -1,85), cTaTnCTMYECKM 3HAYMMO yBenuuunuce nokasatenu SDS maccel Tena, SDS cooTHoweHns macca
Tena/poct u SDS VIMT. Hu y ogHOro n3 geten He pa3Bunocb oxupeHue [348].

3.1.2. AHemus npu XBI

JleyeHna anHemum npu XBIT accouuupoBaHo ¢ 3ameaneHvem nporpeccupoBaHus XBIl1, ymeHblieHueM
rnepTpoun NeBOro Xenygoyka, ynydleHMeM KayecTBa XM3HWM U CHUKEHMEM YacToThl rocnutanunsauumm,
CHWXEHMeM MnoTpebHOCTU B remoTpaHcy3un, a, cnegoBaTernibHO, pyUcka MHULMPOBAHUS U CeHCMOMnM3aumm
nenkoumTapHbiM aHTureHom (HLA) [181].

HasHadyeHne npenapatoB xenesa W npenapaTbl rpynnel  “"Apyrne aHTuaHemuyeckue npenaparbl”,
obragaroLmx 3puTponoa3cTuMynupyowmummn ceoncteamm (3CC) no3sonseT NnoBbICUTb ypoBeHb Hb y 6onblumMHcTBa
nauneHToB ¢ XBI1. JleyeHne aHemuun npu XBIT BkNoYaeT Takke KOPPEKLUMIO NPOYUX YCTPAHUMBIX MPUYUH CHUKEHUS
Hb, Hanpumep, aedunumnta BuTammHa B12 n chonmeBor KUCNOTbI, NeYeHne BocnanuMTenbHOro npolecca.

MoppobHo Tepanus aHemum npu XBI1 paccmartpuBaetca oTAenbHO (CM. KnvHuyeckne pekomeHgauumn
"AHEMMS Npu XpoHnYeckon 6onesHu novek") [79].

LleneBble nokasaTtenu remornobuHa y B3pocnbix u geten ¢ XBI1, nonyyatowmux nogaepXneatoLLyto Tepanmto
OCC npeactasneHbl B npunoxeHun A3.17.

3.1.3. IleyeHne kapgmnoBackynspHomn 6one3nu npu XbI1
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MPUYMHOI BLICOKOW CMEPTHOCTM U HU3KOW NPOOOIPKUTENBHOCTM XM3HWU GonbHbIX ¢ XBI1 aBnaeTcs MMeHHo
nopaxxeHue cepgeyvHo-cocyamcton cuctemsbl. MNMoatomy tepanuna XBI1 B Luenom HanpasneHa Ha NpodunakTuky 1
3amegnenve nporpeccupoBannst KB6. OCHOBHbIM (hakTOpPOM MpPOrpeccrpoBaHns NMOpPaXKeHUs NOYEK U CepaeqHO-
cocyamuctomn cuctembl npu XBI1 asngaetcsa All. C yposHeM ALl accoummpoBaHbl Takme mapkepbl KBB, kak TonwmHa
WHTUMbI-MEANN U CKOPOCTb NyNbCOBOW BONHbI [46, 182, 311, 335]. Noka3aHo, 4To goctuwkeHne ypoHsa ALl Hxke 90-
ro nepLeHTUnsa accoummpoBaHo ¢ 3ameaneHnem nporpeccuposaHma XbI1y aeten kak ¢ rmomMepynspHbIMU, Tak U C
HernomepynspHbIMn 3abonesaHnsMu noyek [182]. Joctuxkerne ypoHA Al (Mpn oprucHom nsmepeHnm) Hmke 50-ro
nepueHTMna npenaTcTByeT pasBuTUMIO rMnepTpohmMmM MuoKapAa neBOoro xenygoyka, T.e. 3amegnser
nporpeccupoBaHue KBB [349].

YuutbiBasd KomnnekcHbl natoreHes KBB y naunenTos ¢ XBI1, agekBaTHas Koppekumst Taknx npossreHmin XbI,
Kak aHemusi, BOH, MMHepanbHO-KOCTHLIE HApYLLUEHUS Takke MMeeT Bornbluoe 3HaveHue ans npodunaktnkm KBb.
CooTteeTcTBEHHO, NpUHLMNbLI Tepanum KBB npu XBI:

Koppekumns aptepmanbHO rmnepTeH3Nn U runepeonieMnn.

ApekBaTHas KOppeKkuusi HapylueHuin ocdopHOo-KanbLumeBoro obmeHa. MaberaTb rnepkanbuuemmm,
runepdoctaTeMum, ANMTENBHOTO NPUMEHEHUS BLICOKMX J03 aKTUBHbIX hOpM BUTaMuHa [l 1 ero aHanoros.

HoctmkeHne uenesBoro ypoBHs Hb.

[ocTtaTtoyHoe nuTaHue.

ApekBaTHbI gmnanms.

Kak MmoxHO 6onee paHHASA TpaHcnnaHTauus NoYKu.

3.1.3.1 lleyeHme apTepuanbHou runepTeH3um y geten ¢ XbI

Llenamn neuyenuna Al y 6onbHbix ¢ XBI1 gBnaiTca 3amenneHne nporpecCupoBaHUSA MOPaXeHUs noyek,
npefoTBpalleHne NopaxKeHuss opraHoB-MULLEHeln (cepaua, rofoBHOrO Mo3ra, rnas), npefoTBpalleHne OCTPbIX
ocnoxHeHun Al (rMNepTOHMYECKOro Kpr3a, OCTPOW NEBOXENYA0YKOBOM HEQOCTATOYHOCTM, HAPYLLIEHUS MO3rOBOro
KpoBOOOpaLLeHnst) U, B UTOTe, yryylleHne BbDKMBAEMOCTU M KayecTBa XXN3HU NaLNeHTOB.

3agada aHTUrMNepTEH3NBHOW Tepanum - CHxeHue ALl 4o ypoBHS Hke 90-ro nepueHTunsa Ans 4aHHOro nona,
BO3pacTa 1 pocta. B EBponenckux pekomeHaauunax no nevennto Al y geten [135] B kauecTse LieneBoro Ansi geten
¢ XBI' pekomeHgyeTcs ypoBeHb Al Hke 75-ro nepueHTuns y naumeHToB C HENPOTENHYPUYECKUMn 3abonesaHmamm
noyek M Hwxke 50-ro NepueHTUns y MNauMeHTOB C NPOTEUHYpUYEecKMMU 3abonesBaHnsMu. B MHOroueHTpoBoM
nccnegosaHnn HOT-KID (2023) 6bino nokasaHo, 4YTO B rpynne geten ¢ bonee MHTEHCMBHOM koppekuunen Al
(uenesont yposeHb Al < 40 nepueHTUNs Npu 0OUCHOM U3MEPEHNN) MHOEKC TONLWUHBI M1okapaa JIXK 6bin Huke, Yem
B rpynne geten c uenesbiM Al < 70 nepueHTnns. Takum obpasom, cHuxkeHve ALl 4o ypoBHs < 50 nepueHTMns
npegcraeBnsieTca uenecoobpasHblM ANA npefoTBpalleHus nporpeccupoBaHvs KBB. OpgHako Ha npakTuke
JocTmkeHne atoro ypoBHs All, ocobeHHo y geten ¢ XBI1 5 cT., MoxeT notpeboBaTb NPUMEHEHUS HECKOSBKUX
aHTUIMNEPTEH3MBHLIX CPEACTB B  BbICOKMX [03aX, YTO COMPSHKEHO C PUCKOM MOOOYHBIX  SIBNIEHWN
aHTUrunepTeHansHon Tepanun. CornacHo pekomeHgaumam KDIGO no neveHuio XBI1 (2024), uenesbiM ypoBHEM
CAL onsa geten n nogpoctkoB ¢ XbI asnsaetca 50 - 75 nepueHTunb [325].

MoppobHo o Tepanun Al npy XBI1 y geter cM. KNMHUYECKMe pekoMeHaauum no apTepuansHOW rmMnepTeH3nm
y OeTeun 1 NoApPOCTKOB.

l'vneprugpartaumsa n o6bemHas neperpyska CoOCyamMcToro pycrna BHOCUT CyLLECTBEHHbIN BKNag B natoreHes Al
y aeten ¢ XBI1, ocobeHHo Ha 4 - 5 cT. [NpuunHon runeprugpataumm npu XBI1 asnsetcs n3bbiTo4HOE NO CpaBHEHMUIO
¢ chmanonormyeckum noTpebrneHne HaTpusi B YCIOBUSIX €r0 CHKEHHOrO BbiBEOEHMS M Mocneayolwas 3agepxka
BoAbl. [epBbiMn mepamu no koppekummn Ay geten ¢ XBI gomkHbl BbiTe KOHTPOMb NOTPEONEeHNsa HaTpms 1 BOgbl 1
OOCTWKEeHMe "Cyxom Macchl Tena" y AuanumaHblx naumMeHToB. Mepbl Mo orpaHnyeHnto noTpedneHnst HaTpmus 0CoO6eHHO
BaXHbl A9 NauUMEHTOB C oTekamu (Mpu HedpPOTUYECKOM CUMHOPOME, rromepynoHedpuTax) n ona guvanusHbix
NauMeHTOB C ONMroaHypuen, y KoTopbix 6anaHc XnakocTu NOSIHOCTLI0 3aBUCUT OT 06bema ynbTpadunbTpaumm npu
npoueaypax A nnu MNA.

- PekomeHnayeTtcs BceM getam ¢ XBI1 n otekamun u/vnn onvroaHypuen cobniogatb QUETY C COAepXKaHUEM
HaTpus, He NpeBbIWaLWmMM duanonormieckyto notpebHocTs (B 3aBncnmocTy ot Bo3pacta 200 - 1300 mr/cyT. ¢
Lenblo YyMeHbLUeHUsa/npeaoTBpaLleHms nporpeccupoBaHms runeprugparaumm [183].



(YYP C; YIA 5)

KommeHTapui: Y geten ¢ XBI1 6e3 HapylieHus HaTpuinypesa noTpebrneHne HaTpusi He JOJMPKHO MpeBbiaTh
MakCcMMarnbHOe Ana AaHHOoro BospacTa (cM. npunoxeHue A3.10, A3.11) [294].

- He pekomeHayeTcsa orpaHuumBath notpebneHue HaTpua getam ¢ XBI1 1 conbTepsaiowmmmn coCTosHUAMM
(cuHgpom BapTTepa, cuHgpom M'MTTenbMaHa, NnceBaorMnoanbA0CTePoHM3M | Tvna v T.4.) € Luenbio NpeaoTBpaLleHmns
ycyryéneHunst MuHeparnbHbIX HapylweHun [49, 138, 170, 184, 185].

(YYP C; YO 5)

KommeHTapun: MaccoBas gons Hatpus B noBapeHHou conu - 40%, T.e. exegHeBHoe noTpebneHne HaTpus
cocrtasnseT 3000-4000 mr/cyT., NOMMMO coep)kalllerocsi B npoayktax nutaHus. Nockonbky OCHOBHOE KONMYECTBO
HaTpus NoCcTynaeT B NULLY MpU ee NPUroToBeHMn (CONEHMU, UCMOMNb30BaHUM BKYCOBbIX 40OaBOK, KOHCEPBAHTOB U
T.M.), YMEHbLUWUTb COAEPXKAHNE HATPUS B PaLMOHE MOXHO CrieayroLMy Mepamu:

- MoNHOCTBIO NCKNIOYNTL CONEHbS, KOHCEPBbI, KONYEHOCTUW, KonbacHble n3genus, nonydabpukatbl, NPOAYKTbI
dacT-pyaa, CHaKKM (Yuncel, cyxapuku 1 1.1.). OrpaHnyuTb noTpebneHune xneba, ocobeHHO pXKaHoro.

- Muwy rotoBAT 6e3 conu. MNpoayKTbl XMBOTHOrO NpoucxoxaeHus (Msco, pbiba, MOMOKO, AnLa) coaepxaT
AOCTaTOMHO HAaTpus Ana yAOBNEeTBOPeHust noTpebHocTn. BosmoxHO gocanveaHue efbl B Tapernke, Mpu 3TOM
KONM4eCTBO NOBapeHHON CONWN He AOIMKHO npeBbiwaTth 1 - 2 r/cyT.

Mpn cobnogeHnn gueTbl C HU3KMM COAEPXKaHMEM COMWM YMEHbLUAETCH Xaxaa, NauneHT nerde nepeHocut
OrpPaHMYEHUss MUTLEBOrO pexuma. [1ocTeneHHoe CHWXKEHUE CcopepXaHus HaTpus B OpraHuaMe npuBOoauT K
COKpallleHM0 06bema BHEKIETOUHOM XMAKOCTU, cCHMKeHnto OLLK, uTo obneryaet koHTponb Al [186].

JeTam ¢ conbTepsoLWLMMIU COCTOSIHUSIMWU OfpaHUYeHNe HaTpUsl B ANETE NPOTMBOMOKA3aHO, MOCKOMbKY MOXET
CNpoBOLMPOBAaTL rMNOHATPMEMUIO, AernapaTanmio, a npu AnMTenbHOM NPUMEHEHUN - 3afepXKKy pocTa [170].

- PekomeHgyeTca koHTponupoBaTb 06bEM BbINMUTOM U BblAENEHHON XMAKOCTM naumeHTam ¢ XBI1 ¢ uenesto
OLEHKN Hamnuuus/obbema 3agepXKKu XKUOKOCTU, a Takke OIS KOPPeKUMUM HYTPUTUBHOW noaaepxku [4, 187]. Mpwu
CMNOXHOCTSIX C ydeToM auypesa (y MarneHbkux AeTeW, He KOHTPONMMUPYILUX MOYEUCMYCKaHWs, Y NMauueHToB CO
cTomamu, y 6onbHbBIX C aHypuer) ans KOHTPoNsa BoagHOro 6anaHca pekoMeHayeTcsl eXXeQHEBHOE B3BELLNBaHME.

(YYP B; YAN 2)

KommeHTapuii: ObbivHo y geten ¢ 5 ct. XBI anypes koHTponupyetcsa exxeaHeBHo. OgHako oueHuTb 6anaHc
XKMOKOCTU TONbKO MO y4yeTy BbIMUTOW XUAKOCTM, Anypesa n obbema ynbTpadunbTpaumm He Bcerga BO3MOXHO,
MOCKOSbKY 3HAaYMTENbHbIN 06BbeM XMOKOCTW ynoTpebnsaeTca ¢ nuwen (pyKTbl, OBOLLM, Kalumn, Cynbl 1 T.1.), YacTb
BOOb! BblaenseTcs nepcnvpauven u T1.4. ExxegHeBHoe B3BewwBaHue pebeHka ¢ XBI nossonseT 3anogo3puTb
rmneprugpataumio (NpyM M3BbLITOMHON exegHeBHOW npubaBke Maccol Temna). Oetam Ha [ uenecoobpasHo
KOHTPONMpOoBaTb Maccy Tena exeaHesHo, Ha [l - nepep kaxxgomn npoueaypov manuaa, C Lierbio COOTBETCTBYIOLLEN
agjanTauuun pexuma guanuaa, no3sonsiowen obecnevnTb ageksaTHyo ynbTpadunbTaumio.

- PexomeHayeTcs NnpoBOAMTbL OMOMMMEAHCHY CreKTpockonuio/onpeaeneHme npoLeHTHOrO COOTHOLLEHMS
BOAbl, MbILLEYHOM W XUPOBOW TKaHM C MOMOLLbI0 BroMMnegaHcmeTpa nauneHtam crapwe 2-x net ¢ XbI1 5 crT.
€)XXEMECHYHO, C LeNbio OLEeHKM AMHaMMKN Macchl Tena U obbema aKCTpauennionsapHon xuakoctn [188, 337].

(YYP B; YOO 3)

KommeHTapuii: PerynspHoe npoBegeHue OGuoumnegaHcomeTpum nossonsieTr  audpdepeHuuposaTtb
dumamonornyeckyo NnpubaBky MbILLEYHOWN U XXMPOBOW Macchl OT NpMbaBKM Macchl Tena, CBA3aHHOW C YBENUYEHUEM
obbema akcTpauennonspHon xuagkoctu. Mpuembl agantaumm pexuma MO v npoueayp 'O ¢ Lenbio yBeNUYeHNs
ynbTpacunbTpaLmm U3noxeHbl B COOTBETCTBYIOLLIEM pa3aene.

- PekomeHpyeTca anMMunHauma TpagmumnoHHbLIX MoanduumpyemMblx akTopos pucka y nogpocTtkos ¢ XBI1 un
Al: oTka3 OT KypeHusi, NpoUNaKTUKy runogmHammym (yMepeHHyl uandeckyto Harpysky), HopmManusauuto
N30bLITOYHON Maccbl Terna, B COOTBETCTBMM C KIIMHUYECKMMU PEKOMeHAAUMsMXM NO AWarHOCTUKE, NEeYEHU u
npodunakTuke Al y geten n nogpoctkos [70].

(YYP C; YOO 5)



KommeHnTapuii: Jetam u nogpoctkam ¢ XBI1 3-5 cT. cnegyet usberaTb peoyKUMOHHBIX OMET C Pe3KuM
OrpaHUYEeHNEM KanopUIHOCTK, MPUBOAALMX K ObICTpOMY noxygaHuio. HecbanaHcMpoBaHHOE NUTaHME MOXET
CMpPOBOLMPOBATb 3M1EKTPOSIUTHBIE PACCTPONCTBA, YCUIEHHbIN KaTabonuam - pocT azoTemun. B 1o xxe Bpems, y AeTen
n3bbiTOYHAst Macca Tena cama no cebe He ABMSETCA JOCTOBEPHO 3HAYMMbIM hakTopoM nporpeccupoBaHms XbBI
[61]. B uccnepoBaHusx y B3pOCMbIX MaLMEHTOB MOKa3aHa nydlas BbDKMBAEMOCTb AManuU3HbIX NauMeHTOB C
OXMpPEHUEM Mo CPaBHEHUIO ¢ BONBbHLIMM C HOPMarbHOW Maccon Tena, To eCTb Y Ananu3HbiX NaLMeHTOB 4OCTaTOYHas
XUpOBasi U MbIleYHass Macca $BASETCS MPOrHocTuyeckn OnaronpustHeiM daktopoM [189]. o Hawwmm
HabngeHuaM, OnanuaHble NauueHTbl ¢ AedUUMTOM MacChl Tena, C HeAOCTAaTOYHO pPas3BUTOM MOLKOXHOW
KneTtyaTKOM XyXe MEepeHOCAT Kak AermgpaTtauuio, Tak 1M runeprugpataumio, BEpOSTHO, BCNeACTBUE OTCYTCTBUS
pe3epBOB 4115 NepepacnpeneneHnst aKCTpaLenioNapHON XUAKOCTU. [axe MUHUManbHas runeprugpataumst y HuX
npuBoaMT K noBbiweHnto ALl Bcneacteue ysenuveHms OLIK.

Y peten ¢ XBI n Al' MeankameHTO3Haa Tepanusl Has3HadYaeTcs OAHOBPEMEHHO C HeMeAWKaMEHTO3HbIMU
MeTogamu koppekumn Al cormacHo KIMHUYECKMM peKkOMeHAauusaM Mo apTepuanbHOW rMnepTeH3un y geten u
nogpocTtkoB. [Npenapatamn Bbibopa ana aeten ¢ XbBI1 1 - 3 n 54 cragun aensatotca MAMNP/EPA B makcumanbHO
nepeHoCMMoWn Ao3e BCreacTBme nx Hedpo- 1 KapanonpoTEKTUBHOIO AencTeus [335]. HasHavatoTca noa KOHTponem
A, ypoBHs kanvemun n CK®.

Mpn octpom nogveme ALl y oeTein M NOApPOCTKOB Pe3Ko BO3pacTaeT PUCK MOPaXKEHUS OpraHOB-MULLEHEN:
HapyLleHMs MO3roBOro kpoBoobpalleHusl, oTeka Mo3ra, nopaxxeHusi 6enoro BellecTsa (CMHAPOM 3agHel obpaTMon
aHuedanonatum, unu PRES-cuHApoM); KPOBOU3NUAHUS B CETHYATKY; HapyLLEeHWs KOPOHApPHOro KpoBoobpalleHus,
OCTPOM IEBOXENYAOYKOBOM HEeOOCTaTOMHOCTWM. B crnyyae rmMnepTOHUYECKOro Kpusa Tepanus [OoImbkHa ObiTh
Ha3HayeHa 6e3oTnaratensHo. B To e Bpems, y naumeHToB ¢ AnuTenbHO cylecTteytolen Al GbicTpas (B TedeHne
HECKOMbKUX 4YacoB) Hopmanusaums ALl Takke MOXeT MPUBECTU K HapyLWEeHW MO3roBOr0 U KOPOHAPHOro
KpoBoobpalleHus.

Llenbto neyeHns runepToOHNYECKOTO Kpu3a SIBNSIeTCS KOHTponupyemoe cHmkeHne ALl oo 6e30nacHoOro ypoBHs
Ans NpeoTBPALLEHNS OCIOXHEHUN.

Moapo6Ho o Tepanun Al npu XBI1 y geten cM. KINMHUYECKME pekoMeHaauun no apTepuanbHON rmnepTeH3nn
y AeTer 1 NogpOCTKOB.

3.1.3.2 lleueHune cepaevHon HegoctaTouHocTh y aeten ¢ XbBI1

B nopasnstowem 60nbLINHCTBE CyyaeB cepaeyHas HegocTaTtouHocTb y AeTer ¢ XBI1 sensetca cneactemem
rmneprugpataumMm u HekoHtponupyemon Al [lpy 9TOM M M3OLITOK BHEKNETOYHOM XUAKOCTWU, W CHUXEHMWe
COKpaTUMOCTN MUOKapaa MoHayany KOMMEHCUPOBaHbl U npakTudeckn GeccumnTomHbl. OgHako npu HapacTaHuu
runeprugpataummn n/mnu AlC HacTynaeT AeKoMMeHcaumns ¢ pa3BUTMEM OCTPON NEBOXENYA0YKOBON HEAOCTATOYHOCTH
n oteka nerkmx. CnegosatenbHO, OCHOBHON Mepon NpOoMUNaKTUKL U NeYeHns cepaeyHon HegOCTaTOYHOCTN Y AeTen
c XBI1 asnsetca nogaepxaHve HopMmorvapartaumMm n HopMoTeH3un. KoHTponmpyembix nccnegosaHui no tepanum
CH y peten ¢ XBI1 He npoBoannock, Aoka3aTensHasa 6a3a oTcyTcTByeT. Pekomengauum no Tepanum CH y geten ¢
XBI1 ocHoBaHbl Ha 3KCTpanonALuUKN pe3ynbTaToB UCCIef0BaHUIA, NPOBEAEHHbIX Y B3pochbix 6onbHbIX ¢ XBI 1 KBB,
M Ha MHEHWMN 9KCMEepPTOB U, B OCHOBHOM, NPOBOAATCS MO o6WUM NpyHUMNam Tepanuv cepaeyHon HeqoCTaToOuHOCTH
y oeten [47, 71, 135].

- PekomeHayeTcsa HasHayaTb HM3KoHaTpueByto anety getam ¢ XbBI n cepaeyHon HeAOCTaTOMHOCTBIO C Lienbio
npegynpexaeHus/ymeHblueHns rmnepsonemun [135].

(YYP C; YOO 5)
KommeHTapuit: Mepbl Mo orpaHynyeHmnio NoTpebrneHnst HaTpus C NULLLER U3NOXKEeHbI BhiLLE.

- PekomeHayeTcs y AvanvaHbiX NaLMEHTOB C CepAeYHOl HEeLOCTaTOYHOCTHI0 MPOBOAUTL MEPOMNPUSTUS MO
cKopeueMy KynupoBaHuio runepruapartaumm ¢ Lenblo CHUXKEHWS pucka cepaeyHO-COCYANCTLIX OCNOXHEHMiA [135].

(YYP C; YOO 5)
KommeHTapun:

- Oetam Ha M KpyrnocyTo4yHO NpOBOAWUTL OOMEHbI ANanM3HOr0 pacTBopa C MOBLILEHHOW KOHUEHTpauunen
FMIOKO3bl U YKOPOYeHHON akcnoauument (1 - 2 yaca) MHTeHcuBHbIN M npoBOAAT 40 AOCTUXEHMUS HOpMorngparawum



N paspeLleHns CMMNTOMOB oTeka nerkux. lNocne ctabunusaumm cocTtosiHus pebeHoK MOXeT ObITb nepeBedeH Ha
npexHuin pexxum N[, ¢ exxeAHEBHBbIM KOHTPOIIEM Macchl Tena n odobemMa ynbTpadunbTpaymu.

- DeTtam Ha I'[] o6ecneunTb NocTeneHHoOe AOCTMXEHME "cyxon Macchl Tena”. CneayeT oTAaTb NpeanoyTeHne
NpoOAOIMKeHHbIM MeToaam (NPOAOIMKEHHOMY BeHO-BeHO3HOMY [Tl unu TO®P), nockomnbky OHU OKa3blBAlOT MeHee
BblpaXXEHHbIe remoauHamudeckme addekTbl, Yyem wuHTepmuTTUpytlowmun [, n obecneynmBaloT MNOCTEMEHHYHO,
OnuUTenbHy ynbTpadwunbTpaumio. [pn OTCYTCTBMM BO3MOXHOCTW MNPOBEAEHMS NPOAOIMKEHHbIX npoueayp,
npegnoyTuTenbHee exxeaHeBHble npoueaypsl [ ¢ orpaHndeHHOn ynbTpadunbTpaumen. Y nauneHToB ¢ cepaeyHon
HeAOCTaTOYHOCTBIO M rMneprugparaumnen criegyeT nsberatbs 0GHOMOMEHTHO BbICOKMX 06BbEMOB yrbTpadunbTpaumm
(6onee 3% oT macchl Tena), NOCKONbKy pe3koe cHmkeHne OLIK moxeT BbI3BaTb konnanc, nageHue KOpoHapHOro
KPOBOTOKa 1 OCTPYIO MLLEMMIO MUOKapaa

[na onpenenenus "cyxon maccbl Tena" u LUeneBoro obbema ynbTpadunbTpaumMm guanmaHbiM naumMeHTam ¢
cepaeyYHon HeA0CTaTOYHOCTbIO LienecoobpasHo nposeaeHe BuonmMnegaHcoOMeTpum (CM. Bbille).

AHTUrMNEpTeH3nBHas Tepanus naumeHtam ¢ XBI1 u cepgeyHon HeOoCTaTOYHOCTbIO NPOBOAUTCHA MO
BbILLEN3MNOXEHHBIM NPUHLMNAM.

OdbekTnBHbIN KOHTPONb Al KpalHe BaXkeH ONis AeTel C CepAeyHoOM HepocTaTovHocTbi. [NMpenapaTamu
Bblbopa aBnsoTcAa  WAMP/AHTaroHncTbl peuenTopoB aHrmoteHamHa |l (nogpobHee - cM. KnuHudeckue
pekomMeHZauMnm no apTtepuanbHOW rMNepTeH3un Yy deten u nogpoctkoB). MHrmbutopsl AlN®/AHTaroHUCTI
peLenTtopoB aHrmoteHauHa Il npotuBonokasaHbl npu XBI1 4 c1. (CK® < 30 MA/MWH), HO MOryT MPUMEHSITLCA Ha
ananunsHon ctagum XBI1. Beidop MATN®/BEPA B kKayecTBe NepBOi NMUHUM aHTUIMNEePTEH3MBHOM Tepanuu npu XBI1 un
cepOeyHon HedocTaTOYHOCTM OOYCroBMEH KaKk WX HegPONPOTEKTUMBHLIMKU, TakK W KapauOMNpOTEKTUBHBIMU
csovictBamu (MATMND/BPA 3ameansoT npoLecckl peEMOAENMPOBaHUSA COCYAUCTON CTEHKU 1 rMnepTpodmm Mrmokapaa
npu XBI1) [335, 350].

- PekomeHngyeTca npumeHaTb anypeTtukn naumerdtam ¢ XBIM 1 - 4 ctagum npu cepaeyHon HegoCcTaTo4HOCTH
Ha hoHe apTepuanbHOW rMNepTeH3nn 1 C Lenbio KyNnnpoBaHusa rmneprugpataumm [138].

(YYP C; YOA 5)

KoMmeHTapuii: HasHadeHue [OuypeTMKOB BapbupyeT B 3aBucMmoctu oT ctagum XBI1. AHTaroHucT
anbAoCTepPoHa (CMMPOHOMAaKTOH™*) MOXeT NpUMeHATbes y AeTen Ha 1 - 3 ¢ XBI1 ¢ TwaTensHbIM KOHTPOeM YpOBHS
Kanus B KpOBM (MO MHCTPYKUMM - NPOTMBOMOKa3aH aetam mnagwe 3 net). Mpu XBI 4 - 5 ¢T ero npumeHeHne He
nokasaHO Wu3-3a BbICOKOTO pucka runepkanuemmn. [1poTMBONOKa3aHO COYETaAHWE CMMPOHOMAKTOHa** C
NMAT®/AHTaroHncTaMmm peLenTopoB aHrMoTeH3unHa .

TvasnaHble anypeTuky (rMapoxnopoTuasng™) npm cepaevyHon HegoCTaTouHOCTM LenecoobpasHo Ha3HavaTb
aetam ¢ XBI1 1 - 3 ct, HK A, ymepeHHON runeprugpartauunent (paspeLueH no MHCTpyKUuMu getam ¢ 3 net). TnasugHble
ONYPETUKM MOTYT MPUMEHATBLCH B codeTaHun ¢ MATI®/AHTaroHMCTbl peuenTopoB aHrmoTeHanHa ll. Tpy cHukeHum
CK® < 30 mn/MuH TUasngHble ANypeTukn HeddEKTUBHbI.

"MeTneBble anypetukn" (dypocemma™™) (kak npaBuno, napeHtepanbHo) nokasaHbl getam ¢ HK 1B - lI,
3a0EepPXKKOW XMOKOCTU, oTekamu Ha nobown ctagum XBI1. C uenblo cKopenwero KynvpoBaHWsi runeprugpataumu,
dypocemMna** MOXeT NpUMeHATbCA Ha AnanuaHow ctagum XBI y 6onbHbIX C OCcTaTovHOW (hyHKUMEN noyek, B
JononHeHue K npoegeHuto nHTeHcusHoro M4 wnu Q. OnvTtenbHbeii npueM cypoceMmmaa™ MoxeT cnpoBoLMpoBaTh
rmnokanmemuio, Kotopas OCOBeHHO HexenaTtenbHa Ha POHE NPYMEHEHNS OUTOKCHMHA™™.

Mpu npumeHeHUn "neTnesbix" U TMA3NOHLIX AUYPETUKOB Y NauneHTa ¢ cepaedHon HefocTaTouYHoCThIo U XBI
criegyeT perynsipHo (He meHee 2-x pa3 B HeAento 40 CTabunmusaumm CoCTOAHUS) KOHTPONMPOBATL YPOBEHb Kanus u
HaTpus B CbIBOPOTKE KPOBU. [py pasBuUTUM rmnoHaTpuemMmny, runokanuemMmny nokasaHa Koppekuus Ao3sbl AnypeTuka
N Ha3HayeHve JoTaumun Kanus nepoparbHO UNU BHYTPUBEHHO.

- PekomeHpgyeTcs ucnone3oBaTtb y nauneHToB ¢ XBI u ¢ HK IIB-IIl cT. npenapatsbl, o6nagatoLwmue MHOTPOMHbIM
OENCTBMEM, NMPU 3HAYUTENBHOM CHWXEHUM COKPaTUTENbHOW CMOCOOHOCTM Muokapaa (dpakuusa seidpoca JDK no
AaHHbIM 3xo-KIT < 40%) B COOTBETCTBMM C KIMHUYECKMMW PEKOMEHZAUMSIMU MO XPOHUYECKON CepaevHon
HegocTaTo4HOCTM Y AeTeln [190].

(YYP C; YOO 5)

KommeHTapui:



JleyeHuve - cm knMHUYeckMe pekomeHaauun "XpoHnyeckasa cepaeyvHas HeJOCTaTOYHOCTb Y AeTen".

AdpeHeprudeckue n godamuHepruyeckne cpeacrsa (HernukoamgHble MHOTPOMHbIE MpenapaTtbl GbICTPOro
aencteus: (Hanpumep, 0OGyTaMnH™ 1 Ap.) UCNONb3YIOT NPU OCTPON AeKOMMeHcaunn KpoBoobpalleHNs ¢ peskum
CHWXeHMeM cepaedHoro BblGpoca, nageHvem A[l. HasHadaioTcs Bpayom-aHECTE3MONoroM-peaHMmMaTorioroMm,
BBOAATCA NyTEM ANUTENBHON MeAneHHON MHAY3MM B YCNOBUAX Nanatbl UHTEHCUBHOW Tepanuu, No4 NoCTOAHHbIM
MOHUTOPHbLIM KOHTponem ALl n QKT

HobyTamuH** cTumynupyeT 6eTai-agpeHopeLenTopbl MMokapaa U Bbi3biBaeT MONOXUTENbHbIA MHOTPOMHbIN
acppexT. YmepeHHo yBenunuuBaeT YCC, yoapHbIi U MUHYTHBIM 06bem cepaua, cHuxkaet OMNCC u cocyguctoe
COMpoTUBMEHME B MaroMm kpyre kpoBoobpalleHus. CuctemHoe ALl CylLleCTBEHHO He MoHwKaeTcs. YBenuumsaet
KOPOHAapHbIA KPOBOTOK, CMOCOBCTBYET ynydlleHU CHabXeHus MuokapAa KUCMOPOAOM, yMeHbLUaeT AaBreHue
HaNOMHEHWUS Xenyao4koB cepaua. APdeKT pa3smBaeTcs yepes 1 - 2 MUH U AOCTUraeT Makcumyma vepes 10 MuH.

Mpu octpon HK gobytamuH™* HasHavaeTca B gosde 5 - 10 mkr/kr/muH. Jobytammn** metabonusnpyetcs B
MeYeHn, yMeHblUeHUA [03bl Y AeTeNn CO CHWXeHWeM yHKuMM noyek He Tpebyetcd. [deTam HasHavaeTcs C
OCTOPOXHOCTbIO, NPU HENPEPLIBHOM MOHUTOPVMPOBAHWUN BUTarbHbIX PYHKUMIA B ycrioBusax OPUT.

3.1.4. MuMHepanbHO-KOCTHbIe HapyweHus npu XbBI

Lenbto Tepanun MKH-XBI aBndetca kak npodunaktvka, Tak U fievYeHne BTOPMYHOIO runepnapartupeosa
(BITIT), npmBogsALWero K HapylleHWsM CTPYKTYPbl KOCTM W TSXenbiM MOCNEACTBUAM CO CTOPOHbl CepaeyHo-
cocygucton cuctembl. Npn 3TomM cnegyeT NOMHUTL O BO3MOXHOCTW PasBUTUS agvHaMuyeckon GonesHu KocTw,
BO3HMKaloLLEeN B pe3ynbTaTe HEKOPPEKTHOro U/Mnmn Ype3MmepHOoro neyveHus rmnepnapaTnpeosa. AgeksaTHas Tepanus
BKIOHMAET KOPPEKLMIO BbICOKOro YPOBHS chocdopa nNpu NogaepaHnM HOpManbHOro YPOBHS KanbLmMs B CbIBOPOTKE
KpoBW, BoCMofHeHne noTpebHocTn ButamuHa D u koppekuus aHomaneHoro yposHs MNTT.

- Pexomenpyetca y naumentoB ¢ XBI 3 - 5[0 ctragum (pexe y naumentoB ¢ XBIl 2 cragum) c
runepdocareMmen NpoBoAMTbL nevyeHne, obecneunBatollee AOCTUXKEHME LieneBoro/HopmarnbHOro yposHs P, B
COOTBETCTBUM C pedpepeHCHbIMM Mpedenamm Ans KOHKpPeTHoW nabopatopum C Uenbilo CHUWXKEHUS PUCKOB
HebnaronpuaTHLIX KNMHUYECKUX nocneacTeun [191].

(YYP C; YOA 5)

KommeHTapwuii: PekomeHgaumsa ocHOBaHa Ha pesynbTatax KpPYrnHbIX MeTaaHann3os BO B3POCNOW Nonynsaumm,
KOTOpble YKa3blBalOT Ha MOBbILIEHWE CMEPTHOCTUM OT CEepAeYHO-COCYOUCTbIX COObITUA NpU  MpeBbILLEHUN
KOHLleHTpauun P CbIBOPOTKU KPOBM Bbllle BEpPXHEW rpaHuubl pedepeHCcHbIX 3HadeHun (> 1,48 mmonbk/n) [192].
CnefnyeT NOMHUTbL O TOM, YTO HOpMarbHbIN YpoBeHb dhocdaTa B CbIBOPOTKE KPOBU BapbupyeT B pasHble nepuoapl
aetcTea (cM. npunoxeHne A3.18): camblil BbICOKUA Yy MNafeHLEeB 0O TpexX MecsLeB, 3aTeM NOCTENEHHO CHMXaeTcs
c poctom pebeHka [193]. na OOCTWXEHMSA LEeNeBoro ypoBHSA ¢hocdarta B CbIBOPOTKE KPOBW CYLLECTBYHOT OBa
OCHOBHbIX MYyTWU: AMEeTUYecKoe orpaHuyeHne docdopa U Ucrnonb3oBaHWe ocdaT-CBA3bIBaOLNX BELLECTB -
lMpenapaTtoB Ana neyeHuns runepkanvemun w runepdocdatemun (docdaT-buHgepos). [Ona onpegeneHus
Hanbonee apHEKTUBHON TAaKTUKM CHXKEHUS YPOBHSA hocdopa criegyeT yunTbiBaTh cneayowee: MyHKLMOHaNbHbIE
BO3MOXHOCTM MOYeK, CnocobHOCTb akckpeuunm P; konmyecTBo P, mocTynawwee C NMTaHMeEM W nekapcTBamu;
Hannune BOH; HeobxoAMMOCTb napeHTepanbHOro MUTaHWs; BbIPAXEHHOCTb MeTabonMyeckoro aungosa;
3hPEKTUBHOCTL NpoLeayp 3aMeCTUTENbHOW MOYeYHOM Tepanuu U BO3MOXHOCTW MHTEHCUdUuKauun guannsHown
Tepanuu; KOHUEeHTpauuio (M3bbITOK unu HegocTaTtok) BuTamuHa D; npaBunbHOCTb npuvema npenapaToB And
cHWxeHusa ypoBHs P (MpenapaToB Ana neveHus runepkanvemum u runepdocdareMmumn); TEXeCTb KIMHUYECKMX
nposisnenunin BITIT n 4yBCTBUTENBHOCTbL KOCTHOM TKaHW K UHTakTHOMY [1TT .

- PekomeHpyetca naumeHtam ¢ XBI1 ymeHbwnTb nuweson docdop Ao BospacTHon Hopmbl (DRI), korga
KoHueHTpauua MTI B cbiIBOPOTKE KPOBUM MNpeBbIaeT Leneson ananasoH ana ctagum Xbl, a yposeHb ocdaTa B
CbIBOPOTKE KPOBW HAXo4WUTCS B npedenax Hopmebl [4].

(YYP C; YAQ 5)

KomMeHTapuit: notpebHocTb B nuuieBoM docdope - B npunoxeHusx A3.8, A3.9, pedepeHcHbIn npeaen
KOHUEeHTpaumm choccopa B CbIBOPOTKE KPOBU - B npunoxeHun A3.18, ueneson ananasoH NI, oocdopa n kanbums
ana ctagun XBIN npeacTtasneH B npunoxenunn A3.19.

Y getewn ¢ nosbiweHuem u MTI, n ypoBHA doccaTa B CbIBOPOTKE KPOBU MULLEBON (DOCHOP AOMKEH ObIThb
JononHuTensHo orpaHnyeH 0o 80% DRI [194] npu coxpaHeHMn agekBaTHOro noTpebnenunst 6enka (CM. NpUnoxeHne
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A3.12, A3.13). Ha doHe runodoccatHOn aneTbl HEOOXOOMM KOHTPOSb YPOBHA dhocdopa B ChIBOPOTKE KPOBU He
pexe, yeM 1 pa3s B 3 mecsua npu XbI1 3 - 4 ctagun n exxemecsadHo npu XbBI1 5 cT.

OrpaHuyeHune ocdopa B NULLIE MOXET NPUBECTU K CHXKEHUIO hocdopa 6e3 npumeHeHUs: npenapaToB AN
neyveHusa runepcoccpatemum (MpenapatoB Ana neyvyeHusa runepkanvemmn un runepdocdatemun). NMomumo
nMLLEBOro opraHnyeckoro gocdopa (6enkvu pacTUTENLHOIO Y XKUBOTHOIO NPOUCXOXAEHNS - Tabnuua B NpunoxeHum
A3.7) He cnepyeT 3abbiBaTb 06 orpaHuyveHun nNoTpebrneHus HeopraHudeckoro docdopa, coaepxallerocs B
nuweBbIx gobdaekax (aHTMokcuaaHTel: E338 - E343, E442, E450 - E452, amynbratopbl: E544 - E545). MNMpoueHT ux
abcopbumm B knweyvHmke coctaensieT 80 - 100%. O6 adhpekTMBHOCTM TaKOro Noaxoda CBMAETENbCTBYIOT AaHHble
Heckonbkux PKW [195, 196, 197]. OpraHuyeckuii poccop Ha pacTUTENbHOM OCHOBE MMEET HU3KY0 BMOJOCTYMHOCTb
20 - 40%, P 1MBOTHOro NnponcxoxaeHus nMmeeT ypoBeHb buogoctynHocTn 40 - 70%.

MpoayKTbl NMUTaHUA C HU3KMM cogepXaHuem doccopa NO3BONAT YAaCTUYHO KOMMEHCUPOBaTb NOTPEOHOCTb
N co3dalT NONOXUTENbHLIN GanaHc docdopa B opraHMame 6e3 3Ha4YUTENbHOro pucka passutuss BOH. lMNpwu
Koppekuun notpebnerHuns nuwesoro docgopa npy XbBI1 3 - 4 ctagum yuntelBaeTCa CTENEHb CHVXXEHUST SKCKpeLnn
docdopa (P) noukamu B 3aBucumocty ot CK®: Ha 30 mr P/cyT Ha kaxable 10 mn/muH/1,73 m2 npn CK® 70 - 40
Mn/mMuH/1,73 M2; Ha 100 Mr P/cyT Ha kaxable 10 mn/muH/1,73 M2 npu CK® < 40 mn/mnH/1,73 m2.

CnepyeT nsberatb CHUXeHNst ypoBHS hocaToB B CbIBOPOTKE KPOBU HIKE PEKOMEHAYEMOro YPOBHS, Tak Kak
rmnodpocatemMmss MOXeET MMETb HeraTUBHbIE NOCNEeACTBMSA AN npouecca MuHepanu3auum KOCTU M JIMHEWHOro
pocTa nauMeHTa, NpMBOANT K 3HaYMTenbHbIM HapyweHnam KOC n ocHoBHoro obmeHa [194, 195, 196, 197].

- PekomeHgyetcsa nauuerHtam ¢ XBI1 3 - 5 ¢T. ymepeHHoe orpaHuyeHmne notpebneHuns cocdopa ¢ nuwien ang
KOHTPONS YpOBHA doochopa B CbIBOPOTKE KpoBwu [4, 110].

(YYP C; YOA 5)

KommeHTapuii: 3 peKkTMBHOCTbL AAHHOIO MOAXO4a noATBepXdeHa MeTa-aHanus3oM paHOOMU3MPOBAHHOrO
KMMHUYECKOro MccrnefoBaHus (B3pocrble nauueHTbl). [oCTOBEPHbIV NONOXAUTENbHBLIA 3hdEKT AOCTUraeTca npu
BbINOMHEHNW PEKOMEHAAUUIA B TEHEHUN MUHUMYM 4-X MecsaueB. Bpay-Hedponor camocToAaTensHO UM COBMECTHO
C Bpa4yoM-AMETONOroM NPefoCTaBNAT MNaUMEHTY U ero poautensmM Heobxoaumble 3HAHUA W HaBbIKM ONS
obecneyeHnst NpaBUIbHOIO NUTaHUS, NPOodUNaKTUKN K NeveHus rmnepdgocgatemun [198, 199, 200, 201, 202].

- PexomeHgyetcs nauveHTam c pgoguanusHon u auvanuadHon ctaguen XBI1 HasHauveHwe npenapatos,
obnagatowmx ocdar-cessbiBaownm acpdekTom - [penapatsl 4N nevyeHns runepkanuemmny n rmnepdocpareMmmm
(dbocpaTt-6mHaepoB), korga oneTnyeckme Mmepbl HEAOCTAaTOYHO AP EKTUBHbBI A KOHTPOSS CbIBOPOTOYHOIO YPOBHSA
docdopa n/unu MNTI [195, 203, 204].

(YYP C; YOO 5)

KomMmeHTapun: YunteiBas, 4to oyHKUmMA [penapatoB Ansa neyYeHns runepkanveMum u runepdocdaremmm
(cbochaT-cBasbiBaOWMX NpenapaTtoB/6MHAEPOB) 3aknio4vaeTca B NpefoTBpalleHnM BcacbiBaHus docdopa ¢
nuen, Bce npenapartbl Ans nedyeHus runepdgocdaremun crnegyeT npuHumath 3a 10 - 15 MUHYT 40 unu Bo Bpems
epnbl (cMm. npunoxeHune A3.21). NMocKkonbKy MX CNOCOOHOCTb CBA3bIBAaThL hocdaTthbl orpaHuyeHa, ecTb HEOOX0ANMMOCTb
cobnogaTtb Takke ANETUYECKNE NPeanMCcaHnst No orpaHUYeHmnio nuLleBoro gocdopa.

CambIMK JOCTYNHLIMW B 3TOW rpynne npenapartoB ABMANTCA npenaparbl kanbuus. NpumeHseTca kapboHaT
Kanbumsa u auetar kanbums (B PO 3apernctpnpoBaHbl kak b1onornyeckm aktmeHble gobaskm) [129].

Mpu HasHavyeHun npenapaToB KanbUusA cnefyet yduTbiBaTbh, YTO O6llee noTpebrneHwe anemeHTapHoro
Kanbuus (BKMOYas NWLLEBOM Kanbuuin) He AormkHO npesbiwatb 200% DRI (cyTovHow notpebHocTu), He 6onee 2500
Mr/CyT. AN NOAPOCTKOB Y MONoAbIX B3pochbix [194].

Mpenapatbl kanbumsa (Kanbuun-cogepxawme docdaT-onHaepbl) He OOIMPKHbI MCMOMb30BaTbCA B KayecTse
MOHOTEpanun y naumeHToB C runepkanbuMemmen. [ina aTon rpynnel NauMeHToB NpegnoyTuTensHel [Npenapathbl Ans
neyeHus runepkanuemmm n runepdgoccdartemmm ("He Kanbuun-cogepxkawime" OuHOepsbl), Hanpumep ceeenamep™*
(HavanbHaa gosa 121 £ 50 wmr/kr/cyt. go 163 X 46 mr/kr/cyT.) (HasHayeHWe B NeaQUaTPUYECKON MpaKTuKe
paspeLleHo B chopme MopoLlKa AN NPUroToBMEHUS CYCNEeH3Un s npuema BHYTPb C Bo3pacTta 6 neT, unu ecnu
nrnowanb nosepxHoctn Tena 6onee 0,75 m2) [205, 342].

Mpenapatbl antoMuUHUA (antoMUHUR-cogepxalune dpocdat-oMHaepbl) He cnegyeT ucnonb3oBatb Npu XbBI1 n3-
32 MX TOKCUMYHOCTW, CBSA3AHHOM C artoMUHMEM, a Takke MOTOMY, YTO LMTpaT Kanbuusi yBenuymBaeT abcopOumio



anomuHus. Mpenapatbl MarHust (ocdaT-6MHAepbl Ha OCHOBE MarHus Takke UMeKT OrpaHWYeHHoe NpUMEHEHUe
U3-3a pucka runepMarHMeMuu, runepkanmeMun u guapeun [204]. MpenapaTtbl NS NeYeHWs runepkanvemMmm u
runepdoctateMun (bocdaTt-buHaepbl, cogepxallme naHTaHa kapGoHaT M npenaparthbl ernesa) 40 HacTOSLLEro
BPEMEHM LUMPOKO He WCMomnb3oBanuck B MNeamaTpuyeckol npaktvke. B HacTosllee Bpemsi npogorkarotcs
MHOrOLIEHTPOBbIE UCCNEAoBaHUS 3TUX Npenaparos.

- Pekomenpgyetca naumeHtam ¢ XBI1 Tepanusa ¢ HasHavyeHus HATMBHOro BuTammHa D u ero aHanoros
(#aprokanbuudepon nnu #xonekanbumdepon**) npu XbI1 2 - 5D cT., korga ypoBHM 25(OH)D B cbiBOPOTKE KPOBU
Hwke 30 Hr/Mn (4o3MpoBKM CM. B npunoxeHun A3.22) [4, 128, 204, 351].

(YYP C; YO 5)

KommeHTapun: [Odeduunt ButammHa D BoisiBngetca y 6GonbwmHctBa geten ¢ XBIM u cnocoberByet
AanbHerwemy nporpeccupoBanuto XbBI. OnpeaeneHne ctatyca ButammHa D (cM. npunoxenune A3.22) n Tepanus
HaTMBHbIM BUTaMMHOM D 1 ero aHanoramu w/unm akTuBHbiMK hopmamm ButammuHa D (cm. npunoxenne A3.23) B
cny4yae ero gecvunta urpatoT BaXHYO posb B ycnexe Tepanun MKH-XBIT.

Tepanna ButammHom D 1 ero aHanoramu pasgeneHa Ha 2 atana: 1- - MHTEHCUBHOE BOCCTaHOBMEHUE
KOHLieHTpauuu ButamuHa D (npogomkntensHocTb A0 3 MecsueB nog koHTponem 25(0OH)D); 2-n - nogaepkusatoLLas
asa. JleyeHne ButammHom D 1 ero aHanoramu crniegyeT NpekpaTuTb UM YMEHbLUNTL A03Y, KOrga KOHUEHTpauus
25(0OH)D npesbiwaeT 48 - 50 Hr/mMn) n/vunn B criydae runepkanbuueMmm.

- PexomeHayeTca y nauneHToB ¢ XbI1 3 - 5D cT. n npusHakamu BITIT koppekTupoBaTb HE4OCTAaTOMHOCTb MIn
aeduumt 25(0OH)D B KpoBU HasHavYeHneM #xonekanbuudepona™ 4o HasHaYeHUst akTUBHbIX popM BUTamuHa D u
ero aHanoros (anbakansungon**, #kanbumtpuon™*) (npumeHsetcs y getern ¢ 10 neT B OCHOBHOM NpW NOY€4HO-
NneyeHOYHON HeJOCTaTOYHOCTM B HavanbHoM fo3se 1 Mkr x 3 pasa B Hefento, 3ateM o3a noebiwaetcsa Ha 0,5 mkr,
ecnu ypoBeHb hocdopa B KPOBM U Kanbuus B KpOBU MeHee 6,5 1 10 MKr/an COOTBETCTBEHHO, Aanee - eXXegHEeBHO
0.45 £ 0.15 mkr unm 15,1 Hr 3.5 Hr/kr), napukanbumTon** (kancynbl ans aeten ¢ 10 net Ana NpoduUNakTUKK 1
neyveHus BTOPUYHOTO runepnapaTtnpeosa, passuatoLlerocst npn XbIM 3 u 4 ctagun. XpoHnyeckas 60mnesHb Noyek 5
cTagun) ¢ uenblo CHWXKeHMsA nHTaktHoro MTI [129, 223, 352, 353].

(YYP A; YAN 2)

KommeHTapun: ®nsmnonormyeckon OCHOBOW ANs1 MCMNONb30BaHWs #konekanbumdepona** Ha nepBom artane
koppekuun BITT (unmn B coveTaHum ¢ akTuBHbIMKM chopmamu ButamuHa D 1 ero aHanoroB) siBnaetcs ero 1-anbda-
rMOpPOKCUNasHas akTUBHOCTb B SKCTPApeHalbHbIX KNeTkax, 4YTO [aeT BO3MOXHOCTb nepudepuyeckoro
npespauwerHus 25(0OH)D B kanbuuTpuon. lNpumeHeHne #konekansuundepona*™ cHwxaeT ypoBeHb UITI npwu
He3Ha4yMTenNbHOM N3MEHEHUM YPOBHS Kanbums n doocdopa B CbIBOPOTKE KPOBMU.

CnepyeT npoBOAMTb 3HTepanbHyk gotauuto ButamuHa D y petent ¢ XBI B 3aBUCMMOCTU OT CTENEHU
aeduumta ceiBopoToyHoro 25(0OH)D: npu Taxenom geduunte ButammHa D (MeHee 5 Hr/mn) - gosa ButamuHa D
8000 ME/cyT 4 Hepenu, 3atem 4000 ME/cyT B TeueHue 2 mecsaues. Npu gedpuunte sutamuda D 5 - 15 nr/mn - gosa
ButammHa D 4000 ME/cyT 3 mecsaua. MNpu yposHe cbiBopoTouHoro 25(0OH)D (16 - 30 Hr/mn) - nosa sutamuHa D 2000
ME exepgHeBHO He MeHee 3 MecsueB. [locrne onpegeneHusa KoHueHTpauuu ButammHa D (B AuvHamuke) -
onpeaeneHne TakTUKN ganbHenwen koppekummn gecdpmuunta sutammida D (npunoxeHue A3.22) [4].

Ona koppekuun BITIT npu HepoctatouHoctn (20 - 29 Hr/mn) n pedpuumte (< 20 Hr/mn) ButamuHa D
HeobxooumMo aocTtmkeHne koHueHTpaumm 30 - 50 Hr/mn [209]. JleyeHne konekanbumdeponom™™ crnegyet
npekpaTutb, ecnu koHueHTpauma 25(OH)D B cbiBopoTke npeBbiwaeT > 50 Hr/Mn u/wnwn, korga ypoBeHb obLero
Kanbuusa B cbiBopoTke npesbiwaeT 10,5 mr/gn (2,62 mmonk/n).

KoadbumumeHTbl nepeBoga eonHUL, M3MEPEHUst U3 METPUYECKOW CUCTEMbl B MEXOYHapOOHYI CUCTEMY
egunny (CW) - B npunoxenun A 3.14.

- Pexomenpayetcs naunerHtam ¢ XbI1 3 - 5D ctagmm ¢ yposHeM UlMTT Bbiwwe LeneBblX 3HA4YEHUN 1 HOpManbHOW
koHLeHTpauuen 25(0OH)D n npun oTCyTCTBMM NPOTMBOMNOKa3aHU ¢ Lernbio koppekumm BIMTIT HasHaunTb cTapToBylo
Tepanuio akTUBHbIMK MeTabonutamu BuTamuHa D u ero aHanoramu (anbdakanbungonom™* (pexmm o3npoBaHus B
COOTBETCTBMMU C UHCTPYKUMEN), #KkanbLmTpuonom™™ (oetam ¢ maccoun tena < 10 kr - 0,05 Mkr Yepes AeHb, C Maccon
Tena 10 - 20 kr - 0,1 - 0.15 mMKkr exxegHeBHO, ¢ Maccown Tena > 20 kr - 0,25 mkr exxegHeBHO [129].

(YYP C; YOO 5)
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- #napukanbumTtonom™* (off label go 18 net B BMae pactBopa Ansa BHyTpUBEHHOro BBeaeHus n go 10 net B
nekapcteeHHon copme kancynbl). Kancynbl - HasHadvatoTea getsam ¢ 10 net ¢ XBIM 3 - 4 cT: - ctapToBas gosa 1
MKr/cyT. 3 pa3a B Hefeno, HO He valle, YeM 1 pas B 2 gHA). [lo3a nogbupaetcs nHAMBUAYyanbHO C y4eTOM YPOBHS
ulTl (ueneson yposeHb UIMTI ans pgeten ¢ XBI1 3 ¢1. 35 - 69 nr/mn, ¢ XBIN 4 cT. 70 - 110 nr/mn), CbIBOPOTOYHbIX
KOHLleHTpauun kanbuus n docgopa [210]. BHyTpMBEHHO #napukanbuMTon** BBOAUTCA TONbKO nauneHtam ¢ XbI1
5D cT. nocne npoBeaeHus ceaHca 'l no »u3HeHHbIM nokasaHusam (off label) B ctapToBoi gose 0,04 mkr/kr, ecnu
NCXOAHLIN YPOBEHb MapaTMpeougHoro ropmoHa B kpoBu < 500 Hr/nm vnum 0,08 MKI/Kr, ecnm MCXOOHbIA YPOBEHb
napaTMpeongHoro ropmoHa B kpoeu > 500 Hr/n. Jo3y yBenunuueaoT Ha 0,04 MKr/kr kaxgble 2 Hegenu go Tex nop,
noka ypoBeHb - [Tl He cHu3uncsa Ha 30% No CpaBHEHMIO C UCXOAHBIM UMW A0 OOCTUXKEHUS YPOBHS kanbuus 6onee
11 mr/gn (> 2,74 mmonb/n) unu kanbuuii-gpocdopHoe npounsseneHue (Ca x P) 6onee 75 mré/an? (> 6,04 mmonb?/n?)
[206].

(YYP C; YA[ 5)

KommeHTapuit: JleyeHne ykasaHHbiMM npenapatamu npu XBI1 3 - 5D ctagmn, cBA3aHO CO CHWXEHWEM
daTanbHbIX KapAMOBaCKyNspHbIX cobbiTui [211, 212, 213, 214, 215]. JleyeHne nobbIM N3 yKazaHHbIX NpenapaTos
CONpsbKeHO ¢ bornee N3BeCTHLIMU PUCKaMK Pa3BUTUS rMNepKanbLmMemMun, Y4To crneayeT yunTbiBaTb Npy Bolbope aTnx
npenapaToB (He HasHayaTb NPV rMnNepkanbuMemMun) U Npu MOHWUTOpUpoBaHMK addekTa Tepanuu. B uenom,
#napvkanbumTon™* n #KanbUUTPUON™™ HE UMEIOT CYLLECTBEHHbIX PasnuMyni No BANSHUIO Ha KOHUeHTpauuu Ca, P,
akTMBHOCTb LL®P, HexxenaTenbHbIX ABMEHWI (MCCneaoBaHns NPOBOAUINUCE Y B3POCTIbIX NALMEHTOB Ha guanuse [216,
217, 218].

AkTuBHbIE hopMbl BUTamuHa D n ero aHanorun (#kanbuutpmon™* (aetam ¢ maccow tena < 10 kr - 0,05 mkr
yepes aeHb, ¢ maccon Tena 10 - 20 kr - 0,1 - 0,15 mKr exxegHeBHO, ¢ mMaccon Tena > 20 kr - 0,25 Mkr exxegHeEBHO
[129], anbdakanbumaon™), cnegyet BBOAUTb, Korga yposeHb [T npeBbiaeT uenesoe 3Ha4YeHWe, a YpOBEHb
25(0OH)D B cbiBopoTke npeBbiwaeT 30 Hr/mm, Npu OTCYTCTBUM runepkanbunemmn n runepdocaremmmn [206].
AKTMBHbIE (hopMbl BUTammHa D n ero aHanoroB gokasanu cBor 3(peKkTUBHOCTb B KOHTpone yposHsa Tl Het
00BEKTUBHBIX 4OKa3aTenNbCTB, NoATBEPXAaLWMX BbIBOp 04HOro 13 apyrmux. ECTb ykasaHus, 4to 6onee cenekTMBHble
npenapaTbl BuTammHa D 1 ero aHanoros (anbakanbungon™) a Tawke #napukanbumton*™ (NpoTMBONOKa3aH no
UHcTtpykumm getam go 10 neT B nekapcTBeHHOM dhopme kancynbl 1 Ao 18 neT B Buae pactsopa Ans BHYTPUBEHHOIO
BBeAeHWs) 0ObluHO NpeanoYTUTENbHbI AN NauueHToB C rmnepkanbuuemuen Ha oHe npuema #kanbumTprona™™.
CnepyeT vcnonb3oBaTb Camylo HU3KYHO [03Y ANA OOCTWXKEHWs ueneBblX KoHueHTpauwni ullTl v nogaepkaHus
Hopmokanbunemuwn. MNMocne Havana Tepanuy YpoBHM KanbLmnsa 1 doocdopa B CbIBOPOTKE CrieayeT U3mMepsaTb He pexe
ogHoro pasa B Mecsl (nepsble 3 MecsAua), Janee - He pexe OJHOro pasa B Tpu Mecsaua. [JocTmwkeHne LeneBoro
3HadyeHua un [T B cbiBopoTke kKpoBu peter ¢ MKH-XBIT aBnsetca oaMH M3 OCHOBHLIX HarnpasfeHui B
KOHcepBaTuBHON Tepanuun XbBIT.

TepaneBTnYecKkUn anropuTM, OMUCaHHbLIN Bblle (OrpaHudeHne nuwesoro docdopa, lNpenapatbl Ans
neyeHus runepkanuemunn u runepdgocdaremun (pocdart-bmHaepsl), npenapatbl kanbuusa a Tawke ButammHa D u
ero aHanoros, #napukanbLuTona**) He Bcerga aeKkTUBEH ANA CHWXeHUs KoHueHTpauun ullTl. Y oTaenbHbIX
naumeHToB CO CTOMKUM runeprnapaTmpeosoM, crnegyeT paccMOTpeTb BO3MOXHOCTb MNPUMEHEHUS NPOYMX
npenapaToB, cHukatowmux ypoBeHb UIMTI . #LUnHakanbuet™* (off label B geTckoM Bo3pacTe; HebonbLIOe KONMYecTBO
nccnegoBaHUN nokasblBalT aP@EKTUBHOCTbL Npenaparta y AeTel; B pasnuyHbIX UCCrefoBaHUsX NPUMEHSANUCH
cnegywowme fosbl #umHakansueta™: uHuumaums - 0,18 - 0,5 mr/kr/cyT., makcumaneHble 0,25 - 4,2 MmK/Kr/cyT.).
#LMHakanbLeT** yBennunBaeT YyBCTBUTENbHOCTb KarnbLUWA-peLEnTOPOB NapalimMTOBUAHON Xenesbl, YTO NpuBoanT
K nogasneHuio cekpeumu MNTI. Y geten onbIT NnpuMeHeHWs1 Npenapara eLle HEBErWK, HO UMeIoLLMecs yXXe faHHble
CBUOETENbCTBYIOT O ero aPeKTMBHOCTU B CHUXEHUM ypoBHA MNTI. OgHako, pyUck pasBuTMS rvnokansuMeMmn Ha
¢oHe Tepanuu #unHakanbLeToM** TpebyeT NpoaoImKeHme uccnegosaHmsa 6esonacHoCcTu npenapara [219, 354].

- PexomeHpyetca y nauueHtoB ¢ XBI1 u3beratb ypoBHsa MIITI HWXe LeneBoro Auana3oHa C Lenbio
NPoMNaKkTUKN pa3BUTUS agmHamMmmyeckorn 6onesHmn koctu [220, 221].

(YYP C; YOO 5)

KommenTapui: Huskme ypoBHuu wlMTI (Hmxke "ueneBoro ypoBHS") B CbIBOPOTKE KPOBM MOTYT MPUBECTU K
pasBUTHIO aanHaMmM4eckon 6one3HN KOCTK, KOTopas pa3BMBaETCS M3-3a YTHETEHWNSI OCTEOKITACTOB M OCTe00acTos.,
CHWXXEHMS CKOpOCTM obpasoBaHus ocTeonaa. AouHaMmmyeckas 6one3Hb MOXET NPUBECTU K AU Y3HOMY CHIDKEHNIO
MUHepanusauumm, kansumdukaLnum coCydoB, BbIpaXeHHOW 3adepXke pocTa, naTonornyeckum nepenomam. pu
agMHaMunyeckor 6onesHun koctn yposeHb UITI HUXe LeneBoro, HopmarbHasi akTuBHocTb LD, Ca u P HopmanbHble



unu nosbiweHbl. OCHOBHLIMW Ne4YEOHBIMM MEPOMNPUATUSMU SBNAIOTCA CHWDKEHME A03bl NN OTMEHa BuTammHa D u
€ro aHanoroe Ao Hopmanusaumm ypoBHst UITI. Bo3MOXHO npumMeHeHue #xkanbumtpuona** no 35 Hr/kr 2 p./Hep.
[222]. HavyanbHasa gosa #kanbunTpuona** Bo BpeMs NpepbIBUCTON Tepanuu #KkanbumTpunonom** cocraensana 1,0 Mkr
3 pa3a B Hegento, 003y yBenuumeanu Ha 0,5 Mkr, ecnu ypoBHU chocdopa U KanbLUusa B CbiIBOPOTKE Obinn HUXe 6,5
mr/an (2,09 mmone/n) n 10 mr/an (2,5 Mmonb/n) cooTBETCTBEHHO [223].

- Pekomenpgyetca naumeHtam ¢ XBI1 5D koHcepBaTMBHble METOAbl NEeYeHWs coveTaTb C MOBbILLEHUEM
anuMunHauum docdopa 3a cYeT yBENMMYEHUSA ONIMTENBHOCTU /MW YacToThbl Npoueayp 3aMecTUTENbLHON NOYEYHON
Tepanuu (remogvanua, NepuToHearnbHbIn Ananu3a) ¢ Lenblo JOCTWKEHMS LIeneBoro ypoBHa P 1 MuHMMuM3aumm
KonuyecTtBa npenapaToB Ans nevexus runepdocgartemmm [191].

(YYP C; YO 5)

KommeHTapuii: Y nauyueHtoB ¢ XBI1 5[ cT. guanu3 nmeeT rnaBHoOe 3Ha4YeHWe B KOHTPOSE KOHLEHTpauum
docdopa B cbiBOpoTKe KpoBHM (ViccregoBaHue ypoBHsSi HeopraHuyeckoro gocdopa B kKposw). lNocne ctangapTHOro
4-yacoBoro [l konuyecTBO BbIBEAEHHOrO M3 oOpraHm3aMa doccopa MOYTM COOTBETCTBYET €ro CYTOYHOMY
notpebnexHnio ¢ nuwen. BbiBegeHue docdopa nocpeacTBOM METOAOB 3aMEeCTUMTENbHOM MOYeYHOW Tepanuu
CYLLECTBEHHO AN HOpManusauuu KOHUeHTpauum cocdopa B KPOBW M ONA KOHTPONS Meperpysku opraHvuama
docatamu. YBennueHne WHTEHCMBHOCTM Auanusa (B 6onblieri CTeneHu 3a CYeT ero npoAOIPKUTENbHOCTM)
SIBNAETCA OCHOBHbIM LUAroM B KOPpEKUMM runepdocharemmm y nauueHToB, 3aBUCUMMbIX OT 3aMeCTUTENbHON
noyeyHoun Tepanuu [224, 225, 226].

- He pekomeHayeTca pyTUHHOE Ha3HavyeHne npenapaToB AN neyYeHns runepkanemMmn n runepdoccharemmm
y naumeHtoB ¢ MKH-XBI1 Tak kak B OGONbLUMHCTBE Cry4aeB [OOCTAaTOMHO a[deKBaTHOM KOMMNEHcauuu
HeMeAnKamMeHTO3HbIMM MeTogamu [227].

(YYP C; YOA 5)

KommeHTapui: HeuenecoobpasHO LIMPOKOE MNPUMMEHEHME pPasfnuyHbIX Pynn npenapatoB Ans NeyeHus
rmnepkanuemun n runepdocdartemmm y naumeHtoB XbBI1 3 - 5 ctagun. NepBbiM 3Tanom cnegyeT UCNofnb3oBaTh BCe
BO3MOXXHOCTU HeMeOMKaMEeHTO3HOW Koppekuun (agekBaTHas AueTa, [03UMpOBaHHble U3MYeCcKne Harpysku,
HenpepbIBHbIA KOHTPOMb 3a nporpeccupoBaHvem XBI1). OrpaHuveHve npyvMeHeHWs npenapaTtoB ONS JleYeHus
rmnepkanuemmn 1 runepdocdaremmn,  CoaepKalimx — KanbUuW, NPOAMKTOBAHO MPeACTaBneHusMn O
HebnaronpuATHbLIX NOCNEeACTBUSAX Neperpyskn KanbumMeM B OTHOLLEHUN MeTabonnama KOCTHOW TKaHu U cepaeyHo-
COCYANCTON CUCTEMbI, BbICOKOIrO pucka kanbumdunakcum [192]. Bonpoc 6e3onacHoCTM npenapaToB AN neyYeHus
runepkanuemumn n runepdocdatemmm npun MKH-XBIT ocTtaeTcs He BnonHe onpegeneHHbIM, YTO He Mos3sonser
pekoMeHAoBaTh LWMPOKOE NPUMEHEHNe npenapaTos, KOPPUTMPYIOLLNX YpoBeHb dhocdopa B PYTUHHOW npakTuke. B
Cryyae BbICOKOrO pucka MporpeccupoBaHus kanbumdukaumm n BO3HUKHOBEHUS CEpAEYHO-COCYANCTbIX COBbITUI
npMMeHeHve npenapaToB AN NevYeHns runepkanmemmn n runepdocdaremMmn, He coaepallmx B CBOEM COCTaBe
Kanbuui, bonee onpaesaaHo [228, 229].

- PekomeHayeTca naumeHtam ¢ MKH-XBIT MeankaMeHTO3HOE neyeHune runepcocdaremMmnn npenaparamu, He
cofepxalmmMm Kanbuuin, npu cTorkon runepdocdaTtemMmmn Npu HEBO3MOXHOCTU UMW HEaAeKBaTHOCTM ANETUYECKOM
Koppekuun docdopa 1 Npu HopMarbHOM UIN MOBbILLEHHOM YPOBHE KarnbLuS B CbIBOPOTKE KPOBU [227].

(YYP C; YA 5)

KommeHTapwuii: pyu npumeHeHuM npenapaToB-OMHAEPOB Ans fedeHus runepdocdateMmn KuweyHas
abcopbuns P cHmxaeTcs He Gonee yem Ha 200 - 300 mr/cyTku, 4TOo He obecneuymBaeT HeWTpanbHbI BanaHc
docdopa 6e3 orpaHuyeHns ero B gnete n aNUMUHaL MU NpU NPOBEAEHUN 3aMECTUTENbHOW NOYEYHON Tepanuun y
naunenTos ¢ XBI1 5 cT.

- PekomeHgyeTcsa y naumeHToB ¢ goananuaHon ctagnen XbI cumTtaTb LenesbiMU 3Ha4YEHUS LMPKYNNPYLoLLEero
WHTaKTHOro napatmpeonaHoro ropmoHa B npegenax go 50%-ro npeBbllLleHUa BepXHen rpaHuLbl Hopmel (Hopma 10
- 65 nr/mn) ¢ uenbl OLEHKN PUCKOB pPas3BUTUS U nporpeccupoBaHusa ocnoxHeHuin MKH-XBI 1 cBoeBpeMeHHon
TepaneBTMYeCKOW koppekummn [233, 234, 235, 236].

(YYP C; YAQ 5)

KommeHTapuii: B psae koropTHbIX UCCrieaoBaHuin NPOAEMOHCTPMPOBAHO, YTO noBbiweHue UIMTI Bbiwe HOpMbI
y nauuneHToB ¢ XBI1 3 - 5 cT., cBsA3aHO ¢ pUckamun HebnaronpuaTHbIX cobbITMIA. Mpu NnocTosaHHOM npupocTte MIMTI >
2-X HOPM LenecoobpasHO HauYMHaTb KOPPUTMPYHOLLYID MeTabonMyeckyo Tepanuio.



- PexomeHayeTcsa y nauneHTtoB ¢ XBI1 5D cT1. nposoautb nedeHune BITIT npu cTorikom 6onee 4yem 4-kpaTtHoMm
NOBbILLIEHUWN KOHUeHTpaumn UIMTE (> 260 - 300 nr/mn) ¢ uenblo JOCTMKEHMS LieneBbiX KoHUeHTpauwun ulTI gnsa aton
KaTeropum nauMeHToB (B MHTepBare 2 - 4-X KpaTHOro npeBblleHnst BepxHew rpannubl Hopmbl (130 - 260 nr/mn)) ans
npeaynpexaeHnst KNnMHu4eckmux ocnoxxHeHnn BITIT n cHxkeHnsa pucka atanbHbix cobbiTui [227, 230, 231].

(YYP C; YA[ 5)

KommeHTapuii: B umTupyemom wmccnefoBaHuvM NPOAEMOHCTPUPOBaHa TEHAEHUUS K YBENUYEHWIO PUCKOB
daTanbHbIX COObLITUI NpY yBENMYeHUU KoHLeHTpauun ulTI B guanasoHe 250 - 600 nr/mn. Bo Bcex aHanuanpyembIx
nccneaoBaHUAX MakCumarbHble pUCKM cmepTu oTMedeHbl npu ulTl > 600 nr/mn. Takum o6pasomM, o4eBUAHO, YTO
neyeHue BITIT cnegyet HaunHaTb Npy cTomkom nosbiweHun UMTE > 250 - 300 nr/mn, cTapasdck npeaynpeavTb ero
noBbILLEHWe A0 YpoBHs > 600 nr/mn.

CyllecTBeHHasa gond cnydaeB 3ano3garnoro HasHayeHus Tepanuu nNpu OpUeHTUPOBKE Ha Bomnee WMpOoKuin
ananasoH HopMbl (0+T 2 0o 9 HopM no pekomeHaaumsm KDIGO) cesizaHa ¢ 6onee Bbipa)XXeHHbIMW OCIOXHEHUSIMU
BITIT 1 noBbilUEHNEM CMEPTHOCTM, @ TaKKEe CHWKEHMEM OTBETa Ha Tepanuio K3-3a HeobpaTUMbIX M3MEHEHWUN
OKOJOLLMTOBMAOHbIX Xenes [237, 238].

- PekomeHayeTtcsa y naumeHTtoB ¢ XbI1 5D cT. ¢ runepkanbuMemMuen NpoBoauTb neveHne, HanpasneHHoe Ha
OOCTWXKEHWE HOpPMarbHOIO YpPOBHSA o0OWero u wnoHusmpoBaHHoro Ca B KpPOBW, ANS CHUWXEHUS PUCKOB
HebnaronpuaTHbIX COOBITMI. Y NauMeHTOB, MOMy4YalLWUX 3aMeCcTUTENbHYI0 MOYEYHYH Tepanui ecTb
OOMOSHUTENbHAsA BO3MOXHOCTb KOPPEKUUW TMnepKanbLuMeMmn ¢ NpUMMEHEHWEM ONanu3HbiX pacTBOPOB C HU3KUM
cogepkaHmem Kanbuus [35].

(YYP C; YOA 5)

KommeHTapuii: HeobxoanmocTb KOppekumu rmnepkanbuneMmmm obycrnoBneHa CywecTBeHHbIM MOBbILeHNeM
pUCKOB dpaTarnbHbIX COObITUIA.

- PexomeHayetca y naumeHtoB ¢ XBI1 3-5D cT. ¢ runokansuneMmen NpoBoANTb €€ KOPPEKLMIO TONbKO Npu
HanMuYnM KIMHNYECKNX CMMMNTOMOB, CBSA3a@HHbIX CO CHWKEHWEM YPOBHS OOLLEro kambums B KPOBW AN CHMDKEHUS
pycka HebnaronpuATHbLIX KNMHUYECKUX NOCneacTBuin. He pekomeHayeTcsi npoBoAnTb Tepanvio 6eccMMnTOMHON
rmnokansunemun [35].

(YYP C; YA[, 5)

KommeHTapun: Jlerkas runokanbumemmnsa npu XbBIM 3-5D ctagumn vawe GeccMmnTOMHasi, He CBsid3aHa C
MOBbILLIEHHBIMU pUCKaMU haTanbHbIX MCXOO0B U aCCOLUMMPOBAHa CO CHMKeHueM obLern cmepTHocTu [239]. CnegyeT
MPOBECTM NeYeHue, HanpaBfeHHOE Ha KOPPEKUUIO BbIPAXEHHOW W CMMMTOMAaTMYECKOW runokanbumemun ans
npegoTBpalleHns HebnaronpuaTHbIX nocneacTeui (nporpeccupoBaHusa BITIT u octeoguctpodun, HapyLieHUs
BHYTpPUCepAeYHOM NnpoBognmocTu/yBennyeHne nHtepsana QTc).

- PekomeHayetca y nauymeHTtoB ¢ XBI1 5D cT. ¢ nepcuctupytowmum yposHem ullTl > 600 nr/mn Ha doHe
KOMMNIEKCHON  MeOWKaMEeHTO3HOW  Tepanuu B COYETaHWUM C  runepkanbuemuen,  Kanbuudunaxkcuen,
runepdoctaremmen, passutneM (UOPO3HOrO OCTenTa, BHECKENeTHOM Kanbuudukaumenh BbINOMHEHWe
napaTMpeonaaKTOMMU C LENbIO CHMXKEHUSA pucka paTanbHbIX COObITUIA 1 yNydLLEeHNs BbbKuBaemMocTn [232].

(YYP C; YOO 4)

KommeHTapuii: Cnefyet OTMETUTb, YTO AaHHAs KMMHUYECKasi CMTyauusl KpaHe peakas B neanaTpuyeckon
npakTuke. B HabntogaTensbHbix nccnegoaHusax (okono 25000 naumenToB XBI1 ¢ BITIT, B3pocnas koropta) nokasaHo
CYLLIECTBEHHOE CHWXEHMEe CMEePTHOCTM nocne napatupeonaaktomun (Ha 30%) B cpaBHEHUN C MEANKAMEHTO3HOM
Tepanuew, BKIYas npodne npenapartbl, perynupytoiime pocdhopHo-kanbumesbin obmeH [240, 241].

- PexomeHagyeTca naumeHtam ¢ XBI1 nocne TpaHcnnaHTauuMy MoYkn paccMOTpeTb BO3MOXHOCTb flevyeHus
BuTaMmmHoMm D 1 ero aHanoramu (Hanpumep, #kanbuntpuonom™* (oetsam ¢ maccow tena < 10 kr - 0,05 mkr yepes
OeHb, ¢ maccown tena 10 - 20 kr - 0,1 - 0,15 mkr exxegHeBHO, ¢ Maccou Tena > 20 kr - 0,25 Mkr exxegHeBHO [129] nnn
#anbdakanbumgonom™** 0,25 MKr/cyT. nepoparnbHo [242]).

(YYP C; YAQ 5)



KommeHnTapuii: Y naumeHTtoB ¢ XBI1 npopomkeHue koppekuun MKH-XBIT nog KOHTponem OCHOBHbIX
ornoxmmmnyeckux napameTpoB (MccnepgoBaHMe YpOBHSA 06OWero kambums B KpoBu, MccnepoBaHne YpOBHSA
HeopraHudeckoro docdopa B kposu, OnpeaeneHne akTMBHOCTU LerovHon docdaTasbl B kpoBu, MccnegosaHue
YPOBHSA MNapatvpeougHoro ropmoHa B Kposu, Wccneposanume ypoBHs 25-OH ButamumHa [0 B kpoBW) nocrne
NpoBeAEeHHOWN TpaHCNMaHTauum noYkM HeobXoauMO Kak MUHUMYM B TedeHne 12 mecsaueB. HepoctaTtouHO AaHHbIX
AN HasHayeHusa nedeHust cnycta 12 mecauesB nocne TpaHcnnaHTauuu nodku. besonacHocTb #aeHocymaba™,
BudocdoHaToB ocTaeTca obnacTbto uccnegoBaHui [243, 244].

- He pekomeHpyeTca pyTMHHOE nNpoBeAEHVME pagukanbHOM OpTOoneau4ecKorW KOppeKuun nauMeHTOB COo
ccopmMumpoBaHHbLIMK gedopmaumsmmn kocten y getenr ¢ XbBIT oo Hopmanusaumm GUOXMMUYECKMX MapaMeTpoB,
XapakTepusyLLMX MMHepanuaaumno KOCTHOM TkaHu [220, 221].

(YYP C; YO 5)

KomMmeHTapui: He cneflyeT NpoBOAUTbL paavKarnbHYy0 OpTONeaUYEeCcKyo KOPPEKLMIO B paHHEM nepuoae nocne
NnpoBeAeHUs TpaHCMMaHTauMM Mnovkn y aeten ¢ anutenbHbiM 3atanoM MKH (nepenombl, noxHble cycTasbl,
nocneacteust  anuu3MonM3oB, 3HauUTenbHas gedopmaums  ANWHHBIX — TpyByaTbiX KOCTEW HOr) npu
ananunasasucumon XbBI.

OnNuTenbHO COXpaHSAIOWMECS HapyLeHUs KOCTHOW MAOTHOCTM Yy pebeHka ¢ dyHKUUOHMPYHOLLMM
TPaHCMMaHTaTOM W  HEKOMMEHCUPOBaHHbIMKW  Buoxumudeckumn  nokasatenamu  MKH-XBI  npuBogaTt «k
HeGnaronpuMaTHOMY pe3ynbTaTy OnepaTUBHOIO feYeHMs.

- PekomeHayeTcst nocunbHas gusmyeckasi akTMBHOCTb naumeHtam ¢ XBI1 B cBSA3M ¢ ee NONOXUTENbHbLIM
ahbbeKkToM Ha KOCTHYIO TkaHb [6, 110, 245].

(YYP C; YA[ 5)

KommeHTapwuii: lMpumeHnsiloTca: nedyebHas u3KynbTypa, HOLIEHMEe OpTe30B, O3[40POBUTESbHBLIN Maccax,
nnaeaHue) n MeTabonuyeckas KOppeKkLnsi No NoKasaHusM.

,D,aHHbIe MeponpuaTnda NnpoBoaATCA, B TOM Hucne, B Te4eHne 2 - 3 net nocne TpaHCcnnaHTaunm noYKkun.

3710 obGecneuynBaeT HOpmManum3auuto MMHepaﬂbHOVI NIOTHOCTU KOCTU W 6J'IaFOI'IpVI9|THbIl7I OTAaNeHHbIN
pe3ynbTaTt OI'IepaTl/IBHOVI OpTOI'Ie,EI,I/I‘-IeCK017I KOppeKuunn. Heobxognmo npoeegeHne AONOJIHNTENbHOIO
MHOroueHTpoBOro nccregoBaHua MI/IHepaJ'IbHOI7I NIIOTHOCTN KOCTHOW TKaHW Yy neten nocne TpaHCcnaHTaunny no4Yku
B paHHEM 1 oTganeHHoOM nepuoge.

BasoBble PekomeHgauun KDIGO/2017 gna Bpadven-Hedponoros M cneumanuctoB Apyrux npodunen,
OCyLLEeCTBNAKOLWMX HabnogeHue n nedvexve nauneHtoB ¢ MKH-XBI, npeactaBnaiT NpakTMYeCcKUn MHCTPYMEHT AN
OOBEKTUBHOCTU MPUHATUSA KIMMHUYECKUX PELLUEHUA W OKa3aHWsl BbICOKOKAYECTBEHHOW MOMOLWM. BonbLMHCTBO
pekoMeHaauu pyKoBOACTBA HaXOAATCA Ha ypoBHe "Mbl npeanaraem" n noATsBepXaarTcs "HU3KMM" YpOBHEM
JoKasaTenbHOCTU. OTO Npexae BCEro noavyepknBaeT Hamnmyme noTeHunanbHbIX BaXHbIX NPobnemM 1 BO3MOXHOCTU
novcka nyTen ansa ux peLieHus.

3.1.5. Tepanusa npu 3agepxke pocta y geteu ¢ XbI1

Tepanua 3agepxkn pocta y nauueHTtoB ¢ XbBI1 cknagbiBaeTcsa M3 KOppeKkuun HapyLleHud nutaHus,
meTabonmyeckoro aumaosa, aHeMun, MUHEPano-KOCTHbIX HapyLleHuin, obecnedyeHns agekBaTHOM OO3bl Auanu3a u
rnie4yeHns comatponuHom™*. MNpexae Yem paccMmaTpuBaTb Tepanuio CoOMaTpOnMHOM™, HeO6XOOMMO OLEHUTb POIb
BCEX MepeyncrieHHbIX Bbllle hakTopoB, OrpaHuYMBaloOLMX POCT, KOTOPbIE OOMXKHbLI MoABepraTbCa afeKkBaTHOMY
KOHTPOMIO.

- PekomeHayeTtca naumeHTam ¢ XbI1 nepeq Hayanom Tepanmm COMaTponuMHOM™* onpeaennTb CKOPOCTb pocTa
C pac4yeToOM Kak MMHUMYM 3a 6 MecsLeB, CpaBHUBAsi POCT U CKOPOCTb POCTa CO CTaHAAPTM3UPOBaHHbIMU rpadoukamm
pocTta. [ns oueHKM 1 BbISIBNEHUS (DaKTOPOB, OrpaHNYMBAaIOLLMX POCT, UCCNEeAoBaHNE YPOBHSA kpeaTuHuHa, pCKO,
MOYEBMHbI, anbbymMuHa, OOLEero U WMOHU3NPOBAHHONO KamnbUus, HeopraHumyeckoro docdopa, onpeaeneHue
aKTMBHOCTM LWeNoYHON chocdaTtasbl B kpoBu, bukapboHaT (MiccrnegoBaHue ypoBHS GydepHbIX BELLECTB B KPOBU),
nccrnegoBaHne YpoBHS MapaTMpeonaHoro ropmoHa, 25-OH sutamumia [, MHcynmHonogo6bHoro poctosoro doakropa |
B kpoBu (NPP-1), ypoBHSA rMoKo3bl B KPOBW, MMMKMPOBAHHOIO reMornobrnHa B KpOBW, KOHUEHTpaLMo rOPMOHOB,
XapakTepusyLwwmx OYyHKUUI0 LWUTOBUAHOM Xenesbl (MccrefoBaHue YPOBHS TUpeoTponHoro ropmoHa (TTI) wu
cBobogHoro TpuoatMpoHuHa (CT3) B KpoBM), MPOBECTUM OCMOTP rnasHoro AHa (odTanbMOCKonusi/ocMoTp



nepudepnn rMnasHoro gHa C WCMNOfb30BaHMEM Tpex3epKanbHOW NuH3bl [onbamaHa/ BuomukpodoTorpadms
rMasHoro AHa C Mcnonb3oBaHMeM dyHayc-kamepbl/ BromMukpockonus rmasHoro gHa), peHTreHorpaduio nesoro
3anscTbs (PeHTreHorpadusa ny4ye3anscTHOro cyctaBa), a Takke oueHuTb nybepTaTHbii ctaTtyc no TaHHepy [131].

(YYP C; YA[ 5)

- PexomeHgyeTtcs npu Bbibope Tepanuu COMaTponMMHOM™™ yyuTbiBaTb BO3pacT, nepeBuyHoe 3abonesaHue
noyek, cucTemHble HapyweHus, ctaguo XBI1, agekBaTHOCTb Avanusa (4ns NauveHToB Ha Awanuae), pyHKuuo
TpaHcMnaHTata 1 Tepanuio KOpTUKOCTEPOUAAMWN CUCTEMHOroO AencTeus (y AeTen nocne TpaHcnnaHtauum) [131].
Mpepnaraetca neuntb geten ¢ XbI1 HesaBucumo ot CK®P, ecnn OCHOBHOM NPUYMHOWN SIBASIETCA OUCTanbHbIA
KaHanbueBbI aumaos, cuHapom daHkoHu, cuHapom bapttepa, a Takke uMcTnHo3 [355].

(YYP C; YA[ 5)

- He pekomeHgyetcss Tepanus comartponvMHom™®* y naumeHToB ¢ XBI1, 06ycnoBneHHOW CUCTEMHbIMU
3aboneBaHunsIMK, reHeTudeckumun cnHgpomamm (cuHgpom Lumke, cuHapom bapae-buana n cuHgpom Mannoyas-
MoyaTta), HEKOHTpPONUpPYeMbIM CaxapHbiM AMabeToM u B criydyae U3BECTHOM MMNepyyBCTBUTENBHOCTU K NpenapaTty
[131, 246].

(YYP C; YA[ 5)

KommeHTapuii: cpegu nauMeHTOB 3TOW Tpynnbl HE MPOBOAMIIMCL PaHOOMU3NPOBAHHbBIE  KIMHUYECKUE
nccnenoBaHusl, NO3ToMy 3(PEKTUBHOCTb U BE30NacHOCTb COMATPONUHA™™  y NALUEHTOB C 3TUMWU COCTOSIHUSIMUN HE
oueHmBanucb. ConyTcTBylOWME UMM NpeaLecTBYOWNE 3M0Ka4YeCTBEHHbIE HOBOOOpa3oBaHUA B aHaMHese
SABNAIOTCA Takke NPOTMBOMNOKA3aHNEM K Tepanumnm CoOMaTponmMHOM™™,

- He pexomengyetcs nauueHtam ¢ XBI1 Tepanus comaTtponvHOM®* Mpu 3aKpbITbiX 30HAX pOCTa, TSHXKernom
BTOpPMYHOM runepnapatupeose (MTI > 500 nr/mn), nponvdepaTtMBHON UNKU TSXKENOW HenponudepaTnBHON
anabeTnyeckon peTnHonatumn, B TEYEHWE NEepBOro roga nocne TpaHcnnaHTauum noYvkM U y NaumeHToB C OCTPbIM
KpUTMYECKNM 3ab0neBaHMeM M aKTMBHbIM 310Ka4yeCcTBEHHbIM HOBOOOpasoBaHuem [131, 247, 248, 249].

(YYP C; YA[ 5)

KomMmeHTapuit: TsxKenblii BTOPUYHbIV rMneprnapaTnpeos (To ecTb, XapakTepuayloLUINcs YpOBHEM UHTAKTHOIO
MNTr B cbiBOpoTKe kpoBKM > 500 Nr/mMn UNK NoBbILEHWEM B AEBSTb pa3 Bbille HOPMaribHOIO AuanasoHa) CBsidaH C
3aMeqneHHbIM NPOAObHLIM POCTOM M MOBbILLEHHBIM PUCKOM 3MMMU3e0nn3a rornoBok 6efpeHHbIX KOCTen y aeten ¢
XBI [247, 248].

- Pexomenpyetca y geten ¢ XBI1 3 - 5 cT1., B TOM Yncne Haxogawmxcs Ha 31T, B Bo3pacTe cTapLue 6 mecsaues
nposefeHue Tepanuu coOMaTponUHOM™*, ecnn y HUX UMEeeTCs CToMKas 3afepxka pocTa, onpeaensemas kak pocTt
HWXe TPEeTbEro NPOLLEHTUNA A4S BO3pacTa M Nnofa u CKOpPOCTb pocTa Hke 25-ro NpoLeHTUnNs nocrne Toro, kak oyayT
OOMMKHbIM 00pa3oM pacCMOTPEHbl ApyrMe MoTeHUManbHO M3nevmmble hakTopbl pUcka 3afepXku pocTa v npu
ycnoBun, 4to y pebeHka ecTb noteHuuwan pocta [131]. PekomeHOyeTcs HayMHaTb Tepanui FOPpMOHOM pocTa y
naumeHtoB ¢ XBI1 B nepnoa NomnoBoro co3peBaHus TONMbKO B TOM Crly4ae, ecriv KOCTHbIA BO3pacT oTcTaeT bonee
Yem Ha 1 rog [355].

(YYP C; YAQ 5)

KommeHTapuii: CkopocTb pocTa Huxe 25-ro npoueHTuns Ans Bospacta M nona ykasbiBaeT Ha
MporpeccupyloLLyo 3agepXKy pocta y pebeHka C HU3KMM pPOCTOM (TO eCTb HWXe TpeTbero NpoueHTWURs Wim C
nokasaTtenem CTaHAapTHOro oTknoHeHus pocta (SDS) Huxe -1,88). Jlioboe cHuxeHne CKOpOoCTU pocTa BO BpeMs
3TON hasbl MOXET MPUBECTM K CEPbE3HON 3a4epXKKe pocTa M MOoTeHuuanbHO HeobpaTMMOn noTepe noTeHuuana
pocta [250]. B pekomeHgaumax KDOQI no ynpaenennoo nutaHvem y pgetenn ¢ XBI1 pekomeHayetcs
Hes3ameanuTenbHO HauMHaTb Tepanvilo COMaTpPoNMHOM™, ecrin B TeveHne 3 MecsueB Nnocrne Havana ontTumMu3aumm
nUTaHnsa He ObINO MHAYLMPOBAHO HaBepPCThIBaKLWero pocrta [251].

- Pexomenpyetca y geten ¢ XBIM 3 - 5 ¢T., B TOM uncne Haxoaswmxca Ha 3M1T, ctaplue 6 mecsaues npoBeaeHne
Tepanuu cCoMaTponMHOM™**, eCNN Y HUX POCT HAaXOOUTCS MEXAY TPETbUM M OECATLIM NMPOLEHTUIIEM, HO COXPaHsieTcs
HM3Kas CKOPOCTb pOcCTa (HWke ABaduaTth NSATOro NPOLEHTUNA) NPU HANUUMKM OPYruX NOTEHUMANbHO NoaaatoLmnXCs
neyeHnto PakToOpOB pUcKa HapyLLIEHUs] pocTa, KOTOpble AOMKHbI OblTb paccMoTpeHbI [131].

(YYP C; YAQ 5)



KommeHTapuii: OTBeT Ha nedeHMe COoMaTpOnMHOM**3HauuMTenbHO ocnabneH y geter Ha guanuse no
CpaBHeHuO ¢ aeTbMu ¢ bonee paHHumu ctagusmu XBI1, He3aBMCcMMO OT meToAda guanusa, ckopee BCero, 13-3a
©onee BbICOKOW CTENEHN HEYYBCTBUTESNBHOCTUM K Tepanun [252, 253].

- PexomeHnpgyetcs getam ¢ XbBl1, nepeHeclumMmM TpaHCnnaHTaumo NOYKN N MMEOLLIMM CTOMKYIO 3a4epXKKy pocTa,
onpenensiemMyo Kak pocT HUXe TpeTbero NpoueHTUNsa Afs Bo3pacTa M nora M CKOpPOCTb pOCTa Hwxke ABafuaTb
NATOro NPOLUEHTUNS, Tepanus COMaTponuUHOM™** Yyepes 1 rog nocne TpaHCnnaHTauum B criydasx, korga pebeHok He
pacTeT N MMmyHocynpeccusi 6e3 KOpTUKOCTEPOMAOB CUCTEMHOIO OENCTBUS HE SBNSAETCA BO3MOXHbIM BapUaHTOM
[131].

(YYP C; YO 5)

KommeHTapun: MeTaaHanus natn paHOOMU3NMPOBAHHbIX KITMHUYECKMX MCCNEeAO0BaHUi No pe3ynbTtataMm pocta
C MCMoMb30BaHNEM MPOTOKOSIOB MUHUMMU3ALMN KOPTUKOCTEPOMAOB CUCTEMHOIO AEWCTBUSA MOKa3an 3HavymTernbHoe
yBenuyeHne SDS pocTa B rpynne, rae ctepovgHas Tepanus 6bina otmeHeHa (cpegHsasa pasduua 0,38; 95% AW 0,07
- 0,68), ocobeHHO B TeueHWe NepPBOro roga nocrie oTMeHbl (cpegHee 3HadeHme pasnuua 0,22; 95% Ou 0,10 - 0,35),
M y naumeHTOB npenybepTaTtHoro nepuogda (cpegHasa pasHuua 0,60; 95% OV 0,21 - 0,98) []. Mo AaHHbIM
MeTaaHanusa nauueHTbl, NonyyaBLUne Tepanuio COMaTpPONMHOM™®*, UMenu 3Ha4YnTenNbHO Boree BbICOKYH CKOPOCTb
pocTa yepes 1 rog nocne Havyana Tepanuun, YeM KOHTPOIbHas rpynna, co cpeaHen pasHuuen SDS pocta 0,68 (95%
0N 0,25 - 1.11) [255]. CpeaHsas pasHuua B nameHeHumn SDS pocta B rpynnax cpaBHeHus coctasuna 0,52 (95% O
0,37 - 0,68), a oTBET pocTa Ha Tepanuio comaTponMHOM™ Bbin nydwe y geten mnaguwe 10 net, 4em y naumMeHToB
cTapLuero Bo3pacta [256].

- Pexomenpyetca naumeHtam ¢ XBIl1 no nokasaHuam Tepanus comatponuHom™ B gose 0,045 - 0,05 mr/kr B
AeHb (akBmBaneHT 28 - 30 ME/M? B Hegento) nyTeM NOAKOXHbIX MHbEKUUIA Bedepom [131].

(YYP C; YOA 5)

KommeHTapwuii: MetaaHanua 2012 roga nokasar, YTo MO CPaBHEHMWIO C nauneHTamu, nonyyaswmmm 14 ME/m?2
B Heernto, NaumneHTbl, KOTOPbLIM UCMONb30Banach go3a comaTponuHa** 28 ME/M?2 B Heaento yBenuumnm pocT Ha 1,18
cMm B rog (95% OU 0,52 - 1,84). CkopocTb pocta Ha 1,48 Bbiwe (95% AW 0,03 - 2,93) SDS ckopocTtu pocta nocne 1
roga nedenusa [257]. Ona wvMmuTaumm  U3MONOrMYECKOro LMpKagHOro putMa 3HOOreHHon cekpeumn [P
PEKOMEHAYIOTCA BeyepHue uHbeKuMn. CTOPOHY WHBEKUUW CcriegyeT MEHsSITb eXeOHEeBHO, 4ToObl u3bexaTb
nunoatpodun.

Y peten B npenybepTaTHOM BO3pacTe C Tshkenon TepMmuHanbHowm ctaguen XBI1 1 nocne TpaHcnnaHtaumm
NMOYkM MeTaaHanus, BKMYawwmin 16 paHOOMU3NPOBaHHbLIX KOHTponupyeMblx uccnegosaHun (809 naumeHTOB),
nokasar, 4To 4epes3 1 rog Tepanuu NauMeHTbl, Nony4asllne comaTponuH**, 6binm Bbiwe (+ 0,91 SDS) u pocnu
6bicTpee (+ 3,88 cm/rog), YeM MauMeHTbl, He nonydaBlive nedeHnve. Oxupgaembii NpupocT nocne 2 - 5 net
ONTUMAaribHOro NeYeHnsa cocTaBnseT 7,4 CM y ManbymkoB U 7 CM y AeBoyek [355].

- PekomeHayeTca oueHWUTb nNpuBepXeHHOCTb nauueHta ¢ XBIT k Tepanuu comatponuHom™*, Bknto4as
nccrnegoBaHne YpoBHSA WHCynuHonogobHoro poctoBoro aktopa | (IGF1) B KpoBW, M3mepeHue [O3NPOBKM
coMaTponuHa™* ¢ nonpaekow Ha Maccy Tena Jyepes 3, 6 n 12 mecqaueB NepBLIN rof, a 3aTeM, kak MUHUMYM, KaXKable
6 MecsILEB U OLEHKY (hakTOpPOB NUTaHUSt U MeTabonMamMa, peKOMeHAOBaHHbIE 40 Ha4Yarna TepanmMm CoOMaTponMHOM™**,
Ecnu ckopocTb pocTa B NepBbIf ro4 NeYEeHNsi COCTaBNAET MEHEE 2 CM B rof, N0 CPaBHEHWUIO C UCXOL4HBbIM YPOBHEM
[131] Heobx0QMMO NepecMOTpPeTb NPOBeAEHNE NeveHus. B criyqyae nonoXxntenbHon AMHaMUKKM pocTa 1 OTCYTCTBUSA
Nobo4YHbIX 3(PEKTOB NEeYeHne cnegyet NPOAOMKaTh 4O TEX Nop, Noka CKOPOCTb pocTa HE CHU3UTCS HMke 2 CM B
roq, korga AanbHENLWnin pocT KOCTEN He oxungaetcsa [375].

(YYP C; YAA 5)

KommeHTapui: CrnegyeT paccMoOTpeTb BO3MOXHOCTb MpeKpaLleHns Tepanum coMaTponuHOM™™ y nauueHToB,
KOTOpble He pearvpyloT OO/KHbIM 0Opa3oM Ha feveHve B TedeHwe Kak MUHMMYM 6 MecsaueB. Heobxoammo
NCKINIOUNTb HecobniogeHne exenHEBHbIX NMOAKOXHbIX MHBbEKLMUA UM HECOOTBETCTBME AO3MPOBKM COMATpOMuHa**
mMacce Tena yenoseka. ®akTopbl, OrpaHU4MBaloLLmne pocT, cBsidaHHble ¢ XBI1 (nntaHne, meTabonuyeckun aungos,
MKH-XBIT), Takke [omkHbl ObITb ageKBaTHO PAaCCMOTPEHbI Y MALVEHTOB, HE OTBEYaIOLWLMX Ha fNeYeHmre.

- PexomeHayeTca oTmeHa Tepanum comaTponuHom™™ y nauneHToB ¢ XBI1 npu 3akpbiTum 30H pocTa, BO BpeMs
TpaHCMnaHTaumMm noyku, Npyv BO3HUKHOBEHUW BHYTPUYEPENHOW MMMEPTEH3UN, CO CTONKUM TSXKENbIM BTOPUYHBLIM
rMnepnapatmMpeo3omM, HeoObACHUMbIM CHKeHUEM pacyeTHon CK®, a Takke npu OTCyTCTBMM OTBETa Ha feyveHue,



HECMOTPS1 Ha ONTUManbHbIA KOHTPOMb NUTaHUS U MeTabonuama u OOCTUXKEHUM CBOEFO FEHETUYECKOro LeneBoro
pocTa [131].

(YYP C; YO 5)

KommeHTapun: [pu Hanuumm MNOCTOSIHHOW TFOMOBHOM 6ONWM MNU PBOTbI BaXHO MpeKpaTuTb Tepanuio wu
WCKMIOYNTb BHYTPUYEPENHYHO runepTeHsuto. [py Hanuumm 6onu B naxy, BHYTPEHHEN noBepxHocTu 6edpa wmnu
KOneHa, a Takke Npu M3MEHEHMU MOXOAKU HeoOXOoAMMO MpeKkpaTuTb Tepanuito 1 npoBecTn obcrnegoBaHve ANs
ncknoyeHns anndusnonmsa. CTUMynsumsi NpoAonbHOro pocTta MOXET MPOBOAMTBCS Yy AeTel [0 3aKkpbiTus
anndur3sapHbIX 30H pocTa. Bo Bpema TpaHcnnaHTauum noykn nevyeHme coMaTponmHOM™* OMMKHO ObiTb NpekpaLleHo
y BCEX naumeHTOB. Tepanua coMaTpPoONMHOM™**OO0rbkHa OblTb OCTaHOBMNEHA MpU AOCTWXKEHUM MaLMEHTOM CBOEro
reHeTmyeckoro uenesoro npoueHTuns pocta. B nccnegosaHnm RN Fine et al. y 22 nauueHToB, y KOTOpbIX Gbina
OTMEHeHa Tepanus COMaTpONUHOM™* M3-3a AOCTUXKEHUS LEeNneBOoro MpOLEeHTUNs pocTa, Tonbko y 27% OTMeHa
npueena k nogaepxaHunto SDS pocTa, B 73% cnyyaeB 0TMeYarnocb 3aMeTHOE CHUXEHME CKOPOCTM pOCTa, KOTopble
BnocneacTeun notpebosanu BO306HOBMNEHWS Tepanuu comaTtponmHomM™ [258]. B kayecTBe anbTepHaTuBbI, [O3a
coMaTponuHa**MoxeT OblTb YMEHbLUEeHa, Korga nauMeHT AOCTUMraeT CBOEro reHeTUYeCcKoro LeneBoro NpoLeHTuns
pocTa, HO pe3yrnbTaTbl, CBA3aHHbIE C 3TUM NOAX0O40M, CUCTEMATUYECKM He udydanucs [131, 355].

3.1.6 3amecTuTenbHaA NovyeyHas Tepanus

Mpu cHnxeHnn pacyetHot CK® meHee 30 mn/MuH Ha 1,73 m? (4 ctagmsa XBI1), Heobxoouma NoAroToBka K
3amecTutensHon noyvevHon tepanum (3MT) [1]. Cembe n, npu HeobxoammocTun, pebeHky cnegyeT npeaocTaBnTb
NMHOPMALIMIO, KacaloLLyCs TpaHCNNaHTaumMm noykm, neputoHeansHoro auanuaa (M4) v remoguanusa ().

YacTtoTa n pacnpocTtpaHeHHocTb 31T B negmMatpu4eckomn npakTnuke 3HaYnTenbHO MEHbLUE, YEM Y B3POCHbIX.
C aTnm cBA3aHOo, YTO GONBLUMHCTBO MCCNEAOBaHWI NPOBOAMIIOCE Y B3POCbIX U HEOOXOAMMO aganTMpoBaTb 3TK
nony4eHHble JaHHbIE B NeanaTpuyeckne pekomeHgauuu.

- Pekomengyetcs y naumenToB ¢ XBIN C5 pewntb Bonpoc 06 onTMManbHbIX cpokax nnaHosoro Hadvana 31T
Ha OCHOBE KOMMMEKCHOro AMHaMUYeCKOro aHanmsa KNnMHUYeCKMX NPU3HakoB AUCHYHKLMM MOYEK C YH4ETOM YPOBHS
CK® ¢ uembio npeaynpexageHuss pasBUTUS  KU3HEYTPOXALWMX OCMOXHEHWA TepMWHaNbHOW MNOYEYHOM
HegocTaTovHocTH [6, 110].

(YYP C; YOA 5)

KommeHTapui: banaHc mexgy npeumywiectBamum u puckamu Hayana 3MT pomkeH ObiTb OLeHeH Ha
OCHOBaHUM OMHAMWYECKOW KITMHMYECKOW OLIEHKN He TONbKO YPeMMUYecKMx Xamnob, HO M Apyrmx noTeHuuanbHO
XusHeyrpoxatowmux ocrnoxHeHun XBI1 C5 (HapyweHuid QyHKUMA UeHTpanbHoOW HepsBHow cuctembl (LHC)
(aHUedbanonaTnsA/KOrHUTMBHBIE  HapylleHusl), Cepo3WTOB, AeKOMMeHcauum MeTabonuyeckoro  auugosa,
rmnepkanuemMmm, HEKOHTponNUpyemMon runepruaparaumm (aHacapka, otek nerkux) u Al, Tsokenon BOH), a Takke ¢
y4yeTOM NpeanoyTeHn naumeHTa, BbiCKa3aHHbIX Ha OCHOBE MOSTyYEHHOW MeAULMHCKOW MHopmaunn. CUMMITOMBI
ypemMuu HecneunduyHbl 1 MOryT BbiTb HEOYEBUOHBIMU KITMHUYECKM, @ HEKOTOPbIE NaumMeHTbl MOryT aganTmpoBaTbes
K HU3KMM ypoBHAM CK® 6e3 4YeTKo BblpaxeHHbIX Xanob, noaToMy npu onpegeneHun CPoKOB Hayana gwvanusa y
naumeHTtos ¢ XbI1 C5, oueBngHo, cnegyeT MOHMTOPMPOBaTh U oueHuBaTb AMHaMunky CK®. Pewenwne o Havane 31T
He cneayeT OCHOBbIBaTb TONbKO Ha 3HaveHun pCK®, nockonbky y naumneHTos ¢ XbIM C5 Ha ypoBeHb KpeaTuHUHA B
KPOBM B 3HAYUTENbHOW CTENEHW BMAMSET TOYHOCTb M3MEPEHMIN HE3aBUCUMO OT METOAA OUEHKM (PYHKLUW MOYEK,
MbILLEYHas Macca, cTeneHb rmgpataumm n gpyrme MHorouncrieHHole gakropbl. MHorve naumenTbl ¢ XBIT C5 umetot
AedvumMT  MbIlEeYHOW MacCbl 3a C4YeT BMAMSAHMA BoO3pacTa W KOMOPOMAHOCTW, TMNepruapaTtupoBaHbl, a,
crnefoBaTenbHO, CPaBHUTENbHO HU3KUIA YPOBEHb KpeaTWHUHa KpoBWM M Oonee BbicOkMe 3HadeHuss pCK®P, He
COOTBETCTBYIOLWMNE peanbHbiM. OnTuManbHbln ypoBeHb pCK® ana Havana 3T ocTaeTcs HEN3BECTHbLIM, OOHAKO
SIBHblE W NpOrpeccupylowine CUMNTOMbl ypemun nosiBnsiTcs y GonbwmHcTBa nauveHtoB npu pCK® 6 - 8
Mn/MuH/1,73 M2, Takum 06pa3om, KINMHUYECKoe MOHUTOPUPOBAHUE NPOrPECCUM NMOTEHLMANBHO XU3HEYTPOXatoLLmnX
ocnoxHeHnn XBIN C5 (OTMEYEeHHbIX BbILWE), UX KOMMMEKCHAasi oueHKa BpayoM-HEe(dpPOrioroM C y4eTOM 3Ha4YeHun
pCK® kpuTuyeckn BaxHbl 4N onpegeneHns CpoKoB ONTUMAarbHOMO Havana guanusa.

- PekomeHpyeTtca y neten ¢ XbI C5 npuHumaTh pelueHne o Beibope Buaa ModanbHOCTY NOOLAEPKMBAIOLLIErO
ONanu3HOro neyvyeHus ¢ y4eToM MeAUUMHCKUX MOKa3aHUMW M MpOTUBOMOKa3aHWM, couuanbHbIX YCAOBUA U
npeanoyTeHUA NauueHTa Ha OCHOBE MakCUMarbHO BO3MOXHOMO MHOPMUPOBAHMA O MpeuMMyLLecTBax U
orpaHUYeHusaxX Kaxxaoro U3 BUOOB Ananusa ¢ uenbio nepcoHudmnkaumm n ynyydeHunsa nexogos 3MT [6, 49, 110].

(YYP C; YOO 5)



KommeHTapuii: Kaxabih M3 MeTOAOB UMeeT U3BECTHble MpeuMyLlecTBa M orpaHuydeHus. MHTerpaTtuBHbIN
noaxop k 3MNT npegnonaraeT nepcoHudmkaumnio Beldopa koHKpeTHoro metoga (I, A, M) s saBucumocTn ot
KIMMHUYECKUX M couManbHbIX YCIOBWUIR, NpeanodTeHui naumeHTa. Kak cneactene B MeOULMHCKOW OpraHvM3auuu
OOIKHbI BbITb AOCTYNHbI BCe pasHoBuaHocty 31T - A, FA® v M4 [167].

- Pexomenpyetcsa y geten ¢ XBI1 C5 HaunHate neyenwne MO unu ' B onTUManbHbIX YCNOBUAX: B MaHOBOM
nopsiake Npw MraHoBOW rocnMTann3auun, He CBA3aHHOW C OCINOXHEHUSIMU ypeMum (ecnn nocrnegHee NpUMEHNMO K
noKanbHOW MpakKTuKe), C NpedlwecTByOWMM HabnogeHem Bpada-Hedponora M UCNofb3oBaHNEM MOCTOSHHOMO
AnanusHoro Joctyna Ans npeaynpexneHns pasBuTUs XXU3HEYrpoXKarLWmnX OCNOXHEHNA TEPMUHANbHON MOYEYHON
HegocTaTo4HOCTU U nHMumaumm 3T No 3KCTPEHHbIM MOKa3aHWUSIM, YNy4YLlEeHUs KIMHUYECKUX UCXOA0B U CHUKEHNS
pacxodoB Ha neveHue [6, 49, 110].

(YYP C; YO 5)

KommeHTapun: 3apaHee 3annaHupoBaHHoe Havano [ wnu N[ B ambynatopHOM pexume (Unv B Xxoae
rocnuTanusauum no MHbIM, He CBA3aHHbIM C ocnoxHeHnamu XBI C5 nokasaHuaM) nocne MMHUMYM 3-MeCAYHOro
HabniogeHns Bpaya-Hedporiora U HanuMyve MOCTOSAHHOTO AMAanM3HOro AO0CTyna crnegyeT cuutaTb KpUTepusmu
ontumanbHoro Havana 3MT. [dononmHutenbHblM KpuTepvem MoxeT ObiTb cOBnageHne meToda Auanusa npu
numumaumm 3MT ¢ TakoBbiM Yepes 90 gHen neyeHus. K cybonTMManbHOMY (3KCTPEHHOMY, He3annaHMpoBaHHOMY)
Hayany Ananusa criegyeT OTHOCUTb BCe crnydau, B KoTopbix 3IT HaumHaloT B cTauMoHape B CBS3W C PasBUTUEM
XnsHeyrpoxawLmx ocnoxHeHnn XbI1 C5 y naumeHTa ¢ HanuumMem unm OTCYTCTBMEM MOCTOSIHHOMO COCYAMCTOrO
AOCTyna, Kak npaBuno, B OTCYTCTBUE perynspHoro HabniogeHus Bpava-Hedponora. Wmetwowmecs AaHHble
MO3BOMSAIOT CYMTATb, YTO MCMOMb30BaHME KOHLEMNUMM ONTUMarbHOro Havyana npu onpegeneHmn CpokoB MHMLMaLMm
3T Ha npakTuke 6onee uenecoobpasHo, Hexenu "nosgHero"/"paHHero”, 6asupytouenics Ha 6onee BbICOKUX UMK
HM3KMX 3HayeHusax pCK®. bonee HuM3kne pacxofdbl Ha feveHve npu onTumanbHoMm Hayane 3IMT asnsoTCca
AONOMHUTENbHBIM apryMeHTOM pekoMeHAaLuu.

MO - ato Hanbonee pacnpoCTpaHEHHbI MEeToA Avanu3a, UCMOoNb3yeMbIN OIS NeYeHUss neguaTpuyecKmx
NaumMeHToB C TEPMUHANBHOW CTaAMen NOYEYHOM HeJOCTaTOYHOCTHN, 0COBEHHO y aeTer mnagwe natvm net [1 - 3].

X4 obnagaet pagom npenmMyLLecTB nepes remognanu3om ans geTen:

- MeHee orpaHuyeHHasi AueTa, BKItoyas notpebrneHue Xuakoctn, notomy yto N npoBoanTcs exenqHEBHO.
OTO 0COBGEHHO Mofes3Ho Ans MNadeHueB, Y KOTOPbIX MUTaHWEe MOSNIHOCTLI0 MM B OCHOBHOM 3aBUCUT OT >KMOKOW
JueThbl.

- Tepanvm npoBOAUTCA OOMa, YTO NO3BOJNIAET peryndapHoO nocewaTb WKOoy U y4acTBOBaTb B APYrnx OObIYHbIX
OETCKNUX 3aHATUAX.

- OTcyTcTBME HEOOXOAMMOCTM B COCYAUCTOM AOCTYME W CBA3AHHBIX C HUM TEXHWYECKMMMW CIIOXHOCTAMM 1
pyckamu (MOBTOPHbIE BEHEMYHKLMMW, KDOBOTEYEHME, BakTepnemmsa n T7.4.)

OCHOBHbIMM HepocTaTKaMu MeToda SBNSAKTCA BO3MOXHOE HecobnigeHue naumeHToM /3aKOHHbIM
npeacTaBuUTeENEM pexnma Tepanuum U pUCK MHMPEKUMA, cBA3aHHbiX ¢ T, TakMx kak MHGEKUMM mMecTa Bbixoda
KaTeTepa/TyHHens 1 neputoHuT [259, 260, 261, 262].

3.2 Xupypruyeckoe neyeHue

3.2.1 TpaHcnnaHTaums NOYKm

- PekomeHgoBaHO paccmoTpeTb MPEBEHTUBHYHO TPAHCMNNAHTALUMIO NMOYKM Y NAUMEHTOB C BbICOKOW CTEMNeHbIo
XBI ¢ uenbto obecneyeHnst noveyHom yHKLmm [49].

(YYP C; YAQ 5)

- PekomeHayeTca TpaHcnnaHTauus MNOYKM AeTAM C TepMUHanbHOW CTaguen XPOHUYECKOW MOYeYvHON
HeJOCTaTOYHOCTU B KavyecTBe NPUOPUTETHOrO BUAA 3aMeCTUTENbHOW noveyHoun Tepanuu. [NMpyn goctmxkeHun 3 - 4
CTaun XpoHMYecKon GonesHu nodek fJanbHenliee neyeHne naumeHTa LOMMKHO 0OCy)KAaTbCa C NpUBIEYEHUEM
Bpaya-4eTCcKoro xmpypra (co cneuuanusaumen no TpaHcnnaHTonornm) [263, 264, 265, 266].

(YYP C; YOO 4)



KomMmeHTapuii: Ha cerogHsWwWHWA [eHb TpaHCnnaHTauuMs MOYKM CUMTaeTCd  Haunyywum MeTOAOM
3aMeCTUTENbHOM NOYEYHOW Tepanum y B3pocrbix. OgHAKo Ha MPOTSHKEHUN MHOTUX NET pe3yrnbTaTbl TpaHCNIaHTaumns
MOYKM Yy [eTel CYyWEeCTBEHHO OTNMYanMCb B CBA3M C BbICOKOW Y4acTOTOW pas3BUTUS XUPYPrMYecKux U
WMMYHOMOIMYECKNX OCFMOXHEHUN, 4TO BblpaXanocb B 0Oonee HM3KOW BbDKMBAEMOCTU PELUMUEHTOB U
TpaHcnnaHTatoB. 3a nocnegHwe 15 net npousoLwlen OrpoMHbIA MPOPbLIB B YNY4YLIEHUU pe3ynbTaToB OeTCKOW
TpaHcnnaHTauumn novkn. B HacTosLee BpemMs NATUNETHAS BbPKMBAEMOCTb TPAHCNNAHTUPOBAHHbBIX NOYEK B 4ETCKOM
Bo3pacTe coctaBnseT 83% un 71% npu TpaHCnNnaHTauum NOYKU OT KUBOFO U NOCMEPTHOro AOHOPOB. Kpome 3Toro,
XOpOLLUO M3BECTHO, YTO pe3yrnbTaTbl NMPEBEHTUBHON (0OAMANM3HON) TpaHCMNaHTauMmn NoYkM y Aeter JOCTOBEPHO
NPeBOCXOAAT aHanornyHble nokasaTtenu TpaHCnnaHTauMM MoYkU MOCne Havana AuanusHon Tepanuu. Takum
06pa3oM, TpaHcnnaHTauus NoYkM OOfKHa paccMaTpyBaTbCHA Kak MpeanoyTUTENbHbIV BapuaHT 3aMecTUTeNnbHOWN
MOYEeYHOW Tepanum BO BCEX BO3MOXHbIX CITy4asX.

- PexomeHayeTcsi BbINMOMHATL TPAHCNTaHTaLMIo NOYKN AETAM B Cneunann3npoBaHHbIX MEOULMHCKUX LEeHTpaXx,
UMELLMNX B CBOEM LLUTaTE NOArOTOBIEHHbBIX BpayYen-xmpypros, Bpayen-aHeCcTe3monoros-peaHnmMaTosnioros, Bpayen-
HecpponoroB (OeTCKux), a Takke MeOULMHCKUX MCUXOSIOroB U couunarnbHbiX pabOTHUKOB C LIENbI OOCTMKEHUSA
ONTUManbHbIX pe3yneTaToB Tepanuu [267].

(YYP C; YA[ 5)

KommeHTapuini: HakonneHHbI OnbIT CBUAETENbCTBYET, YTO HA MPOTSHXKEHMU MOCNEOHUX NeT pes3ynbTaThbl
TPaHCNMaHTauuMm NOYKN y [OeTel NPEBOCXOAST aHamnornyHble nokasaTtenu y B3pPOCHbIX peunnumeHToB. 37O
00yCrnoBneHo HECKOMbKMMM MPUYMHAMMK, KOTOpble BKMIOYAKT B cebs TwaTenbHyld MOArOTOBKY peUMnMeHTa K
TpaHCNIaHTauun, NPELN3NOHHYI XUPYPrUYECKYI0 TEXHUKY, JNydllee KayeCTBO JOHOPCKOro opraHa, Ucnosb3oBaHune
3(pPeKTMBHON UMMYHOCYNPECCMBHOW Tepanuu, Xopollee MoHMMaHne OcObeHHOCTEN hapMaKOKUHETUKN
UMMYHOZENpPEeccaHToB y pfAeten. Mcnonb3oBaHWe COBPEMEHHBLIX MPOTOKOIOB MMMYHOCYMPECCMBHOM Tepanuu
NpMBENO K AJOCTOBEPHOMY CHUXEHWUIO OCTPOro oTTopxeHus. B 1980 r. yacTtoTa oCTpOro OTTOPXXEHUSI B MEPBLIN roa
nocre TpaHcnnaHTauMm noyku Habnganace B 55% cny4vaes, Torga kak B nocnegHve rogbl oHa He npesbiwaet 10
- 15%. MNepe4vncneHHble hakTopbl UMEIKT KyMYNATUBHbBIA 3 EKT B LIeHTpaX, BbINOMHAWLWMX exerogHo 6onee 30 -
40 negmnaTpUYECKMX TPaHCMNaHTaUUA N UMEIOLLUX BCO HEOBXOONMYI MHAPPACTPYKTYPY.

- PekomMeHOOBaHO BbIMOMHEHWE TpaHCMNaHTauMum NOYKM AeTSAM B NPEBEHTMBHOM MOPSiAKE [0 Hayana
AVanusHon Tepanun ¢ Lenblo JOCTUXEHNS ONTUMarbHbIX pe3ynbTaToB Tepanuu [268].

(YYP C; YOL 4)

KommeHTapuii: Haunyywnm BapmMaHTOM SIBNAETCA AOAMANU3Has (MPEBEHTMBHASA) TpaHCNnaHTauust Noyku ot
XXUBOroO POACTBEHHOrO LOHOPA, YYUTbIBAs NIIAHOBLIN XapakTep onepaTMBHOIO BMELLAaTeNbCTBA, XOPOLUUA YPOBEHb
rMCTOCOBMECTUMOCTU MeXAy AOHOPOM U PELMMUEHTOM M MUHUMAIbHBIA CPOK KOHCepBauuu opraHa. o gaHHbIM
NPOBEAEHHOIO UCCNEAOBaHWSA, NAUNEHTbI, MONyYaBLIMe AManu3 OO TPaHCMaHTaumm, Mmenu dornee BbICOKUA PUCK
yTpaTtbl PYHKUUKN TpaHcnnaHTaTa (koadduumneHT pucka 1,32; 95% pgoseputensHblin uHTepsan (ON): 1,10 - 1,56) n
Gonee BbLICOKMI puUCK cMepTu (koaddpmumeHT pucka 1,69; 95% OW: 1,22 - 2,33), no cpaBHEHUO C naumeHTamu,
KOTOpbIM Obina BbINOMHEHA NPEBEHTMBHAS TPaHCMNaHTaUmMs NoYku. Y aeTen, HaxoauBLUMXCS Ha Ananuae dornbLlue 1
roga, puck ytpatbl YyHKUMM TpaHcnnaHTaTta 6bin Ha 52% Bhlwe, a y AeTen, HaXOAMBLUMXCSA Ha Avanuse donee 1,5
net, puck cmeptu 6bin Ha 89% Bbile, MO CPaBHEHWIO C OETbMU, KOTOpbIM Oblfla MpoBedeHa NpeBEeHTMBHas
TpaHCNMaHTauus, BHe 3aBMCUMOCTU OT MCTOYHUKA AOHOPCKOro opraHa.

- PexomeHpoBaHO pacnpenensaTb opraHbl OT MOCMEPTHOrO AOHOPA B NEPBYO ovepedb naumMeHTam OeTCKOro
BO3pacTa Npu OTCYTCTBUM Yy HUX MOTEHLMANBHOIO POACTBEHHOrO [OHOPA C LENbl COKpaLleHWs ONMTENbHOCTb
oXugaHusa y geten [269].

(YYP C; YOO 5)

KomMmeHTapwuii: PacnpepgeneHue opraHoB OT MOCMEPTHBLIX [OOHOPOB C MPUOPUTETOM AN PeLunueHToB
[eTCKOro Bo3pacTa fIBMsieTcss MMPOBOM npakTukoi. Mo gaHHbIM opraHusauum Eurotransplant, dopmupoBaHue
OTAEeNbHOro NUCTa OXnAaHWa Ans AeTell COBMECTHO C MPUOPUTETHLIM pacrnpeenieHneM Mo3BONseT COKpaTUTb
ANUTENbHOCTb 0XMOAHUA opraHa OT MOCMEepTHOro JoHopa y AeTel B 2,5 pasa Mo CpaBHEHWIO C B3POCHbIMU
peuunueHTaMu.

- PekomeHgoBaHa TpaHCcNnaHTauusi NoYKW Nocne npeaBapuTenbHOM NOAroTOBKU (OnpeaerneHve coaepXaHus
aHTUTen K aHTWUreHam rpynn KpoOBW, MPOBEAEHWs OOHOr0 WM  HECKONbKMX CeaHCoB mnra3moobmeHa
(TepaneBTMYECKOr0)) AeTsAM OT >XMBOTO POACTBEHHOIO [AOHOpa, HEeCOBMECTMMOro no rpynne kposu (ABO-



HecoBMECTMMasi TpaHCnnaHTauusi MOYKM), Kak aHanormyHasd TpaHchnnaHTauus novkn oT ABO-CcOBMECTMMOro
pPOOCTBEHHOIO [OHOPA B CBSI3N C COMOCTAaBUMOCTbLIO pe3ynbraTtos [270, 271].

(YYP C; ¥OO 4)

KommeHTapun: PesynbtaTtel TpaHcnnaHTaumm noydkm ot ABO-HECOBMECTMMOrO XXMBOMO pOACTBEHHOIO AOHOpa
COMOCTaBUMbl U JOCTOBEPHO MPEBOCXOAAT Kak pesynbTaTbhl TPaHCMMaHTauMu OT MOCMEPTHOro OOHOpa, Tak U
pe3ynbTaTbl NIe4eHns pYrMMY METOAAMMN 3aMECTUTENBbHON NOYEYHOW Tepanuu.

- He pexomeHgoBaHa TpaHcnnaHTaums NoYku AeTaM, UMEKOLWUM AaHHbIE KITMHUYECKNE COCTOSIHUS:
OHkonornyeckne 3aboneeaHus;

UHekumn;

[lekomneHcMpoBaHHbIE KOMOPOUOHbLIE COCTOSIHUS;

HecobntogeHve MeguumnHCKUX pekoMmeHaaumni;

lMcuxuyeckme paccTponcTBa;

Mpu agmarHocTMpoBaHHOW okcanypuv 1 Tuna [oO  TpaHCONaHTauuum neyvyeHn unu ee  parMeHToB
(TpaHcnnaHTauusa NoYkn MoxeT OblTb BbINOMHEHA Nocne TPaHCcnaHTauum neyYyeHn nnm ee parMeHToB) B CBS3N C
BbICOKOBEPOSATHbIM OTCYTCTBMEM adhdpeKTa nnm HebnaronpuATHbIMU ncxogamu [272].

(YYP C; YA[ 5)

- K oTHOCMTENbHBIM NPOTMBOMOKAa3aHUAM LSl TpaHCMMaHTauuMn NoYkM PeKkoMeHOOBaHO OTHOCUTb OCTpoe
NMHpeKUMOHHOEe 3aboneBaHne UnNn 00OCTPeHME XPOHNYECKON MHAEKUMN, onyxonb BunbMca B aHaMHe3e nnu apyrue
3aboneBaHnsa (OekoMneHcaumsa caxapHoro anabeTa, Bbicokast akTMBHOCTb CKB 1 T.4.) B CBSA3M C BBICOKMM PUCKOM
OCNOXHeHun [273, 274, 275, 276, 277, 278].

(YYP C; YA[ 5)

KOMMeHTapMVIZ OTHOCUTEnNbHbIE NPOTMBOMNOKa3aHUA K TpaHCn1aHTauunm noYkn HOCAT BpeMeHHbIVI XapakTtep,
noTeHuuanbHO NoaaarTCcAd nevYeHunto nnum Tpe6yr0T onpepgeneHHoOro nepmnoaa HabnogeHus.

PaHee HecoBMecTumocTb Mo ABO M HamuMume LUTOTOKCUYECKUX aHTUMMMOLIMTAPHBIX aHTUTEN MPOTUB
[loHOpa GbINKN NPOTUBOMNOKA3aHUAMK K TpaHCMNaHTaUMKW; OQHaKo nocrneaylolne OOCTUXKEHMS C UCTIONb30BaHNeM
crneumarnbHbIX MPOTOKOMOB MO3BONUMM MPOBOAUTL TaKyld TpaHCMaHTauMio B LeHTpax, obnajaowmx Gonbwmm
OMbITOM TPaHCMIaHTaLUuK, a Takke crneunannanpoBaHHO MHADPaCTPYKTYPON.

[leTn C OHKONOrM4yecknum 3aboneBaHnemM B aHamMHese MOryT paccmMaTpuBaTbCA KaK NOoTeHUualribHble
peunnnueHTbl NOYe4YHOro TpaHcnnaHTaTa TOJIbKO NMpu Hanndunu yGGE,MTeHbeIX [oKa3aTenbCTB OTCYTCTBUA PUCKa
peunagmBa OHKOJIOrM4eCcKoro 3aboneBaHns HA MOMEHT TpaHcnnaHTauuu.

Bupyc nmmyHogedwmumta yvenoseka (BWY) TpaguumoHHO cumTanca abcomoTHbIM MPOTUBOMNOKa3aHMEM K
TpaHcnnaHTauun. OgHako ynydlleHne AONTOCPOYHOro MporHosa Ans nauuveHtoB ¢ BUY-nHdekumen nobyamno
MHOrve nporpaMmMbl TpaHCNIaHTauum NepecmoTpeTb CBOK NOMUTUKY B OTHOLLEHUW UCKITIOYEHUs nauueHTos ¢ BUY-
nHdeKumen. Heckonbko ncecnegosaHuin NPOAEMOHCTPUPOBANN CONOCTaBUMbIE Pe3yrbTaThl NleYeHUs1 NaLMeHToB U
TpaHcnnaHTaTtoB y BUY-uHduumnpoBaHHbix n BUY-HenHpULMPOBaHHBLIX NALMEHTOB, NepPeHeCcLUNX TpaHCnnaHTauuio
MOYKM NOCMe Havana MOLLHOW aHTUpeTpoBmMpycHon Tepanuu (APT).

BbiknBaeMocTb NauMeHTOB B TeyeHue ofHoro u tpex net coctasuna 95% wu 88% COOTBETCTBEHHO;
BbbkMBaeMocCTb TpaHcnnaHTaTta - 90% u 74% cooTBETCTBEHHO. BbhkMBaeMOCTb MaLMEeHTOB M TpaHcMnnaHTata B
TeyeHune YeTblpex NeT ocTaBanacb ctabunbHom 1 coctasnsna 89% n 69% cooTBETCTBEHHO.

HekoTopble cucTeMHble 3aboneBaHnsa SABMAKOTCA OTHOCUTENbHLIMU NPOTUBOMNOKA3aHUAMM K TPAHCMNaHTaLmm
noykn. K HMM OTHOCATCA CUCTEMHble 3aboneBaHusl, KOTOpble MOIMM BbI3BATb MOYEYHYHO HEAOCTAaTOYHOCTb
(Hanpumep, aHTUHenTpodunbHble uMTOonnasmMatudeckne aHtutena (ANCA)-accoumMmMpoBaHHbIE BaCKynUTbl UIK
CUCTEMHasi KpacHas BondaHka). TpaHcnnaHTauusi BO3MOXHa B nepuon pemuccun 3aboneBaHusi (He MeHee 6
MecsLeB).



I'Ipvl Hann4nm y nauneHTa BOJNMYaAHOYHOro He(pr/ITa NPUOPUTETHBIM METOOO0M 3aMeCTUTENBHOM NoYeYHOMn
Tepanun aeBndeTca TpaHcnaHTauua noYku.

BblpaxkeHHbIV rmneprnapaTupeos (C ypoBHeM napatropmoHa 6onee 1000 nr/mn) SIBNSIETCS OTHOCUTENbHbLIM
NpOoTMBOMOKa3aHneM, TpebyroLnMM KOMMMEKCHOro neveHusi. o AOCTWXEeHWM LieneBoro ypoBHS napaTtropMoHa
(meHee 700 nr/mn) BO3MOXHO BbINOMHEHWE TpaHCNNaHTaLUmMm oYKy,

- PekomeHOOBaHO OKOHYaHWe MMaHOBOW BaKuMHALMKW, COIMAcHO HauuoHaNbHOMY KaneHgapl - .o
BbIMOMHEHNS TPaHCMMAaHTaUMM MOYKM C LENbl AOCTWKEHUS MakcumanbHOW 3dPeKTMBHOCTM BaKUMHaUWK,
obecneyeHnss UMMYHHOW 3alUMTbl B JO- U MOCTTPHCNMAHTALUMOHHOM nepuode M NpefoTBpaLleHns BO3MOXHbIX
HexenaTenbHbIX 3EKTOB BaKLMHALMM Y UMMYHOKOMMNPOMEHTMPOBAHHBIX NauneHToB [279, 280, 281].

(YYP C; YA[ 5)

KommeHTapui: BHegpeHne pyTWHHBIX AETCKMX NMPUBUBOK PE3KO CHMU3MITO 3a00neBaeMoCcTb U CMEPTHOCTb OT
NHpekuun.

OpaHako BaKUUHBbI MOoryT ObITb HGS(beeKTI/IBHbI, eCcnn nx BBOONTb MMMYHOKOMMNPOMEHTUPOBAHHbLIM NaLlneHTaM.
HOSTOMy pewawuiee 3Ha4eHne nmerT yCcunma no nosiHom MMMYHU3aunmn neten o TpaHcnnaHTauyun. HOCKOJ'Ibe
noeTn c TepMVIHaﬂbH0l7| cTagunen 3aboneBaHnsl NOYEK YacTo MMEKT HEONTMMArIbHbIN VIMMyHHbII7I OTBET N CHMXXEHHYIO
npoaoJPKUTENIbHOCTb UMMYHUTETA, MOTryT ﬂOTpe6OBaTbCFI Oonee BbLICOKME HadvarnbHble AO03bl, AOMOSHUTENbHbIE
A03bl U MOHUTOPUHI TUTPa aHTUTENT C NMOMOLLbIO 6yCTeprIX 003 BakuuH. B nepuon nocne TpaHcniaHtTauun He
pekoMmeHayeTcda BBegeHne XuBbixX BakunH, MO3TOMY KpaVIHe BaXXHO npocneantb, 4YTOObI BCE NOAXOASLLNE BaKLUHbI
ObInn caenaHbl oo onepauun no nepecagke.

UTto KacaeTca BakuumH (KMBbIX oOcrabneHHbIX), pekoMeHayeTcsa nogoxaaTbe MUHUMYM 4 Hegenu Mmexay
BBeJEHMEM BaKUMHbl 1 TPaHCMNaHTaumen, yunTbiBasd TEOPETUYECKUI PUCK pa3BMTUS 3aboneBaHns OT BakUMHHOMO
wramma [280].

MpuBMBKM BaKUMHaAMKU (HEXMBBIMM) MOTYT ObITb cAenaHbl Nocrie Toro, Kak MMMYHOCYNpPecCUBHas Tepanus
OOCTUTHET HM3KNX NoaaepKuBaroLmx o3, o6bIYHO B Cpoku OT 6 40 12 mecsueB nocrne TpaHcnnaHTaumm.

- PekomeHOOBaHO BbINOMHEHNE PEKOHCTPYKTUBHBLIX M CaHALMOHHBIX XMPYPrMyecKkMx BMeLLaTeNbCTB Ha
opraHax MOYEernosfioBoM W ApyrMx CUCTEM A0 TpaHCnnaHTauum nodyku. B cnyyae OTCYTCTBMA KITMHUYECKMX
NPOSIBNEHUA MHAEKLMN MMN MO APYrMM MOKa3aHWsIM PEKOMEHAOBaHa OAHO- UMW [BYCTOPOHHSAS HEedPIKTOMUS
(PagukanbHast HedppakTOoMus, Jlanapockonuyeckasi HedppakTomusi, HedpakToMms ¢ TPOMOIKTOMMEN U3 HUDKHEN
nonon BeHbl, PoboTaccnctmpoBaHHas HepaKTOMMsi) COOCTBEHHBIX MOYEK OLHOMOMEHTHO C TpaHCMMaHTauuen
NOYKM C LeNbio MUHUMM3aLUNN NHPEKUMOHHBIX OCIOXHEHUN [282, 283, 284, 286].

(YYP C; YAA 5)

KommeHTapuii: pyynHON nNOYEYHOW HEeQOCTaTOMHOCTM Yy AeTel B OONbLMHCTBE CnyvaeB sBNAeTcs
BPOXAEHHas aHoManus CTPOeHUs MOYEBbLIBOAALLMX NyTel. He Tak g4aBHO OeTU C BPOXAEHHbIMW aHOManusaMu
HWXKHUX MOYEBBLIBOASALLMX MyTEA MMM C AUCYHKUMEA MOYEBOro My3blpst ObINO UCKIOYEHbI M3 Mporpamm
TpaHCnIaHTauum rnoYku, MOCKOSMbKY OHW CYMTAINUCh PeUUrnMeHTamMu C OYeHb BbICOKMM PUCKOM WHMEKLMOHHBLIX
OCMOXHEHUN U1 yTpaThbl pyHkunn. 3a NnocnegHMe HECKONbKO AeCATUNETUIN BbiNo AoKas3aHo, YTO ayrMeHTauMoHHas
uucTonnacTuka ¢ cosgaHveM pesepsByapa HU3KOrO [aBMneHWs yrnydlwaeT OTAaneHHY BbDKMBAEMOCTb NOYEYHOro
TpaHcnnaHTarta. [lo pesynbTtataMm uccrefoBaHW YacToTa BO3HWMKHOBEHWSI YPOTIOrMYECKUX OCITOXHEeHWW nocne
YPOMOrMYECKUX PEKOHCTPYKUMIA HEe OTNNYaeTCs OT TakoBOW B obLler nonynsuMm ¢ HopmarbHOW yHKUMEn
MOYEBLIBOAALLMNX NYTEN.

Y naumeHTOoB C 3agHUM ypeTparibHbIM KrnanaHomMm MOXeT ﬂOTpe6OBaTbCF| ANMNUNCTOCTOMUA B paHHEM BO3pacTe
ona agexkomnpeccuun ,EI,VIC(byHKLI.I/IOHaJ'IbHOFO MOYeBOro ny3blpA. 3I'II/ILI.VICTOCTOMa MOXeT COXpPaHATbCA B TedyeHue
MHOIrmx mecdues nocre TpaHcnnaHTauun. Hetamc HeOOonNbLLION eMKOCTbI0 MOYEBOTO ny3blpa MOXeT I'IOTpe6OBaTbCFI
yBelnnyeHne Mo4eBoro nysblipd npu rnomMoLimn KoHaymnta n3 cermeHTta noAaB3ao0LWHON KuwkK. NMoMmMMo 3TOro, YacTto
Mcnonb3yrT anneHguke Oona co3gaHua NMOCTOSIHHOM CTOMbI, NO3BOMAOLLEN npoBoAnUTb YUCTYHO Nepunoanyveckyro
KateTepusauuio.

Hanbonee 4yacTbiMn OCHOXHEHUAMMU npu ayFMeHTaLLI/IOHHOIZ uucronnactmke un oTBoge MoO4n 4epes
NOCTOAHHYHO CTOMY ABIAKOTCA 6aKTep|/|yp|/|ﬂ n I/lHd’)eKLI,I/II/I MO4eBbIBOOALLNX nyTe|7|, KOTOpble 006bIYHO He npunBoaAT K
noTtepe TpaHcnaHTata npu npaBujibHOM Ne4YeHnn aHTUBNOTUKAMN.



- PexkomeHgoBaHO npoBefeHuWe ncuxocoumanbHOW oOueHkn pebeHka u ero poautTene Ha npegMmet
NMPVMBEPKEHHOCTM (KOMMMAEeHTHOCTU) K MpeanoniaraeMoi Tepanuu Ha BCeX 3dTanax 3amMecTUTENbHOW NOYeYHON
Tepanun, MU OCODEHHO MOCMe TPaHCMMaHTauMn MOYKM, MOCKOMbKY XOpPOLIO WM3BECTHO, YTO HecobnwopeHue
MEeLMLMHCKUX peKOMEeHOALNN CONPSXKEHO C BbICOKMM PUCKOM Pa3BUTUSA OCITOXKHEHWUA N yTpaTbl PYHKLUM NOYEYHOTO
TpaHcnnaHTara [287, 288].

(YYP C; YO[ 4)

KommeHTapwuii: B 4onNrocpoYHon nepcneKkTMBe 3Ha4yMTeNbHOE KONMYECTBO NOTEPb TpaHCNaHTaTa nponcxoanTt
n3-3a HecobnaeHNss MeguLMHCKUX pekomeHgauun. CyuectsyeT pag npounakTudecknx MeponpusaTuim, KoTopble
MOryT ynyywutb cobnogeHne OeTbMU U UX  poaUTENSAMU  MEOULMHCKMX peKoOMeHOauuh: HenpepbiBHOE
obpasoBaHuve, nHanBuayansHaa MeamumMHCKas MHopmaumusa n ncuxonornyeckas nomollb. Nepesoa geten npy nx
B3pOCMNEHUM ONA AanbHenwero HabniogeHus B yupexaeHue Ans B3POCMbIX CBA3aH C TEOPETUYECKM BbICOKUM
pUCKOM NOTepW TpaHCMnaHTaTa u3-3a HecobniogeHusa pexnma neveHns. PekomeHayoTCs BbINONTHEHNE KOMMMEKca
NPOCTbIX N 3WPEKTUBHBIX MeP, HaMpPaBNeHHbIX Ha MNOBbLILLEHNE NPUBEPXKEHHOCTU K NIEYEHUNI0: paHHAS NoAroToBKa K
nepeBogy W 4epedoBaHMe amMOynaTOpHbIX MOCELLEHUA MeauaTpuyeckoro M B3POCIOro  HegpPONorm4yeckoro
oTOEeNeHun.

B NpoLUSIOM KnMHN4YeCKne nccregoBaHnd, Kacarwwmecd npnBepXeHHOCTU K Nie4YeHuo, Obinn cocpenoTo4eHsbl
TONbKO Ha cobntoaeHnn pexunma npnemMa nekapCTtBeHHbIX npenapaTtos. OpHako B HacTosiLee BpemMA NpusHaeTca,
YTO NPUBEPXEHHOCTb K NIe4eHUo (KOMI'IJ'IaeHTHOCTb) sBnsieTca bonee LLUNPOKUM NOHATUEM, B AOMNOJTHEHUE K Npuemy
Ha3Ha4YeHHbIX NeKapCTB.

- PekomeHgoBaH TwaTenbHbii  NabopaTOpHbLIA  MOHUTOPUHI  KOHUEHTPaUMn  MMMYHOOENpPECCaHTOB
(MccnepoBaHne ypoBHS nekapCTBEHHbIX NpenapaTtoB B kposwu//IccrnieaoBaHne ypoBHS NeKapCTBEHHbIX NpenapaTos
B KPOBM METOAOM TaHAEMHOW MacC-CNekTpoMeTpuW) Ha BCeX aTanax feyeHus Ans nogbopa ageKkBaTHOW [03bl
npenapaTta, B CBA3M C CYLLECTBEHHbIM OTNMYMEM MeTabonuama npenapaToB 4519 UMMYHOCYNPECCUBHOW Tepanum y
JeTei Mo CpaBHEHWO C B3pocnon nonynaumen. PekoMeHOOBaHO pyKOBOACTBOBATbLCA HauunoHanbHbIMU
pekoMeHJauMsaMN MO JIeKapCTBEHHOMY MOHWUTOPWHIY U B3aUMO3aMEHSEMOCTU OPUTMHAaNbHbLIX U FeHepUYeCcKnX
UMMYHOOENPECCaAHTOB C Y3KMM TepaneBTMYECKUM OKHOM B crnydae HabnwgeHus BbICOKOM BapunabernbHOCTU
KOHUEHTpauni MIMMYHOCYNpPeCcCMBHbIX NpenapaTos [289].

(YYP C; VAT 4)

KommeHTapuii: ECTb HECKOMNBKO apryMEHTOB B NOMNb3y UHAMBUAYATNLHOTO (hapMaKkoKMHETUYECKOrO Npochuns y
feTteit. 3TO CBSA3AHO C yBENMYEHHbIM 06 bEMOM pacnpenesieHusl NeKapcTBEHHbIX BELLECTB Y ManeHbkUX AeTen, a
TaKkke C M3MeHeHMeM MeTabonuama NekapcTB B KULIEYHVKe, MeyeHU U MoYeyHoM TpaHcnnaHTaTe. [aHHoe
06CTOSATENBCTBO HYACTO CONPOBOXKAAETCS HECTAOUNBHOCTHLIO KOHLEHTPALMIA MIMMYHOAENPECCAHTOB 1 TpebyeT Gornee
YyacToro nabopaTopHOro KOHTPOIS MO CPaBHEHWIO CO B3POCHOW MOMyNAUMEN.

- PekomeHoBaHO nocne TpaHcnnaHTauum ocTaBnsTh AeTew noj TwaTenbHblM MeAMUMHCKUM HabnoaeHnem
MOArOTOBIIEHHbIX CMELManucToB Bpader-HedpornoroB (AEeTCKMX) Ans NPOgUIaKTUKL PasfMYHbIX OCIIOXKHEHUN,
06yCcnoBneHHbIX NPOBEAEHMEM NMMYHOCYNPECCUBHOM Tepanun (pasnuyHbie UHMEKLMUW, NnMdonponugepaTuBHble
3aboneBaHus, racCTPOMHTECTMHAMbHbIE PACCTPOMCTBA U T.4.), @ TaKkkKe peLmanBom NepBUYHOro 3aboneBaHms noyek
(®CIC, a-I'YC, n 1.4.) B TpaHcnnaHtaTte [290, 291, 292].

(YYP C; YOO 4)

KomMeHTapwuii: PeumnueHtam TpaHcnnaHTaTa noyky TpebyeTcs noXuM3HeHHas MMMYHOCYMNpeccMBHas Tepanums
Ans nogaepxaHus ctabunbHOW YHKUMW TpaHcnnavtata. OgHako AnuTenbHbIN MpUeM MMMYHOOEenpeccaHTOB
MOXeT CONpOoBOXAaTbCHA pa3BUTUEM CrieLndPUYECcKnX NOBOYHbIX 3PEKTOB, CBA3AHHbLIX C NOAABNEHNEM NUMMYHHOWN
CUCTEMBI, KaK, Hanpumep, NOBLILLEHHbIN PUCK MHAEKLMIN 1 31TI0KaYeCTBEHHbLIX HOBOOBpa3oBaHWN.

B 5 - 15% cnyyaeB peuuavB MNepBUYHOro 3abonieBaHWs SIBNSIETCA NPUYUHOW AUCEHYHKUMM MOYEYHOrO
TpaHcnnaHTarta y AeTel-peLnmeHToB noykn [291].

Cpeawn rmomepynsipHbIX 3aboneBaHun, KOTopble MOTYT peuuaMBUPOBaTL B TPaHCNaHTaTe, Hanbonee 4acto
BCTpeyaeTcd oKanbHbIi CEerMeHTapHbI  rmomepynsapHeii  cknepo3 (®CIC). O6wun puck peungmsa
HedpPOTMYECKOrO CMHAPOMA MOCHE TpaHCMnaHTaumMmn oueHmBaeTcs npumepHo B 30%. PCIC sensetca Hambonee
4YacTou NPUYMHOM NOTEPU TPaHCNNaHTaTa u3-3a peunaunea 3abonesanus. Puck peumausa npu ®CIrC y geten Bhiwwe,
Yyem y B3pocnbiX. Peumame ®CIC uvalle Bcero BO3HMKAeT B TedeHMe MNepBblX HECKONbKUX [AHeW nocne



TpaHcnnaHTauun. Y nauMeHToB, Y KOTOPbIX MepBbI TpaHchnaHTaT Obin noTepsiH U3-3a peunanBa 3aboneBaHus,
yacToTa peunamBoB B NOCMEAYIOLWEM TpaHCMaHTaTe cocTarnsaeT npubnmantensHo 80% [292].

3.3 UHOe neuyeHne
He npegycmoTtpeHo.

4. MeguuuHcKkaa peabunurauusi U1 CaHaATOPHO-KYpOpTHOE re4vYeHue, MeOUUUHCKUE MnoKa3aHusi u
NPOTMBOMNOKA3aHUA K NPUMEHEeHUI MeTOo4OB MeOULUHCKOM peabunutauun, B TOM YUCne OCHOBAHHbIX Ha
MCMNONb30BaHMU NPUPOAHbIX Nle4ebHbIX hakTOpoB

PeHanbHasa peabunutauus (PP) - 3TO CKOOpAWHUPOBAHHbIE AENCTBUS, HamnpaBlieHHble Ha ONTUMM3aLUIO
(h13nYECKoro, NCUXOIOTMYECKOro M coLmanbHoro yHKUMoHMpoBaHus aeTent ¢ XBI, cHuxkatowme nHBanMansaumio
1 cMepTHOCTb. PP BKMoYaeT NsiTb OCHOBHBLIX KOMMOHEHTOB: (DU3MYEeCKUe YNpakHEHUs!, OANETY U KOHTPOSb BOAHOIO
GanaHca, MeaMKkaMeHTO3HYI0 Tepanuio, oGy4yeHne NauneHToB, NCUXONOrMYeckoe KOHCYNbTUpoBaHue [356].

Oetn c¢ XBIl yvawe [OeMOHCTPUPYT OTCYyTCTBUE (OUSUYECKOM aKTUBHOCTW, CHWXeHue usndeckom
paboTocnocobHoCTH, a Takke Bonee HM3koe ka4ecTBo Xn3HK [357, 358, 359].

- PexomeHpyetca getam ¢ XBI1 noBbiweHne hrnsnyeckon akTMBHOCTM C Lefbio ynyyvweHns yHKUMOHANbHbIX
BO3MOXHOCTEN N KavyecTBa Xn3Hu [360].

(YYP B; YAN 2)

Kommentapun 1. Oetn c¢ XBIl dumsnyeckm MeHee akTvBHbI MO CPaBHEHWIO CO CBOMMWU 340POBLIMU
cBepcTHUKamn. CnegyeT NOAYEPKHYTh, YTO OTCYTCTBME (DM3NYECKOM aKTUBHOCTW BO3HMKAET Y)KE Ha paHHUX CTaamsX
3aboneBaHNs 1 NOCTENEHHO ycyryonsieTcsi no Mmepe nporpeccupoBanns XbIN. OTMevaeTcs 3Ha4UMTENBHOE CHXKEHNE
MbILLEYHOW Cunbl, ranyeckon paboToCNOCOBHOCTU U KapAMOpeCcnMpaTopHOW BbIHOCIMBOCTU Y NeauaTpuyeckux
naumeHToB ¢ XBI1. dnsmyeckas akTMBHOCTb AOMKHA ObITb aganTMpoBaHa U MHAMBUAYyanu3MpoBaHa B COOTBETCTBUM
C NoTpebHOCTAMM 1 BO3MOXHOCTAMU AeTen, cTpagatowmx XbI1 [376].

KommeHtapun 2. Y petem ¢ XBIl Hu3kaa dwusnyeckas akTMBHOCTb OOYCNoBreHa He TONbKO
AEeTPEHNPOBAHHOCTbLIO, HO U UCTOLLEHUEM CKeNEeTHbIX MbiLLL, CBA3aHHbIM C BO3AENCTBUEM YPEMNYECKOro aumaosa,
GenkoBo-aHepreTM4eCcKon HeAOCTAaTOYHOCTBIO U Tepanuen riKoKopTMKocTepongamm [377].

MoBbliWweHNe hU3NYECKON aKTUBHOCTU CBSI3@HO C YNydlleHWEeM CMOCOOHOCTU M BO3MOXHOCTEN BbIMOMHATb
noBcefHEBHble AENCTBUSA, a TakKe C yrydlleHUeM KadeCTBa XU3HU, CBA3AHHOIO CO 3J0POBbEM, U yBENUYEHUEM
NPOOOMKUTENBHOCTY XM3HM ¥ nauueHToB ¢ XBI1. MNoatomy Bcem naumeHtam ¢ XBI1 pekomeHayeTca perynspHo
3aHMMaTbCa PUNYECKUMU YNIPAKHEHUSIMNA.

- PekomeHayeTca HasHaveHue neyebHoM M3KynbTypbl Npy 3aboneBaHMaX NOYeK U MOYEBbIAENUTENBHOMO
TpakTa, BKOYaloLWen yMEePEeHHO UHTEHCMBHbIE a3pobHble ynpaXHeHWs, CUMNOoBble TPEHUPOBKN U TPEHMPOBKM Ha
paBHoBecue getam ¢ XbBI1 B cTagum pemmnccun OCHOBHOrO 3aboneBaHusa Ans ynydweHus usmyeckon opmel,
MOBbILLIEHNS MOBCEAHEBHOW U LLKONBHOM akTUBHOCTU [360].

(YYP B; YAL 2)

KommeHTapuin 1. MNpegnaraetca nauneHTam ¢ gogmnanuaHbiMmn ctagusammn XBI 3aHumaTtbes duanyeckumm
YMPaXHEHUAMU C YMEPEHHON HArpy3Kom (a3pobHbie ynpaHEeHUs yMEePEHHOW UHTEHCUBHOCTU, CUMNOBbLIE TPEHUPOBKU
N TPEHMPOBKN Ha PaBHOBECUKE, KOMMIEKChI fie4ebHOoM PpurakynbTypbl) N0 30 MUHYT B 60MLLUMHCTBO AHEN HEAENWN UMK
no 45 muH 3 pasa B Hegento [361, 362, 363].

KommeHTapui 2. letam, nonyyatowmm nporpaMmMHbIA reMmoananus, npegnaraercs 3aHnmaTbes (pnsndecknmm
YPaXHEHUAMU C YMEPEHHOW Harpyskon (ynpaxHeHus Ha pacTsXKy MbILILL U U3OMETPUYECKMe ynpaxHeHus) no 40
MWUH He MeHee 3 pa3 B Hefemno, YTO MOXEeT MOBbICUTb (PU3NYECKYI BbLIHOCNUBOCTb U 3HAYUTENbHO YNy4lIUTb
KayecTBO XWU3HW. [1py 3TOM CTOUT OTMETUTb, YTO AETAM, HAXOAALIMMCS Ha remoguanunse, Heobxoanmbl XOPOLLIO
OpraHM3oBaHHblE MpOrpaMMbl, OXBaTbiBalowwmMe BCe (U3NYECKME WU MCUXOMOrMYECKMEe acnekTbl, C pa3yMHbIM
pacnpegeneHvemM BpeEMEHU W MOBbLIWEHHbIM BHYUMaHUEM CO CTOPOHbI MeauumMHCkux paboTHukoB [364]. CriegyeT
NOAYEPKHYTb HEOOXOAMMOCTb CEMENHOIO NoAX04a M CNaXeHHOro CoTpyaHnYecTBa mexay pebeHkom, pogutensamm
N MegUUMHCKUMK paboTHMKaMu ansa obecneyeHnss MakCMMarnbHOro NonoXxutensHoro agdekra [359].



- PekomeHgoBaHO cenekTvBHOE NpoBedeHe KOMMMEKCHOro CaHaTOPHO-KYpOPTHOro neyexus geten ¢ XbI 1
- 3 cT., BKIOYawLWee knMmaToTepanuio, OanbHeoTepanuio, TeppeHKypbl C LEenblo npeaoTBpalleHns
nporpeccupoBaHns Ha paHHux ctagnax XBI1, CHXeHns pucka pa3BuTHSA OCIOXHEHUN, YTYYLLIEHNS KavyeCTBa XU3HU
npu pasnuyHbix ctagunsax XbBIT [365].

(YYP C; YA[ 5)

KommeHTapun 1. CaHaTopHO-KypopTHOe fnedveHne geten ¢ XbI1 1 - 3 ctagum npoBoANTCS B KIIMMATUYECKMX C
NMPVUMOPCKMM W MYCTbIHHLIM KIIMMAaTOM, KrMMaTo-6anbHeonormyeckux n rpsaseBbix caHatopusx [365]. CaHaTopHo-
KypopTHOEe neyeHue LenecoobpasHo NpoBOAUTHL B TeNnoe BpeMs roga Ha npoTsbkeHun 3 - 5 mecdaueB ¢ Mas no
ceHTAbpb BKkNOUMTENbHO [366]. BbIGOp dhmandeckoro daktopa, nokanusauuu, o3bl U NPOLAOIKUTENBHOCTU
npoueayp QOaeT BO3MOXHOCTb LefneHanpaBfeHHO BIUATb Ha COCTOSIHUE WMMYHHOW CUCTEMbI, MOYeYHOMN
reMmoguHamukn, YHKUMOHANbHOE COCTOSIHME BEPXHUX W HWKHUX MOYEBbIX MNyTeW, 4YTO npedoTBpaliaet
nporpeccupoBaHue XbI1.

KommeHTapun 2. KnumatoTepanus BKNOYaeT aspo-, renmno-, Tanaccotepanuio U HanpasrneHa Ha ynyJlleHune
HerlporymopanbHOW  perynaumMm  opraHuama W MOYEBbIOAENUTENIbHOW  CUCTEMbI, Ha  HOpManu3auuio
COMNPOTUBMASIEMOCTIN OPraHnu3ma 1 NMoBbILLEHNE er0 YCTOMYMBOCTU K HEBNaronpusiTHeIM pakTtopam BHELLHEN cpefbl
[367].

KommeHTapui 3. Cpegu B6anbHeonormdyeckmx caktopos B Tepanumn 6onbHbix XBIM 1 - 3 ctagum B ucxope
XPOHWYECKOro nuenoHedpuTa NCMoMb3yTCA Yyriekncrnble, XNOpuaHble HaTpueBble, NOAOOPOMHbIE U PafOHOBbIE
BaHHbI, YTO CnocobCTBYeT HopManusauuMm KpoBooOpalleHus, ocobeHHO BEeHO3HOro, B obnactu manoro Tasa, u
YMeHbLUaeT NporpeccMpoBaHne BocnanuTenbHOro npolecca B MoYeBbIX NyTax. banbHeoTepanus HasHayaeTcH B
CTagun pemMmnccum He paHee, Yem yepes Tpu Mecsua nocrne o6ocTpeHns. Takke NPUMEHAETCH NUTbe MUHeparnbHbIX
BOJ Marnoun u cpegHen MmHepanuaaumn. Ix TepaneBTUYecKnin apdeKkT cBa3aH ¢ nameHeHmem pH mouu, 4yto cosgaet
HebnaronpusaTHbIE YCNOBUSA ANS PasBUTMA MNaTOreHHOW MuKpodnopbl. B komnnekce caHaToOpHO-KYPOPTHbIX
MeponpusaTUn HeobXxoanMO NPUCYTCTBME NeYebHON PU3KYNbTYPbI, TEPPEHKYPOB [366].

KommeHTapun 4. B ocHoBe peabunurtauyuun nauyneHtoB ¢ XBI Ha ¢oHe xpoHmyeckoro rmomepyrnoHedputa
nexut knumatotepanusa. Mpu XBIT B ncxoge HedpoTMHeECcKOro cuHapoMa Haubornee MoaXO4AWMMU SIBNSAKTCA
KnMMaTU4eckmne KypopTbl NYCTbIHb, @ Takke NPUMOpPCKUE KypopTbl 6e3 pe3kux konebaHuin CyTOYHOM TemnepaTypsl.
Cyxom 1 apKkuii BO3gyx 3TUX KypOpTOB CMOCOOCTBYET YCUMEHUIO NOTOOTAENEHMS U BbIAENEHUIO MPOMEXKYTOUHbIX
NpoayKkToB a3oTuctoro obmeHa, Hopmanusaumu BogHoro G6anaHca [365]. BoaMoxeH npvem cnasiumx unm obLimx
XNOpUAOHbBIX HAaTPUEBBIX BaHH (KoHUeHTpauuen 20 r/n); KeMUyXHbIX, MOPCKMX C TemnepaTtypon sBoabl 37 - 38 °C,
yepes feHb, Beero 8 - 10 BaHH [374]. CaHaTOpPHO-KYPOPTHOE fieYeHne NpoTUBONOKa3aHo Npu BbICOKOW MPOTEUHYPUN
(cBbiwe 4 r/cyT.), BbIpaXXEHHOW rMnonpoTenHemun (Huwxke 60 r/n), coveTalwLlmMXCa C MHOXECTBEHHbIMU OTEKAMMU.
JleTHsIa apa npoTmBonoka3saHa 6onbHbIM ¢ XBI1 B ncxoae rematypuyeckoro BapvaHTa romepynoHedputa. Nm
NMOAXOAAT KypopThbl CTEMHON 30HbI CpeaHewn nonockl Poccum [365].

KommeHTapun 5. HauunHas ¢ 3-i1 ctagum XBI Lenbio caHaTOPHO-KYPOPTHOIO fIeYEeHUA CTAHOBUTCS CHMDKEHMNE
pucka pasBUTUS OCMNOXHEHWUW, YryylleHWe KayecTBa XWU3HU U ee NPOJOIPKUTENbHOCTU. TakMMm nauueHtam
HeobXx0o4MM CTPOro MHAMBUAYaNbHbIA NOAX04 M NoAO0P ONTUMASbHBIX YCITOBUI CAHAaTOPHO-KYPOPTHOrO NevenHunst. Y
naumeHtoB ¢ XBI1 npoABWHYTLIX CTaauii BO3MOXHO MpoOBedeHWe TepMoTepanuun. TepmoTepanusa - fneyeHue
[03UPOBaHHbLIMK @3porMnepTepMnUYeckKUMM BaHHaMM B YCMOBUSX KNMMATPOHa, rae MOLEenupyloTCA OCHOBHbIE
napamMeTpbl CYXOro M1 XapKoro nycTbIHHOrO Knnmara.

KommeHTapuii 6. MNauueHToB ¢ gnanuaHon ctaguen XbI nnun nocne TpaHcnnaHTauuy NoYky, HanpaBnsioT Ha
KypopTbl, 060pyAoBaHHbIe AVanu3HbIMU LeHTpamu.

5. MpodmnakTnka n gucnaHcepHoe HabnroaeHne, MeAULIMHCKME MOKa3aHUsA U NMPOTUBOMOKa3aHUA K
NPUMEHEHUI0 MeTOAOB NPO(UIaKTUKKN

5.1 NMpocdunakTuka

5.1.1 BakuuHauunsa geten ¢ XbI

OOHUM 13 KOMMOHEHTOB NPOMUNAKTUKN SABMSIETCS 3aliuTa OT UH(PEKUMOHHBIX 3aboneBaHni, KOTOpble MOryT
npuBecTu nporpeccupoBaHuio XBI1, 1 ABMSOTCA XKU3HEYrpOXKaLWMMU Y NMauMeHTOB, HaXoAdsAWUXCs Ha avanvse,
nMb0o nepeHecLUnX TPaHCNNaHTaumo NoYKU.



Bce BakuuHbl cnepyet BBoauTb Aetsim ¢ XBIT cormacHo HauuoHanbHOMY KaneHZapkt npodunakTnyeckmx
NMPMBMBOK, MPU 3TOM XMBble aTTEeHYMpPOBaHHble BaKUMHbl (BakuuHbl) He criegyeT BBOOUTH AETAM  C
UMMyHoaeMLUMTHBIM cocTosiHuem [6, 110, 297].

- He pekomeHayeTca BBegeHue BakuuHbl ons npodunaktvku rpunna (kKmBomn)™™, nubo BakumHbl ans
NpodMNakTNUKM BETPSHON OCMbl (3KMBOW, aTTEHYMPOBAHHOW)** AeTaAM ¢ HedPPOTUYECKUM CUHAPOMOM UNKN TEM, KTO
nony4yaeT MMMYHOCYMPECCMBHYIO Tepanuio Mocfne TpaHcnnaHTaumm nodku. [locrne BBeOEHVS  KMBOW
aTTEHYMPOBAHHOMN BaKLMHbl HeOOxoauMM obsi3aTenbHbI MUHMMATbHBIN NEepUog, OXMAAHMSA B YeTblipe Hedenu Oo
NCMNOMb30BaHMA MMMYHOCYNPECCUM ANa TpaHcnnaHTauum novku [297].

(YYP C; YO 5)

- PekomeHpyeTcsa npoBefeHne BakLMHaLMM NpOTMB NMHEBMOKOKKOBOW MHdekunn scem aetam ¢ XbI1 ¢ uenesto
npeaynpexaennst Tskernon nHgpekummn, BbiaBaHHOW AaHHbIM BO30yauTenem [297].

(YYP C; YO 5)

- PexomeHayeTtca B o6a3aTensHOM nopsake NpoBeAeHne BakuMHaL MM npoTme renatuTta B Bcem pgetam ¢ XBl1
UNN Haxo4sALWMMCS Ha AManuse ¢ Lenbio NpeaynpexaeHus passuTtusi BUpycHoro renatuta B [297].

(YYP C; YOA 5)

- PekomeHgoBaHO paccMOTpeTb MpeanoyTuTensHoe nposBedeHne BakuMHauuM NpoTMB BUpyCca Nanumiiiomsl
yenoseka (BlMY) go TpaHcnnaHTauuym NOYKM B CBSI3M C WMEOWUMUCH OrPaHWYEHHbIMW AaHHBIMW O MeHee
BbIpaX€HHOM UMMYHHOM OTBETE Y PELMNNEHTOB TPaHCNNaHTaTa noykm [297].

(YYP C; YOA 5)

- He pekomengoBaHo BBeaeHMe BakUUHbI AN NPOUNaKTUKM BETPSHONM OCnbl (KnBasd, aTTeHympoBaHHas)*™™
aetam ¢ XBI u TsxensiM MMMyHOA4EUUMTOM, B T.4., OETSM, MOMyYaloLlwmMM BbICOKME A03bl KOPTUKOCTEPOMAOB
cucTeMHoro genctems [297].

(YYP C; YOA 5)

KommeHTapun: B ngeane BakumHy BBOAAT B BUAE ABYXA030BOM CXEMbI, Koraa pebeHok nonyvyaeT HU3Kue go3bl
KOPTUKOCTEPOMAOB CUCTEMHOrO [OEencTBusa (Hanpumep, MeHee 2 MI/KI Maccbl Tena 4epe3 [eHb) WM
KOpTMKOCTepouaHasi Tepanus He NPOBOAUTCS.

- PexomeHgoBaHO npoBegeHne BakuuHauum npotuB TyGepKkynesHon nHdekuun, ecnn He Obina npoBeaeHa B
COOTBETCTBMU C HaLMOHamnbHbIM KaneHgapem npodpmnaktndeckux npmemBok getam ¢ XBI1 go TpaHcnnaHTaumm
noykm [297].

(YYP C; YA 5)
5.1.2 Cnoco6bbl npegoTBpalleHUsA Unmn cHXeHus nporpeccupoBanus XbBI1

- PekomenpoBaHa Tepanusa OocHoBHOro 3aboneBaHus, nexauwlero B ocHoBe XBI (Hanpumep, koppekuuns
OBCTPYKTMBHBLIX yponaTui, UMMYHOCYNpPecCuBHas Tepanus npu HedpPOTUYECKOM CUHApPOME U T.4.) C Uenblo
npegynpexaeHus nporpeccupoBaHusa XbI1 [297].

(YYP C; YO 5)

- PexkomeHpoBaHo nopaepxaHue afekBaTHOroO HYTPUTUMBHOrO cTaTyca, nNpoBedeHWEe CBOEBPEMEHHOM
OWarHoCTUKM U Koppekumu geduumTa xenesa, MMHeparbHO-KOCTHbIX HapyLLeHWI, CBOeBpEeMEHHOE Havano guanusa
C Lenblo Noaaep)KaHnsa agekBaTHOro Ka4yecTBa XU3Hu naumeHToB [6, 110, 297].

(YYP C; YO 5)

KommeHTapun: Y peten ¢ XBI 3amectutenbHas nodvevHas Tepanust (3MT) obblyHO Heobxoauma, korga
CKOpOCTb KnyboukoBor cunbTpaummn (CK®) nagaet Hwke 15 mn/muH Ha 1,73 m2? (ctagma G5 XBI, noyeyHas
HeJOCTaTOYHOCTb) U B HEKOTOPbIX CIlyYasix 4o 3TOro. Takum obpa3om, Kak Tonbko pacyeTHas CK® cHmkaeTca go <
30 mn / MmuH Ha 1,73 m2? (ctagust G4), nopa HauyMHaTb NOArOTOBKY pebeHKa U CeMbU K 3aMeCTUTENBbHOW NOYEeYHOM



Tepanun (3MT/KRT) [3]. CeMba M nNaumMeHT AOMMKHbI MOMy4YnTb MHGOPMauuio O cpokax M Bblbope 3T
(TpaHcnnaHTauusi NoOYKKU, NepUTOHEeanbHbIA AUanu3 UM remoamanus).

- PexomeHgoBaHo oueHmBaTh puck pa3sutus XbBI1y geten, poamBLLMXCS HEAOHOLIEHHBIMM, BKITIOYas aHanus
UCTOPUN POXAEHMS, TEYEHNS] HEOHATANbHOrO Nepuoaa U COCTOSHWUS 300POBbSA AeTeN C LieNbl0 CBOEBPEMEHHOM
ONarHOCTUKN U CBOEBPEMEHHOMO NPUHATUA Mep no koppekummn XBI1 [297, 298].

(YYP C; YO 5)

KomMeHTapuu: Bpaun-neguaTpbl M Bpayu-HeoHaTONorn, Habnwogawlwme HeOOHOLWEHHbLIX AETEN, OOIDKHbI
ObITb HACTOPOXEHHBIMW B NIIaHe BO3MOXHOW ANCYHKLMM NOYEK Y 3TOM KaTeropmm nuu.

- PekomeHpgoBaHo n3beratb hakTOpOB pucka nocrnegyowero nospexaeHns novek y geten ¢ XbI - anusogbl
OCTPOro NOBPEXAEeHUS MOYEK MOTYT NPUBECTU K Oonee BbICTpoMY yxyaLleHno dyHKUum nodek y geten ¢ XbI1 [297].

(YYP C; YO 5)

KommeHTapuun: CHwmxeHne nepdy3unm novek unv BBeAeHWe He(pPOTOKCUYECKMX areHToB - [ABa
pacnpoCTpaHeHHbIX COCTOSIHUS, KOTOPbIE MOTYT MPMBECTU K AanbHENLEMY NMOBPEXAeHMIo noyek y geten ¢ XbIT.

- PexomeHgoBaHO wu3beraTb OCTPbIX 3NM3040B rmnonepdy3ny novek C Uenblo  npegynpexaeHns
nporpeccuposaHusa XbI1 [297].

(YYP C; YA[ 5)

KommenTapun: Moarpynna geten ¢ XBI nvmeeT HapyleHue kaHanbueBon peabcopOummn HaTpusi (moTepu
COMM) N CNOCOBGHOCTM KOHLIEHTPMPOBATbL MOYY, YTO YBENWYMBAET PUCK TMMOBONEMUMU U runonepdy3umn npu
He3HaunTenbHbIX 3aboneBaHusax. NMauMeHTOB U3 rpynnbl pucka criefyeT BbIABNATb B Havane WUHTEPKYPPEHTHOro
3aboneBaHusi, CB3aHHOIO C r’MNOBONEMMEN NN TMNOTOHUEN, YTOOLI 06ecnevnTs BOCNOMHEHMNE 3anacoB XULAKOCTU
00 3HAYUTENBHOIO CHUXKEHUSA KPOBOTOKA B MOYKaX.

'Mnonepdysuns noyek BbI3bIBAETCA MMNOTEH3MEN (Hanpumep, CenTUYECKMM LLOKOM), NpMEeMOM npenapaTos,
CHWXawux nepdysmio nodek (Takmx Kak HecTepouAHble MPOTUBOBOCMANUTENbHbLIE U MPOTMBOPEBMATUYECKME
npenapatbl, WHrMOGMTOpPLI AlP Kn aHTaroHMCTbl peuenTopoB aHrvoTeHauHa |l), M cHuxeHvem obbema
LMPKYNMPYIOLLIEN KPOBM N3-3a PBOTHI, AUapeun, NPUMEHEHUS OUYPETUKOB, OXKOroB, CEPbE3HbIX onepaumnn (Hanpuvep,
KapOuoXMpypruyeckux onepauun, BbIMOMHEHHbIX MNPU  WUCKYCCTBEHHOM KpoBooOOpallueHun, OpToneanyecKmx
onepauuin Ha NO3BOHOYHMKE) 1 / NN KPOBOTEYEHUI.

- PekomeHpoBaHo m3beratb npvema npenapartos, obnagatolmx HePOTOKCUYECKUM AEUCTBUEM C LEMbH
npeaynpexaeHus nporpeccuposaHmsa XBI1 [297].

(YYP C; YOO 5)

KommeHTapuu: K Takum npenapatam OTHOCSATCS MHOMME HeCTepougHble MpOTMBOBOCMNANUTENbHbIE W
NpoTUBOPEBMATUYECKME MpenapaThl, AUarHoCTUYeckMe npenaparbl (HanpuMep, PEHTTEHOKOHTPAaCTHbIE CPeACTBA),
aMuHornMko3uabl, amcoTtepuumH B**, unknocnopmH** 1 Takponumyc**. Cnegyet nsberatb npMema Takux fiekapcTs
UNN MPUMEHSATb UX C OCTOPOXXHOCTBIO Y MALMEHTOB C XPOHNYECKOW BONe3HbI0 MOYeEK, NO4 KOHTPOSIEM MOHUTOPUHIA
TepaneBTMYECKOro YpoBHs nekapcTs (MiccnenoBaHne ypoBHS NeKapCTBEHHbIX MpenapaToB B Kposwu, ccnegosaHve
YPOBHS NNEKapCTBEHHbIX NpenapaToB B KPOBU METO4OM TaHOEMHON MacC-CNEKTPOMETPUN).

HekoTopble npenapatbl unm nx cocTaBrnsawoLme, Takue Kak Ko-Tpumokcason
[CynbdameTokcason+Tpumetonpum]™, LunpodnokcauuH™*, NpuBoaaT K NOBbILLEHUIO YPOBHSA KpeaTUHWHA B KPOBU,
HO He MOBbILLAT YPOBEHb a30Ta ModeBUHbI kpoBu (AMK), mockonbKy OHM BRMSAOT NMMOO Ha KaHanNbLIEBYIO CEKPELIMIO
KpeaTvHUHa, NMMbo Ha pe3ynbTaTt NabopaTopHOro aHanM3a KpeaTuHUHA (OHW He BNUSIIOT HanpsMyto Ha OYHKUMIO
noyek).

- PekomeHpoBaHo petam ¢ XBI1 HasHayeHne wuHIMOuTOpOB AP wunm aHTaroHUCTOB peLenTopoB
aHrmoteHsmHa Il ¢ HedponpoTeKkTMBHOW Uenbio (C MpoOBeAeHWEM COOTBETCTBYIOLLErO MOHUTOPMHra (CM.
KoMmeHTapun) [325, 368].

(YYP C; YOO 5)



KommeHTapun:

[MokasaHMAMM CcUMTAIOTCS:

- BbICOKOE apTepuarnbHoe aasrneHue (>= 90-11 NpoLUeHTUMb)

n/vnn

- 3HaYMTeNbHasa NPoTenHypus/ansbymMmnHypus

- COOTHOLLEHNe Benka B Mo4ye K kKpeaTuHuHy >= 0,5 mr/mr nnun 50 mr/mmornb,
- COOTHOLLEHNE anbOymMuHa K kpeaTuHuHy >= 0,3 mr/mr unu 30 mr/mmons.
HasHadeHue B 3aBucumocTn ot ctagum XBI1:

- Mpn XBI1 1 - 3CT: HA3HaYUTb KaK MOXXHO paHblUe, MPUMEHATb ASIUTENBHO.
-Mpn XBlM4 nb5cr:

- NauMeHTbI, KOTOpbIE yXXe MPUHUMAIOT UHIMBKUTOPLI AN MM aHTaroHUCTbLI PELLENTOPOB aHrMoTeHauHa |l -
NPOAOIKUTL IeYEHNE, MPU YCINOBUM XOPOLLEN NEPEHOCMMOCTH,

- MauWeHTbl, KOTopble HEe MPUHMMAOT UHIIMBUTOPLI AP UNKU aHTaroHMCTbI PeLenToOpoB aHrnoTeHsnHa Il:
paccMoTpeTb CTapT Tepanuu ¢ TwaTtenbHblM MOHUTOPUHIOM.

MpakTuyeckne acnekTbl:
- Hayaro nevYeHus ¢ UCnosib3oBaHNEM MakCMManbHOM 040OpeHHON 403bl, KOTOPasi NEPEHOCUTCS NaLUEHTOM,

- KOHTPONb M3MEpPEHUs apTepuarnbHOro AaBrieHus Ha nepudepruyecknx apTepusx, UccrneaoBaHUs ypoBHS
KpeaTVHUWHAa B KPOBM, UCCINENOBAHNSA YPOBHS Karnus B KDOBU - B TeHeHUe 2 - 4 Hefernb Nnocre Havyana uinm yBernmyeHus
003bl MHIMGUTOopoB AlN® NN aHTaroHNCTOB PeLEenTopoB aHrnmoTeHauHa Il B 3aBucumocTn ot CKP 1 ypoBHs kanus B
KpoBW,

- rMnepkanuemMuio, CBA3aHHYI0 C UCMOSb30BaHUEM WHrMbutopos Al® unm aHTaroHUCTOB peuenTopoB
aHrnoTeHsmHa |l, kak NMpaBWMnO, MOXHO KOHTPONMPOBATb MepamMu MO CHWXKEHMIO YPOBHSA Kanusa B KPOBW, a He
CHWXEHMEM [03bl UK MpeKpaLLEHNEM NIeYEHMS STUMK NpenapaTamu,

- Tepanuio nHrmbutopamm AN nnu aHTaroHMCTaMm peLLENTOPOB aHrMoTeH3nHa |l cnegyeT npogonkaTtb ecnm
YPOBEHb KpeaTMHMHa B KPOBM He nosbillaeTca 6onee Yem Ha 30% B TedeHue 4 Hegenb Nocne Havyana fneyeHnst unu
yBENUYEHNs1 O03bl,

- paccMOTpeTb BO3MOXHOCTb CHMKEHUS [03bl WKW MpekpaweHus npuema uHrnbmutopos AN wunu
aHTaroHNCTOB PELIENTOPOB aHMMoTeH3nHa |l B yCNoBUSIX CUMNTOMATUYECKON TMMOTEH3UN UM HEKOHTPONMPYEMOWN
rmnepkanueMmn, HECMOTPSl Ha MEONKAMEHTO3HOE NeYeHne, Unu AMs YMEHbLUEHUS YPEMUYECKUX CUMNTOMOB MpK
neYeHnmn NoYEYHOW HeJOCTaTOYHOCTU (pacyeTHasi CKOPOCTb KyboukoBor unbTpauumn [CKP] < 15 mn/muH Ha 1,73
M?),

- He crnepyeT KOMBMHUpPoBaTb MHMIMBUTOPBLI AMN® MK aHTaroHUCTbI peLenTopoB aHrmoTeHanHa Il [325, 368].

Yawe Tepanuio HaumHaloT ¢ uHrMbuTopa Al®, nockonbky umeetcs Oonblue AaHHbIX O 6e30macHOCTU K
ahbheKkTMBHOCTM ITOrO Knacca npenapaToB Yy Agetein no cpasHeHuto ¢ BPA: Hanpumep, #anananpun** 0,08 mr/kr B
AeHb (Makcumym 5 Mr/geHb), koTopas TUTpyeTcs 40 MakcMMarnbHon Ao3bl 0,6 Mr/kr B geHb (Makcumym 40 Mr/oeHb)
no ypoBHto ALl naumeHTa u pe3ynbTaTtoB NabopaTopHbIX TECTOB (HanNpMMep, YPOBHIO CbIBOPOTOYHOrO Kanusl).

Y naumeHToB, C HenepeHocMmMocTblo MAT® (Hanpumep, Kalwenb), BO3MOXHO npumMeHeHne BPA, Hanpumep,
#nosapTtaHa** B HayanbHon fo3e 0,7 Mr/kr B AeHb (MakcumyM 50 Mr/aeHb), KoTopas TUTpyeTcs A0 MakCMMarnbHON
no3bl 1,4 mr/kr B geHb (Makcumym 100 mr/geHs) [138, 325, 368].

TepaTtoreHHbI NOTeHUMan aT1x NpenapaToB Y XeHLUMH OeTOPOAHOro Bo3pacTa Takke cneayeT obcyxaaTb C
AeBoYKaMn-nogpocTkamy nybepraTtHOro Bo3pacTa, Korga paccMaTpvBaeTCsi BOMPOC O HasHaveHun mHrmbutopa
AlMN® nnn BEPA [138].



- PekomeHpoBaHo nogaepxmBatbh ypoBeHb ALl B npefenax LieneBbiX 3Ha4YeHWW, B TOM 4Yuche, C NOMOLLbIO
aHTUIMNEPTEH3NBHON Tepanuu, ¢ Lienbio 3amennenms nporpeccupoBanusa XbI y geten [297].

(YYP C; YO 5)

KommeHTapuu: CambiM OENCTBEHHbIM METOAOM, CMOCOGCTBYIOLMM 3aMearneHuio  NporpeccupoBaHus
noYeyHbIX PYHKUNRA, aBnsieTcs KoHTponb ALl 1 ncnonb3oBaHne nNpu HEO6XoaMMOCTM aHTUTMNEPTEH3UBHOM Tepanum
y aeten ¢ XbBIll, ocHoBbIBagCb Ha [oKasaTenbCTBax TOro, YTO CTPOrMi KOHTposfb ALl CHWXaeT CKOpOoCTb
nporpeccupoBaHuna XbI y getein.

CM. KNUHMYECKMe pekoMeHZaLmmn No apTepuansHOM rMNepTeH3nmM y eTel U NO4POCTKOB.

- Ana geten, KOTopbIM TpebyeTCs aHTUrMNepTEH3MBHAs Tepanusl, pPEKOMEeHO0BAHO OTAaBaTh NpeanovTeHne
MCMNOMb30BaHWO UHrMObuTopoB Al® WM aHTaroHUCTOB PeLIEenTOpPOB aHrmoTeHsvHa |l B cooTBeTCcTBUM C
KNMMHUYECKUMM pEKOMEHZALNSAMI MO BEOEHWUIO AETEN C apTepuanbHom runepTeHsnen [297, 335].

(YYP C; YA[ 5)

KommeHTapun: Umetotcs ybeautenbHble OokasaTenbcTBa TOro, 4TO 9TW areHTol obnapatoT 6onbluen
HedPONPOTEKTUBHOMW CMOCOOHOCTBLIO, YeM [UMNOoTeH3VBHbIE npenapatbl B KOMOWHAUMM C AMypeTukamu, B
3amepnneHumn nporpeccupoBanns XBI1 (koHTponvpysa ALl, a Takke cHWXas npoTenHyputo gaxe y geten ¢ Xbl 3 - 5
CT.).

Bnokaga aHrMoTeH3MHa € UCNonb3oBaHNeM NHrMbuTopos AP nnu aHTaroHMCTOB PELLENTOPOB aHIMOTEH3UHA
Il Takke MOXeT 3amennaTb nporpeccupoBanme XbBI1y nauneHToB ¢ HacneacTBEHHbIM HedpuMTOM 6e3 NOBbLILLEHHOTO
All 3a cHET CHUXEHMS NPOTENHYPUN.

- He pekomeHaoBaHoO Ha3HaveHue H13kobernkoBon aneTol Npu XBI1y geten, T.K. ee NpMMEHEHMe He Nokasano
npeumyLlecTsa B 3ameafieHMm nporpeccupoBaHmm 3abonesaHuns novek y geten [297].

(YYP C; YA[ 5)

KommeHTapuu: B HacTosiLLee BpeMs B neamaTpuyeckoi npaktuke aetam ¢ XbIM HasHayaeTcsl cyToyHas Hopma
Genka, COOTBETCTBYIOLLAS BO3pacTy.

CylecTByeT NpeanonoxeHue, YTo rmnepypukeMmsi, KOTopas BO3HMKAET M3-3a CHUXKEHUSA 3KCKpeLMn ypaToB C
Mo4oMn, cnocodcTByeT nporpeccupoBaHmio XBI1, 4acTUYHO 3a CYET CHWXKEHUS nepdy3nn Noyek, a Takke 3a cyeT
ctumynauum nponudepauun addepeHTHbIX KNeToK rnagkMx Mbiwy apTepuon. OgHako pekomMeHZauui no
MOHUTOPWHIY MOYEBOW KACMNOThI B CbIBOPOTKE KpoBW y aeTein ¢ XBIT HeT.

5.2 lucnaHcepHoe HabnwaeHWe NOXU3IHEHHOE U BKIOYaeT B cebs:

- PexomeHgoBaHo ancnaHcepHoe HabnogeHne nauneHToB ¢ XBI1 ¢ Lenbio KOHTPOMs NOYeYHbIX (OYHKLUNNA,
NPOMNaKTUKN Pa3BUTUSA OCIIOXKHEHWI U CBOEBPEMEHHOM Koppekummn Tepanum [325, 148, 369, 370, 371].

(YYP C; YOO 5)

KommeHTapuu:

Mprem (oCcMOoTp, KOHCYNbTauus) cneLmanmcToB:

- Bpau-negnatp/Bpay obLen npakTukm (cemenHbin Bpay) 1 pa3 B Mecsi,.
- Bpay-Hedpponor 1 pa3 B 2 - 3 mecsdua.

- Bpay-ctomartonor getckuin 1 pas B 6 mecsiLeB.

- Bpay-optansmoror 1 pas B roa.

- Bpay-otopuHonapuHronor 1 pas B rog,.

- Bpau-reHeTuk npn HeobxoammocTu (npu TyBynonaTusx u rmoMepynoHedpuTax B COCTaBe reHeTUYecKoro
cvMHgpoma).



JlabopaTopHble uccrnegoBaHns:

- 06LWMI (KNUHMYEeCKnin) aHanma moun (1 pas B MecsL, 1 Mo NoKasaHusim);

- 0BWNIA (KNMHUYECKNI) aHanmn3 KpoBM pasBepHYTLIN (YacToTa - MO NOKa3aHWAM);

- aHanus kpoBu buoxnmmyeckmin obetepanesTudeckuii (1 pas B 3 mecsua 1 No nokasaHuam);

- nccnegoBaHye KMCNOTHO-OCHOBHOMO COCTOSIHMSA U ra3oB KpoBu (1 pa3 B 3 mecsaua 1 no nokasaHusm);

- nccnegoBaHne YpoBHS NapaTMpeongHoro ropmMoHa B Kposu (1 pa3 B 3 mecdua 1 no nokasaHusm);

- uccnepoBaHue ypoBHsi 25-OH ButamuHa [ B kpoBu (1 pa3 B 3 - 6 mecsiLeB);

- TOPMOHBbI, XapakTepuaylowme QyHKUUO WnToBugHon xenesbl (MccnegoBaHne ypoBHS TMPEOTPOMHOro
ropmoHa (TTI) B KpoBK, nccnegoBaHme ypoBHsi cBobogHoro TpunoatnpoHmHa (CT3) B kposu) (1 pas B 3 - 6 mecsueB

nno nOKGSaHVIﬂM);

- UccrnegoBaHMe YPOBHA MHCYNMHONOA06HOro pocToBoro chaktopa | B KpoBuM (Npy 3agepke pocTa u Tepanuu
COMaTpPONUHOM™* (PEKOMBUHAHTHBIM FTOPMOHOM POCTa));

MHCprMeHTaJ'IbeIe MeTodbl NccriegoBaHUA:
- yNnbTpa3BykKOBO€ wuccneanosaHme opraHoB MOYEBOM CUCTEMbI (yJ'Ipra3ByKOBOG ncecnegoBaHMe TMoYyek,

YnbTpa3BykoBOE MUCCref0oBaHNE MOYETOUYHMKOB, YbTPa3BYKOBOE MCCregoBaHMEe MOYEBOro Ny3bips) 1 pas B 6 mec.
1 NO NoKasaHuAM.

6. OpraHusaums okazaHust MeEQULIMHCKOW NOMOLLM
Maumerntam c XBI1, B 3aBUCMMOCTN OT HEOBXOAMMOCTU, MOXET ObITb OKa3aHa MeauLnHCKas NoMoLLb Noboro
BMAa, ycrnosus, opMbl, NPeaYCMOTPEHHbIX 3akoHogaTenbcTBOM Poccuiickon ®epepauun.

MauneHTbl AOMKHbI COCTOATL Ha AMCNAHCEPHOM y4eTe, Nomnyyas nepBUYHY0 MeQUKo-CaHUTapHYH NOMOLLb B
amMBynaTopHO-NOMMKNNHMYECKUX ycnoBusax. OCHOBHbBIM YCITOBUEM OKa3aHUs MoOMOLLM nauneHTy ¢ XBI gomkHo 6bITb
obecneyeHve MNOCTOSHHOrO HabniogeHus, MonyYeHWe nPOTMBOPELUUOMBHOIO fleYeHUs U CBOEeBPeMeEHHasd
rocnmTanusauus.

PebeHok Habniogaetca Bpavom-negmaTpom/BpaqyomM obLlen npakTukM (CeMerHbIM BpayoMm), BpayvoM-
HedpororomM, Npy HanMyYnuM yporIoOrMYECKOM MaTosiormM - BpavyoM-yporiorom (Co crneuuanusauuent no AeTCKoW
ypornornm-aHaponornm)/BpayomM-4eTCKMM  YPOJIOrOM-aHApoSioroM, € y4acTuem, npu  HeobxogMmocTu, Bpada-
OvneTornora, Bpaya-reHeTuKa, Bpayva-4eTCKOro OHKorora-remMaTosnora, Bpaya-TpaBMaToriora-optonega, Bpaya-

Kapauorora OeTckoro, Bpaya-odTanbmorora, Bpada-cToMartoriora, Bpava-gueronora, Bpava-4eTcKoro Xupypra,
Bpa4a-0TOPMHOMNAPUHIoNora, 1 Bpayen Apyrux cneumanbHOCTen Npyu HEO6XoAMMOCTH.

MNMokasaHusa Ans rocnuTanusauum B MeAULIMHCKYO opraHm3auuio geten ¢ XBIM 3 - 5 cT.
1. AHopekcusi, TOWHOTa, pBOTa (He CBA3aHHbIE C MHTEPKYPPEHTHON UHGEKLMEN).
2. AHemusa (Hb meHee 80 r/n).

3. Hanuume cuMMnTOMOB M MpPU3HAKOB aHEMUYECKOW TUMOKCMM Jaxe npu Gonee BbICOKMX MOKasaTensax
KOHUeHTpaumm Hb.

4. Kpuaosoe TeuveHne Al
5. Aputmuum, 6onm B obnacTtu cepgua.

6. CHWXeHVe TonepaHTHOCTY K PU3MYECKUM Harpy3kam, yTOMIISEMOCTb, oAblLka (MpU OTCYTCTBUM CUMIMTOMOB
BGPOHXO00BCTPYKTUBHOIO CUHAPOMA).

7. N30bITouHasa npnbaeka Macchl Tena, HapacTarLme OTEKM.



8. bonu B KOHEYHOCTSAX, MO3BOHOYHUKE (CMOHTAHHbIE U NPU PUINYECKOWN Harpyske).

NMoka3aHusa K BbINUCKe NauMeHTa U3 MegULUMHCKOM opraHusauum

1. CtabunbHoe COCTOsIHNE, XOpOoLLEee CaMOYyBCTBUE.

2. OTcyTcTBME rMNeprugpataumm.

3. YpoBnetBopuTenbHbIN KOHTporb ALl (< 90-ro nepueHTUns).

4. KomneHcaunst aHeMum, MUHeparnbHO-KOCTHbBIX HapyLLEHWUNA.

OpraHusaumsa gMeTu4eckoro NUTaHns NauMeHToB NpU CTalMOHapHOM NeYeHMN B MEANLIMHCKUX OpraHM3aunsix
nposoguTca B cooTBeTcTBUM C [lpunoxeHnem 3 npukasa MwuHsgpaBa Poccum ot 23.09.2020 N 1008H "O6
yTBEPXAEHMMN Nopsiaka obecnedyeHms nauneHToB nevebHbiM nuTaHnem"

lMoagrotoBka nauueHTa K nepexody BO B3pOCNyK Hedpornornyeckyro cnyxby sBnaetcs BOMpOCOM €ro
6e3onacHocTy 1 cobnogeHns nNpas NauMeHTa, YTo npeaynpexaaeT BO3MOXHbIE OCIIOXHEHNS BO BpeMs nepeBoaa
€ro BO B3pOCIbIi MUP.

OGpa3zoBaTernbHble NporpamMmmbl Ans nauueHTa (C y4eToM ero Bo3pacTta) U YNeHOB CEMbM, B3aMOAENCTBUE
Bpayen-HedponoroB neguaTpmyeckon n B3pocrnon criyxd npu ocyLecTBneHmMn npoLecca nepegadm nogpocLlero
naumeHTa, nogaepxka CeEMbM - BaXKHble COCTaBIAOLWME YCNELHOIo nepexoaa.

CTpyKTyprpOBaHMe 3TanoB nepexoaa cnocobCTByeT COXpaHEHUIO CTabunbHOCTH B TedeHumn XBI.

A,El,arlTVIpOBaHa cnegywulada MHOroaTanHaa Mmogerb nepexona (CXO/J,HaFl C NPOTOKOJI0OM nepexona no Raina R.
etal. (2022) [372].

I-n 9Tan: negnaTpuyecknii (cambli NPOAOIPKUTENbHBIN NO BpeMeHun). BospacT 13 - 17 ner.

1. OGyunTb NauMeHTa Npy akTUBHOM Yy4acTUM YNIEeHOB CEMbM NOHVMaHMUI0 60Ne3HN 1 HaBblkaM CaMOKOHTPOIS,
camoyrpasneHus.

2. BocnutaTb NpUBEPXKEHHOCTb K IEYEHWUIO, COOMIOOEHUIO pexuMa W AMeTbl, NpueMy npenapaToB
(NpodhmnakTuka NoapOCTKOBLIX PUCKOB).

3. MoppepxmBaTh coumnanbHylo OYHKLMIO - MpogoskaTe 0bpa3oBaHue.
4. Nomoub NpuobpecTn NnaumeHTam HaBblKM CAMOCTOATENBHOrO OOLLEHNS C MEOULMHCKAM NEPCOHANom.
II-11 aTan: npegnepexodHblr (CaMblil KOPOTKMIA MO BpemeHn). BospacT 17 - 18 ner.

1. NogrotoBuTb nepeBop,Hon SMNUKPU3 C yTOHHEHNEM akKTUBHOCTU BOCNannUTEsNibHOro npouecca y nauuneHTa C
XBI1, Hanuuns OCNOXHeHUs u ConyTCTBYHOLUMX 3aboneBaHuin. NogrotoBuTb pekoMmeHgaumm no Jie4eHur Ha
6n|/|>|<a17|u1yro nepcnexkTunBey. Ob6ecneunTb KOHCYIbTauunn y3Kux cneumanmncTosB.

Il aTan: HenocpeACTBEHHbIV NEPEBOA NaLMeHTa BO B3POCNYH0 HE(PONOrMYECKY0 CNyX0y 34paBoOXpaHeHus!.
BospacT 18 ner.

1. OBecneunTb NPeemMCcTBEHHOCTb B NneveHunu, agantauuo nogpoctka ¢ XBI1 k HOBow coumnansHon cpege m
6e3 aKTMBHOIO y4acTus YNIEHOB CEMbW.

2. B TeyeHne 1 roaga coBMecTHoOe, Npu HeOBX0AMMOCTU, NNAaHMPOBaHUE TaKTUKM BEAEHMS NOAPOCTKA AeTCKOM
N B3POCIIOW CINY>XO0M.

MNocre nepexoda NoAPOCTKA BO B3POCIIO CUCTEMY 34PaABOOXPAHEHUS POAUTENIN UCKMOYAOTCS U3 KIOYeBbIX
UrpoKoB KomaHabl. OOHAKoO MOryT BO3HWKHYTb CUTyalLUW, CBS3aHHble C TedvyeHueM 3abonesaHus U
ncuxocoumanbHeIMUM 0COBEHHOCTAMM NauMeHTa, Koraa noaaepxka poautenent Heobxoouma u nocne nepexoaa
[373].

7. JononHuTensHas VIH(bOpMaLI,I/IS'-I (B TOM 4Yucne (baKTOpr, BNUsSOLLME Ha cxon 3aboneBaHns Unm COCTOS'-IHI/IH)
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B peTpocnekTmBHOM KOropTHOM UCCNeaoBaHUKM nauneHToB co 2 - 4 ctagusamu XBIT 6bino obHapyxeHo, 4To y
OeTel ¢ rnomepynspHon 6onesHbo ObICTpee pasBMBaAETCS TEpMUMHANbHaA CTagusl, YeM y OeTel C BPOXAEHHON
aHomarnuven pasBuTusa opraHoB modeBon cuctembl (BAPMC) [299].

CornacHo otyety NAPRTCS camble ManeHbkue negmaTpuyeckme naumeHTbl UMeT XyALyo BbPKMBaeMOCTb
yepes 12, 24 n 36 mecaueB nocrne Havyana agvanusa [14]. BeposaTHOCTb NATUNETHEN BbDKMBAEMOCTU COCTaBNseT
89% [na nauMeHToB, HAYMHAKLWNX NevyeHne TepMuHansHon ctagum XBI, a ypoBeHb cMepTHOCTM B 30 pas3 Bhille,
yeMm y 300poBbiIX AeTen. Hambonee yactoni npuyuHON cpeau OeTen ABMsSeTCs CepAeYHO-NerovyHasi cMepTb, 3a
KoTopon crneayet nHdekuuns [15, 300].

[MNepToHNst M MpOTEMHYpUs SBNSAOTCA He3aBUCUMbIMK hakTopamu pucka nporpeccupoBaHus XBbrl.
YctaHoBneHo, 4to cHmkeHne pCK® Ha 10% obpaTHO nmponopuuoHansHO yBenuueHuto Ha 14% COOTHOLIEHMS
6enok/kpeaTuHUH B MOYe, He3aBUCUMO OT npuynHbl XBI [301].

Takke hakTopamu, BnusoLwWMMKN Ha nporpeccupoBaHve XBI1 sensatoTca: nepsuyHoe 3abonesaHue, BO3pacT,
nomn, pacoBble/reHeTu4eckue akTopbl, yponormdeckme npobnembl, HM3Kas Macca Tena npu pOXAEHUU |
coumnanbHoe npoucxoxgeHve. HegoHoWweHHbIe HOBOPOXXAEHHbIE NMOABEPXKEHbLI BbICOKOMY PWUCKY HEOHaTarbHOro
OTl1r1, koTopoe MOXeT eLle 0orblue CHU3UTL KONMYeCcTBO HEPOHOB 1 ycunuTb nporpeccupoBarune XbBI1 [302]. Tak,
COrnacHO MHOTOLIEHTPOBOMY PETPOCMNEKTUBHOMY KOrOPTHOMY WCCREe4OBaHWMIO YCTAHOBMEHO, 4TO 4acToTa
HeoHaTanbHon Ol coctaenset 48% y Tex, kto poaunca o 29 Hepenb GepemeHHocTw [303]. MNo AaHHbIM
nccnenoBaHUsA HOPBEXCKOro peecTtpa, nposedeHHoro ¢ 1967 no 2004 rod, OTHOCUMTENbHbBIA PUCK Pa3BUTUS
TepmuHanbHon ctaguu XBI gna geten ¢ maccon Tena npu poxaeHun < 10 npoueHTuns, coctasnset 1,7 [18].
KpynHoe HauumoHanbHOe uMccrneaoBaHWE Ha OCHOBE peecTpa, B KOTOpoM yyactsBoBano 6onee 20000 yenosek,
poausLiuxcs ¢ 1924 no 1944 rog n oTcnexmBasLLeecs 4O CaMO CMepPTU, NoKasano, YTo Kak HEAOHOLIEHHOCTb, Tak
N ManbIi BEC NpU poXaeHun Obinn cBsA3aHbl C NoBblWeHHbIM puckom XBI1 ¢ MnageHuamu, poamslumMMmcs oo 34
Hegenu GepemeHHoCTH, puck passutusa XbBIT B 2,6 pasa Bbiwe [304]. Cpeaun rpynnbl NOAPOCTKOB, POXOEHHbLIX
HEeOHOLLEHHbIMW, MNadeHLbl C HA3KOM Maccon Tena B 1,4 pasa valle MMenu MUKpoansOyMUHYPUIO N CHIDKEHMNE
CK®, a y Tex, y koro Takke bbina 3agep)xka BHyTPUyTpoOHOro passutus, anbbyMmuHypus yBenu4dvsanace B 2,4 pasa
[305, 306].

Mo paHHbIM pesynbTaTtoB nccnegoaHusa CKiD aHanms KoropTbl BbiSBUN exerogHoe cHmkeHne CKO Ha -4,2%;
mMeamnaHa cHmxkeHnss CK® coctaeuna -1,8 Mn/Mun/1,73 M? (MHTepKBapTWUIbHbIA pa3max oT -6,6 Ao 1,6); 3To MOXHO
BbIpa3nTb kak MeanaHy abcontoTHoro cHkeHns CK®, paBHyto -4,3 Mn/mMunH/1,73 M2 (MHTEPKBaAPTUIbHbLINA pa3max oT
-11,9 po 1,1) u -1,5 mn/mMnH/1,73 M? (MHTEPKBaPTUIbHBIA pa3Max oT -5,0 go 1,8) [74].

CornacHo uccnegoBaHMAM, OCHOBaHHbIM Ha [aHHbIX peecTpa, YCTaHOBIEHO, 4To dhakTopamu pucka
CMEepTHOCTM cpeau AeTterd C MOYEYHOM HedoCTaToOvHOCTbio, nonydawwwmx 3T, aBnATCA MOMogon BO3pactT,
XKEHCKMA nor, HeeBponemnckaa paca, 3aTuonornst 3aboneBaHuWs nodvek, He cBA3aHHaa ¢ BAPMC, aHewmus,
rMnoansbyMMHEMUS U 3HAYEHMS CKOPOCTU KIyGo4koBOM hunbTpauumn B Havane guanuaa [307].

B rpynne HernomepynspHbix 3abonesaHuin pakropamu, BAmaoWwmUMmM Ha nporpeccupoBaHune XBI, asnsatoTcs:
COOTHOLWEeHne 6enok / kpeaTUHUH B Moye > 2 Mr/Mr, runoanbOyMumHemMus, nosblleHHoe A, aucnunugemus,
MYXCKOW non u aHemus [87, 301].

M3BecTHO Takke, YTO NOMOBOE CO3pEBaHNE acCOLUMPOBAHO C yxyaLleHne pyHKUUM nodek y nauneHTos ¢ XBI1.
HanHble npoekta ItalKid npogemoHcTpupoBanu, 4to BeposaTHocTb 3T coctaBnana 9,4% B TeyeHWe nepBoro
aecatunetus xm3Hn mn 51,8% B TeuyeHne BTOpPOro AecAturnetvs. Ha KpmBOM BbIKMBAEMOCTM MOYEK B Mepuos
MOnOBOro CO3peBaHUs Habn4ancsa ABHbIN NEPENioM C NOCNEAYIOLLMM CHUXEHUEM MOCIIE NOSIOBOrO CO3peBaHMS Kak
Y MY>XUUH, TaK U y XeHwWwuH [308].

Oxnpgaemas NpoAoIMKMTENBHOCTL Mn3HK aAns pebeHka < 14 net ¢ XBI 5 cT. (B CWA) - 21,7 neT Ha gnanuae
n 57,8 net c novyeyHbIM TPaHCMMAAHTATOM MpU CpeaHen MPOAOIPKUTENbHOCTM XU3HU B nonynsuun 72,4 roga.
INetanbHoCTb Ha 1-M rogy nocne TpaHcnnaHTauuu B 15 pas Bhille, YeM B HOpMansHoOW nonynsaumm y nuy, 16 - 21 net
n B 130 pa3 Bbiwe y geten 0 - 4 neT HA MOMEHT TpaHcNnaHTaumn. [1BaguatuneTHAs BbbKMBaeMoCTb aeten Ha 3MMT
coctaensieT 83%, y oeten < 1 roga - 76%, 2 - 5 net - 81%, 6 - 18 net - 85%. OCHOBHbBIMW NPUYMHAMMK CMEPTU Ha
3MT aBnstoTcsa: cepaeyHo-cocyanctas natonorus (30%) u nHdpekumnn (20%). 3nokadyecTBeHHbIe HOBOOGPa3oBaHMWs
cry>xaTt NpUYMHON neTanbHoro ncxoga y 14% nauneHTOB nocrne TpaHcnnaHTaumu, y 6onbwmHcTBa cnycts 6onee 10
nert [50, 309].

Kputepum oueHku kayecTBa MeQULIMHCKOW NOMOLLMU



Kputepun oueHKu kavyecTBa NepBUYHON MeAMKO-CAHMTAPHOM MNOMOLUM AeTsM MPU XPOHUUYECKOM
6one3Hn noyek

N n/n Kputepumn oueHkn kayecTtsa OueHka
BbINONTHEHUS

1. BbimonHeH oOwun  (KNUHWYECKUIA) aHanmM3 Moun, uccrnegoBaHue | Oa/Het
anbbymunHa B Moye n uccnegosaHuve 6enka B Moye

2. BbinornHeHo ynbTpa3BykoBOe WccredoBaHWe nodek W aynnekcHoe | Ja/Het
CKaHVMpOBaHWe apTepuin NoyYek

3. BoinonHeH npuem  (KOHCynbTauusi) Bpada-Hedppornora nedebHo- | Ja/Het
ONarHOCTUYECKUA MEPBUYHBIA  U/MUNKM nNpuem (KOHCynbTauus) Bpada-
neguatpa nevyebHO-ANarHOCTUYECKUA NEPBUYHBIN C M3MEPEHMEM MaCChl
Tena, usMepeHveM AnvHbl Tena)

4, BbinonHeH obLwmnn (KNMHUYECKUIN) aHanM3 KPOBW pacLUMpPEHHbIN Oa/Het

5. BbimonHeH wnccnegoBaHWe  KpeaTMHUMHA B KPOBM,  uccregoBanwue | Oa/Het
MOYEBMHbI B KPOBW, WCCrNefoOBaHME MOYEBOW KUCHOTbl B KPOBW,
uccrnegoBaHue ob6ulero 6enka, uccrneaoBaHve anbOymMuMHa B KpPOBM,
uccrnegoBaHue  WenovyHon docdartasbl B KpOBW, UccrnegoBaHue
aKTMBHOCTM anbda-amunasbl B KpOBW, UCCNEeQ0oBaHUE [MoKO3bl B KPOBMU,
uccrnepoBaHue C-peakTnBHOro 6enka B KpOBM, UCCrieloBaHNE aKTUBHOCTM
acnaptaTtammHoTpaHcdepasbl B KpPOBW, WCCMeAoBaHWe aKTUBHOCTM
anaHvHamMuHoTpaHcdepasbl B KpOBWU, WUCCreOoBaHWE Kanusi B KpPOBM,
uccrnegoBaHME HaTpusi B KPOBM, WCCnedoBaHWe Xnopa B KPOBW,
uccregoBaHue  obwero  kanbuuMiA B KPOBMW, nccnegoBsaHne
HeopraHmyeckoro ¢occopa B KpOBKU, MCCnegoBaHME Xenesa B KPOBM,
uccrnegoBaHue obllero  xorectepuHa B KPOBW,  MCCriegoBaHue
TPUrNULEPUOOB B KPOBW, UCCnedoBaHWe XOnecTepuHa NMnonpoTenHOB
BbICOKOW  MMOTHOCTM B  KPOBW, UCCRegoBaHME  XornecTepuHa
NMNONPOTENHOB HWU3KOW NIIOTHOCTU pac4YeTHbIM METOOOM

6. BbinonHeHo nccnegosaHve napatmpeongHoro ropmoHa B kposu (npy XBI1 | Oa/Het
ctagumn C2 - C5[ - 1 pa3 B 3 mec.)

7. BbinonHeHa pervctpauus anekTpokapanorpaMmmbl Oa/Het

8. HasHayeHO CyTO4YHOE MOHUTOPUPOBaAHWE apTepuanbHoro AaeneHus |[da/Het
naumeHtam ctapwe 5 net ¢ Xbl 4 - 5cr. 1 paz3 B 6 - 12 mec. n getam ¢
XBIT 1 - 3 cT. Npu BbiIsBNEHUM 3NM3040B nogbema ALl n/vnn nameHeHum
cepaua (rmneptpodmn MMOKapAa, paclMpeHus aopTbl) MO AaHHbIM

axokapguorpacum
9. BbinonHeHa axokapanorpadus TpaHcTopakanbHas Oa/Het
10. BeinonHeH npuem (koHcynbTauus) Bpada-odtanbmornora neyebHo- | da/Het

ONarHOCTUYECKMIA NEPBUYHbLIN U odhTanbMOCKONUS

11.

Kputepun oueHKM KayecTBa cneunanmu3mpoBaHHOM MEeAULMHCKOW NMOMOLLU AETAM MPU XPOHUYECKON
6one3Hu noyek

N n/n KpuTepum oueHkn kayecTsa OueHka
BbIMNOMHEHUS




BbinonHeH obwuMn  (KMMHWYECKUA) aHanmM3 MouM, UccrefoBaHue
anbbymuHa B Move v onpefeneHve 6enka B moye

Ha/Het

BbinonHeHO ynbTpa3BykOBOE UCCNegoBaHME TMOYeK U AynneKkcHoe
CKaHupoBaHue apTepui NoYek

Na/Het

BbinonHeH o6wmin (KNMMHNYECKUN) aHanm3 KPOBU pacLUMPEHHbIN

Ha/Het

BbinonHeHo nccnegoeaHne KpeatTMHMHa B KpoBW, wUcchegoBaHue
MOYeBUHbI B KpPOBW, wuccnegoBaHune MOYEeBOW KUCMNOTbl B KpoBMH,
uccnegosaHme obuwero 6enka, mccnepoBaHue anbbymuHa B KpoOBW,
uccrnegoBaHne  WenovHon ocdartasbl B KpOBWU, UCCreaoBaHue
aKTUBHOCTU aan)a-amvmasbl B KpOBUW, nccrneagosaHne rrnoKo3bl B KPOBHU,
uccneposaHue C-peakTnBHOro 6enka B KpoBMW, UCCrieA0BaHNEe aKTUBHOCTM
acnaptaTtammHoTpaHcdepasbl B KPOBW, WCCIeAoBaHWe aKTUBHOCTM
anaHvHamMuHoTpaHcdepasbl B KpOBW, WUCCreOoBaHWE Kanusi B KpPOBM,
uccrnegoBaHME HaTpusi B KPOBM, WCCNedoBaHWe Xfopa B KPOBW,
uccrnegoBaHne — obwero  kanbuMA B KPOBW,  MCCriedoBaHue
HeopraHuyeckoro cgocdopa B KPOBM, MUCCredOBaHME Xenesa B KPOBW,
uccrnegoBaHue  obLliero  xornectepuHa B KPOBW,  MCCriegoBaHue
TpurnuuepunooB B KpoOBWU, UCCriegoBaHME XonecTtepuHa nmnonpoTenHoB
BbICOKOM MNNOTHOCTU B KpoBWH, nccriegosaHune XonecrtepuHa
mnonpoTenHoB HWU3KOW NIIOTHOCTU pac4yeTHbIM METOO40M

Na/Het

BbinonHeHo uccnenoBaHve napaTMpeonaHoro ropMoHa B kposu (npu XBI
cragum C2 - C5[] - 1 pa3 B 3 mec.)

Ha/Het

BbinonHeHa pernctpaumns anekTpokapAavorpammei

fa/Het

BbinONHEHO CyTOYHOE MOHWTOpPMPOBaHME apTepuanbHOro AaBfeHus
naumeHtam ctapwe 5 net ¢ XblN4 - 5c¢r. 1 paz3 B 6 - 12 mec. n getam ¢
XBI1 1 - 3 cT. Npu BbiIsBNEHUM ann3ogoB nogbema ALl n/vnv nameHeHuin
cepgua (rvnepTpoduM MUOKapAa, paclMpeHust aopTbl) MO AaHHbIM
axokapauorpadcumm

Ha/Het

BbinonHeHa axokapavorpadgus TpaHcTopakarnbHas

Ha/Het

BbinonHeH npuem (koHcynbTauus) Bpada-odpranbmonora neyebHo-
ANarHoCTUYECKNIA MEPBUYHBIN N OPTaNTbMOCKOMNUS

Ja/Het

10.

BbInonHeH exxegHeBHbIN OCMOTP Bpa4oM-HedPOSIOrom ¢ HabngeHNem u
yXxoOoM cpefHero U Mnagwero MeauuMHCKOro nepcoHana Ha
HedPOOrMyecknx Konkax B CTauMOHapHbIX YCMOBUAX UNU eXeOHEBHbIN
OCMOTp Bpadom-negMaTtpoM C HabNOOeHUMEM U yXOOOM CpeaHero u
MMagLwero MeanLMHCKOro nepcoHana B CTauMoHapHbIX YCNOBUSX U NPpUEM
(koHCynbTaLMSA) Bpaya-Hedpornora neyebHO-ANArHOCTUYECKNIA
nepBUYHbIN

Ha/Het

11.

BbinonHeHo uvccnegoBaHWE KUCIOTHO-OCHOBHOMO COCTOSIHUSI M ra3oB
kposwu (npu XBI C3 - C5)

Ha/Het

12.

BeinonHeHa peHTreHorpadus BEpPXHen KOHEYHOCTH n/vnn
peHTreHorpausa  HWKHEW KOHEYHOCTU (NpW  Npu3HaKax KOCTHO-
MUHepanbHbIX HapyLweHu y nauneHtos ¢ XBI ctaguun C3 - C5D)

Ja/Het

13.

BbinonHeHo uccnegosaHve TupeoTponHoro ropmoHa (TTI) B kpoBu un
uccrnegoBaHue comatomeanHa A (nHcynmuHonogobHoro daktopa pocta ll)
B KPOBM (NpW 3agepxke pocTa, nNeped Havanom Jie4YeHuem
COMaTpPOMMHOM™*™)

Ja/Het




14. BbinonHeH nepuToHeanbHbIN gnanv3 unn remogmanuns, unu remogmnanua | da/Her

WHTEPMUTTUPYIOLLMIA BbICOKOMOTOYHbIN, unm remoananus
WHTEPMUTTUPYIOLLMIA HU3KOMOTOYHbIN, nnm remoamnanua
WHTEPMUTTUPYIOLLMIA MPOANEHHbIA, WKW remMoauanu3 C CernekTUBHON
nnasmounbTpaumnen 7] agcopObumen, unm remogwvanus

npogormkuTensbHbin (npu XbBI ctagun C5[1)
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Mpunoxexne A1

COCTAB
PABOYEM MPYNMbI MO PA3PAGOTKE U MEPECMOTPY
KITMHUYECKUX PEKOMEHOALMN

Omuposa X.M. - 4.M.H., npodeccop kadenpsl neguatpum SrEOY BO Poccuiickoro yHuepcutetTa MeamumHbl
MwuHsppasa Poccuu; Bpay-Hedponor LleHTpa rpaButaumoHHON Xupyprumn kposu u remoguanusa BY3 "[etckas
ropoackasi KnmHudeckas 6onbHuua cs. Bnagnmupa" A3M, unexd POO.



AbaceeBa T.1O. - K.M.H., goueHT kadenpbl neguatpum ®IEOY BO Poccuickoro yHuBepcuteta MeauLuHbI
MwuH3gpaBa Poccuu; Bpad-Hedponor LieHTpa rpaBuUTaumMoHHON XUPYpPrun Kpoeu 1 remoguanusa BY3 "[eTckas
ropoackasi KnmHuveckas bonbHuua cB. Bnagnmupa" A3M, unen POO.

AnxaHoBa T.B. - rmaBHbIi Hay4HbI COTPYOHUK oTaena dwusmnotepanum un pednekcotepanun OIrBY
"HaumoHanbHbI MEOULMHCKUIA UCCneaoBaTenbCKUi LeHTp peabunutaumm n kypoptonorun" Munsgpasa Poccuu,
O.M.H., YneH HaumoHanbHOM accouuaumnm aKCnepToB MO CaHAaTOPHO-KYPOPTHOMY FEYEHMIO.

BapaHoB A.A. - akag. PAH, npodeccop, A.M.H.; noveTHbI npe3naeHT Coto3a negmnatpoB Poccumn, COBETHUK
pykosoautensa HAW neanatpum n oxpansl 3gopoBbs geten HKL N 2 ®'BHY "PHUX um akag. B.B. MNMeTposckoro”,
npodpeccop kadegpbl neguatpum n getckon pesmatonormm OrAQY "Mepsbin MITMY um. U.M. CeueHoBa"
MwuHsppasa Poccun (CeyeHoBCKUIN YHUBEPCUTET), MMaBHbIA BHELWTATHbIV cneuynanuct negmaTtp Munsgpasa Poccum.

Buwhesa E.A. - a.Mm.H., npoceccop PAH, samectutens pykosoantens HUW negmnatpum n oxpaHbl 300pOoBbA
peten HKLL N 2 ®I'bHY "PHUX wum. akag. B.B. MNeTposckoro”, npodeccop kadeapbl hakynbTeTCKon neamatpum
WHcTtutyTa maTepuHcTBa n getctea ®IFAOY BO "PHUMY um. H.W. Tuporoea" (IMuporoBckuin YHUBEPCUTET)
MwuHsgpasa Poccun, unen Cotosa neguatpoB Poccun.

Mapxvesa .M. - K.M.H., Bpay-negmnaTp, Bpayv-Hedponor, Bpay-MMMYHOMOr OTAENEeHUs neavaTpu4ecKon
TpaHcnnaHTaumm ®Irey "HMUL TUO vm. ak. B.U. Wymakosa" MuH3gpasa Poccun.

leHepanosa IM.A. - K.M.H., goueHT kadpeapsl negnatpum um. I.H. CnepaHckoro ®IBOY AMNO Poccuinckas
MeauUMHCKas akageMusi HenpepbiBHOrO nocrneavniiomHoro obpasoBaHus M3 P®, Bpauy-Hedponor LleHTpa
rpaBMTaALMOHHOM XUpPyprum KkpoBu M remoamanusa [BY3 "[eTckas ropodckas KrvMHU4Yeckass OonbHMUA CB.
Bnagnmunpa" A3M, unen TOOH.

XKapwukos A.A. - Bpau-xupypr 'Y "HMULL TUO um. ak. B. U. LLlymakosa" MuHsgpasa Poccun.

KantoxxHaa T.A. - K.M.H., BegywuhA HaydHbIi COTPYOHUK OTAena pas3paboTku HayyHbIX NOAXO40B K
UMMYHM3aLMM NALNEHTOB C OTKIMOHEHUAMU B COCTOSIHUM 340POBbS U XPOHUYECKMMU BonesHamu, Bpad-negmaTp
HNW neguatpum n oxpansl 3gopoBba getent HKLL N 2 ®IrBHY "PHLUX um. akaa. B.B. MNeTpoBckoro”, aoueHT kadeaps!
dakynbTeTckon neguatpum WHcTutyta matepuHctBa u getctea ®FAOY BO "PHUMY wum. H.W. TMuporosa"
Mwunsgpasa Poccun (Muporosckuin YumueepcuteT), uneH Coto3a neamnatpos Poccum.

Kapacesa M.C. - Bpay-neguatp, uneH Cotosa neguatpoB Poccun.
KapanutbaH A.P. -, Bpau-xupypr ®I'eY "HMNL, TUO mm. ak. B. W. lymakosa" MuHsgpasa Poccuu.

KoHuyrosa T.B. - rmaBHbI Hay4HbIA COTPYAHWK OTAena cusmotepanum n pednekcotepanun ey "HMUL,
PK" Munsgpasa Poccuu, A.M.H., Npod., YNeH HauMoHanbHOW accoumaumm 3KCnepToB No caHaTOPHO-KYPOPTHOMY
neyveHuo

JlynaH W.H. - KkKM.H., poueHT kadeapbl neamatpum u HeoHaTonorum WHCTUTYTa [OOMONHUTESNLHOIO
npodeccunoHansHoro obpasosaHms KOXHO-YpanbCKoro rocygapCTBEHHOro MeanLUMHCKOro yHUBepcuTeTa, rmaBHbIv
BHELUTaTHbIN AeTCKUi cneumanuct Hedponor MuHucTepcTBa 3gpaBooxpaHeHuss YensabuHckonm obnactuv, uneH
TO[OH, uneH Coto3a negnatpos Poccuum.

MaprueBa T.B. - K.M.H., rmaBHbIV cneumanuct Metoguyeckoro LeHTpa akkpeguTaumm cneuynanuctos Pra0y
BO "Mepsbin MTMY um. .M. CeueHoBa" MuHagpasa Poccuu (CeyeHoBCKUI YHUBEPCUTET), Bpay-Hedponor, Ynex
Coto3a neagmatpoB Poccun.

Makaposa T.[1. - A.m.H., npodeccop kadeapbl rocnutansHon neguvatpum SIrbOY BO KasaHckoro
rocygapCTBEHHOro MeauumMHckoro yHusepcuteta Munagpasa Poceuu, unen TOH, uneH Cotosa negmatpos Poccum.

Keapauxenua M.B. - poueHT kadeapbl ®I'6OY BO Poccunckoro yHuBepcuteTa meguuuHel MuH3agpasa
Poccuu, Bpay-Hedponor N'bY3 AIKB cB. Bnagnmnpa

LWnnoea M.M. - kK.M.H., AOLEHT kadeapbl NponeaeBTUkM aeTcknx bonesHen MMOPIAOY BO "PHUAMY um. H.A.
Muporoea" Munsgpasa Poccuu ([Nuporosckun YHuBepcuTeT)



McTucnasckas C.A. - K.M.H., AoueHT kadeapsl neguatpumn GrbOY BO Poccunckoro yHmBepcutetTa MeauLmHbI
MwuH3gpaBa Poccuu; Bpad-Hedponor LieHTpa rpaBuUTaumMoHHON XUPYPrun KpoBu 1 remoguanusa BY3 "[eTckas
ropoackasi KnmHuveckas 6onbHuua ce. Bnagumupa" O3M.

MysypoB A.Jl. - K.M.H., JoueHT Kadenpbl aHECTe3MOoNnornv, peaHMMaTonorMm M TOKCMKOMNOrMM [eTCKOro
Bo3pacta ®IBOY AMNO Poccuiickas meguumHcKasa akagemMust HeNpepbIBHOro NocneaunnomMmHoro obpasosaHms M3
P®, Bpau aHecTeanonor-peaHnmaroror, 3aBeayowum LieHTpom rpaBuTauuoHHON XMPYPrm KpoBM U reMoamanuaa,
'BY3 "[leTckasa ropoackas KnmHudeckas 6onbHuua ce. Bnagumupa" A3M, unen TOOH

MaHkpaTeHko T.E. - K.M.H., OoUeHT kadpeapbl TpaHCNIaHTONormMn, HedPONoOrMn U UCKYCCTBEHHBIX OpraHoB
Y3 MO MOHWKA um. M.®. Bnagmmwupckoro, Bpay-Hedpponor LleHTpa rpaBuMTaLUOHHOW XUPYPrM KpoBWU WU
remognanuaa 'bY3 "[leTckas ropoackas knnHudeckasa 6onbHuua ce. Bnagnmmpa" A3M, unen POO.

OpnoBa O.M. - k.M.H., accucteHT kadenpsl negmatpun GreOY BO Poccunckoro yHuBepcuteTa MeauLUmMHbI
MwuH3gpaBa Poccuu; Bpad-Hedponor LleHTpa rpaBuTauMoHHON XUPYprun KpoBu u remogunanusa F'bY3 "[eTckas
ropoackasi KnmHuveckas 6onbHuua cs. Bnagumupa" O3M.

MeTtpocan 3.K. - a.m.H., npodeccop kadenpbl rocnuTasnbHOM neguaTtpum MM. akagemuka B.A. TabonuHa
negmnatpuyeckoro gakynsteta PHUMY um. H.W. MNMuporosa, 3aBeaytowasa otaeneHmem Hedponorun POKB.

Mona A.B. - poueHT kadeapsl PrEOY BO Poccunckoro yHusepcuteta meguumHsl MuHsgpasa Poccun.

MpuxoauHa I1.C. - o.M.H., 3aBegytoLlas 0T4ENoM HacneaCTBEHHbIX 1 NpMobpeTeHHbIX 6onesHer Novek MMeHn
npodeccopa M.C. Urnatoson OCIT HUKW neguatpum n getckon xupyprm um. akagemuka tO.E. Benbtuuwesa
®rAQY BO PHUMY um. H.W. Muporosa Mun3sgpasa Poccun (Muporoeckuit YHueepcuTeT), npodeccop kadeapbl
neguatpum umenn akagemmka [.H. CnepaHckoro ®IBOY [AMNO PMAHIMO Mwunsgpasa Poccuu, [lMpesngeHt
TBopyeckoro o6vegnMHeHns HedpOroros.

PymsHueB A.Jl. - K.M.H., 3aBeaywolmn oTtaeneHvem guanusa BY3 "[leTckas ropoackasi KnuHu4eckast
oonbHuua um. H.®. dunatosa" A3M, unen PO, ITPA, IPNA, ESPN, AST, ERA.

HamasoBa-bapaHosa J1.C. - akag. PAH, npodheccop, a.m.H., npe3ngeHT Coto3a negmatpos Poccun; nact-
npe3vaeHT EPA/UNEPSA; pykosoaguTtens HAW neguaTtpumn n oxpatsbl 3gopoBbs getent HKL N 2 ®IEHY "PHLX um.
akag. b.B. lNeTtpoBckoro", 3aBeaytowasn kadeapon dakynbTeTckon negnatpum MHCTUTYyTA MaTepUHCTBA 1 OETCTBaA
®IrAQY BO "PHUMY um. H.W. MNuporoea" Muuagpasa Poccun (IMuporoBckuii YHNBEPCUTET), IMaBHbIV BHELUTATHbIN
OeTCKMI cneuunanucT no npodunaktudeckon meguumHe MuHsgpasa Poccun.

Caingynaes [.A. - K.M.H., 3aBegyloLnin xupyprudeckum otgenennem N 1 oy "HMUL TNO wmm. ak. B. U.
Llymakosa" MuHsgpasa Poccumn

CenumsaHoBsa J1.P. - k.M.H., 3aBefyoLlas OTAENOM CTaHAApTM3auMM U M3YYEeHUs] OCHOB [OKa3aTerlbHON
MeanuuHel HAW negmatpum n oxpanbl 3gopoBbsa geten HKL N 2 ®IBHY "PHUX mnm. akaa. B.B. lNeTposckoro”,
JoueHT Kadbeapbl negnatpum un getckon peemartonorun ®rA0Y "Mepsbii MITMY um. N.M. CeueHoBa" MuH3gpasa
Poccumn (CeyeHoBckun YHuBepcuTeT), OOUEHT kadenpbl akynbTeTckon neguatpum UHCTUTYTA mMaTepuHCTBa U
aetctea ®rAOY BO "PHUMY um. H.W. MNuporosa" Munusgpasa Poccum (Muporosckuii YHusepcuteT), 4neH Corosa
neguatpos Poccum.

CepawkuHa O.A. - K.M.H., JoueHT kadeapbl dakynbTeTtckon neavatpum SrbOY BO "Camapckun
rocygapcTBeHHbI MeanUnHCKUIA yHuBepceuteT" MuHucTepcTBa 3apaBooxpaHeHus Poccuiickon ®egepaunn, Bpad-
Hedponor NBY3 Camapckas obnactHasa knuHu4Yeckas GonbHuua nmenun B.[. CepenasuHa, naypeat ['y6epHckon
npemumn B ob6niactv Haykum 1 TexHuku, YneH Cotosa negunatpoB Poccuu, uneH TOOH, unen PAO.

depoceeHko M.B. - K.M.H., 3aBeayoLlas oTAeNoM pa3paboTku Hay4HbIX NOAXOA0B K MMMYHM3aUUn NaLMeHTOB
C OTKITOHEHUSIMW B COCTOSIHUM 340POBbS U XPOHUYECKMMY BONe3HaMN, BeAyLLNA HayYHbI COTPYAHUK, Bpad-neanarp
HWW neguatpum n oxpaxbl 3gopoBbs getert HKL N 2 ®I'EHY "PHUX nm. akag. b.B. MNMeTtposckoro", goueHT kadeapsbl
dakynbTeTckon neguatpum WHcTUTyTa MaTepuHctBa u pgetctea ®rAOY BO "PHUMY um. H.A. Tuporosa"
MwuHsppasa Poccun (Muporoscknin YHusepcuteT), uneH Coto3za neanatpos Poccum.

Ubirvn A.H. - o.M.H., npodeccop, 3aBenyowmin Hedpornorndyeckum otgeneHmem HMWL, sgopoBbs aeten,
npodeccop kadeapbl Hedponorum HOU KnuHndeckon meguumHel um. H.A. Cemawko Poccuinckoro yHuBepcuteTa
mMegmumHbl, MOO "TBopyeckoe ob6beanHeHne AeTCkux Hedponoros”.



KoHpnukT nHTepecos: ABTOpbl NOATBEPXKAAIOT OTCYTCTBUE (PMHAHCOBOW NOAAEPKKWU/KOHGNMKTA NHTEPECOB,
KOTOpbIN HEOOXoAUMO 0BHapoa0BaTb.

MpunoxeHne A2

METOA0NOMA PA3PABOTKN KNUHWYECKMX PEKOMEHOALMA

LleneBas aygutopusa AaHHbIX KMMHUYECKUX peKOMeHOaumni:
1. Bpaun-Hedpponoru;
. Bpaun-neagmatpsl;

. Bpauun obwen BpayebHom npakTukn (cemenHble Bpayn);

A W0 N

. Bpa‘-l n-gneTonoru;

. Bpaun-aHecTteanonorn-peaHnmaTonoru;

[©2 )

. Bpauun-kapguonoru;

7. Bpauun-geTckne kapamnosnoruy;

8. Bpaun-geTtckue xupypru;

9. Bpauu-yponory;

10. Bpaun-geTckme yponoru-aHaponoru;

11. Bpaun-natonoroaHaTomsl;

12. Bpaun-knuHudeckue dapmakonoru;

13. CtygeHTbl MeguuuHcknx BY308;

14. Oby4yatoLmecs B opauHaType u acnupaHType.

MeToabl, UCnonb3oBaHHbIE AN cbopa/cenekuun goka3aTenbCeTB:
- MOUCK B 3MEKTPOHHBIX Ba3ax AaHHbIX.

MeToabl, MICNoNb30BaHHbIE ANs aHanM3a 4oKasaTernbCTBs:

- 0030pbl ONYBNMKOBaHHBIX METa-aHaNN30B;

- cucTeMHble 0630pbl ¢ Tabnyuamu gokasaTenbCTB.

MeToabl, ucnonb3oBaHHbIe AN OPMYNMPOBaHUSA peKkoMeHAaLmni:
- KoHceHcyc akcnepTos.

- OueHKa 3Ha4YMMOCTU B COOTBETCTBUN C PENTMHIOBOW CXEMOMN.

Cwvna 1 ka4yecTBO pekoMeHOauu B COOTBETCTBMM C NMPOBEAEHHLIM aHann3oM gokasaTtenscts (Tabn. M1, M2)
npuBeneHbl B TEKCTE.

Tabnuua 1. Wkana oueHKn ypoBHeW OOCTOBEPHOCTM Aokasartenbcts (YOO) ana meToooB AMArHOCTMKM
(OnarHocTMyeckmx BMeLLaTenbCTB)



yan Pacwmdposka

1 CuctemaTtundeckme o630pbl MccregoBaHWA C KOHTponem pedepeHCHbIM MEeTOAOM UNnu
cuctematundecknn  063op  paHAOMU3MPOBAHHBLIX  KITMHUYMECKMX  UCCNeaoBaHuMM C
npUMeHeHNeEM MeTa-aHanumsa

2 OTgenbHble uMccnegoBaHust C KOHTpOJiIEM pe(Zt)epeHCHblM mMeTogomMm wnn oOTAelbHble
paHOOMU3NPOBAHHbIE  KITMHUYECKne uccnegoBaHnda wM  cucrtematundeckume 0630pbl
nuccnegoBaHui noboro AmsariHa, 3a UCKIYEeHUEM PaHAOMU3NPOBAHHbIX KITMHUYECKUX
nccrnegosaHui, ¢ npuMmeHeHnem MeTa-aHanmaa

3 WNccnegosanus 6e3  nocrnenoBaTenbHOrO KOHTPONs pedepeHCHbIM MeToAoM  Mnu
nccrnenoBaHns € pedepeHCHbIM MeToAoM, He SIBMSWMMCA He3aBUCUMMbIM - OT
nccrneagyeMoro Metoda WnvM HepaHAOMW3MPOBAHHbIE CPaBHUTENbHbIE UCCNeAOoBaHusl, B
TOM YMCIEe KOTOPTHbIE UCCNEAOBaHUS

4 HeCpaBHVITeJ'IbeIe nccnenosaHua, onncaHme KrnmHNn4Yeckoro criyyas

5 MmeeTcsa nuwb 060CHOBaHME MexaHu3mMa AeNCTBUS NN MHEHNE 9KCMNnepToB

Tabnuua 2. Llkana oueHKM ypoBHEW LOCTOBEPHOCTM foka3datenbcTsB (YOLO) ons mMetonoB NpodunakTuky,
neyeHus n peabunutauum (NPoUNaKTUYECKNX, NeYebHbIX, peabunnTaLMoHHbIX BMELLATENbCTB)

yan Pacwundposka
1 CuctemaTundeckunn 063op PKW ¢ npumeHeHnem meTa-aHanusa
2 OtpgenbHble PKW un cuctematuyeckne o63opbl uccnegosaHvm nwoboro ausanHa, 3a

ncknovyeHnem PKW, ¢ npumeHeHnem meTa-aHanmsa

3 HepaHﬂOMVI(‘}I/IpOBaHHbIe CpaBHUTENbHbIE NCCITe0oBaHNA, B T.4. KOFOPTHbIE NCCIieoBaHNA

4 HecpaBHUTENbHbIE NCCEAOBaHNS, ONUCAHNE KITMHUYECKOrO Criydasl Unu CEpUK Cry4aes,
uccnegoBaHus "criydan-koHTpons"

5 MmeeTca nuwb oBOCHOBaHWE MexaHu3Ma AeWCTBUS BMeLlaTenbcTBa (JOKMUHMYECKMe
nccrnenoBaHus) UM MHEeHNe SKCNepToB

Tabnuua 3. Wkana oueHkn ypoBHen ybeantenbHoCcTU pekomeHdaumn (YYP) ans metogos npodunakTukm,
ONarHoCTukK, nevyeHns n peabunutauum (NPoUNakTUYECKnx, QUarHOCTUYECKMX, nedebHbIX, peabunmTaumoHHbIX
BMeLlaTenbLCTB)

YYP Pacwmdposka

A CunbHasa pekomeHgauus (Bce paccmaTpmBaeMble KpuTepun 3deKTUBHOCTU (UCXodbl)
ABMNAIOTCA BaXkHbIMW, BCE WCCNEAOBaHUS WMMEKT BbICOKOE WM YOOBMNETBOPUTENbHOE
MEeTOAOMNOMMYeckoe KayecTBO, WX BbIBOObl MO MWHTEPECYHLUMM UWCXO4aM SBISOTCS
COrnacoBaHHbIMK)

B YcnoBHas pekoMeHgauus (He Bce paccmaTpyBaeMble Kputepum apeKTMBHOCTM (MCXoabl)
ABMNSAIOTCA BaXXHbIMW, HE BCE MCCNEAOBaHWUS MMEHT BbICOKOE WX yOOBMAETBOPUTENbHOE
MEeTOO00rMYeckoe KayecTBO U/Mnn Nx BbIBOAbI MO MHTEPECYIOLLUM MCXOOaM He ABMSTCS
COrnacoBaHHbIMW)

C Cnabas pekomeHgaumst (OTCYTCTBME [OKa3aTenbCTB HaAsiexallero kadectea (Bce
paccmaTpuBaeMble KpuTepum 3dEKTUBHOCTU (UCXOAObl) SBMASIOTCH HEBaXHbIMW, BCe




nccnegoBaHnMa  MMEKT HU3KOoE MeTodosriorm4eckoe KadectBoO WM UX  BbiIBOAObI MO
MHTEpPEeCYLWMM ncxoaam He ABNnATCA COFJ'IaCOBaHHbIMVI)

I'Iopn.qox OGHOBIIEHUSA KITMHUYECKUX peKomeH.qauMﬁ.

MexaHn3m 0GHOBEHNS KITMHNYECKNX PEKOMEHOAUMIA NpegycMaTpuBaeT X CUCTEMATMYECKYIO akTyannsauuio
- HE pexe YeM OfMH pa3 B TpU rofa, a Takke Npu NOABIEHNM HOBbIX OAHHbIX C NO3WLMN JOKA3aTENbHON MeaNLUMHbI
Mo BOMpoOCaMm [AOMAarHOCTWKKM, NeyeHus, NpodunakTMkn n peabunutauum KOHKPETHbIX 3aboneBaHui, Hanu4mu
0B60CHOBaHHbIX JOMNOMHEHMI/3aMedaHnii K paHee yTeepxxaeHHbIM KP, HO He valle 1 pasa B 6 mecsaues.

MpunoxeHne A3

CMPABOYHbIE MATEPUAIDI,
BKIIOYASAA COOTBETCTBUE NOKA3AHMUW K NPUMEHEHUIO
W NPOTUBOMNOKA3AHUI, CITOCOBOB NMPUMEHEHUA N 03 NEKAPCTBEHHbIX
MPENAPATOB, MHCTPYKLIUKX NO NPUMEHEHUIO
JIEKAPCTBEHHOI'O MNMPEMNAPATA

MopankM okaszaHUs MeaULUHCKOW NOMOLLIK:

1. Mpuka3 MnHMCTEpPCTBaA 34paBOOXpaHEHMs U coumanbHoro passutusa PO ot 16 anpens 2012 r. N 366H "O0
yTBepxaeHuu MNMopsigka okasaHusa neamaTpuyeckon nomoLn”.

2. VNHdopmaumsa O nekapCcTBEHHbIX npenapatax: [oCcyaapCTBEHHbIV peecTp NEeKapCTBEHHbIX CPeAcCTB:
https://grls.rosminzdrav.ru

3. ®epepanbHbii 3akoH oT 21 HosA6psa 2011 r. N 323-d3 "O6 ocHoBax oOxpaHbl 300pPOBbS rpaxaaH B
Poccuiickon ®epepauun” (CobpaHne 3akoHogatensctea Poccuiickon ®epepauum, 2011 r., N 48, cT. 6724).

4. MexxgyHapoaHas knaccudukaums 6onesHen, TpaBM 1 COCTOAHMIA, BnusaoLwmx Ha 3gopoBbe (MKB - 10).

5. Mpukas M3 PO ot ot 2 mas 2023 r. N 205H "O6 yTBEPXXOEHUM HOMEHKNATYPbl AOMKHOCTEN MEOULMHCKNX
paboTHMKOB 1 hapMaLEeBTUYECKUX PAOOTHUKOB".

6. Mpukaz M3 P® ot 23 monda 2010 r. N 5411 "EgvHbIn KBanndUKaLMOHHbIA CNPaBOYHUK OOIDKHOCTEN
pykoBoAuTeNewn, crneumanuctoB u cnyxawwmx" pasgen "KsanudukauuoHHble XapaKTepUCTUKU [OOSHPKHOCTEW
paboTHMKOB B cdhepe 3apaBoOXpaHeHus".

7. ®epepanbHbii 3akoH oT 25.12.2018 N 489 489-03 "O BHeceHUU nameHeHun B ctatbto 40 denepanbHoro
3akoHa "O6 obsi3aTenbHOM MeAMUMHCKOM cTpaxoBaHun B Poccuiickon ®epepauun” n degepanbHbeii 3akoH "O6
OCHOBax OXpaHbl 300poBbs rpaxkaaH B Poccunckon ®egepaumun” no BONpocaM KIMHNYECKNX pekoMeHaauun'".

8. lMpuka3 MunHsgpaBa Poccum N 1031 ot 28.02.2019 r. "O6 yTBEpKOEHMM NOpsiAka M CPOKOB pa3paboTku
KIMMHWYECKNX peKoMeHAauuni, ux nepecMmoTpa, TMNoBon OpPMbl KITMHUYECKUX pekomeHaauun u TpeboBaHui K nx
CTPYKTYpe, COCTaBy M Hay4HON 060CHOBaHHOCTM BKITHOYAEMOWN B KIMMHUYECKNE pekoMeHAaummn nHopmauum”.

9. MNpwukas Munsgpasa Poccum ot 13.10.2017 N 804H "O6 yTBEPXKOEHUM HOMEHKNATYPbLI MEANLIMHCKUX YCnyr".

10. MNpwuka3 MuHucTepcTBa 3gpaBooxpaHeHuss PO ot 14 auBapsa 2019 r. N 41 "O6 yTBepxaeHUn nopsgka
Ha3Ha4eHus nekapcTBEHHbIX NpenapaTtoB, OPM peLenTypHbIX GNaHKoB Ha NekapCcTBEHHblE nNpenaparbl, Nopsiaka
ohopmMneHns ykasaHHblx 6naHKoB, UX y4eTa U XxpaHeHus".
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11. MeaunumnHCkMe npPOTUBOMOKA3aHMS K MPOBEAEHMIO NPOMUNAKTUYECKMX MNPUBMBOK nNpenapatammu
HaLUMOHarbHOro KaneHaapsi npuBmeok: MeTtoanyeckune ykasaHus. - M.: ®enepanbHbiil LEHTP roccaHanugHagopa
MwuH3agpasa Poccun, 2002. - 16 c.

12. "MeTogmnyeckme pekomeHaaumnm no BbISBNEHWUIO, paccnegoBaHUIo 1 NPodunakTuke NoGOYHbIX MPOSBIEHNUN
nocne uMmMyHmusawmm".

OcCHOBHble HOPMaTUBHO-NPaBOBbl€ aKTbl, perynupyrowine okasaHme nannmaTMBHOM MegULNHCKON NOMOLLM:

1. ®epepanbHbin 3akoH "O BHeceHUn nameHeHu B PepepanbHbli 3akoH "O6 OCHOBax OXpaHbl 300pPOBbS
rpaxkgaH B Poccuiickon ®eagepauumn” no Bonpocam okasaHusi nannuaTuBHON meguumHckon nomoln” ot 06.03.2019
N 18-93.

2. MNpukas MuHsgpaBa Poccum N 345H, Muntpyga Poccum ot 31.05.2019 N 372H "O6 yTBepxaeHuu
nonoxeHns 06 opraHn3aLmm okasaHusa NannMaTUBHON MEONLIMHCKOM MOMOLLM, BKMOYas Nopsagok B3aMOAeNCTBYA
MEeOMLMHCKUX OpraHM3auuin, opraHusauuin coumanbHOro oBCnyXmBaHWst U OOLLECTBEHHbIX 0ObeANHEHUIN, WHbIX
HEKOMMEPYECKNX OpraHn3aLni, OCyLLECTBMASIOLWNX CBOKO AeATENBHOCTb B Chepe OXpaHbl 300poBba".

3. MNpukasz Munsgpasa Poccun N 348H ot 31 mas 2019 roga "O6 yTBepXAeHUN NepeyHs MeOULMHCKUX
N34enun, npegHasHavyeHHbIX ANS nogaepXaHusa opraHoB M CUCTEM OpraHvM3ma YernioBeka, NpefocTaBnsemMblX Ans
NCNONb30BaHUSA Ha OOMY".

4. Mpukas MuHsgpaBa Poccum N 505H ot 10 monsa 2019 roga "O6 yteBepxaeHun MNopsigka nepegayn ot
MEeLMLMHCKON OpraHm3auumn naumeHTy (ero 3akoHHOMY NpeacTaBUTEN0) MEANLMHCKUX U3aenuii, npegHasHayYeHHbIX
Onsa nogaepkaHusa yHKUUA OpraHoB M CUCTEM OpraHuM3ma YernioBeka, AN UCNONb30BaHUSA Ha OMY NPW OKaszaHuu
nannuaTtMBHOW MeaULMHCKOW nomoLm"”.

5. Mpukas M3 PP N 831 ot 3 oktabpsa 2019 roga "O6 yTBepXaeHUN BEAOMCTBEHHON LleneBovi Nporpammebl
"Pa3BuTne cuctemMbl oKkaszaHua nanimaTtMBHON MeaULIMHCKOM noMoLn”.

Ons kogupoBaHua aTuonornyeckoro dakrtopa (bonesHn, npueedwen k passutuio XbBI1) nnn coctosHun,
accouumnpoBaHHbix ¢ XBIT ¢ ykasaHuem "®oHoBoe cocTosiHMe" mnu "OcnoxHeHue" cnefyeT MCMNONb30BaTb
cooTBeTcTBYytoWwme kogbl MKB-10.

B cnyyasix nogrotoBkM K 3amectuTenbHon novevHon tepanum (3MT) Heobxoammo nNpuMeHaTb kogdbl Z49.0 -
749.2.

Z49.0 - MNopgroToBuTenbHbLIE NpoLEaypbl ANS NPoBeAeHNs Ananu3a (COCYAMCTbIN JOCTYN Ans reMoAmannsa,
nepuToHeanbHbIN KaTeTep) Npu

XBIM: N 18 (N18.4; 18.5)
Z49.1 - OkcTpakoprnopanbHbIv guanus (remogvanus, remoguadunstpauns)
Z49.2 - Opyrow Bug ananvsa (neputoHeanbHbIN Ananvs)

Z99.2 - 3aBMCUMOCTb OT NOYEYHOro Ananusa (Ko NCMonb3yeTca Ana NaumeHToB, ANUTENbHO HaXoasALWmMXes
Ha 3amecTuTenbHoW noyevHow Tepanun) CooTteeTcTByOWME koAbl MKB-10 npumeHstoTCA Ans KoAMpPOBaHUA
ocnoxHeHn XBI n accoummpoBaHHbIX COCTOSAHUI:

D63.8 - AHemMus Npu Opyrnx XpoHU4ecknx 6onesHsx, knaccuuumMpoBaHHbIX B ApYrMx pybpukax
E21.1 - BTOpy4YHbIN rMnepnapatmMpeos, He KrnaccuduLMpoBaHHbIN B ApYyrux pybpukax

E43 - Tskenasi 6enkoBo-aHepreTuyeckas HeJoCTaTOMYHOCTb

E44.0 - YmMepeHHasi 6enkoBo-aHepreTuyeckasl He4oCTaTO4YHOCTb

E44.1 - lNlerkas 6enkoBo-aHepreTM4eckas He4oCTaTO4YHOCTb

E45 - 3agepxka pa3BuTusi, o6ycrnoBneHHas 6enkoBO-3HEPreTMYECKON HEAOCTAaTOYHOCTLIO.

AnumeHTapHas: HU3KOPOCIOCTb (KaprMKOBOCTb), 3adepKka pocTa.
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3agepxka hns3n4eckoro pasBnTns BCneacTsme He4oCTaTOMHOCTU NUTaHKS.

E46 - benkoBo-aHepreTMyeckas He4OCTaTOYHOCTb HEYTOYHEHHas

E83.3 - HapywweHue obmeHa dpocdopa

E83.5 - HapywweHue obmeHa Kanbuus

E83.8 - [ipyrue HapylweHns MuHepanbHoro obmeHa

E87.2 - Aungos

E87.5 - N'mnepkannemus

E89.2 - N'mnonapatnpeos, BO3HUKLLNI NOCNe MEQULMHCKNX NpoLeayp

115.1 - TnnepTeH3nst npu gpyrux 3aboneBaHnsix NoYek

143.8 - Kapguomuonatus npu gpyrux 6onesHsx, knaccnuuumpoBaHHbIX B Apyrux pybpurkax
N 25.0 - Noye4vHasa octeogmcTpodus

N 39.1 - CTonkas NnpoTEMHYPUSI HEYTOYHEHHas

Q60.0 - AreHe3uns NOYKM OQHOCTOPOHHAS

Q60.3 - 'Mnonnasnsi NOYKN 0OOHOCTOPOHHSS

Q63.1 - CnuBlwascs, gonbyartas n nogkoBoobpasHas noyka

Q61.4 - ncnnasuns noykn

Q63.0 - [lobaBo4Has nouyka

Mpumepbl onarHo3os:

Mprmepbl hopMynMpoBKK anarHosa y naumeHToB ¢ XbI1 B Bo3pacTte 3 Mec - 2-X NET XU3HU:

- AyTOCOMHO-peLecCcMBHas MNOMMKUCTO3Hass OomnesHb: NOoMnMKUCTO3 noyvek u nedveHn. XBI ¢ ymepeHHbIM
cHwkeHnem CK®. BTopnyHasa apTepuarnbHasi runepteHsms, 2 CT.

- BpoxgeHHas aHomanusa modeBbix nyTen n nodek (BAMI): runonnasusa nesou noyvku. XbIT ¢ HopmanbHon
CKo.

- BAMIT: ancreHesunsa npokcumarbHbIX KaHanbues. BpoxaeHHaa XBl, TepmuHanbHasa ctagus.
- BpoxgeHHbIn HedppoTudeckun cnHgpom cmHckoro Tuna. XbI1 ¢ pe3ko cHmkeHHon CKO.

B BO3pacTe cTapLue 2-X net:

- Kucta npason nouku. XbI C1.

- BAMI: ny3sbipHO-MoyeTO4HMKOBBIM pedntoke crieea 3 cT. XBIM C1A1. CocTosHne nocne 9HO40CKONMYeCcKon
koppekuun (12.02.2018).

- XpoHu4eckuin rrnomepynoHedput (Mopdonorndeckn: okanbHO-CerMeHTapHbIA  FMoOMepyockepos),
HedpoTmdeckun cuHagpom. XBIMT C3aA3.

- XpoHuyeckui rnomepyrnoHedpuT (mopdonormyecku: IgA-HedbponaTtus), peuvansmpyoLlas
cuHpapuHreansHasa rematypus. XBIM C1A1. BAMII: runonnactudeckass gucnnasvst obemx nodek. XBI C5[
(nporpammHbIn remogmanus ¢ 14.02.2010).



- XpoHunyeckuin rnomepynoHedput (Mopdonormyecku: okanbHO-cerMeHTapHbln rnomepynocknepos). XbI1
C5. AnnoTtpaHcnnaHTaums noYkM OoT POACTBEHHOro goHopa ot 15.06.2011. XBI1 C3aA3T. STEC-T'YC, Tskenon
ctenenn B (2012 r.). XbI C36A2. BTopu4yHas apTepuanbHas rmnepTeHsuns, 2 CT.

MpunoxeHue A3.1

OLIEHKA ®U3UYECKOIO PA3BUTUA OETEN

[MeTepkoBa B.A., Haraesa E.B., llunpsieea E.FO. MeTtogudeckune pekomeHgaumm "OueHka u3nyeckoro
pa3suTUs geten n nogpoctkoB" ®IrbY "HMUL, SngokpuHonormum”, 2017r., Mockea, 98c].
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NMOKA3ATEJIN MACCbI TEJNTA MAIIbYUKOB OT 5 - 10 NNIET (KPUBbLIE MACCbI TEINA)
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NMOKA3ATENN OKPY>XHOCTU ronoBbl Y AEBOYEK (KPUBbIE)

OKpyXHOCTL ronoanl (M)

Bo3pacT (roamt u Mecaum)

NMAPAMETPbI
N YACTOTA OLIEHKU HYTPUTUBHOIO CTATYCA Y OETEN
C XbNn 3b - 54 CTAOUN. AHTPONMOMETPUYECKUE USMEPEHUA [293]

e
~
KONWweC THO CTAMASPTHAX OTKNONONWA OT Cpeamen (SD)

MpunoxeHune A3.2

MapameTpsbl

Boapact 0 - 1 roa
<HE>
MuHUManbHbIN
nHTepsan (Hegenu)

Bospact 1 - 3roga
MuHMUManbHbIN
nHTepsan (Mecsubl)

Boapact > 3 net
MuHUManbHbIN
nHTepsan (Mmecsubl)

XBM 36-5| XbMs54 |Xb6M3b-5| Xbrs5n | XbM 3b6-5| XbI 50
Poct/gnuHa gns Bo3pacrta
(ueHTUnb Mnn SDS) 6 2-4 2 ! 3 3
Poct/anuHa (LeHTunb unu
SDS) 8 4 3 2 6 6
CkopocTb pocTa ans He He
P P A onpegens | onpenens 3 2 6 6

BospacTta (SDS)

eTcA

eTCcA




"Cyxaqa" macca Tena vnu
Macca Tena ans sospacra 6 4 2 1 3 3
(ueHTunb unu SDS)
UMT pgnsa pocTa Kk Bo3pacty He He
onpegens | onpenens 2 <*> 1 <*> 3 3
(ueHTunb unu SDS)
eTcs eTcs
Macca Tena kK gnvHe He He
* *
(ueHTunb unu SDS) 6 6 2 <> 1< onr;e;gﬂenﬂ onp;igﬂenﬂ
He He
OKpYXHOCTb  TONOBbI AN 6 4 2 5 onpenens | onpeaens
Bo3pacTa (LueHTunb unu SDS) oTCs: orCs:

Mpunoxenne A3.3

OXVUOAEMAS EXXEQHEBHAS! MPUBABKA
MACCHbI TEMNA MO BO3PACTY () [293]

Bospact/napametp ExxegHeBHas npubaska macca tena (r/kr/cyT)

HepoHoweHHbIn (0o 37 Hen), < 2 kr 15-20
HepoHoweHHbIn (0o 37 Hep), > 2 kr 20-30
0 - 4 mecsiua 23-34
4 - 8 mecsiLeB 10-16
8 - 12 mecsiueB 6-11
12 - 16 mecsaueB 5-9

16 - 24 mecsiueB 4-9

MpunoxeHune A3.4

COAEPXAHUE KAIMINA BO ®PYKTAX

MpoaykT nuTaHuns Paamep nopuwnn K+ mr/nopuus K+ mr/100 r

®pykTbl (CbefobHbIE, CPEOHEro pasmMepa, CBeXue, eCcrim He yKkazaHo MHOe)

Bbicokoe cogepxaHue kanug (> 117 mr (3 Mmonb) Ha nopumio)

Kypara 201 (3) 208 1039




AbBpukoc 80r(2) 216 270
ABokago 75 (1/2) 380 507
baHaH 80 r (1 maneHbKkunin) 264 330
®UHKUKN, Cbipble 30r(2) 123 410
Urxup (nonycyleHbiin) 401 (2) 314 784
BuHorpag 60r(12) 129 215
Kuen 60r (1) 173 289
ObiHA 150 r (1 NOMTHK) 315 210
HektapuH 90r (1) 231 257
AnenbcuH 120 r (1 maneHbkuin) 146 122
ﬁ;ﬁ;;;g:ﬁim” ook, 100 mn 158 158
Mepcuk 110 r (1) 176 160
YepHocnvs 30r(4) 220 734
Ustom 30 r (1 cT. noxka) 267 889
KnyGHuka 80r(7) 136 170
Apbys3 120 r (1 noMTKK) 120 100
YMmepeHHoe cogepxkanue kanus (39 - 117 mr (1 - 3 Mmmonb) Ha nopumio)
Abnoko 100 r (1) 100 100
ExxeBuka 40 (8) 62 154
BuLuHsa 401 (10) 95 238
MaHpgapuH 50 r (1 maneHbkuin) 64 128
penindppyT 80r(1/2) 103 129
MaHro 75T 113 150
Mapakynis 30r(2) 60 200
pywa 100 r (1) 105 190
AHaHac 80 (1 nomTuK) 97 121
Cnuea 551 (1) 105 190
ManuHa 60T (15) 98 164
Huskoe cogepxaHune kanus (< 39 Mr (1 MMOnb) Ha NOpLMIO
YepHuka 451 (2 CT. NOXKM) 30 66




OnuBkn, 6e3 KocTovek 30r(10) 27 91
MpunoxeHune A3.5
COOEPXAHUE KAINMNA B OBOLLAX U BOBOBbIX
MpoaykT nuTaHuns Pasmep nopuum K+ mr/nopums K+ mr/100 r
OBowwmn n 6060BbIE (CbefobHas vYacTb)
Bbicokoe cogepxaHue kanuga (> 117 mr (3 Mmonb) Ha nopumio)
Ceekna, BapeHas 75 1 (1 maneHbkas) 106 302
Bobbl, BapeHble 60 r (1 cT. noxka) 248 413
Sf;%zngcmﬂ Kanycra, 40 (1 cT. noxka) 161 404
'pnbbI, 06XxapeHHbIe B Macne 40 1 (4 cpegHunx) 217 542
MacTepHak BapeHbIn 40 (1 cT. noxka) 128 319
Momunpaop, ceipon 65 r (1 maneHbKkun) 145 223
Tomat KOHCEepPBMPOBaHHbLIN 100 r (1/4 6aHkm) 212 212
YmepeHHoe cogepxanue kanus (39 - 117 mr (1 - 3 Mmmonb) Ha nopumio)
32&?‘3“' OBKApeHHEIN B 65 1 (1/4 cpeHmin) 111 170
Bpokkonu, oTBapHas 40 r (1 cT. noxka) 85 212
KanycTa 3eneHas, oTBapHas 40 r (1 cT. noxka) 75 187
MopkoBb, oTBapHas 40 r (1 cT. noxka) 66 166
LiBeTHasa kanycTta, oTBapHas 401 (1 cT. Nnoxka) 86 215
Kabauyku, oTBapHble 40 r (1 cT. noxka) 95 238
OrypeL cbipon 40 r (6 NOMTUKOB) 62 156
HyT cyleHbln, oTBapHON 40 r (1 cT. noxka) 112 281
Xymyc 30 r (1 cT. noxka) 57 190
Jlyk-nopen, oTBapHoOM 40 r (1 cT. noxka) 68 169
YeyeBuua kpacHas, BapeHas 40 r (1 cT. noxka) 88 220
Jlyk, o6kapeHHbI B Macne 30 r (1 cT. noxka) 57 189
"opox BapeHbIi 30 r (1 cT. noxka) 69 230




I;Iflgi;" KPACHBIA, XENTbIA, 30 r (3 konbua) 61 203

LUnuHaT oTBapHON 40 r (1 cT. noxka) 64 230
Huskoe cogepxxanune kanus (< 39 mr (1 MMonb) Ha Nopuumio)

PocTtku cdaconu, ceipbie 20 r (1 cT. noxka) 15 74

MepeL 3eneHbIR, Cbipoi 30 r (3 konbua) 36 120

TblkBa BapeHas 40 r (1 c1. noxka) 34 84

Mpunoxexue A3.6

COOEPXAHME KANMNA B APYIUX TPYNNAX NPOAYKTOB

MpoayKT NuTaHuN Paamep nopuwnn K+ mr/nopuus K+ mr/100 r
MOnoKo 1 MOMOYHbIE NPOAYKTHI

'pyaHoe mMonoko, 3penoe 100 mn 53 53
Moncuy-as cmecs ¢
npeobnagaHvem 100 mn 70 70
CbIBOPOTOYHbIX GENKOB
Monoko KopoBbe LienbHOE 100 mn 157 157
MopoxeHoe, BaHWMb, MArKoe 60 r (1 mepHas noxka) 93 163
MorypT 13 LensHoro Moroka ¢ 125 r (1 maneHbkas

213 170
pykramu 6aHouKa)
KapToq)fanb mononon ¢ 60 r (1 maneHbkuin) 226 377
KoXMuen
Kaprogens & myHanpe 6e3 100 r (1 ManeHbkui) 360 360
LLKYPKM
KapTodenbHoe ntope 45 (1 cT. noxka) 151 337
>KapeHbin kapTodenb 60r 353 597
Yuncel, pactdya 75 (1 man. nopuus) 403 544
Xneb: 6enbin, HepHbii, 401 (1 TONCTbIN 54. 36, 101 134, 216, 253
LenbLHO3epHOBOM NIOMTMK)
Cyxue 3aBTpaku, KyKypy3Hble 201 (3 cr. noxkw) 13 88
Xnonbs
Cyxue 3aBTpa K 1, BO3ayLUHas 20 1 (3 GT. nowKn) 33 188
nweHnLa, NoKpbITbie MESOM




Cyxwue 3aBTpaku, MIOCK 30 r (2 cT. noXKK) 37 290
MeyveHbe BuckBuUTHOE, 17 1 (1 wr) 44 258
MOKPbITOE LLIOKONaAoM

TopT: BUCKBUT C AXKEMOM U

CNMBOYHBLIM KPEMOM, 60 r (1 nomMTHK) 79, 214, 231 132, 357, 335
LUOKoNaaHas nomagka, pykTbl

MakapoHbl 6enble, oTBapHble 90 r (3 cT. NOXKM) 103 114
Puc: 6envbw|, KOPWYHEBbIN, 80 (2 cr. noxKw) 10, 50 12, 62
OoTBapHoOW

MuHganb 13 r (6 uenbix) 95 733
Kewwbto, pyHOYK 10 (10 uenbix) 72 720
Apaxuc HeconeHbIn 13 (10 uenbix) 37 670
"peukne opexu 20 (6 NONOBMHOK) 90 450
CemeHa TbIKBbI 20 r (1 cT1. noxka) 164 320
CemeHa nofconHeYvHuka 16 1 (1 cT. Nnoxka) 114 710
Byprep, roBaguHa, Ha rpune 351 (1 koTnera) 133 330

Kypuua, 6apaHuHa, roBsavHa,
CBVHWHAa, )XapeHble

50 r (ToncTbIn NOMTUK)

165, 130, 135, 200

330, 360, 370, 400

KypuHble HarreTchbl 70 (4) 195 278
Tpecka Ha napy 60 r (1/2 dwnne) 254 424
Tpecka B knsipe, 3anevyeHHas 60 r (1/2 coune) 133 230
Jlocock 3aneyveHHbIbIn/ XapeHbIn 50 r (1/2 coune) 206 412
KapTodernbHble ynncel 251 (1an;Te)HbKMM 332 1323
LLlokonag npocTon, MOMOYHbIN 50 r (1 maneHbKuin) 150, 226 300, 451
Koghe pactBOpuMbIN, NOPOLLOK 2r(1u.n.) 76 3730
Kakao, nopoLuok 6r(1y.n.) 90 1500

MpunoxeHue A3.7

COAEPXAHUE ®OC®OPA B OCHOBHbIX MPOOYKTAX MUTAHUA

HassaHune NpPOAYKTOB

CopepxaHue
doccopaB 100
(mr)

Honga cyTouHoMn
notpebHocTu (%)




PocTku nweHuubl, oTpyou MNweHnYHbIe, CEMEHA ThIKBbI >1100 >95
[MnaBneHbIN Cbip, KYHXYT, CEMEHa NOACONTHEYHMKA, COsl > 600 no 80
PO 1 KoripoRLI Oper, pB 0GerpoRan. Koo 500 - 600 Ao 60
Monoko cyxoe 920 - 790 92-79
pnbbI cyLLeHble 606 61
>KenTtok KypuHoro sinua 542 54
Wkpa kpacHas 490 49
Coblip "CynyryHun" 420 42
Myka (oBcsiHasi, nepnoBasi, rpevHeBas, nueHn4YHas) 336 - 350 35
OBcsHble xnonbs 328 33
Myka pxxaHas 256 26
MuHTan 240 24
Teopor 11 - 4% 224 22
Msco (nHaenka) 200 20
Anuo kypuHoe 192 19
WorypT, kedomp 1 - 3,2% 95 - 90 10-9
Mornoko 1,5 - 3,5% 90 9
CwmeTtaHna 10 - 30% 62 - 59 6
ABOKago 52 5
Abnoko 11 1

Mpunoxexue A3.8

SDI (PEKOMEHOYEMOE OUETUYECKOE NOTPEBJIEHUE)
KANbLUUA U ®OCPATA Y AETEN C XBMN 2 - 5D CT. [221]

Bospact SDI kanbumi (Mr) SDI dpocdpar (mr)
0-<4 mec 220 120
4-<12 mec 330 - 540 275 - 420
1-3roga 450 - 700 250 - 500




4 -10 net 700 - 1000 440 - 800

11-17 net 900 - 1300 640 - 1250

MpunoxeHue A3.9

PEKOMEHOYEMOE MNOTPEBNEHUE ®OC®OPA AN OETEN C XBI [178]

Bec (kr) PekomeHayemoe notpedneHne docdarta (Mmr)
<10 <400
10- 20 <600
20-40 < 800
> 40 <1000
Mpunoxexne A3.10
PEKOMEHAOALIMA

MO NOTPEBNEHUIO HATPUSA AN OETEA B 3ABUCUMOCTMU OT BO3PACTA
(KDIGO, 2024)

BospacTt PekomeHnayemoe goctatodHoe notpebneHune Hatpus (r/cyT), 11
HaTpus = 2, 51 conu
0 - 6 mecsiLeB 0.110
7 - 12 mecsues 0.370
1-3roga 0.370
4 -8 net 1.0
9-13 net 1.2
14 - 70 net 15

Mpunoxexne A3.11

PEKOMEHAOYEMOE CYTO4YHOE NOTPEBIIEHUE
KANUA oNa OETEW C XBIN [178]



Bospact Pekomengyemoe notpebnexue
K+ (Mmonb/cyT)
0 -3 mec 20
4 - 6 mec 22
7 -9 mec 18
10 - 12 mec 18
1-3ropga 20
4 -6 net 28
7-10 net 50
11 - 18 nert 80
Mpunoxexne A3.12
NOTPEBHOCTb B BEJIKE Y AETEWU C XBIN (DRI) [4]
Bospact CyToyHas XBI 3 cr. XbM4-5cr XBI15 c, XBI 5 crT,
HopMa (100 - 140% (100 - 120% rg <+ ng <>
notpebnenusa | CHI r/kr/cyt) | CHII r/kr/cyT) (r/kr/cyT) (r/xr/cyT)
(CHIN r/kr/cyT)
0 - 6 mec 1,5 15-21 15-18 1,6 1,8
7-12 mec 1,2 1,2-17 1,2-15 1,3 1,5
1-3roga 1,05 1,05-15 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

<*> CHIT + 0,1 r/kr/cyT gnsa BocnonHeHust notepb Ha [ (remogmanuse).

<**> CHI + 0,15 + 0,3 r/kr/cyT ons BocnonHeHus notepb Ha N (neputoHeansHOM Avanuse).

NOTPEBHOCTb

B QHEPIMU U BEJIKE ONS MNAQEHLEB, OETEA U MOAPOCTKOB

Mpunoxexne A3.13



OT 000 18 NET C XbIM 2 - 5D CT CTAAUU [162]

PexomeHgyemas gueta - SDI (Suggested Dietary Intake)

MpunoxeHne A3.14

Mecsupbl SDI sHeprus SDI6enok SDI 6enok (r/cyT)
(kkan/kr/cyT) (r/kr/cyT)

0 93 - 107 152-25 8-12

1 93-120 152-1,6 8-12

2 93-120 14-152 8-12

3 82 - 96 1,4-1,52 8-12

4 82 - 96 1,3-1,52 9-13

5 72-62 1,3-1,52 9-13

6-9 72 - 62 1,1-13 9-14

10-11 72-62 1,1-1.3 9-15

12 72 -120 0,9-114 11-14

logbl SDI aHeprus (kkan/kr/cyT) SDI 6enok SDI 6enok
(r/kr/cyT) (r/cyT)
Manbunkm [eBoukn

2 81-95 79-92 0,9-1,05 11-15

3 80 - 62 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 08-0,9 Ag:;u”m:azs'_ﬁfg

KO3®DPULIMEHTDI

NEPEBOAA EAWHUL U3MEPEHUA U3 METPUYECKOW CUCTEMbI
B MEXOAYHAPOOHYIO CUCTEMY EANHUL (CH) [6]




[NokasaTtenb EanHuubl Koadhdpmunent EanHuubl CU
n3MepeHus nepesoaa

AnbbyMUH (CblBOpOTKA) r/an 10 r/n
A30T MOYEBUHBI B KPOBM mr/gn 0,357 MMOnb/n
KpeaTuHuH (cbiBOpOTKa) mr/an 88,4 MKMOb/N
KnupeHc kpeaTnHuHa MI/MUH 0.01667 mn/c
emornobuH r/on 10 r/n
docdop (cbiBOpOTKA) mr/gn 0,323 MMOJb/N
MapaTupeonaHbI rOPMOH nr/mn 0,106 nmMonb/n
(cbiBOpOTKA)
MoueBuHa (cbiBopoTKa) Mr/mn 0,167 MbIOMb/N
MoueBas kucnota mr/gn 59,485 MKMOfb/N
ButamuH . 25-OH But. [ Hr/Mn 2,496 HMONb/N

MpumeyaHwue: eguHnua namepeHuns x koadduuneHT nepesoga = eguHmua CU

B3AMMOCBA3b
MEXAOY KATETOPUAMU ANTbBYMUHYPUU N MPOTEUHYPUMU [6, 110]

Mpunoxexne A3.15

MokasaTens Kateropuu
HopmanbHas nnm YMepeHHO 3Ha4nTeNbHO
He3HauyuTenbHO nosbileHHas (A2) nosbiweHHas (A3)
nosblweHHas (A1)
COAr mr/cyt <1> <30 30 - 300 > 300
COb: mr/cyT <2> <150 150 - 500 > 500
An/Kp, mr/r <3> <30 30 - 300 > 300
Mr/MMOnb <3 3-30 > 30
OB/Kp, mr/r <4> <150 150 - 500 > 500
Mr/MMonb <15 15-50 > 50
YpoBeHb Genka MpH
oTpvLaTENBHO UMK
nuccrnegoBaHUM € MOMOLLLIO cneb cnegbl unn 1+ 1+ 1 Bble
TEeCr-nonocok A




<1> - CyTo4Has aKckpeuus anbbymunHa.

<2> - CyTo4Has aKkckpeums bernka.

<3> - AnbbymuH/KpeaTUHVH.

<4> - O6wwnn 6enok/kpeaTnHUH.

Mpunoxexne A3.16

NMOPOroBbIE 3HAYEHUA

FEMOINOBUHA AN AUArHOCTUKU AHEMWUU NO AAHHBLIM BCEMUPHOW
OPIrAHU3ALUN 30PABOOXPAHEHUA (BO3)

BospacrT (rogpl) remorno6wuH (r/n)
<15-5 <110
5-12 <115
12-15 <120
> 15! loHOLLK <150
> 5: neByLUKM <120

Mpunoxexune A3.17

LIENEBBIE MOKA3ATENU

FEMOITIOBUHA Y B3POCIIbIX U AETEWU C XBI, NONTYYAIOLLIMX
NOAOAEPXUBAIOLLYIO TEPAMUIO NMPEMNAPATAMU I'PYMMNbl "APYIUE
AHTUAHEMUYECKHWE NPENAPATbI" (3PUTPOMO3TUHDI) [295, 296]

Pykosogsiime Lleneson Hb <1> anga 3ameyaHus
nogaepxaHus

yKazaHus

Bepcusa 2006 e. PykoBoactea KDOOI:

B3pocCrible

2

11,0 r/an

HepocTtatouHO OokasaTenbCcTB, YTOObI pEKOMEHOOBATHL
nogaepxusatb ypoeeHb Hb Ha ypoBHe > 13,0 r/aa

Oetu

>

11,0 r/an

HepocTtatouHo OokasaTenbCcTB, YTOObI pEKOMEHOOBATHL
noggepxusatb ypoeHb Hb Ha yposHe > 13,0 r/gn

Bepcusa 2007 e. PykoBoactea KDOQ




B3poChble

11,0 - 12,0 r/an

He pomkHo 6bITb > 13,0 r/an.

Oetu

11,0 - 12,0 r/an

He pomkHo 6bITb > 13,0 r/an.

Pykosoacteo KDIGO 2012 .

B3pocCIible

10,0 - 11,5 r/on

He pomkHo 6bITb > 13,0 r/gn.

aetm

11,0- 12,0 r/an

He ynomsHyTo

<1> lemornobuH.

MpunoxeHne A3.18

PE®EPEHCHbIE

3HAYEHMA YPOBHEWU HEOPIFAHUYECKOIO ®OC®OPA U OBLLEIO KANbLUUSA

B KPOBW Y OETEN

Bospact doccop Kanbuwnin Kanbumin-HOHN3HPOBaHHbIN
(Mmonb/n) (Mmonb/n) (Mmonb/n)
0 - 3 mec 1,55 - 2,39 2,05-2,73 1,1-1,48
1-5nert 145-21 2,25-2,75 1,16 - 1,22
6-12 net 1,16 - 1,87 2,2-27 1,12-1,23
13- 16 net 0,74 - 1,45 2,1-2,55 1,2-1,38

LENEBOE 3HAYEHUE NTT,
OBLUEIo KANbUnA U HEOPTAHNYECKOIO ®OC®OPA B CbIBOPOTKE KPOBM
B SABUCUMOCTU OT CTAOUUN XBIN

Mpunoxexne A3.19

lNokazaTenb PekomeHgauumn PekomeHgavuum HaunoHanbHble | PekomeHnaaumm
NFK-KDOQI, KDIGO, 2009 pekomeHaaumm KDIGO, 2017
2003 2010
WHTakTHbIA [TTF
(nr/mn)
CKo:  30-59 35-70 130 - 585 35-70




15-29 70 -110 MN3beratb ypoBHSA 70 - 110

<15 Mn/mMHH 150 - 300 MTr<2Nu>9N 70 - 130

Ounanua 130 - 300
docdop (Mmonb/n) i 0,81-1,45 i i

1,13-1,78 (1.55 - 2.4 10 3 mec) 0,81-1,45 0,81-1,45

Kanbuun 2,15-2,55
NOHU3NPOBAHHbLIN 2,10 - 2,37 (2,2-2,8 2,1-255 2,15 - 2,55
(Mmmonb/n) (oo 3 mec)
CaxP <44
(Mmonb?/n 2) (< 55 mM2/gn?)

Ca koppurnposaHHbii (Mmone/n) = Ca obwwuin + 0,02 mmonb x (40 - A [r/n]);

Ca koppurnpoBaHHbiv (mr/an) = Ca obwmn + 0,8 mmonb x (4 - A [r/an])
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KOHCEPBATUBHOE NNEYEHUE NTMNEPKANTMEMUWU [138, 315, 341]

Mpenapat Jo3sa DencTteue
Hayvarno ANUTEeNbHOCTb

o ee pactBop: 0,5 wmn/kr B/B
10% paCTB:)*p Akaneuvs (makcnmaneHaa gosa 20 mn (2 r), B| 5-10 MuHyT [o 2 yacos
rMoKoHaTa

TeyeHune 5 MuH, 3 - 4 pasa B CyTK/

0,
8,4% pacTtBop #I—ETpMH 1 wmn/kr (mMakcumaneHas posa 50 30 MuHyn 1-2yaca
rmgpokapboHaTa MOkB) B TeveHue 10 - 15 MuH
20% pacTBOp 2 wmn/kr (0,5 r/kr) B/B, KanenbHO B
OEeKCTPo3bl™ ¢ TeueHne 30 MUHYT Cc gobaBneHuem
#MHCYNMHOM 0,1 Eap/kr #vnHcynvMHa pacTBOPMMOrO 60 MUHYN 5 - 6 yacos
pacTBOPUMbIM [uenoBeyeckoro FeHHO-
(4enoBeyveckMM reHHo- | MHxXeHepHoro]™ (1 Eg Ha 4 1
WUHXEHEepPHbIM) * * OEKCTPO3bI**)

Keokcanart (akTnBHOE
BeELLeCTBO:  CyrnbdoHaT
nomHcrepona  Hatpus)

(buonornyeckun akTnBHas
nobaska)
(MoHoOBMEeHHas cMorna)

003MPOBKU " npMMeHeHne B
COOTBETCTBMM W  WHCTPYKUMEN K
Ouornorn4yeckn akTMBHoM gobaBke

Kanuin < 5 mmonb/n
3HTEPOCOPOLUIO Kannst OTMEHUTb

Kanun > 5 MMOIb/N
3HTEpocopbuumto Kanusa
BO30OHOBUTb
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NEKAPCTBEHHbIE CPEACTBA,
OBNALAIOLWME ®OCHAT-CBA3bIBAIOLLIMMU CBOUCTBAMM [4, 129, 162]

CpepnctBo CogaepxaH MpeumyLLecTBo HepocrtaTtok
ne kanbums
Kanbuus kapboHaT
3apermuctpupoBaH B PO kak ncnencus/aanopsbl, puck
(3ap pvp 40% [ocTynHocTb 2 pel. b
BGuonornyeckm aKTVBHas KanbumdunkaLmm
nobaeka']
Kanbuuns auerar
rmctpmpoBaH B PO kak THOCUTESbH X
(3aperucTtpuposa a 2506 [10CTYNHOCTb OTHOCUTENLHO OOPOXKeE,
BGuonornyeckm aKTVBHas pUCK Kanbuudmnakcum
nobaeska)
Kanbuus nakrart
3apernctpupoBaH B P® kak MeHbLias abcopbuums
(sap pvp 13% pou Pwuck kanbumdumnakcun
Guonornyeckm aKTMBHas Kanbums
nobaska)
Oucnencus, 6onbLuoe
MOXXHO NPUMEHATL Mpu Konu4decTBo TabneTok ans
#CeBenamep™™ (Oo3bl CM B 0 rmnepkanbuneMmm He NonyYeHns JOMKHOro
nogpasgene 3.1.4 [169, 342] BCACbIBAETCH, CHMKAET pesynbTarta; Ha3Ha4YeHune
YPOBEHb NMNUA0B off label y peten mnagle 6
CbIBOPOTKWN KPOBM net
Kenesa [lll] ruagpokeua BesonacHocTe u
P 0 Huskasa abcopbuuns 3(PPEKTUBHOCTL y AeTEN

caxapOo3Hbll KOMMeKkc*™

He YCTaHOBJIEHbI

MpunoxeHune A3.22

CTATYC BUTAMUHA D U EF'O AHAINOIOB [4, 129, 310]

KoHueHTpauna sutamuHa D B
cbiBOpoTKe kpoBu (MccnegoBaHuve
ypoBHSA 25-OH ButamuHa [ B

KpoBu) (Hr/mn')

Onpegenexune

CraptoBas gosa ButammHa D n ero

aHanoros

(#3prokanbuundepon nnm
#Konekanbundepon**)

8000 Epg/cyT - 4 Hear panee 4000

<5 Tsxenbln gedpnumT En/cyT

<20 Oeduumnt 4000 Egl/cyT 12 Hep
20-30 HepocTtaTto4yHoCTb 2000 Eg/cyT 12 Hen

30 - 100 Hopma B03MOXHO CHWXeHue 003bl

> 100

Bo3MoXHa TOKCMYHOCTb

OTmeHa




®OPMbI
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BUTAMUWHA D U EFO AHANOIOB, MPOYUX AHTUNMAPATUPEOUOHbIX
NMPEMAPATOB, MPUMEHSIOLLIMXCA NPU XBN Y AETEN

[129, 206, 210, 223, 310, 352, 353]

BapuvaHTbl BuTammHa D HassaHwne dopmyna lMokasaHus B
Tepanun XbI1
ATX rpynna Mo
NPOVCXOXAEHWUIO
ButamvH D u ero #3prokanbumdeporn D2 B KOMBMHALMM C
aHanorm HaTusHble aKTMBHOM chopMoit
#Konekanbundepon™* D3 P
. Yaule - npenapat
AnbdakanbLmaon 1% (OH)D3 me|68pa P
AKTUBHbIE o
Kanbuutpuron
MeTabonuTsl
(cTrapToBaga go3a (NporueonokasaH no Mpwn coveTaHnm c
0,02 - 0,04 VIHCTPYKLIM ASTAM A0 1,25(0H)2D3 NaToNnorui NevYeHn
10 neT; go3bl CM. B
MKI/KT)
nogpasgene 3.1.4)
Mpoune =Mapukanbunton**
aHTMNapaTtupeous (MpoTuBONoKasaH Mpenapart 2-ro
Hble npenaparTbi petam no 10 neTenek | o oo e i pﬂza ngm BITwu
Anarnoru copme - kancyrnbl 1 40 aHanor D HOpMéJ‘IbHOM BUT.

18 net B Buage
pacTBopa B.B. A403bl
cm.Bn. 3.1.4)

D

** - nekapcTBEHHbIN Npenapart, Bxogawmn B PacnopsikeHue MNpaesutenbctBa PO o1 12.10.2019 N 2406-p (c
nameHeHnsaMmn) "O0 yTBEPXKAEHUN NEPEYHS XKM3HEHHO HEOOXOOUMBIX N BaXKHEWLLMX NEeKapCTBEHHbIX NpenapaTos, a
TaKKe MepeyHen NeKapCTBEHHbIX NpenapaToB AN MeOULMHCKOTO NMPUMEHEHMSI U1 MUHUMAIbHOIO acCcopTMMEHTa

PACLUM®POBKA NMPUMEYAHUN
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nekapcTBEHHbIX NpenapaTos, HeOGXoANMbIX AN OKa3aHUs MeAULMHCKOW NOMOLLIM";

# - MpMMEHeHMe NeKapCTBEHHOro mnpenapaTta B COOTBETCTBMM C MOKa3aTensmu (XapakTepucTukamu), He
yKa3aHHbIMW B UHCTPYKLUK No ero npumeHeHuto (off-label), ocywectenaetca cornacHo ®3 N 323-®3 o1 21.11.2011r.
(C n3mMeHeHusIMW) MpU yCnoBUM NOANUCAHHOIO WMHAOPMUPOBAHHOIO A0OPOBOMBLHOIO COrnacus, a B crny4yae

HeobxoQumMocTu, no peLieHunto Bpaqe6H017| KOMUCCUN.



https://login.consultant.ru/link/?req=doc&base=LAW&n=496460
https://login.consultant.ru/link/?req=doc&base=LAW&n=523556

MpunoxeHne b
ANrOPUTMbI OEMCTBUN BPAYA
Mpunoxexue b1

ANrOPUTM OUATHOCTUKN XBN Y OETEN

Mapkepsd - DOBPEKIEHIT TOMSK B TEMEHHE =3 -Mec.Y
Tpsanaa HeotpaTHMER - HIseH eHHET Tovek mps B 3vamzamsy (Y 3H - IO, -

sopdonorueccos woeosanse 5 gR)T
Aag HETT
L
PCKD<50- AA PCKD<60-
s /nenn 1, 7 3. s an 1, 7 3
HETY
AAT HETY
Amsbyanaypis AAY n
i —— X.El'[iq
(Al-A50% i 3
AmpfvMHYpIE
AAT =3 aac
HETT (A1-A39
-
NEI-met® AFArHOCTHES OCTOMHEHH -
- o | XBEI:-E3H, -amesms, -awunzos]
MEH-XBI, - sagepacea pocraf
JAY l
Jamssefimes HabmomenueT ’
SEarmocT K -CTamui-
Mepmramat mpodumasTiea’ BT | I TMeuerne oenosHerndt - NE1Y I

XEIM -4 -cr=1amense-

ocnoaHensn XBIT

Depuzonsamnandl - snamsa]
/MO0 ]
TP CILN TAL B - O]

Hamsuefimee nabmopenns
TMpoduaakTHEL RedcHe
ecoxMensit - XBITT

MpunoxeHne B

MHOPOPMALIUA ANnA NALUMEHTA

XpoHu4deckas Oones3Hb Mo4yek - COCTOsIHUE, Npn KOTOPOM TMMOYKMN HEe BbINOJTHAKT B MNOJIHOM obbeme cBou

hyHKUMK. B HOpMe nouky punbTpyoT KPOBb M YAAmNSOT M3 Hee LWraku, NULLIHWE COMu 1 BOAY.



Mpwn xpoHn4yeckor 6onesHn NoYEK NOYKN MOCTENEHHO TEPSAOT CNOCOOHOCTL K 3TON dunbTpauumn. Co BpeMeHeM
MOYKM MOTYT COBCEM NMepecTaTh BbIMOMHATL CBOM DYHKLIUN.

MoaTomy YpesBblYaHO BaXXHO NPOBEAEHME MEPONPUATUIA AN 3amMmedSIeHUs NPOrPecCUpPOBaHNSA XPOHNUYECKOM
00re3Hn novek.

XpoHunyeckasi 6onesHb NoYEK MOXKET U3HaYanbHO HUKak cebst He NposiBnATh. [pu nporpeccupoBaHm 6onesHn
MOTyT MOSIBUTbCA OTEKM Ha Horax, YyBCTBO YCTanoCTW, MOBbIWATLCH apTepuanbHOe OaBreHue, HapylleHus B
KOCTHOWM TKaHu

O Tom, 4YTO Heobxoammo aenaTb pacckaxeT Bpad-Hedponor. Heobxogumo obsasaTtenbHo 4eTko cobnogartb
€ero pekomeHgauum, Hanpumep:

MpvHMMaTL Npenapatbl OT apTepuanbHON MMNEPTOHMM, ClM OHW Ha3HauyeHbl B TOW J03€e U TOM pexume,
KOTOPbIV NponuncaH 4OKTOPOM.

Mpn BO3HMKHOBEHMM NOBOYHBLIX peakuni - 06a3aTenbHO COOBLLUTE Bpayy.

MN3beratb nprvema psiga fnekapCTBEHHbIX NpenapaToB, B TOM 4KUCIle, HEKOTOPbIX fekapcTs, obnagaromx
o6e3bonvBalowuM 1 XKaponoHwkKaLwmm adgekTom (Hanpumep, mbynpodeH*). Oba3aTenbHO COBETYMTECH C
rievyallmM BpavoMm ecrnv nraHupyeTe fedveHmne nobbiMy npenapatamu.

B cnyyae ecnv no4kn coBcem nepectaoT paboTaTh CyLECTBYET HECKOMBKO NMOAXOA0B K NeYEHNI0:
- remoauanus;

- NepUTOHearnbHbIN Ananus;

- TPaHCcnNaHTaums NoYKu.

Kaxxapblin M3 MeTO40B MMEET CBOM NpenMyLLLECTBA N HegocTaTku. lNepea NpMHATUEM PELLEHNS - NOCOBETYNTECH
C nevawmm Bpayom 4YToObl BbIOpaTb ONTMMarbHbIV BapuUaHT NnevyeHus.

Mpunoxenne ' - 'N

LUKANbI
OLIEHKW, BOMPOCHUKU N OPYTUE OLEHOYHbIE MHCTPYMEHTbI COCTOAHUA
NAUMEHTA, NPUBEAEHHBLIE B KNTMHWNYECKUX PEKOMEHOALIUAX

He npumeHstoTcs.




