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NB — unaekc BpeMeHun

ullTT" — uHTaKTHBI MapaTUpPEOUAHBI TOPMOH (HAMMEHOBAHUE YCIYTM JUISL ONpeeseHHs
nokasareisi B KpoBu coriacHo [Ipukasy Munsapasa Poccun ot 13.10.2017 Ne 804nu: «MccnenoBanue
YPOBHS [IapaTUPEOUTHOTO TOPMOHA B KPOBUY)
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IDMS — taHneMHass Macc-CIIeKTpOMETPHs C U30TOIMHBIM pa3daBieHueM (isotope dilution mass
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IL — unTepIIeKuH

K — kanuii (HauMeHOBaHUE YCIIyTH Ul ONpeAesieHus MoKas3aTels B KpoBU coriacHo [Ipukasy
MunzapaBa Poccun ot 13.10.2017 Ne 804H: «VcciaenoBanue ypoBHS Kallvsi B KPOBH)

KDOQI — unnnuatiuBHas Tpyrmia 1Mo KauecTBy uMcxooB 3aboneBanuil nouek (Kidney Disease
Outcomes Quality Initiative)

KDIGO - Kidney Disease Improving Global Outcomes — HMuunuaruBa 1o yiIydIICHHIO
rJ1I00aJTBbHBIX UCXO/I0B 3a00JI€BaHUI MOYEK

Klotho — TpancmemOpanHbIil 6e510K, HeOOXOAMMBIIA A1 aKTHBanuu perentopa FGF23

Na — natpuil (HaMMEHOBaHUE YCIyTU MpPHU ONPECICHUH TMOKa3aTelis B KPOBU COTJIACHO
[Tpukazy Munsapasa Poccun ot 13.10.2017 Ne 804n: «MccnenoBanue ypoBHs HATPUS B KPOBUY)

NAPRTCS — North American Pediatric Renal Transplant Cooperative Study -
CeBepoaMepuKaHCKUN TIEANATPUUECKUI PETrUCTP MCCIICAOBAHUM 3a00J€BaHUM MOYEK U COBMECTHBIX
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NKF — HanimoHanmbHbIN (GOH/T MTOYEK

P — dochop (pocharel) (HauMeHOBaHHE YCIAYTH MPH OMPEICIICHUU IOKazareiass B KPOBU
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HIF-PHD — runoxcus-unaynu0ensHbiii paktop — nponui-4-ruapokcunasa (hypoxia-inducible
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HL — BepxHsis rpanuua meneBoro yposHs (High Level)

RNI — pexomennoBanHOE MOTpEOICHHE HYTPUEHTA

SD — cTanapTHOE OTKJIOHEHHE

SDS — koaddunment crangaptHoro otkiaonenus (Standart Deviation Score)
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TSAT — xo3dduirieHT HachllleHus TpaHcpepprHa >Keiae30M (HauMEHOBaHUE YCIYTH IpH
ompeaeNeHun Tnokazatenssi corjacHo IIpukazy MunszgpaBa Poccum ot 13.10.2017 Ne 804H:
«HccnenoBanue HaCBIIEHUS TPAaHCEPPUHA JKEIE30M»)

VDR — peuenrop Burtamuna D



TepMUHBI U OonIpeaeTeHUs

AptepuajbHas runeprensusi — AJl, npesbiuatoniee 95-i nepueHTHIIb Ul JaHHOTO 1oja U
BO3pacTa MpH 3-X BU3UTAX K Bpauy.

AnnHamuyeckas 60/1e3Hb CKeJIeTa — COCTOSHUE, XapaKTepU3YIolleecs CHIKEHUEM o0beMa U
MUHEpaJIN3alUU KOCTH NapajuIeNbHO CO CHUKEHUEM KOCTe0Opa30BaHMUs.

BeakoBo-3Heprernyeckasi HeIOCTATOYHOCTh — HEJAOCTATOK YHEPIMU U HYTPUEHTOB ITUTaHUS
s obecriedeHuss morpedHocTe (pusnyeckoro pasButus pedeHka (mainutrition — B aHIIIOSA3BIYHON
JuTepaType)

BHekocTHas kKaapuupukanus — oTiaoxkeHue ¢ocdaroB u  Kanpuug B popme
THJIpOKCHANaTUTa B KOXKE, MBIIIIAX, COCYAUCTON CTEHKE, BHYTPEHHHUX OpraHax, BOKPYT CyCTaBOB.

BropuuHblii runepmapaTupeo3 —  BTOpUYHAas  TUNepQyHKUMS U TUIEPIUIA3UL
NapallMTOBUIHBIX KeJjie3, pa3BUBAIOINAsACH Ha (OHE MPOrpecCUPYIOLIEr0 YMEHBIIEHUS Macchl
JNEUCTBYIOIMX HEPPOHOB MpPH XPOHMYECKOW OOJIE3HM TIOYeK, BCIEACTBUE runepdochaTeMuu,
yBesnuueHus ¢gakropa pocta GpudbpodiactoB 23, nedunura KaablUTPUOIIA, TUTOKAIBIIUEMHUH.

I'unepronnyecknii kpu3 — BHe3anHoe mnoBbimieHue AJ[ >30% oT 0OBIYHOTO YpPOBHS,
CONPOBOXKIAIOIIEECS KIMHUYECKON CUMITOMATHUKOM.

I'uneprensus Oesioro xanara — mnosbiueHue AJl npu H3MEpEeHUHM B  MEJUIMHCKOM
yUpEKIEeHUHN, HOPMaJbHBINH ypoBeHb A/l noma, B criokoiinoit oocranoBke (B mpu CMAJL <25%)

3agepi:kka pa3sBMTHSI — TEPMUH, UCIOJIb3yEMbIN Il OMMCAaHUA JeTeH, Pu3nueckoe pa3BUTHE
KOTOPBIX, B TIEPBYIO OYepenb pocT, Hike oxkumaemoro (failure to thrive — B aHIIOA3BIYHON
JUTeparype)

3amecTHTeIbHAS TO4YeYHAss Tepanus — KOMIUIEKC CHEHUAIM3UPOBAHHBIX METOOB
3aMeneHuss (QpyHKIMH Touyek (reMojauanu3, MEePUTOHEANbHBIM [uanu3, TPAHCIJIAHTAlMs IOYKH).
TpaHcIIaHTalys MOYKH [03BOJISIET BOCCTAHOBUTDH BECH CIIEKTP YTPAUEHHBIX (PYHKIIMN MTOYEK.

KapanoBackynsipuass 6ose3ns mpu XBII — mnporpeccupyromee nopaxkeHHe CeEpAEHHO-
COCYJIUCTOI CHCTEMBI BCIIEICTBUE BO3ICHCTBUS KOMILIeKca (hakTopoB, accoluupoBaHHbix ¢ XbBII.

MackupoBannass AI' — HopMmanbHbI ypoBeHb AJl mpu H3MEpEeHMH B MEAUIIMHCKOM
yupexeHuu, Ho noasemMbl AJl noma (o nanHeiM CMA/L nian peryisipHbIX «JIOMAIIHUX» U3MEpEeHUN
A/l

MunepanbHble U KocTHble HapymeHuss npu XbBII — cuaapom cucreMHON NaTOJIOTHH,
BKJIIOUAIONIUI  J1a00paTOpHblE OTKJIOHEHHUS B MHHEpPaIbHO-KOCTHOM METa0oju3Me, KOCTHBIE
aHOMaJIH, SKTOMUYECKYIO KalblupuKanuio, comytcTBytomue XbII.

«Non-dipper» — orcyrctBue cumxenus cpeanero CAJl u JIAJl Houblo BO Bpems cHa (HopMa —

10-20%).



HyrputuBHbiii  (Tpodosiorudyeckuil) craryc — 3TO  KOMIUIEKC  KJIMHHUYECKUX,
AHTPOIIOMETPUUECKUX U  Ja0OpaTOpHBIX IOKa3aTelel, XapakTepU3YIOIUX KOJIWYECTBEHHOE
COOTHOILICHHE MBIIICYHOW M JKHUPOBOM MAacChl Tela MalueHTa. Takxke ymoTpeOiseTcs TepMUH
«IUTATEbHBIN CTATYC» / «COCTOSHUE TUTAHUSD.

Octpoe noBpexnenue modek (OIIII) — octpoe, moTeHIMAIBLHO OOpPaTHMOE W3MEHEHUE B
MOYEUHOW MapeHXHWME, COMPOBOXKIAIOIICECS CHIKEHHEM (YHKUMHU TOYEK pPA3JIMYHOM CTETeHH.
Tepmun, oOWENPUHATHIA B HAcTOsIIEE BpeMs BMECTO YCTapeBIIEr0 — OCTpas Io4yeyHas
HenocrarouHocth (OITH). [Tocnennee nmpenioxkeHre 1Mo CBOCH CyTu HeBepHoOe, Tak Kak TepMuHbl OITIT
u OIIH He saBusAOTCA CcUHOHMMaMHM. MexayHapoaHble KpuTepuu KoHceHcyca s OIIII
[IpeHAa3HAYeHbl I ONMCAHMWS TPEX YPOBHEH IOYEUHOM HEAOCTATOYHOCTH (PHUCK, TpaBMB,
HEIOCTaTOYHOCTh) M JBYX KIMHUYECKUX HCXOJO0B (HOTEpsS IMOYEHYHOM (PYHKIMH M TEepMUHAIbHAS
cTaaus).

IapaTupeonIdKTOMHA — XUPYPIHUECKUI METOJI JIeueHHUsl runepnaparupeosa npu XbI1.

IlepuToHeaJbHBIN AMATM3 — METOJ 3aMECTUTEIBHOW MOYEYHOW TEpanuu, OCHOBAaHHbBIA Ha
npuniune aup@Gy3uoHHOro oOMeHa, (QHIBTPAIMOHHOTO M KOHBEKIIMOHHOTO IIepeHoca depe3
«TEePUTOHEATbHYI0O MeMOpaHy» (OpIOIIMHY) HU3KO- U CPEIHEMOJEKYJSIPHBIX, B T. 4, OEIKOBBIX
CyOCTaHIMM, a TakKe KUAKOCTU W3 KPOBU B JTMATHM3UPYIOLIUI pacTBOp, HAXOASIIUNCA B MOJOCTH
OpIOIINHBI.

IlepuToHea/qbHBIH MAJM3 C MCHOJIb30BAHHEM aBTOMATHU3UPOBAHHBIX TEXHOJIOIMM
(aBTOMATH3MPOBAHHBIN NEPUTOHEAJbHBIA AHAJIN3) — METOJ MNEPUTOHEATBHOTO JUAIN3a, KOTOPbII
OCYILECTBIISIETCS C TOMOIIbIO CHEIMATIbHBIX aNNapaToB (LUKJIEPOB AJS NEPUTOHEAIBHOTO Ualn3a),
o0ecreurBaoIIMX BBEACHUE U BBIBEICHNUE AMATM3HOTO pacTBopa 0e3 yuyactus naunueHTa. Lukiep no
3aJJaHHOM BpadyoM IporpaMMme OCYLIECTBIISIET aBTOMaTHUYECKHUE LUKJIIbI 3aMEHbI pacTBOpa B OpIOLTHON
IIOJIOCTH.

ITocTosiHHbIli aMOYJIATOPHBIM NEPUTOHEAIBHBI [IHMAJM3 — METOJ IEPUTOHEAIBHOIO
Jyain3a, B KOTOPOM 3aMe€Ha JUaJI3HPYIOIIET0 pacTBOpa B OPIOIIHOM MOJOCTH (HECKONBKO pa3 B
CYTKH) IPOBOAUTCS CAMOCTOSITEIbHO OOJIbHBIM B aMOYJIaTOPHBIX YCIOBUSAX (B JOMAIIHUX YCIOBUSIX).

Pe3ucrentHasi AI' — ypoBeHb A/l BbllI€ LI€EBbIX 3HAYCHUH, HECMOTPS Ha MpueM 3-X U Gojee
AT'C (B onTUMaNbHBIX 033X ), OJUH U3 KOTOPBIX — TUYPETHUK.

CepaeyHasi HeJIOCTATOYHOCTb — CHHJIPOM, Pa3BUBAIOIIMICS BCJIEICTBUE CTPYKTYPHOTO WIIH

(GYHKIIMOHATIBHOTO MOBPEKICHUS MUOKapa, MPUBOISALIETO K CHHYKEHUIO HACOCHON (YHKIIMH cepala.



«nyaﬂ Macca TeJ1a» — Macca TCjia nmanucHTa B COCTOSAHUKW HOPpMOruapaTtaiuvn; y IIalluCHTOB
Ha TECMOJUAIM3C — MHUHHMAJIbHAd MaccCa TCJia, IIpH KOTOpr € HET CHMIITOMOB THUIIOBOJIEMHHU

(magenue AJl, cy1oporu Mbli KOHEYHOCTEH, 60N B )KUBOTE)

1.1 Onpenejenue 3a001eBaHNsI WJIN COCTOSTHUS (IPYHIBI 32001eBAHNN HJIM COCTOSTHHI)

Xponuyeckasi 0oJie3nb mnodyek (XBII) — croiikue HapymieHuss QYHKIHH TOYCK,
MPOJOIDKAIOIIMECST B TEUYeHHE 3-X MecsueB M Ooiiee, ompenenseMble Kak CTPYKTYPHBIE W/HIU
(YHKIHMOHATBHBIE U3MEHEHUS C PA3JIMYHON CTETIEHBIO CHIDKEHUS KIIMPEHCHOU dyHKuuu [1].

XpoHuueckue 3a00eBaHMs MOYEK, HE3aBUCUMO OT ATHOJOTHH, UMEIOT 00IMe MeXaHU3MBI
MIPOrPECCUPOBAaHUs M TPEOYIOT OIpPENEeiIeHHbIX TEepPaneBTHUYECKUX YCWIMNA, HaMpaBJICEHHbIX Ha
OTJaJICHUE HACTYIUICHUs TepMUHAIBHON cTaauu XbII.

Pexomennanuu no ompenenenuio u kiaccupukanun XbI1 Obutn BBeneHsl HanmoHambHBIM
donnom noyek (NKF) u nHuImaTuBHON Ipynmnoi no kauecTBy ncxooB 3adoneBanuii nouek (KDOQI)
B 2002 roay ¥ BIOCJIEACTBUU ObUIA MPHUHSTHI C HEOOJIBIITMMHI U3MEHEHUSIMA MEXIYHAPOIHON TPyHIOn
pEeKOMEHalUUi MO YIYYIICHHIO TIJIOOANbHBIX MCXO0JM0B ModeuyHblx 3aboneBanuit (KDIGO) c
agantamueit B 2012 roay (cM. pazzien AMarHOCTUKA).

XBIT MokeT MposBIATHCA Pa3HOOOpPa3HBIMU CHMIITOMAaMH M CHHIApoMamMu. MakcuMmaabHOE
yBEJIMYEHUE JUIUTEIBHOCTH S>KU3HM TAlMeHTa T[OcCie pa3BUTHS TepMuHanbHOM ctaauu XbII
OTIpeNIeNIACTCSl HE TOJIBKO BO3MOXKHOCTSIMH JHAJIM3HOW TEparmuu, HO M COXPaHHOCTBIO OOIIEeTo
(U3NIECKOTO U COMAaTHYECKOTO COCTOSIHUS PEOCHKA.

Jns obo3HaueHMs HapylIeHUWH HYTPUTHBHOIO CTaTyca HCHOJNb3YIOT TEPMHUH «0eIKOBO-
JHepreruyeckasi HepocrarouHocts» (BOH) — HenocraTok SHEprum M HYTPUEHTOB IUTAHMS AJIS
oOecrieueHrss TOTpeOHOCTEN (Qu3nueckoro pa3BuTHsi peOeHka (malnutrition — B aHMIOA3BIYHOMN
nuteparype) [2, 3].

3agep:xkka pa3Butusa (failure to thrive) — TepMmuH, HCMONB3yeMbIl AN OMHMCAaHUSA JETeH,
KOTOphIE pacTyT HE Tak, Kak oxuganoch. JluarHoctuka BOH (malnutrition) ocHoBana Ha
aHTPOIIOMETPUUYECKUX HM3MEpPEHMSX, a HEJOCTaToyHoe nuTaHue (undernutrition) ompenensercss Kak
nucOanaHc MEXIy MOTPeOHOCTSMHU B NMUTATENbHBIX BEIIECTBAX M MX MOTPEOJEHUEM WM JOCTABKOM,
YTO B CBOIO Oue€pe/lb MPUBOJAUT K Je(UUUTY SHEPruu, OeiaKa WIM MUTATEbHBIX MUKPO3JIEMEHTOB,
KOTOPBIM MOXKET OTPULIATENIBHO CKa3aThCs HA POCTE U pa3BUTHH [4].

Pazsutue XBII B nmerckoM Bo3pacTe OKa3bIBaeT HETaTUBHBIM 3((deKT Ha JUHEWHBIH pOCT
KOCTEH M HEpeAKO MPHUBOJIUT K BBIPAKEHHOW 3aJlep’KKe KOHEYHOrO0 pOCTa y MalMeHTOB. 3aJepikKKa
pocta yBennuuBaercs co ctaaueit XbII [5].

Anemusi npu XBII — pe3ynbTaT HUCXOISAIIMX CUTHATIOB, BO3HUKAIOIINX W3-3a JUCPETYIISIIUU

CHCTEMBbl  THIOKCUS-MHAyLMOenbHOro  daxktopa —  nponmi-4-rugpokcwiaza  (HIF-PHD),



MOCJIEACTBUSMH KOTOPBIX SIBJISIOTCS YMEHbLIEHHE MpoAaykiuu sputrponodtuHa (3I10), n3menenue
obmena xene3a (Fe) u camkenue remornoduna (Hb). Hegporennas anemusi 3akOHOMEPHO OCJIOXKHSET
teuenne XBII, koTopas yamte guarsoctupyercsa npu camkennn CK® no 40-60 mn/mun/1,73m%, xoTs
MOXET OBITh BBISIBIICHA Ha OoJiee paHHUX CTaausax 3a0oseBanus [6, 7]. AHemus cBsi3aHa C
HEONIaronpusATHBIMU HCXOAAMM, IUIOXHM KauyeCTBOM JKHU3HH U CHHUKEHHBIMH HEHPOKOTHUTHUBHBIMU
criocobHocTsmu y narueHToB ¢ XbIT [8].

I[To mepe Toro, kak mporpeccupyer XbIl co cumwkennem CK® o 50% ot HOpMBI,
MeTabOIMUeCKUN alua03 MPUBOJUT K CHUKEHHMIO POCTa M YCHUJICHHMIO KaTabonu3ma Oelka 3a cuer
peabcopOruu oTHUIBTPOBAHHOTO OMKAapOOHATa, CHUKEHHSI CUHTE3a aMMHUaKa, CHY)KEHUS BbIBEICHUS
TUTPYEMOU KHCIIOTHI M 3aKUCIICHUS KAaHAJBIIEBOM KUIKOCTH. XPOHUYECKHI METa0OIMUECKUI aIu103
MPUBOANUT K U3MEHEHHUSM HMOHHOTO COCTaBa, pe30pOLMU U OTIIOKEHUIO KOCTHOW TKaHH, 3aMEJICHUIO
s dekroB ropmona pocra. llpu anmmoze mnomammserca cuntes 1,25 (OH);D B moukax, 4to B
COYETAHHM C OCTaTOYHBIM QocaroM U THUMOKAJIbIMEMHEH B KOHEYHOM HUTOre MPUBOAUT K
BTOPUYHOMY THUIlepHapaTupeosy [9].

Pabouas rpynna KDIGO pexomennoBana B 2006 rony TepMUH «MHHepPaJibHbIe U KOCTHbIE
Hapymenus npu XBII (MKH-XBII)» 1 onucaHusi CUCTEMHOM NATOJIOTMH, BKJIIOYAKOIIEH OAMH
WIM HECKOJIbKO JMAarHOCTUYECKH 3HAYMMBIX KOMIIOHEHTOB: HapylleHHE MeTa0oJIu3Ma KalbIIHs,
docdopa, maparupeonanoro ropmona (IITI), ¢pakropa pocra pudpodactos 23 (FGF23), Buramuna
D ¢ KIMHMYECKUMH TPOSIBICHUSMU TAaTOJOTUM KOCTHOM TKaHM (HU3KUM POCT, CHIDKCHHE
MUHEpaTU3alud KOCTEH M HapylIeHHE LEJIOCTHOCTU KOCTH) M IKCTPACKENETHOW Kallblu(UKaIMEH.
Panee npumeHsieMblil TepMUH “niodeyHast 0cTe0UCTPO(Hs” OTHOCUTCS TOJNBKO K OMMCAHUI0 KOCTHOM
[MaTOJIOTHH, BO3HHKAIOIIEH Kak ocliokHeHrne XbII, 1 ocHOBaH Ha OICHKE JAHHBLIX OHOIICHMH KOCTH.
buoncus B Hacrosimiee Bpemsl HE WCIOJIb3YETCS A BEpU(PHUKAIMU MATOJOTMH KOCTHOW TKaHU MpU
XIIH.

KapauoBackyasipuasi 6osie3ub (KBB) mpu XBII — 3710 mporpeccupyoliee MnopaxeHue
CEPJIEYHO-COCYAUCTON CUCTEMBI, O0YCIIOBJIEHHOE BO3JIEUCTBHEM KOMILIEKCa ()aKTOPOB, CBSI3AaHHBIX C
XBII. KBb sBnsieTcss 0OCHOBHOM NPUYHMHON COKpALICHUS MPOJOKUTEIBHOCTH KU3HHU B OTOM Tpymme
001pHBIX. KapanoBacKyNspHbIE OCIOKHEHUS SBISIOTCA MPUYHMHONW CMEPTH AEeTed W MOJPOCTKOB C

XBII 5 cr. B 25-32% cnyuaes [10, 11, 12].

1.2 DTHOJOrMs ¥ IaTOreHe3 3a00JeBaHus WJIHN COCTOAHUS (rpynnbl 3200 1eBAHUN WJIH
COCTOSIHM)

Xorsa konuenuusa XbII y gereil aHanornyHa KOHLENIUHU y B3pOCHBIX, neauarpudyeckas XbII

HMECT HCKOTOPBIC OCO6CHHOCTI/I, MCHBIIC OO0Ka3aTCJIbCTB U MHOI'O (I)aKTOpOB, KOTOpPBIC OO KOHIa HC

W3YYEHBI.



B nerckom Bo3pacte ocHoBHOM nmpuunHOW XBII SBIsIIOTCS BpOXKACHHBIC 3a00J€BaHUS TIOYEK.
[Mpuunnsr nerckoir XBII Taxke 3aBUCAT OT BO3pacTa W CTpaHbl ImpokuBaHus. HambGonee wacTeiMu
THONOTUYECKUMHU (akTopamu HeoHaTanbHOW XBII sBnstoTCs: runoruiasus / AUCIUIA3Hs IOYEK,
KJIallaH 3aJHEH ypeTphl U IPYrue BPOXKICHHBIE aHOMAJIMU MOYEK M MOYEBBIBOAAIIMX IyTel. Jpyras
3THOJIOTUS BKJIIOYAET MOJIMKUCTO3 MOYEK, KOPTUKAIbHBIA HEKPO3 U TPOMOO3 MOYeyHbIX cocy 0B [13].
AmntenaranbHbie  aerepmMuHanTel BAPMC  pa3HooOpa3Hbl ¥ BKJIIOYAIOT MyTallud B TEHAaX,
OTBETCTBEHHBIX 32 HOPMaJbHbII Hedporene3. KpynHble KOrOPTHBIE MCCIIEAOBAHUS MTOKA3bIBAIOT, YTO
BapHUaHThl YHCJIA KOIUM, TEeHOMHbIE MyTallUU WU MyTalluu de novo MOTyT OOBSICHUTB 10 OJJHOH TpeTH
Bcex ciyyaeB BAPMC [108]. JlokazaHo BIMsSHME U3MEHEHHUN OKpY>Kalollel Cpelibl MaTepu U IUI0JA,
OOCTPYKIIHS B HOPMAJIbHO Pa3BUBAIOIIUXCS MOYEBBIBOIAIIMX myTsx [318, 319, 320].

[Toukn ¥ myTH OTTOKAa MOYM HAa4YMHAIOT (PopMUpOBaThCA Ha 3-i HeOeNu BHYTPUYTPOOHOTO
pa3BUTHS U 3aKaHUUBarOTCs Ha 36-i. [loaTOMYy 4yBCTBUTENBHOCTh K (DaKTOpaM pUCKa OKpY’Karollen
cpezbl, KOTOpbIE BIUSIOT, Hapylllas pa3BUTHE HA MPOTSHKEHUU Bce OEPEeMEHHOCTH OYEHb BBICOKAs
[320, 321].

Haubonee yacteiMu npuunHamu pa3zsutus XbII B Utanuu u crpanax CeBepHolt AMepUKH 1O
nanabiM peructpa NAPRTCS (North American Pediatric Renal Transplant Cooperative Study)

SABJIAKOTCA:

o Bpoxnennsie anomanuu nouek U MoueBbix nytell (BAPMC), kotopsie cocraBistor 60% ciayuyaes
XBII y nereit.I'momepymnsipasie mpuunHbl cocTaBisitoT ot 10-20% aeteit ¢ XbII B 3aBucuMocT OT
reorpaduueckoro nosuoxxeHus. IlopaxkeHre ki1yOOUYKOBOro ammnapara B OCHOBHOM BCTpEYaeTcs y
nered crapue 12 ser, uto cocrasuseT 45% ciayuyaeB nauneHToB ¢ XbII B Coenunennsix [lltarax
Awmepuku, Tae Haubolee dYacTbIM TJIOMEpYJIApHBIM 3a0ojieBaHMEM oOcTaeTcs (POKaIbHBIN
cerMeHTapHbId Tiomepyiockiepos (PCI'C), Berpevatronuiics B 9% y neTelt eBpOIeonIHOM packl
u B 1/3 ciyuaeB cpeau adpoamepukanieB-noapoctkoB. Takxke npuunHamu XbBII y nereit moryT
OBITh TEMOJIUTUKO-YPEMUUYECKUI CUHPOM, BTOPUYHBIE TTIOMEPYJISIpHbIE 3a001eBaHMsl (HallpUMep:
CHUCTEMHBIN BOJIYaHOUYHBIH Hedput). B ornmume oT B3pochbix auabernyeckass Hedpomatus u

TUIIEPTOHHUS SBISIOTCA peaknMy npuunHamu XbII y nereit.

o [Hpyrue 3aboneBanusi coctaBisitoT 20-30% Bcex cimyuaeB XBII y nereit m Bkimo4aoT B cebs:
TEHETHYECKU JIETePMUHHPOBAHHYIO MATOJOTHIO (IIMCTUHO3, OKCAJ03, HACIEeICTBEHHbIH He(ppur),
MHTEpCTULIMANbHBIN HedpuT [14, 15].

B psane cinydaeB stnonorusi XbII ocraercss Hepacno3HaHHoW. OxupeHue y nereid — HOoBas
npobiema Bo BceM mupe. HepaBHue uccnenoBaHus HASHTU(DUIIUPOBAIN paHHee HapylleHne GyHKIUN
nouek u puck pazsutust XbIl y nereit ¢ n3dsirounoit maccoii tena [16, 17]. Kpome Toro, miaaeHIs! ¢

HU3KOM Maccoi Tela Inpu PpOXACHHUHU W MAJIOBCCHBIC JIA TCCTAIIMOHHOTO BO3paCTa HMCHOT



MOBBIIICHHBIM PUCK pa3BUTHUSI TepMuHaIbHOU cranmuu XbBII B mogpoctkoBoMm Bo3zpacte [18, 19]. Ilo
Mepe pocTa MpoOIeMbl JETCKOTO OXHPEHHUS W CTapeHHs HACeJCHHs C HHU3KOW Maccoi Tena mpu
POKIEHUM MUPOBOE COOOIIECTBO MOXKET CTOJIKHYTHCS € MOTEHIIMAIBHBIM CABUIOM B 3IHIEMUOJIOTUU
nerckout XbII.

TepmunaabHas craausi XBII. ['momepynsipHble HapyIIeHUS COCTABISIOT OOJIBIIYIO JOJIIO
OCHOBHBIX TpPHYUH Yy JAETed C TepMHHaIbHOH cramuei OoznesHu modek (ESKD). Dto cBszano c
ObICTpOl cKOpOCThIO nporpeccupoBanus XbII y manueHToB ¢ HapyImIEHUSIMH KIyOOYKOBOH (pyHKIHH
B CPaBHEHHH C OOJHHBIMU, UMEIOIIMMHU HETJIOMEPYJIIPHbIC TPUUMHBL.

CormacHo exeromHoMy oTdery cucrteMbl naHHbiXx mouek CIIIA (USRDS) 3a 2017 ron,
ocHoBHbIMM npuurHaMu XITH y nmanumenTtos B Bo3pacte or 0 1o 21 ner B 2011-2015 romax, xak u B
MIPEBIAYIIHNE TObI, OBUTH BPOXKIACHHBIE aHOMAIUU MMOYEK U MOYeBbIBOASIINX TyTel (BAPMC, 22%),
MepBUYHbIE TIoMepyisipHble  3aboneBanus (21,8%), KuCTO3HBIE/HACIIECTBEHHBIE/BPOKICHHBIC
Hapymenust (12,5%) u BTOopuuHBIE TIOMepyisipHble 3a0oneBanus/BackyauTsl (10,7%). Haubonee
4acTble MHJMBUYaJIbHbIE TUAarHO3bl, CBS3aHHbIC C TEpMUHAIBHOU cragued XbII y nereil, BKkirouanu
OYaroBBIM CerMEeHTapHBIA TioMmepysockiepo3 (11,6%), rumorurasuio / mucrurasuio mouek (10%),
BPOKJCHHBIE OOCTPYKTUBHBIE yponaTuu (9,7%) u cucTeMHYI0 KpacHyIo BodaHky (6,3%) [20].

HeanexBaTHOe muUTaHMe — XOPOIIO U3BECTHAS TpUUMHA I10X0r0 pocta y aAereit ¢ XbII. BOH
acCCOLMUPYETCS C IPOrPECCUPOBAHUEM YPEMHUYECKHMX CHUMIITOMOB, IPUBOJUT K OEJIKOBO-
SHEPreTUYECKOMY HCTOLIEHUI0 M YBEJIMYEHHUIO JIETAJIBHOCTH y O3TOW KaTeropu manueHToB. B
uccinenoBanuu CS Wong et al. mpogeMOHCTPUPOBAHO, YTO AJIs K&KJOTO CTAaHAAPTHOTO OTKIOHEHUS Z-
score cHmkeHHd pocra y aereil ¢ XbBII mo cpaBHEHHIO €O 310pPOBBIMHM JETBMH, PUCK CMEPTH
noBbImaercst Ha 14% [21].

BOH accomuupyercsi He TOJBKO C TOBBIIIEHHEM pPHUCKa TOCIUTAIN3ALUU U CMEPTHOCTH Y
JEeTed, HO TaKKe€ CO CHIKEHMEM DJIACTUYHOCTH apTepuil ¢ MOTCHIMAIBHBIM  PHUCKOM
KapAMOBACKYJISIPHOM TNaTOJIOTMM M CHIKEHHEM KoHueHTpaumu 25-OH Burammua JI. Bonbmme
uccinenoanus, takue kak, Kidney Disease Outcomes Quality Initiative (KDOQI) pexomenayror
IIPOBEACHUE PAHHEN, MHTEHCUBHON HYTPUTHUBHOW nojaepkku y nerer ¢ XbBII. Panx nccnenoBanuit y
mianeHneB ¢ XbBII mokazanu 3HauMTENbHOE YBETUYEHHE CKOPOCTH poOCTa IpH oOecredeHUuu
aJIeKBaTHOW OSHEPreTHYEeCKOM IEHHOCTH MHTaHMs, YTO O0O0eCHeuyuBaloCh KOPMIJIEHHEM uepes3
Ha30TacTPAIbHBIA 30HJ WU TacTpOCTOMYy. TakuM oO0pa3oMm, OOECIedYeHHE aIeKBAaTHOTO ITHTAHHS
SIBJIIETCS OJTHUM U3 BaXHEHMILINX aCMEKTOB JIeUeHUs! peOeHKa C XpOHUYECKOH 00JIE3HBIO MOYEK.

BOH, cBs3anHas ¢ 3aboieBaHUMEM, UMEET HECKOJIbKO BO3MOMKHBIX MEXaHHU3MOB: CHH)KEHHUE
noTpeOIeHus] MUIIM, TOBBIIIEHHE MOTPEOHOCTH B HYTPUEHTAX, YBEJIWYEHHUE MOTEPbh HYTPUEHTOB U
HapylleHHe HMX MHCIONb30BaHUsI opraHu3smMoM. Baknas ponbs B paszButum bOH, cBsa3anHOl ¢

3a6OHeBaHI/IeM, IPHUHAIJIC)KUT BOCIIAJIICHUIO. Bocnanenne paccMaTpruBacTCsA B HOBOM Kai€CTBC, TaK



KaK MOXET ABIIATbCA npuunHOoM BOH, a Takke BHOCUTBH BKIAJ Kak OJUH W3 MEXaHU3MOB
¢dopmupoBanus bOH. Bocnanenue MoKeT BIUATH Ha amlleTHT U HapyIIaTh YCBOCHUE HYTPUEHTOB,
UTOTOBBIM 3(P(EKT 3aBUCHT OT TOTO, SBISETCA JIM BOCIAJICHHE OCTPHIM (KJIACCHYECKOE BOCIIAJICHHUE)
WJIU BSJIOTEKYIIIMM XPOHHYECKUM (MeTaBocniayienue) [22].

[Tpuunnsl BOH y nereii ¢ XbII:

o [Ilioxoii anmeTHT, MOXET OBITH CBS3aH C W3MEHEHHUSIMM BKYCOBBIX OIIYIIEHUH, IPUEMOM
OO0JIBIIIOTO KOJIMYECTBA JICKAPCTB, MPEINOYTCHUEM BOBI Y JETEH ¢ MOJIMypHUeii; MOBBIICHUEM
HUPKYJIUPYIOIMUX ITUTOKUHOB, Takux Kak jentuH, DHO-( (daktop Hekpos3a omyxomnu (), IL-1
(uHTepnekuH-1) u -6, KOTOpbIE AEHCTBYIOT Yepe3 IMIOTalaMycC, BJIUsAs Ha alleTUT U 4yBCTBO
CBITOCTH.

e PBora, cBsi3anHas ¢ racTpo-330(daraabHbIM Pe(IOKCOM U 3a7epKKON OMOPOKHEHUS KEIyIKa
B CBA3M CO CHI)KEHHEM KJIMPEHCA MOJUIENTUIHBIX TOPMOHOB.

o Hapymenue aGcopOuum HYTPUEHTOB IUTAHHUSA, CBS3aHHOE C YPEMUYECKHM IOBPEXKIECHUEM
MHTECTUHAJILHOTO SMUTENNS U HapyIIeHHEM MUKpOOHOMa.

e Ilpucoenunenne octpoii BOH B cBs3M ¢ snu30maMu  MHTEPKYPPEHTHBIX HMH(DEKIUH,
XUPYPru4ecKuX BMEUIATEIbCTB U T. 1.

e AccoruupoBaHHbIE KOMOPOHMIHBIC COCTOSIHUS, BIMSIONINE HA TUTaHue [3, 23].

AHemMusi — uacTtoe ociioxkHeHue y gnereid ¢ XDbBII, BO3HMKHOBEHME U TSKECTb KOTOPOIO
KOTOpPOT'O YBEJIMYMBAETCS 110 MEpe MporpeccupoBaHus 3a0osieBaHus. AHEMHUS CBS3aHA C Pa3BUTUEM
OCJIO)KHEHUHM, BKJIIOYas YBEJIMYEHHUE YACTOThl TOCIMTAIU3aLUMU M CMEPTHOCTH, a TaKke
[IpOrpeccupoBaHus (AKTOPOB pHUCKA CEPAEUYHO-COCYIUCTBHIX 3a00JIeBaHMM, TaKMX Kak Kak
runeptpodus nesoro xenynouka (I'JDK) [24, 25].

OCHOBHOIl TNPHUYMHOI aHEMHH FBJSACTCS HapyUIeHHe O00pa30oBaHHMsA JPUTPONOITHHA
(QHO) neputydyasipubiMu GpudpodIacTaMH KOPKOBOTIO /1051 TMOYeK [26].

ITpnunnamu anemun nipu XbII y nerei Takxke sBIAAIOTCS:

1. XKenesonepuuuTtHbIit 3puTponod3 (abcomroTHbil aepuuut Fe, pyHKIMOHANbHBIN AeduuT

Fe, napymenue metadonusma Fe)

2. Bocnanenue u 610kupoBaHUE Kelle3a FENCHINHOM

3. XpoHHUYECKHE MOTEPHU KPOBU (YacTble BEHENMYHKIUH, IOTEPH B F€MOJUAIU3HOM KOHTYPE,

notepu uepes JKKT, MeHcTpyanbHbIE IOTEPH)

4. YpeMmus U OKCUJATUBHBIN CTPECC

5. T'unepnaparupeos u Mmuenoduodpos

6. Jedunurtneie cocrosnus (ButTamu B12, ponuesas kucnora, kapHuTiH, BuTaMuH C)



7. JlexkapcTBEHHBIE CpelncTBa (MHTHOMTOPHI AHTUOTEH3WH MpeBpamarmero (epMenta
(MAII®), HenpuBEpKEHHOCTh K TEpanud aHEMUH, JIEKAPCTBEHHAas TOKCUYHOCTbD,

KpaCHOKJICTOYHAs arjiasusd KOCTHOI'O MO3T a).

Cpean MexaHu3MOB pa3BuTus aHemuu npu XbBIl omnmcan rencuauH-onocpe10BaHHbBIM,
KOTOPBIH OJIOKHMpYET MOCTYITHOCTB JKeJe3a Ul APUTPONOl3a Ha PA3NUYHBIX 3Tamax, oT abcopOuuu
Kelle3a SHTEPOILUTaMH JI0 BHICBOOOXKIEHUS IETIOHUPOBAHHOTO Kejle3a B KOCTHOM Mo3re [27].

Hupkymupyromuiit 110 perynupyer nponudepamnuio SpUTPOUTHOTO POCTKA, JEHCTBYET Kak
¢bakTop pocra, CIIOCOOCTBYIOIIUI CO3PEBAHUIO APUTPOIMTOB. [IepBUUYHBIN CTUMYI ISl SKCIPECCHH
OIIO0 - rumokcusi, oOpa3oBanue ODIIO TOBBILACTCA THIOKCUSA-MHIYIUOCTBHBIM  (aKTOPOM
TpaHCKpHUIIIIHH, KOTOphId KoHTponupyeT TeH DI10. Ob6pazoBanne D110 npu XbII cHmkaercs kak 3a
CUET pa3pyllieHus: NepuTyOyIapHbIX GuOPoOIACTOB U HAPYIICHHS PETYJIALUUA TTOYEYHOTO KUCIOPOJ -
YyBCTBUTEIHHOTO MEXaHW3Ma, TaK M 3a CUET HapyLICHUs TYOyJIsIpHOW peabcopOmuu HaTpusi B
JUCTANBHBIX KaHanbllax npu cHwkeHun CK®, koropoe sBISETCS CUTHAJIOM Ul [O/AABJICHUS
obpazoBanus JI10. Yposenp DI10 y nmanuenToB ¢ XBII 00bIYHO HOPMANBHBIA WM HE3HAYUTEIIHHO
YBEJIMYEHHBI, HO y NAalMEHTOB C HOpMaJbHOW (QyHKUMEeH mnouyek M aHemueil ypoenbp OJI1O
nosbimaercs ot 10 go 100 pa3 [28].

Pazsutne XBII B AeTCKOM BO3pacTe MOKET IIPUBECTU K BBIPAXKCHHOW 3aJ€pPKKE KOHEYHOI'O
pocTa y mauueHnTtoB. YcranosieHo, uto npu XbII 3B8-5 ct. orcTtaBanue B pocte umeet 50% nereit. [Ipu
HeneueHHoi XbBII, o0ycnoBieHHOM BpOXKIEHHOM MAaTONIOTHEH, 3a/IepKKa pOCTa MOXKET HaOJII01aThCs
y’K€ B T€UEHHUE MEPBBIX ABYX JET )KU3HU, TaK KaK MEpUoJl MJIaJIeHYECTBA XapaKTepusyeTcs Hanboee
BBICOKON CKOPOCTBIO pocTa. 370poBble MilafeHIbl gocturatoT 50% pocToBOro MoTEHIHada K JABYM
rojam Hu3HH, TakuMm oOpa3zom, XBIl B paHHeM Bo3pacTe MOXKET OKa3aTh Ba)KHOE BIIMSHUE Ha
KoHeuHbI pocT. B mepuon ¢ 3 mo 10 zner y 370poBBIX JeTel HaOmionaeTcs NpUOTU3UTENHHO
MIOCTOSIHHAsI CKOPOCTh pocTa 5-7 cMm/roll. DTo, INIaBHBIM 00pa3oM, 3aBUCUT OT TopMoHa pocta (I'P) u
TOPMOHOB IHUTOBUJHOM Jkene3bl. 3a 2-3 r1oma Jno myOeprata CKOpOCTh poCTa Majaer
HernponopimoHanbHO y 601pHBIX ¢ XBII. Hauano myGepTraTHOTO pOCTOBOTO CKauka 3a/iepKUBAETCA, a
€ro aMIUIUTY/1a CHM)KAETCs, IPUBOAS K ajbHENILIEH TOTEPE POCTOBOTO MOTEHIIMANIA.

[TpuumHbI 3a1€p>KKU POCTa MOTYT OBITh Pa3HOOOPA3HBIMHU:

o TeHeTnueckue GakTopsl (POCT POIUTENEH, IO, CHHAPOMBI)

o HEJIOHOUIEHHOCTh

o (usnyeckoe pa3BUTHE, HE COOTBETCTBYIOIIEE IeCTALIMOHHOMY BO3pPacTy

o HEo0XOIMMOCTh B MHTEHCUBHOM TEpaIruu MpH poXkKIAECHUN

o CONYTCTBYIOIIME 3a00JIEBaHUSl (CUCMEMHAs NAMONO2Usl, 2eHemudecKue CUHOPOMbL:

Hlumxke, bapoe-buons u I'annoyss-Moyama)

o JICUCHHUC TI'IIOKOKOPTUKOHUAAaMHU.



Taxke pakTopamu, BIMSIONIMMHU Ha MPOLIECCH POCTA, ABISAIOTCS: APUIIAT OeNKa U KaJIOPH,
BOJHO-3JIEKTPOJIUTHBIE IOTEPU IPU MOJUYPUU U COJIBTEPSIOUIMX COCTOSHUAX, METaOOIMUYeCKui
armo3, anemusi, MKH-XBIT u pe3ucTeHTHOCTh K TOPMOHAM, OMOCpEAyonMM poct pedbenka [29, 30,
31, 32].

Anabonmnueckuii addext I'P Ha ypoBHE TKaHEW peanu3yeTcss 4epe3 WHCYJIMHOIOAOOHBIN
¢aktop pocra 1 (MDP-1). XBII — 510 cocrosHue HedyBcTBUTENbHOCTH K [P, KoTOpoe
xapakrepusyercs AepuiuToM GyHkruonanpbHoro MOP-1 u3-3a cHmkeHus skcnpeccun perenropa ['P
B OpraHax-MUIICHAX, TaKMX KaK II€YeHb, M HapyLIeHWs Iepeladyd cuUrHaiaos perenropa I'P depes
SIHyc-KMHa3y2, ABIAIOLICHCS CUTHAIBHBIM Ipeo0pa3oBaTesieM U aKTUBATOPOM IYTH TPAHCKPHUILHU 5
U3-3a MHAYLUUMPOBAHHOIO BOCHAJIEHUEM CYNPECcCOopa SKCIPECCUM NEPEeJauyd CUTHAIOB LIMTOKWHOB U
noBeIeHHOU criocobHocTr UDP B yenopusix nzoeitka UDP-cBs3piBaromux 0enxoB [33]. CHmkeHnue
TMIIOTAJIAMUYECKOTO BBICBOOOKICHUS TOHAJOTPONMH-PUIM3UHI TOPMOHA INPU YPEMHUH CBSA3aHO C
(dakTopamMy UHIMOMPOBaHUS — aHTMOTEH3UH 1] U leYeHne TIIOKOKOPTUKOUIAMH, YTO MOXKET IIPUBECTH
K CHI)KCHHUIO IHUPKYJIUPYIOMIET0 OMOAKTUBHOTO JIIOTEMHU3UPYIOIIErO0 TOPMOHA, THUIIOTOHAIM3MY H
CHIDKCHHIO pocTa B TyOepraTHOM Imepuoje. B Hauame mosoBoit 3penoctu npodwis ['P/UOP-1
aKTUBU3UPYETCS YBEJIUYEHUEM CEKPEIMM II0JIOBBIX T'OPMOHOB — 3CTPOI€HOB M TECTOCTEpPOHA Y
JIeBOYEK U MaJIbYMKOB, COOTBETCTBEHHO. Hauano monoBoii 3pesnocTu 3a1epKUBaeTcs y MOJIPOCTKOB C
XBII, nukoBast CKOPOCTb pOCTa OTCPOUYEHA NMPUOIN3UTENLHO Ha 2,5 roja. IlyGepraTHslil ckadok pocta
3aras/ibIBaeT, YMEHBIIAETCSd U CBSI3aHHAs C HUM CKOPOCTb POCTa, YTO OOYCJIOBJIEHO COKpallleHHEM
BpeMeHU pocToBoro ckauka. [lyOepratHoe yBemuuenue pocra y pnerer ¢ XBII cocraBnser
npubnmsuTenbHo 65% oT myOepTaTHOTO ckauka pocta y 310poBbiXx aereil [34]. CremoBaTenbHO,
orcraBaHue B pocre npu XbII o0yciioBieHo, rmaBHbIM 00pa3oM, OJIaBJIEHUEM POCTa B 2-X NEpUOAAX:
MJIaJIeHYeCKOM (KOTa pOCT 3aBUCUT B OCHOBHOM OT (DAKTOPOB MUTAHUS) U IyOepTaTHOM (3aBUCUMOM
OT IIOJIOBBIX TOPMOHOB).

KntoueBbiM (hakropom opmupoBanust u nporpeccupoanuss MKH-XBII siBasiercst pazButue
He(dpocKiiepo3a 3a CYET CHMXKEHMsI KoluyecTBa (DYHKUMOHHMPYHOIIMX HedpoHOB. PesynpTaT »THX
W3MEHEHUN: CHW)XEHHME OHKcKpeuuu ¢ocpopa ¢ MOUOH, MOBBIIIEHHE YpOBHS ¢ochareMun u
MOBBILIEHUE MPOIYKIUU (akTopa pocta pubpodracroB 23 (FGF23); cHmkeHue cuHTE3a aKTHUBHON
¢opmbl BUTamMuHa D (KanpLUTpHOia), CHUKEHUE KOHUEHTpAllUM KaJbLUs KpPOBH, IOBBIIICHUE
napatupeouHoro ropmona (I1TT). Ilossienue ypoBHs (ochopa U CHHKEHUE KallbLUs KPOBU —
KJIFOUEBbIE MMyCKOBBIE (DAKTOPHI M3MEHEHHUs roMmeocTa3a KocTHoM TkaHu npu XbII. [TapatupeonaHbiii
TOPMOH SIBJISIETCSI LEHTPAJIBHBIM U BEIYIIMM B MEXAHU3ME PETYJISLUN YPOBHS KaJIbLUs B OpraHU3MeE:
HOPMOKAJIBIIMEMHUSI Ba)kHA JUIsI OOecreueHUs] HOPMAIbHBIX BHUTAJbHBIX (YHKIMH (TIpexie BCEro
CEpJIEYHO-COCYANCTOM W  IEHTPaJbHOM  HEpBHOW  cucteMm). JlnurtenpHas  runepyHKIHSL

MapalMTOBUIHOM jKeJe3bl MPUBOAUT K €€ TUIIEPTPOPHUH U TUIIEPILIa3uU ¢ (POPMUPOBAHUEM a/IEHOMBI.



HenpeppiBHast cTUMymsilius KOCTHOTO oOMeHa Ha (hoHE THIeprapaTtupeo3a BeAeT K HapylIEHHUIO
MOJICIIMPOBAHUS CTPYKTYPbl KOCTH, HApyHIICHHIO €€ MPOYHOCTH C MOCIEAYIOUUM (OPMHPOBAHHUEM
nedopmaruii u nepenomMoB. [IoMHUMO MAaTONOTHYECKUX M3MEHEHHH KOCTHOW TKAHW NPU BTOPUYHOM
He(pOreHHOM  THIeprapaTupeo3e  pa3BUBAeTCs  TaKOe  MATOJOTMYECKOE  COCTOSHUE,  Kak
KabIU(UKALNUS COCYIUCTBIX CTEHOK, CTPYKTYp MHOKapAa M Pa3IMYHBIX MATKOTKAHHBIX CTPYKTYP
[35].

CoBpemennas konnenuusi naroreneza MKH-XBII Bkimtoyaer B ce0si TakkKe CpPaBHUTEIBHO
HOBBIE OMOMapKephl, PEeryJIATOPBI U MEXaHU3MBI, TaKue Kak: (hakTop pocta pudbpodaacros 23 (FGF23)
— OIMH U3 CaMbIX paHHUX OMOMapKepOoB; MENTUJ], CEKPETUPYEMbIH OCTEOKIIACTAMU U OCTE00IaCTaMH,
KOTOPBIH perynupyet merabonusm (ocdaros u Buramuna D, Hanpsmyto narubupyer cexpenuto 11T
peuentopsl FGF23; Klotho (TpancmemOpanHblii 0enoK, HEOOXOAMMBIN A aKTUBAIMHM DPELENTOpa
FGF23 B opranax-MuineHsx: Moyka M MapalidTOBHUIHAS >kenes3a); peuentop BuTamuHa D (VDR);
Kanbplui-4yBCTBUTENbHBIN perienTop (CaSR); ckiepocTuH; cyOKapOOKCUIMPOBAHHBINA OCTEOKAIBIIMH.
[IpoBeneHHble UCCIIENOBaHUS Yy JAETEH M B3pOCHBIX IOKa3alM IMOBBIIEHHBIH ypoBeHb FGF23 B
CBIBOPOTKE KpOBU W TOBBIIIEHHYIO 3Kcnpeccuto FGF23 B koctsax Ha pannux cragusx XbII, korma
ypoBeHb (ocdopa, kanpiuii 1 [T ocratotes eme B mpeaenax Hopmsl [36, 37, 38, 39, 40]. FGF23
MOXHO CYHMTAaThb YYyBCTBUTEIbHBIM CKPUHUHIOBBIM TecToM Mg BbisiBieHuss MKH-XBII Ha pannux
sranax. Jedpumur kanpuuTpHosa Takke crumyimpyer cekpernuro [ITI uwepes aktuBammio VDR B
MapalMTOBHUIHBIX KEJI€3aX U KOCBEHHO CIIOCOOCTBYET Pa3BUTHIO TMIIOKAJIBLIMEMUH, KOTOPAsl SIBJIAETCS
elie OJHUM CUJIbHBIM cTuMysioM Juis cekpeuuu [ITT [41, 42]. CHuKeHHME KOHLIEHTPAlUU KalbIUs B
CBIBOPOTKE TaK)K€ MOLIHBIA CcTUMYJ [ cekpeuuu IITI, 4To, CBA3aHO CO CHHIKEHHOM JKCIIpecCHen
CaSR B kierkax mapanuToBUAHBIX kene3 [43]. Croiikas runmopeakTHBHOCTE VDR u cHmkeHwue
skcnpeccun CaSR mpHBOIAT K TUMEPIUIa3UH TMAPAIIMTOBHIHBIX JKEJI€3 M Pa3BUTHIO TPETUYHOTO
runepnaparupeosa [44].

[Tatodusuonornyeckue acnektsli MKH-XBII mpeactaBieHbl CIOXHBIM KacKaJoM COOBITHIA,
BKJIFOYAIOIIMX B3aUMOJCHUCTBUS TMOYKH, MAPANIUTOBUIHON >KEJIe3bl, KOCTH, KHIIEYHUKA, CEPIACYHO-
COCYIMCTOM CUCTEMBI.

Cneuuduueckne acmekThl KOCTHOTO MeTa0onu3Ma Yy JeTell BKIIOYAloT HE TOJBKO
HEeNpepbIBHOE KOCTHOE PEMOJEIMPOBAHME, COYETAIollee MPOIECcChl  OCTEO0JaCTHUYECKHEe U
pe30pOTUBHBIE, HO U HENPEPHIBHBIM BBICOKOJMHAMUYHBIN MpoOIecC MPOJOIBLHOTO pocTa CKejlera 0
3aKPBITHSI POCTOBOM IUIACTUHKH, YTO CYIIECTBEHHO YCIIOXKHSET IOHUMAaHNE MUHEPAIbHOTO U KOCTHOTO
roMmeocrtasza y pederka ¢ XbII. Hapymenue pocta pebeHka — 0JlHO U3 OCHOBHBIX MposiBieHnit MKH-
XBII. [Ipu 3TOM AOCTHXKEHHE HOPMAIBHOTO KOHEYHOTO POCTa SIBJISIETCS CEepPbe3HOM mpobiaemMoi s

Kaxaoro nanuenTa ¢ XbII.



B paszsutuun KBb y nereit ¢ XBII urpator pons kak TpaguiimoHHbIe (aKTOPhl PUCKA, TaK U
(akTopsl, 0OYCIIOBIEHHBIE CHHKCHHEM IMOYeYHOH (QyHKIuH. K mepBbIM OTHOCATCS apTepualibHas
TUNEPTEH3Us], TUIIOIMHAMMUS, 0’)KUPEHUE, TUIIEP- U TUCIMIIUIEMUS, HAPYLIEHHs YTIEBOJIHOIO OOMEHA;
ko BTOpbIM — akTtuBaiusi PAAC, Hapymenus (HochopHO-KAIBLIMEBOIO OOMEHa, XPOHUYECKOE
BOCHAJIEHUE, JHJOTeNuanbHas AUCHYHKUUSA, OKCHUAATUBHBIA CTpPECC, TUIIEPBOJIEMHUSI BCJEICTBUE
3a/IepKKU HATpUsA U BOJbL, aHemus [ 12, 45].

OcnoBHbIM dakTopoM nporpeccupoBanuss XbIl u KBbB sBnsercs aprepuanbhas runepTeH3usl.
AI" BO3HMKAET BCJIECACTBUE MOBBIIICHUS COCYAUCTOr0 TOHyca (deMy crocoOcTByeT akTuBanus PAAC,
OKCHJIATUBHBII CTpecc, MPOBOCIAIUTENIbHbIE IUTOKUHBI, TMPOBOLUPYIOIIME SHIOTEIHAIBHYIO
michynkiuio) u ysenuueHuss OLIK (k yemy npuBOAMT 3aepikKka HATpUS M BOJBI, OOYCIIOBJICHHAs
3abosieBaHreM nouek u/mim aktuBamuein PAAC).

Hapymenuss  ¢ochopno-kanbuueBoro odomena mnpu XBIl  (runepmapatupeos,
runepdocdaremus, nossimieHne ypoBHs FGF23, ocreokanblnHa, a TakKe CHIKEHHUE AKTUBHOCTHU
MHTUOUTOPOB KalbUU(UKAIMK) MMOMHMO HAPYUICHUS CTPYKTYPHl KOCTHOM TKaHU CIOCOOCTBYIOT
PEMOIETMPOBAHUIO COCYTUCTON CTEHKH: YTOJIICHUIO HHTUMBI-MEIUH, GHUOPO3y, a 3aTeM KaJbIIMHO3Y
MBIIIEYHOTO CIIOSI CTEHKHM apTepuid (B TOM UHCIE KOPOHAPHBIX), THUHEPTPOGUU U KaJbIMHO3Y
muokapra JDK. B pesynpraTte pemonenupoBaHMs CHUXKAETCS DSIACTUYHOCTh apTepuil U HX
CIIOCOOHOCTh CMATYATh IYJIBCOBBIC KOJIEOAHMS CKOPOCTH KPOBOTOKA, TOBBIMIACTCS HX KECTKOCTh
(stiffness), yBenwuMBaeTCs CKOPOCTh PAaCHpOCTPAaHECHHS IyJIbCOBOM BONHBI [46]. Hapacranue
nepudepruyecKkoro CoOCyAUCTOr0 COMPOTHBICHUS ycyryomseT AL, koTopasi B CBOIO o4yepeb MPUBOIUT
K JanbHeHIIeld MepecTpoiike MBIIIEYHOTO CJIOS apTepuil W MPOTPEecCCUPOBAHHUIO THUIEPTPOGUU
MHUOKap/a.

I'uneprpodusi MmMokapaa accouMMpoBaHa €O CHW)KEHMEM IUIOTHOCTH KalWUISPOB, YTO
crocoOCTByeT wumemMuu. HMmemus npoBOIUpPYeT  amonTo3 MHOKApAMOIMTOB, HAKOIJICHHE
MEXKJIETOYHOI0 MaTpukca M (puOpo3 MHOKapjaa, 4To, B CBOIO OYepe/lb, yCyryOiseT HIIeMHUIO.
I'uneptpodun u Gubdpo3zy Muokapaa cnocoOCTBYET TaKKe MOBBIIIEHHBIN YpOBeHb aHrnoTeH3uHa Il u
anbaocTepona [47].

ITo mepe nporpeccupoBanuss XbBII BblleykazaHHblE HapyLIeHHs YCYTyOJSIOTCS, JOCTUTas
MaKCHMaJbHOW BBIPAKEHHOCTH Ha JMAIU3HOW craguu. JIMTenbHOE, CHHEPIMYECKOE BO3JIEHCTBHE
(hakTOpoB pHCKa NMPUBOAAT K BbIpaskeHHOU runeprpodun w/wnu nunarauuu JOK, auacronuueckoit, a
3aTeM U CHCTOJNIMYECKOl nuchyHKIuU. Bo3HMKaeT HEIOCTaTOUHOCTh KPOBOOOpAIIEH!US, 3HAUUTEIHHO
BO3pacTaeT PUCK HApPYLIEHUI CEpIeYHOr0 PUTMA, MIIEMUYECKUX aTaK, KOTOPbIE B UTOTE MOTYT CTaTh

npuunHoit cMeptu pedenka ¢ XBII 5 cr. [12, 46].



1.3 DnuaeMunoJorus 3a001eBAHNUA UJIH COCTOSHUSA (IPYyNNbI 3200J1eBAHNH UJIH COCTOSHUI)

B mureparype panHble o pacnpocrpaHeHHoctH XbBII cpenu nereii HEMHOTOYMCIICHHBI.
Wctunnas uvactora XBII B nerckoM Bo3pacTe HE HM3BECTHA, MOXET jAocTurarte 1% B aeTckoi
nonyssiuuu [48]. Heonatansnas XbII Bctpeuaercs npumepHo y 1 u3 10 000 )KUBOpOKIESHHBIX, TOTAA
KaK 4acToTa TEPMUHAIBHOU CTaJMM B 3TOM BO3PACTE COCTABIIIET OKOJIO 7,1 HA MUJUIMOH BO3PacTHOTO
HacesneHus [13]. B pasnuunbix crpanax mupa XbBII Bappupyer or 2 no 16 Ha 1 MuH. nerckoro
HaceneHus/Tol. bonpinas yacth nereil ocraercs 0e3 nuarHosa A0 B3pocioro Bospacrta. Ilo maHHBIM
HAIIMOHAJIBHBIX PErMCTPOB: yacTtoTa Aereud, Hyxaatomuxcs B 3IIT or 9-10 HOBBIX CilyyaeB Ha MJIH.
neTckoro HaceneHus B roa (BemukoOpurtanus, ABcrpanust 1 Hosas 3enanaus) no 15 — 8 CIIA [15,
49, 50].

12591 nereit ¢ mompaBKOW HAa BO3PACT, MOJ U PACOBYIO / ITHHYECKYIO MPHHAJICKHOCTD.
Cpennnii Bo3pact neteit ¢ XBII coorBerctBoBan 6 (1-13) romam. YactoTa BcTpeuaeMoCTH y JeTeil 10
1 rona cocraBuna 20,2%, B Bo3pacrte 1-3 net — 17,8%, 4-6- net — 12,0%, 7-10 ner — 14,8%, 11-14 ner
—15,2%, 15-17 ner — 19,9%. IIpu stom XBII 1-2 ct. nuarnoctuposana y 20,0% nanuentos, XbII 3a
n36cr. —y9,1% u 4,0%, XBII 4 ct. — B 1,5% ciygaes, XBII 5 ct. (6e3 muanmmuza) — 0,7%. B 64,7%
cinyyaeB quarHoctupoBana XbII ¢ HeyrounenHoi craguent [51].

Pacnpoctpanennocts XbII y gereii B ctpanax EBponeiickoro Coro3a konednercs ot 55-60 mo
70-75 cmydaeB Ha MWUIMOH HaceneHuss B Mcmanuu wm Urtanuu, B 3aBUCUMOCTH OT KIMHHUYECKOTO
onpeneneHuss XbII, koTopoe UCHONB30BAIOCH B KaXI0M uccaeaoBanuu [15]. Mexay Tem, B cTpaHax
brnumxuero Bocroka (KyseiiT) u FOro-Bocrounoit Asuu (bpyneii-Jlapyccanam) pacnpocTpaHEeHHOCTb
XBII 3HauutenbHO Bblle M coctaBisieT 329 m 736 ciayuyaeB Ha MwuIMoH HaceneHus [15, 52]. Ilo
naHHbIM CepOCKOro meAnaTpuueckoro peructpa pacrpocrpaneHHOCTh XbBII 2—-5 cr. cocrasmsier 96,1
cllydaeB Ha MWUIMOH HaceneHus [53]. Bricokas pacnpoctpaneHHocTs XbBII B crpanax bimknero
Boctoka u FOro-BoctouHoii A3un MOXeT ObITh OObSICHEHA OONBIIUM KOTUYECTBOM HACIEICTBEHHBIX
3a005IleBaHUI B OJIHOM ceMbe.

PasButne TepmunanpHOM cramuu XbBII B merckom Bo3pacte ObLIO CTaOWUIBHBIM B TEUCHHE
nocneauux 30 jeT BO BCEM MHpPE, HO pPaclpOCTPAHEHHOCTh YBEIMYMBAlIach BMECTE C 4YacTOTOM
CJIy4aeB JUaAIN3a U PEIIUITUEHTOB MTOUYEYHOT0 TpaHCIUanTara [8, 54].

PacnipoctpanenHocts u 3abosneBaemocth XbBII 1-4 cr. y nereit PO He ycraHoBieHa.
Pacnpoctpanennocts XBII 5]1 coctasnser 20,2:1000 000 nacenenus. Ha 31.12.2015 r. B P® 6su10
3apeructpupoBano 626 nereil, noxyyaromux 31T (nepuroneansusiit quanus (I1/1), remonunanus (I'1),
tpancmanTaus nouku (TII)): ma '/ — 6,06 manueHToB/MIIH. neTckoro Hacenenus, ans I1J] — 5,0
MAIUEHTOB/MIIH., ISl TPAHCIUIAHTAIMH MOYKH — 9,13 manmenTa/mnH. [55].

BrisiBneHne U peructpaius MeKIYyHApOIHBIX NaHHBIX 00 snuaemuoioruu aerckoir XbII

SBISIETCSl clokHOM 3amadeit. CooOmaemoe kosmuectBo nereid ¢ XbBII, BeposiTHO, 3aHMKEHO,



MIOCKOJIBKY PaHHHUE CTauM 3a00jieBaHMs OOBIYHO MPOTEKaIT OeccuMnToMHO. Kpome Toro, moxer
MMETh MECTO HETIOJIHOE MPEJOCTaBICHNE MaHHBIX M3-3a Ae(pUuuTa MEAUIMHCKUX YCIyT B pailoHax c
OrpaHUYECHHBIMU pecypcaMu. B pesynpraTe TpynHO cpaBHMBaTh Iokasarenu aerckord XbII Bo Bcem
MHpE M3-3a Pa3HOOOpPa3us JAOCTYIHBIX PECYPCOB 3ApaBOOXPAHEHUs Kak Juid yxoja 3a aetbMu ¢ XbII,
TaK M JJs OTCIEKUBAHHUS M COOpa TOUHBIX MOIMYJISALIMOHHBIX JaHHBIX M HCIIOJIb30BAHMS Pa3IUYHBIX
onucanuii. Kpome toro, onmyOimkoBaHHas MH(OpMAIMs Y4acTO OCHOBaHA Ha OTYETAaX M3 KPYIHBIX
CIIPAaBOYHBIX LICHTPOB, U HESICHO, IEUCTBUTEIIBHO JIM 3TH JAHHBIE OTPAXKalOT ITONYJIALIMOHHBIE PUCKHU.

[TonynsiuroHHBIE OLIEHKW YMEpEeHHOU M Tskenor XbBII wiu TepMuHambHOW CTaAuU MOYEUYHOM
HE/IOCTaTOYHOCTH Yy JeTei, KOTOpbIM TpeOyercs 3amecTtutTesnbHas mnodeuyHas tepanus (3I1T),
pPacCUMTHIBAIUCH TIO CpEAHEH T0J0BOI 3a007€BaeMOCTM HAa MWJUIMOH BO3PACTHOTO HACEIEHUS WU
BapbUPOBAJIH CIIEIYIOLIIM 00pa3oM:

* EBpona — 11,9 cinyuaes

* Jlarunckas Amepuka — ot 2,8 1o 15,8 ciayuaes.

*B crtpanax Adpuxku k tory ot Caxapel, IZe pecypchl 3apaBoOXpaHeHHs Hauboiee
OrpaHUYeHbl, OB OTMEUEH CaMblii HU3KUN omyOnuKoBaHHBIN ypoBeHb XbBII mo pesynbpraram
OJTHOLIEHTPOBBIX HCCIIEI0OBaHUN U Kojebancs ot 1 10 3 cirydaes.

[IpencraBnennsie gaHHble 1m0 pacnpoctpaHeHuto XbII, TpeOyromel wucnons3zoBanus 31T,
BapbUpyeT U3-3a pa3Horo ypoBHs poctynHoctu 3IIT mnst nereit B crpanax, NpeaCTaBUBIIMX OTYETHI:
Hosas 3enannusa — 18 cnyuaes, CIIA — 15,5, 3amannas EBpona u Asctpanus — 9,5, Poccus — <4
CIIy4aeB.

IlogBonss ~ WTOrM  MUCCIENOBAaHMM,  M3ydaromux  pacmpocrpaHeHHocts  XbBII y
rocnutaiu3upoBanHbeix Aetel (ot 0,3 mo 1 cayuas wa 10 000 nereit), a Takke pe3yIbTaTOB
HECKOJIbKUX  TOMYJSIMMOHHBIX ~ MCCIENOBAaHUM,  KOTOpble  BBIABISAIOT  Oojiee  BBICOKYIO
pacrpoctpaneHHOCTh XBII (ot 1 no 10 ciydaeB Ha 1000 neteif), B HacTosiee BpeMs 00Ilee YnuciIo
JeTed M noApocTkoB, crpajgatommx XbII 2—-5-i1 craguii, BO BCEM Mupe IpeBbIIIAcT 2 MUJUIMOHA
ciyyaeB XbBII npu 0611e#t uncaeHHOCTH IETCKOT0 HAcelIeHHsI B 2 MUJUTHap ia 4esioBek [322].

PacoBble, moJioBble W BO3pacTHble pasauuusi. JlanHele peectpa CeBepoaMepHUKaHCKUX
MeANaTPpUIECKUX UCCIe0BaHM movyek 1 coBMecTHBIX uccnenoBanuii (NAPRTCS) u peectpa nuanuza
U TpaHcmiaHtauuu ABcTpanuu U HoBoit 3emanguu coobupwin o mnoBbiieHHOM pucke XbBII y
STHUYECKUX MEHBIINHCTB.

B Cesepnoii Amepuke yactota XbII y abpoameprkaHieB B JBa-TpU pas3a BbIIIE, YEM Y JETeH
eBporeoniHoi pacsl. B ABctpanuu u HoBoii 3enananu 1eTv KOpeHHOM HAIMOHAIBHOCTH (Hampumep,
abopurensl 1 Maopu) umeror Oosee Bbicokui puck OIIIl m Hexoropbix Tunos XBII. IToxazarenu
TepMuHanbHOM ctaguu XbII cpenn KOpeHHOro HaceIeHHs IO CPABHEHUIO C HEKOPEHHBIM HACEICHUEM

aHAJIOTMYHBI B BO3pacTe 10 14 51eT, Ho 3HaYuTeNbHO BO3pacTaroT nocie 15 ner.



Y adpoamepukanneB reHotun anosmmnornporenHa L1 (APOLI) woxer 0OBACHITH
noselieHHBINA puck XBII. I'enotun Bbicokoro pucka st APOL1 (roMO3UrOTHBIN 1O ajuiessiM pucKa
«Gl» wmm «G2» wumm rerepo3urotHoctd coeauHeHuss G1G2) cBs3aH C MOBBIIMICHHBIM PUCKOM
pa3BUTHA TJIOMEPYJISIpHOl 00Je3HH, OCOOEHHO (HOKaIBbHO-CErMEHTAPHOI0 TJIOMEPYJIOCKIIepo3a
(®CI'C), mo cpaBHEHHUIO C TAKOBBIMHU C T€HOTHI HU3KOTO pucka (uMmerontuii 0 wim 1 annens pucka). B
o0beTMHEHHOM aHanu3e XpoHuueckoi Ooneznu mouek y gereid (CKiD) m Cerm uccrnemoBanuit
Heppornyeckoro cuuapoma (NEPTUNE) 104 gnereii ¢ rioMepynspHOd  OOJIe3HBIO U
adpoaMepUKaHCKUM MPOUCXOKIEHUEM, JIETU C TEHOTUIIOM BBICOKOTO PUCKA UCIIBITAIHN OoJiee ObICTpOe
CHIDKEHHE (YHKIIMHM TMOYEK C TEYCHHEM BPEMEHH IO CPaBHEHHIO C TPYIION JeTeil ¢ reHOTUIIOM
HU3KOT'O PHUCKA.

3aboneBaeMocTh M pacnpocTpaneHHocTh XbBII y gereil Bbilie y JMI] MYXCKOro Ioja.
[ToBpimenusid puck XbII y myxuuH cBsizaH ¢ OoJjiee BBICOKOM YacTOTOM BPOXKICHHBIX aHOMAIUN
nouek u MoueBbIBOAAIUX nyTel (BAPMC), Bkitodast OOCTPYKTUBHYIO yPOHATHIO, TUCIIIA3UIO MOYEK,
TUIOIUIA3UI0 IOYEK U CUHIPOM CIMBOBOIO KHUBOTA.

[Tarmentsl ¢ XBII obpamatorcss 3a momomibio B jAeTcTBe. B 0a3ze JaHHBIX XPOHUYECKOU
noueyHorr HenoctatrouHocT (CRI) NAPRTCS, kotopas coxmepxxutr ceaenus o Oozxee 7000
narueHToB ¢ XbII, Bo3pacTHOe pacnpenenenue Ha MoMeHT BoisiBIeHUsT XbII Ob110 crnenyromum: <12
MecsieB — 15%, ot 12 no 23 mecsues — 5,2%, ot 2 no 6 jnet — 15,7%, ot 6 1o 13 ner — 32,1%, ot 13
1o 18 met —28,3%, ot 18 o 21 roxga — 3,7%.

XBII sBnsieTcss UCXOI0OM JIOOOTO MOYEYHOT'0 ¥ BHETIOYEYHOTo 3a0o0yieBaHus, a (GOpMUPOBAHHE
XBII nporcxouT B paMKax MmaroreHesa rnpeiiecTBYoIero 3a00ieBaHms.

Yactora bOH cpenu aereit ¢ XBII 5 cr. mupoko pacnpoctpaneHa u BapbupyeT oT 20 10 80%.
OT0 MaTOJIOrMYECKOE COCTOSHUE BEJET K MOTEpe MBILIIEYHON MaccChl, )KUPOBON MaccChl, 3aMeJICHUIO
pocTa CO CHIKEHHEM BEJIMYMHBI KOHeuHoro pocra [56]. Ilpubnusurtensho y 40% nereit ¢
TepMuHabHONW craaueit XBII uMeroT MeHbUIMHA KOHEUHBIH pPOCT (HHMXKE TPEThEero MEepLEHTHIIs) 10
CPaBHEHUIO CO 3JI0POBBIMU JIFOJIbMH TOTO K€ BO3pacTa M 1Moja KOHTPOJIbHOM rpynmsl [57, 58].

JlaHHbBIE MHOTOLIEHTPOBBIX MCCIIEIOBAHUN MOKa3bIBatoT, uTto y 73% nereit ¢ XbII 3 cT., 87% —
4 ct.,m 93% — 5 cr. quarnoctupyertcs anemusi (NAPRTCS) [59].

Hapymenue pocra, Bctpeuaromeecs y 35% nereit ¢ XBII 2-4 cr. sBisiercss Haubosee TpyAHOM
JUTSI JICUEHUS U CaMOW Cephe3HOM mcuxosorudeckoi mpoodiemoit [5]. Tlo manueim J. Harambat et al.,
43% mnanueHTOB ¢ TepMUHAJIbHOW cTaaued moueuyHod HenoctarouHoctd (ESRD) B gerctBe He
JOCTUTAalOT HOPMAaJbHOIO pocTa B3pocioro denoseka [58]. bosee Toro, peanpHOEe Ha3zHAuEHHE
comaTtponuHa** netsm ¢ 3agepxkkoil pocta ¢ XBII neBenuko [60]. ITo nanubim peructpa CKiD y
JeTe ¢ HU3KUM pPOCTOM JO TpPAHCIUIAaHTAllMM BpeMsl BBDKUBAHUS TpAHCIUIAHTaTa I0OCIe

TpaHcrianTanuu nouku Ha 40% menpie [61].



AptepuanbHast runeprensust (Al') peructpupyercs, B 3aBUCUMOCTH OT ctanuu, y 40-80%
nere ¢ XbBII, ¢ MakcuMaabHOM pacHpOCTpaHEHHOCThbIO cpeau nanueHtoB Ha 3IIT. B aToii xe
MOMYJIAUM  Yallle BCEro BBIABIAIOTCA TaKHE€ MapKepbl KapAMOBACKYJSPHOH OOJNe3HH, Kak
runeptpodpus muokapaa JK (1o 92%), yroniieHrne HHTUMBbI-MEIUU BHYTPEHHEH COHHOM apTepuH (10
89%), kanpuudukamms KopoHapHbIx aptepuii (10 20%) [10, 12, 46].

[To nmanueiM EBpomeiickoro oOmectBa aeTckol Hedpomoruu.u EBpomneiickoil modedHoi
acconmanusi — EBpomeiickoil accommanuu auanuza U TpaHcmantonorun (ESPN / ERA-EDTA),
pacnpoctpaneHHocTh neauarpuueckor 3IIT B 2012 romy B EBpome cocraBuna 27,9 cimydyaeB Ha

MUWJUTMOH HacesieHus [62].

1.4 Oco0eHHOCTH KOIMPOBAHUSA 3200J1€BAHNSA UJIH COCTOAHUSA (IPVIILI 3200J1eBAHUNA N
COCTOSIHUI) 0 MeXKAYHAPOIHON CTATUCTHYCCKON KiIaccudukanum 00J1e3Heil 1 nmpooJiem,
CBSA3AHHBIX CO 310POBLEM

B MexnaynapogHoii craructudeckoir kimaccubukanuu Oone3neit (MKB) 10 BHeceHb
COOTBETCTBYIOILIME U3MEHEHHUS, KaCaIOLMECs 3aMEHbl YCTapEBILIEro TEPMUHA «XPOHUUYECKAsl T0UEeYHAas
HEJIOCTAaTOYHOCThY» Ha TEPMUH «XpoHHUUYecKas Ooisie3Hb mouyek» (kox N 18.1), a Takxke koaupoBaHUA
XBII. B Hactosmee Bpems ans obozHadenus: craguii XbBII cnexyer mcnonbszoBaTh koasl N18.1 —
N18.5u N18.9

N18.1 — Xponnueckas 607€3Hb MOYEK, cTagus |

N18.2 — Xponuueckas 007€3Hb MMOYEK, CTAAUS 2

N18.3 — Xponuueckast 60s1e3Hb o4ek, craaus 3 (3a u 36 cragum).

N18.4 — Xponuueckas 00J1€3Hb MMOYEK, CTaaus 4

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

N18.9 — Xponnueckas 601€3Hb IOYEK C HEYTOUHEHHOW cTaauen

Koab! pas yrounenusi atuosiorun XbII:

N39.1 - Crolikast npoTenHypusi HEyTOUHEHHAas

Q60.0 - Arene3us MOYKH OAHOCTOPOHHSIS

Q60.3 - 'nnomnazus MO4YKH OJHOCTOPOHHSIS

Q63.1 - CnuBascs, A0abYaTasi ¥ NOJKOBOOOpA3Hasl MOYKa

Q61.4 - Tucrimas3us movku

Q63.0 - [lTobaBouHas rmoyka

1.5 Kaaccuduxanus 3a001eBaHusI NI COCTOSTHUS (ITPyNnbI 3200J1eBAHUH HJIM COCTOSTHUI)

Kpurepun auarnoctuku u onpeznenenus craauii XbII y nereit amantuposans! B 2012 rogy
KDIGO [6]. Kputepuu XBbII npeacrasienst B Tabmuie 1.

Ta6muma 1. Kputepun onpenenenust XbII (eciiu 06a coxpanstorest 6oee 3-X MecsIeB)



AnpOymMHuHYpUS (CKOPOCTh AKCKpELMHU anbOyMuHa ¢ MO4oi >30 mr/cyT;
otHomenue An/Kp moun >30 Mr/r [>3 Mr/MMoIb))

W3menenust ocagka MouyM  (M30JIMPOBAaHHAasT MUKpPOIeMaTypusi C
HapylleHueM  MOp(OJIOrMHM  SpPUTPOLUUTOB  (AHM3OLUTO3)  IpH
MOBPEXJICHUM 0Oa3aibHOW MeMOpaHbl KIyOOYKOB; 3SPUTPOIMTAPHBIC
WIMHAPBL TpH  TpoiudepaTuBHBIX (opMax riaomepyroHehPHUTOB,
JeUKOUUTapHbIe UIMHIPHI IPU NUETOHEYPUTE WM UHTEPCTUIIMATIBHOM
HepuTe; OBaJbHBIC XHUPOBbIE TEbIA WU KUPOBbIC LMIMHAPBI INPU
Mapxkepsl NPOTEHHYPUH; TPaHyJISpHbIE IWUIMHAPBL M  KIETKH  IOYEYHOTO
HOBPEXJICHHUS TIOYEK | KAaHAJBIIEBOTO SIUTENUS NP MHOTUX MapeHXWMATO3HBIX 3a00JI€BaHHSIX
(1 u Gonee) (Hecnenupuyueckre nMpu3HaKH))

ONEeKTPOJIUTHbIE W JIpyrMe HapyleHHs BCJIEICTBHE KaHAJIbLIEBOM
nucyHKIUY (MOYeuHbIH KaHAJIbIEBBIN alln/03, HePOTreHHbIH TOYEUHbIH
HecaxapHbli AuadeT, cuHaApoM PaHKOHU, HUCTUHO3,U Ap.)
['ucronornueckue U3MEHEHUS

CTpyKkTypHBIE  HapylIeHUs  [pUd  BHU3YAIM3HPYIOLIMX  METOJax
uccnenoanus (Y3, KT u MPT ¢ koHTpacTHBIM ycuiieHHEM Hin 0e3,
M30TOIHbBIE METO/bI, aHTUOTpa(us)

TpaHCHHaHTaLII/ISI ITOYKHU B aHAMHE3€

Cuamxenne CKD CK® <60 wmn/mun/1,73 m? (xareropun CK® C3a-C5). CK® <15

min/mus/1,73 M? (C5) paclieHUBaOT KaK MouedHasi HeJl0CTaTOYHOCTh

CHumxenne CK® MOXHO BBIIBUTH C TIOMOIIBIO COBpEMEHHBIX (opmyn ans pacyera CKD na
OCHOBAHHU CBIBOPOTOYHOI'O KpeaTHHUHA W/uiu ructatiuHa C .

CnenyeT mOTYEpKHYTh, YTO KPUTEPUIN «IIPOJOJIKUTENBHOCTh >3 MeECALEB» HE NMPUMEHUM K
HOBOPOKJCHHBIM WM MIIaJIEHIIaM B Bo3pacTe <3 MecsleB Tak ke, kak u kputepuil «CK® <60
mi/Mun/1,73 M>» He IPUMEHHM K JIETAM B BO3pacTe <2 T, Y KOTOPBIX CleAyeT IIPUMEHSTh 3HAUEHHs,
COOTBETCTBYIOLIME Bo3pacTy. O0muit 60K B Moue / IKCKpeLus: albOyMHUHa C MOYOM BbIIIIE TIPEETIOB
HOpPMaJIbHBIX 3HAYEHUH AJI1 COOTBETCTBYIOILIETO BO3pAcTa MOKET OBbITh 3aMEHEH Ha ajlbOyMUHYPHIO
>30 mr/244. Bce a1eKTpoiUTHBIE HApyIIEHUs y JIeTell JOJKHBI paccCMaTpUBATHCA C TOYKU 3PEHUs
BO3PACTHBIX HOPM.

Baxnocts knaccudukammu XbI1 3akmogaercs B ClieAyIOMMX IPEUMYIIECTBAX: €€ KOPPEIsIHs
C TAKMMH MCXOJAMHU, KaK MPOrpecCUpoBaHKe 3a00J€BaHMsI, PUCK CEPAEUHO-COCYAUCTBIX 3a00JI€BaHUI
U CMEPTHOCTh OT BCEX MPUYHMH; U BOZMOKHOCTh TEPANIEBTUYECKUX BMEIIATEILCTB HA PAHHUX CTaAMSIX

0oJIe3HH JId 3aMCIJICHUS €€ ITPOTrpeCCUPOBAHUA U YIIYUIICHUS KAaUCCTBA KU3HU U BBDKHBACMOCTHU [6,



63, 64, 65]. Ha HavaiibHOM 3Tare HEOOXOIUMO OIICHUTh HATMYHE MAPKEPOB MTOYCUHOTO TTOBPEKICHHUSI,
a B nanpHeimem onpeaenuts ctaanto XbI1 mo CK® u crenens anb0yMUHY pUn/TIPOTEHHYPUH.

[IporpeccupoBanue XbII onpenensiercs na ocnoBanuu BenuuuHbl CK® (cragus C) u ypoBHA
anboymunypuu (cramus A) (Tabmuma 2, Tabmuna 3). Yposenr CK® omnpenensieTrcss Ha OCHOBaHHH
KOHIEHTpAllMU KpeaTuHUHA U/uiy 1uctatiHa C B CHIBOPOTKE. YPOBEHb allbOYMUHYPUU ONPEEIIIeTCs
HAa OCHOBAaHUHM COOTHOUICHHS aAIbOYMUH/KPEATHUHHH B Pa30BOH MOPLUMU MOYM WIH CYTOYHOU
SKCKpenuu anbOymuHa ¢ mMo4doil. [lommeni nuarno3 XBII comepkuT Ha3zBaHUe 3a00JIEBaHUS MOYEK
(mpuunny XBII, ecnu wW3BecTHA) BMECTE C HA3HAYEHHOM COOTBETCTBYyIomeH cramguen C wu
aNbOYMUHYPHH.

Ta6muua 2. Kareropuu (cragun) CK® npu XBII [6].

Kareropus CK® CK® mn/mun/1,73m> Omnpenenenue
Cl 290 HopmanbHasi Wi MOBbIIMICHHAS
C2 60-89 HesnaunTenbHO CHUYKEHHAS
C3a 45-59 YMEpPEHHO CHUKEHHAs
C3s 30-44 Cyl111ecTBEHHO CHUYKEHHAas!
C4 15-29 Pe3ko cumxenHas
C5 <15 TepMmuHanbHas TOYEYHAS] HEJIOCTATOYHOCTD

[IpuHuMas BO BHUMaHHE PE3yJIbTaThl KPYIMHOMACIITAOHBIX MCCIEIOBAHUHA C JOKa3aTeIbHOM
0a30if y B3pOCIBIX IMAIMCHTOB, JAHHOE paszjelieHue mo craausM XbIl mpuMeHuMO y MaIHUeHTOB
cTapuie 2 JieT.

Tabmuua 3. Kareropuu (cragun) ans6ymunypuu npu XbII [6].

Kareropus DKCKpenus Otnomenue An/Kp

anpOymMuHa | (TIpUMEpHBIN YKBUBAJICHT) Omnpenenenue

(Mr/cyT) MI/MMOJIb | MT/T

HOpMaJ'II)HaSI WJIN HCE3HYHUTCIBHO

Al <30 <3 <30

[IOBBIIIIEHHAS
A2 30-300 3-30 30-300 YMepeHHO TOBbIIeHHas !
A3 >300 >30 >300 3HAYNTENFHO MOBBIIICHHAS

[Ipumeuanue: An/Kp — ansOymuH/KpeaTHHHH.
! - OTHOCHUTENLHO YPOBHS, XapaKTEPHOTO JUIs B3POCIIBIX MOJIOJIOTO BO3PACTA.
? - Brimouass HepPOTUYECKUH CHHIPOM (IKCKpelus anb0ymuHa o6braHo >2200 Mr/cyT [oTHOIIEHHE

An/Kp >2220 mr/r; >220 Mr/MMOIB|).



0O630p, mpoBeneHHbId M. Murton et al., BKktouan AecsTh HaOIIOJATEIBHBIX UCCIEIOBAaHUHN C
yuactueMm oT 3033 no 46949 yenosek, npoBeaeHubix B CLIA, Kurae, ®panuuu, Utanuu u Mcnanuu.
Haubonee gacteim ucxomom Obina pacnpocrpaneHHocTh XbIT 3-5 ct., Bappupytomas ot 2% mo 17%.
BonbmivHCTBO ManueHTOB OBUIM € HOPMAJIbHBIM YPOBHEM albOYMHUHYPHUH, CO 3HAUYUTEIHHO
noBbieHHON — 0,4-3,2%. [IpeumyniecTBeHHOE OOJIBIIMHCTBO MAIMEHTOB ObUIM OTHECEHBI B IPYIIIIbI
HU3KOT0 Uiu ymepeHHoro pucka nporpeccupoBanus XbII. Cornacuo pekomennanusm KDIGO 2012 B
rpyIiy BbICOKOro pucka ortHeceHo 0,9-5,6%, ouenp Bbicokoro pucka — 0,3—4,8% ydacTHUKOB
ucciieoBanus [66].

2 SD — kak pe3ko cHuwkeHnyto CK® [6].

Ta6nuua 4. Kimupenc >'Cr-EDTA y 310poBbIx jeTeil B Bospacte 10 2 net [67].

Bo3spact (mecsiibn) Cpennee 3nauenne CK®+SD (mn/mun/1,73m2)

<1,2 52,049,0

1,2-3,6 61,7£14,3

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

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

12-18 91,5+17,8

18-24 94,5+18,1
>24 104,4+19,9

[Ipr moBBIIEHHOM TOTpeONeHnH Oenka ¢ Numed, MHOEKINH MOYEBBIX ITyTEH, JHMXOpPaJIKe,
TsOKeNoN (PU3NYecKol Harpys3Kke 3a mpeiecTByronme 24 yaca, mpuemMe psijia JeKapCTBEHHbIX CPEACTB,
MEHCTPYaLUH U Ap. COCTOSIHUNA MOXET OTMEUaThCsl TPaH3UTOpHAs abOyMuHypus [68].

Tsoxects BOH (sierkasi, yMepeHHast WM TsKelas) MOXKET ObITh OIpe/ielieHa IyTeM HaHECEHUs
z-0ama (cranaapTHoe oTKIIOHeHHE [SD] oT cpeaHero) aias KakJoro M3 3TUX aHTPONOMETPHUYECKHX
3Ha4YeHMH (Tabnwuma 5) [69].

Tabmuua 5. ITokazarenu bBOH, ecaun 1ocTynHBI pe3yabTaThl 0THOTO HAOII0AEHUS

[Toka3zarens Jlerkast BOH | Ywmepennas BOH | Tsaxenas BOH

Macca tena/pocT, z-oleHKa Ot -1 510 -1,9z Or-2m0-29z -3Z U HUXKE

UMT niist COOTBETCTBYIOIIETO
Ot -1 10 -1,9z Or-210-29z -3z UM HUXKe
BO3pacTa, Z-OleHKa

JlmuHA/POCT IS COOTBETCTBYIOIIETO
Her nannasix Her nanabix -37 WIN HUXE
BO3pacTa, Z-OlleHKa

OKpy>KHOCTH ILJIeYa B CPETHEN TPETH Ot -1 no-1,9z Or-210-29z -3z nnm HUKe

BOH ompenensercs mo mpoaoBKATEILHOCTH (0cTpasi, <3 MecsIeB; XpOHUYECKas,™> 3 MECSIIEB)

N CTCIICHU TAXKECTU (nerKaﬂ, YMEpPCHHAa4, TH)KCJ'Iaﬂ). V mamueHta ¢ XPOHHUYCCKUM 3a00JIeBaHUEM U



xponnueckorr bOH, moxker mpucoenuautbesi octpas BOH nmpu mHTEpKYyppeHTHOM HMH(EKIIMOHHOM
3a00JIeBaHUH, XUPYPTHUECKOM BMEIIATEIHCTBE UITU «0OOCTPEHUN» 3a00ICBaHHUS.

Knaccudpukanus KBb B menom y nmereit He pa3paboTaHa, OJHAKO MMEETCS KIACCU(PUKALUS
OTIIEeTbHBIX ee mposiiaeHul (Al', HegocTatouHOCTH KpoBOooOpamenus) (Tabmuna 6, 7, 8).

Ta6muma 6. Knaccuduxamus Al [70].

0-15 ner, >16 aer CAJd w/mam
Kareropus A/l

nepuentusn CAJl u/mim JA /L JdAJl, MM pT. CT.
HopmanbsHoe <90-ro nepueHTUIs <130/85
Bricokoe HOpManbHOE Ot 90-ro 10 95-ro nepueHTuIsA 130-139/85-89
['uneprensus >95-ro nepueHTUIsA >140/90
I'mneprensus 1 crenenu Ot 90 no 95-ro nepuentwist + 5 mm | 140-159/90-99

pT. CT.
l'uneprensus 2 crenenu > 95-ro nepueHTuIst + 5 MM pT. CT. >160/100
H3onupoBanHas CAJl >95-ro mepuentunsa u JAJ] <

P P >140/<90

CUCTOJNHMYecKas runepreHsus | 90-ro nepreHTuHIs

Tabmuma 7. Knaccudukanus cepaeunoii HegocratouHoctu y aeteit mo H.A.benoxons (1987) [71]

IIpaBo:xkenynoukoBas
Cranns JleBo:kes1y104KOBAs HEJOCTATOYHOCTh
HEJ0CTATOYHOCTh
. CepaeuHast HEIOCTaTOYHOCTh OTCYTCTBYET B IIOKOE U MOSBIISETCS MOCHE
Harpy3KkH B BUJIE OJBIIIKN U TAXUKAPAUH
A UCC yBenuuena Ha 15-30% B 1 MuH. [Teyenp BbICTyIaeT Ha 2-3 cM
Y11 yBennuena Ha 30-50% U3-110/1 Kpasi peOepHO AyTru
YCC ysennueno Ha 30-50% B 1 MuH. ITeyens BbICTyIAeT Ha 3-5 cM
B Y11 yBennueno Ha 50-70% U3-1I0J] Kpasi pebepHoit ayrH,
Bo3moxeH akporuaHo3, HaBSI3UMBbIN Kalllelb, BO3MO’KHA [MaCTO3HOCTb,
MEJKOITY3bIpUaThle XPUIIBI HaOyxaHHe IEeHHBIX BeH
YCC yBenuueno Ha 50-60% B 1 muH. I'emaromeranus, OTEYHBIN
II Y11 yBennueno Ha 70-100% CUHJIPOM, TUAPONEPUKAP,
Knununueckast kapTuHa npeaoTeka Jerkux acluT

Tabmuma 8. Krnaccudukamus (QyHKIIMOHATBHBIX — KJIACCOB  XPOHHYECKOW  CEepIASYHOU

HenoctaToyHocTH o Ross R.D.

Kuaace HNuTepnperanus

1 Het cumnromoB




II HeGoupiioe TaxumHod WM MOTIMBOCTh MPU KOPMIIEHHUHM y TPYIHBIX JAETEH.

JlucniHO? npy HarpysKe y CTapuiux JeTen

I BripaxkeHHOE TaXMIHO? WM MOTJIMBOCTH NMPU KOPMIICHUHU y TPYAHBIX JETEH.
YanivHeHHOE BpeMsl KOpMIIGHHUsS. 3ajiepKa pocTa BCJIEICTBUE CEepAeUHOM

HEJI0OCTATOYHOCTH. BrIpakeHHOE NUCITHOD IIPU HATPY3KE Yy CTapLINX JECTEH.

v B mnokoe uMEIOTCA TakKue€ CHMIITOMBI KaK TaxXWIIHO3, BTHKCHHUE MBI,

«XPIOKAaHbEC», ITIOTIINBOCTb

[71,73].

1.6 Knnaunvyeckass KapTHHA 3200J€BAHNSA UJIH COCTOAHUSA (IrPynnbl 3200J1eBAHUNA MJIH
COCTOSIHMIA)

Knunuueckue mnposiBaenuss XbBII 3aBucat oT xapakrtepa 3aboneBanus (0e3 mHopakeHUS

KJIIyOOUKOB HWJIM Ha (POHE TJIIOMEpYJISIpHOTO 3a00J€BaHUA) U HAIWYUSA JUOO TSKECTU IMOYCHHOU
HeloCTaToyHOCTH. [lammMeHTsl MOTryT HMeTh JucMopdudeckne OCOOSHHOCTH Wi (U3UYECKHe
MPOSIBIICHUS, TPEACTABISAIONINE OCOOCHHOCTM TEHETHYECKUX HapyIIEeHUH, KOTOpBhIE CBS3aHBI C
anoManusmu nodyek U XbII (Hampumep, HacIeACTBEHHBINH HEPPUT U LIUCTUHO3).
XBII oonxcna 6vims 3anodo3pena y 1106020 pebenka c:
o XBbII B cemeliHOM aHaMHE3e
o mnepeneceHHbIM panee OIIII
O aHeMHEH HEesICHOTO IPOUCXO0XKICHHUS
O CHIBOPOTOYHBIMKPEATMHUHOM BBIIIE BO3PACTHON HOPMBbI
O TOJUYpPUEH U HUKTypUEH
O HHU3KHUM YJEJIbHBIM BECOM MOYHU
O MEPCUCTHUPYIOLIEH TPOTEUHYPUEN
O JBYCTOPOHHEH MaTojoruen moyek npu anresaranbHoM Y3U /mpu UMC
O apTepuaIbHOW TMIIEPTEH3UEH
o aedopManusMH KOCTeH
O OTCTaBaHHUEM B POCTE
Daxkmopamu pucka XBII mozym ovimo:
O TepeHeceHHbIN paHee ocTpblil muenonedppur, 'YC, [IMP
O  3IU30]l HAPYIIEHUS T'€MOJIMHAMMKH ITPH OOIIMPHBIX XUPYPTUUECKUX BMEIIATEIbCTBAX paHee
MIEPEHECEHHOM 0KOTOBOM 00IE3HI
O  MaJas Macca Teja MpHu pPoXKJIEHUU 1 HEJOHOIIEHHOCTb
O peOEHOK OT OYeHb MOJIOJON MaTepy / B IO3AHEM BO3pacTe, KOIla y *KEeHIIUHbI UMEETCS

HaKOIINICHHAs COMAaTHYCCKas I1aToJIOTrus



O  MHeNoAUCIIIa3us / TpaBMa MOSICHUYHO-KPECTIIOBOIO OT/IejIa MO3BOHOYHUKA (IIPU HApYyUICHUH

WHHEpBalU1 OPTraHOB)

Hernomepynsapusie npuunasl XBI1 BIus0oT Ha TyOyJIOMHTEPCTULIMAIILHOE MPOCTPAHCTBO U B
ocHOBHOM cocTosiT 13 BAPMC u kucro3nbix 3a0osieBanuii nouek. [Ipumepno 60% nerckux ciydyaeB
XBIT BbI3BaHBI BpOXKACHHBIMU aHOoManusMmu. Kak mnpaBuno, XBII B 3TOM mnomymnsiuun Oyaer
aCCOIIMMPOBATHCS C MaJ03aMETHBIMU NpPU3HAKaMHU JUCHYHKIMM MOYEK HA paHHEW CTaJAWd W Yale
BCETO BBIABIISICTCS C TIOMOIIBIO BH3YalIM3allMH, BKJIIOYash OOBIYHOE OPOJOBOE YJIBTPA3BYKOBOE
HCCIEA0BAHUE, KOTOPOE BBIABIISIET CTPYKTYPHBIE aHOMAJINH.

[Tommypusi, MoXeT OBITH paHHEW HaXOJKOW, MOCKOJbKY MHorue BAPMC (Hampumep,
OOCTpYKTHBHAsl ypONaTusi, JABYCTOPOHHSS JWCIUIA3Us II0YEK), HACJIEICTBCHHbIE 3a00JieBaHUS
(manmpumep, HeppoHODTH3) U TyOyJIOMHTEPCTHUIMAIBHBIE PACCTPOMCTBA CBA3aHBI CO CHIDKCHHOMN
KOHIIEHTPALIMOHHON CIIOCOOHOCThIO (HampuMep, HecaxapHbId modeuHblil quaber). B »aTux yciaoBusax
HapylIeHHEe KOHIEHTPUPYIOLIEH CIOCOOHOCTH TO0YeK OOBIYHO TMPEAIIECTBYET 3HAYUTEILHOMY
cHikeHnto CK®. Takue mnamueHTbl noaBepkeHbl BbicOkoMy pucky OIIIl ¢ octpbsiM 3mu3010M
00€3BOKMBaHUS, KOTOPOE MOKET BOSHUKHYTH IIPH TaCTPOIHTEPHUTE.

[loBbIlIEHNE KOHLIEHTPALUMU KPEaTHHHUHA B CHIBOPOTKE ¢ Bo3pacToM. ClieqyeT Mog4epKHYTbh,
YTO MalMeHThl co spina bifida, mapainyoM HWKHHUX KOHEYHOCTEH WM JIPYTrUMH 3a00JIeBaHUSMU,
CBSI3aHHBIMHU CO CHI)KEHHEM MBIIIEUHOM Macchl, MOT'YT MMETh PUCK HEIOCTATOYHON IUArHOCTHKHU
XBII u3-3a 6osiee HU3KOTO YPOBHS KpeaTHHUHA, KOTOPHIH 3aBbimaeT 3HaueHns CKO.

[Inoxoit poct mnpu XbBIl cBsI3aH ¢ HEJOCTATOYHBIM IHUTAHUEM, SJIEKTPOJIUTHBIMU
HapyleHUsIMH, TyOyIsipHbIM anngo3oM 1 XBIT-MKH.

Jetu c riomepynspHbIM 3a0oJieBaHueM, sBistommmcs npuunHoit XbII, yacto umerot 6osee
BBIp@KEHHbIE IPU3HAKU M CUMIITOMBI 3a00JI€BaHUS TIOYEK:

O Moua IBeTa 4Yas / IBeTa «KOKa-KOJIbD» MOXKET ObITh JIMIUpYIOMUM cumnToMoM. [losiBreHue
SPUTPOLIMTOB B MOYE MOXKET YyKa3plBaTh Ha TioMmepyloHedppur. B npyrux cioyuasx
MUKPOCKOIMYECKasi TEMATypUsI MOKET OBITh CIIy4aiiHON HaXOJIKOH.

O TMPOTEHHYpUs SBISETCS TECHO cBA3aHHBIM Onomapkepom XbBII m moxer ObITH IpHU3HAKOM
OCHOBHOTO 3aboseBaHus KIyOOUYKOB WM MUChYHKIUU KaHanbleB. Croiikoe (>3 MecsIeB)
MOBBIIIIEHHOE BhIBEICHUE Oenka ¢ Mouoii cBuaeTenbeTByeT 0 XbIT.

O OTEYHBIH CHHIPOM MOXXET OBbITh BTOPUYHBIM IO OTHOLIEHUIO K MPOTEUHYPUU HEPPOTHUECKOTO
YPOBHSL.

O TOBBIIIEHNE KOHIIEHTPAlMX KPEAaTHHNHA B CBIBOPOTKE KPOBH C TEYEHUEM BPEMEHH.

O apTepuabHas TUIIEPTECH3US.

O CHMITOMOKOMIUIEKCHI  CHeUU(PUUECKUX  TMPOSBICHHM,  CBS3aHHbIE CO  BTOPHUYHBIM

riioMepysnoHedpUTOM, KOTOPbIN BiusieT Ha (QyHKUUIO mouek u npuBoauT k XbBII, nampumep,



BOJTYAHOYHBIM HEQPUT WM TpaHyJeMaTo3 C MoJuaHTuuToM. KiMHMYeckue MposBIEHUS MOTYT
BKJTIOYATH JIMXOPAIKY, apTPAITUU/ apTPHUT, CHIMb U / WIN JETOYHBIC CUMIITOMBI U JIp.

Knuaudeckune naHHBIC Pa3IMYarOTCS B 3aBUCUMOCTH OT TSDKECTH AUCHYHKIHMUA TOYEK (CM.
pazznen «Jluarnoctuka 3a00J1€BaHUN»):

Ha pannux cragusix XBII (C1 u C2) 3a6oneBaHne 4acTO MPOTEKAET OCECCUMITOMHO, €CIIH
HET MPU3HAKOB H/WIIU CUMIITOMOB, KOTOPBIE SIBJISIFOTCS TIPSIMBIM PE3yJIbTATOM OCHOBHBIX CTPYKTYPHBIX
aHOMaJIMi MOYEeK WM CHCTEMHBIX 3a00JIeBaHUU C TMOpakeHUEeM IModeK. [lanueHTsl, He HWMEIoIue
CUMIITOMOB, MOTYT OBITh HACHTU(UUHUPOBAHBI IO TMOBBIIIEHHOMY KPEaTUHUHY CHIBOPOTKU B
3aBHUCHMOCTH OT BO3PAacTa, OTKJIOHEHUSIM B aHAJIU3€ MOYH (MIPOTEUHYPHUS, TeMaTypHs WIH HapyllIeHue
KOHIICHTPAIIMOHHONH CIOCOOHOCTH TOYEK) WU BBISBICHUIO 3a00JICBaHHUS IOYEK C IMOMOIIBIO
BU3YQIIM3UPYIOIIMX MCCIIEIOBAaHUM, BKIIIOYAs IIPEHATaJIbHOE YJIBTPA3BYKOBOE WCCIENOBaHUE. Y
MAlMEeHTOB MOTYT OBbITh MNPHU3HAKU aHEeMUM U JAedunura ButamuHa D. B sror mepuon ectb
BO3MOXXHOCTh BBUICUUTH JIOOYI0 OOpaTUMYIO MPUYUHY JUCHYHKIMH TMOYEK U MPEAOTBPATUTH MU
3aMeJIUTh MPOTPECCUPOBAHUE XPOHUUYECKOTO 3a0osieBaHUsl mouyek. HadumHaeTcss mpocBeTUTENbCKast
pabota, 9TOOBI PeOCHOK M CEMbsI MOTJIM MOHSTh U PEATM30BaTh MEPHI 110 MPEIOTBPANICHUIO (DAKTOPOB
pHUCKa, KOTOpbIE MOTYT YCKOpUTH nporpeccupoBanue XbII (Hampumep, oTka3z 0T HeYPOTOKCUUECKUX
MpernapaToB, peuuIuBUpYyIoLUe HHDEKINH, 00e3BOKIUBAHUE, O)KUPEHHE U KYpeHHE y MOJIPOCTKOB), U
BKJIFOUNTh MEpHI (HApUMEp, CTPOTUN KOHTPOib AJl W / WM CHYDKEHHE MPOTCHHYPUH), KOTOPHIC
MOTYT 3aM€eJIUTh MPOLIECC.

XBII nerkoii u cpeaneil crenenu tsxkectu (C3a u C3b). YV nerelt, KOTOpble MPOrPECCUPYIOT
no craauii G3a m G3b, Morytr HauaTbcs ocioxHeHus, cBsazanHele ¢ XbBII. K HuM oTHocsTCs:
MOSIBJICHWE OTEKOB, OJJICKTPOJUTHBIC HapylieHus, aHemus, Al, aucimunuaemusi, SHIOKPUHHBIE
HapyIIeHUs, HapyIIeHWe pPOCTa, MHUHEPAJIbHbIE M KOCTHBIE HApyIIEHUS M CHIDKEHHE KIMpEHca
BEIIECTB, OOBIYHO BBIBOAMMBIX W3 OpraHuU3Ma MoYkamu (ypemus). Y TaKUX MAIUEHTOB JICUCHHE
COCpPEeIOTOYEHO Ha MpOo(UIAKTUKE M JIeUeHUWH STUX oclokHeHui. Kpome Toro, crmemyer uzberaTth
(akTOpOB pHCcKa, ONUCAHHBIX BbIIIE, 1 3aMeieHust nporpeccupoBanust XbII.

Taxenas XBII u TepmuHaibHasi craaus nouyeuyHoid Hexocratroynoctu (C4 u C5).
[TarueHTOB, Yy KOTOPBIX MPOJOJDKAETCS IMporpeccupyromiee 3aboneBaHne, HEOOXOAMMO BBISBIATH
3a0aroBpeMeHHO 10 TOoro MomeHTa, koraa motpedyercs 3IIT, 4ToOBl oOecmeuuTh aleKBATHYIO
MOATOTOBKY M OOyYEeHHE KaK TMallleHTa, Tak U ero cembu. [loaroroska k 3IIT oObI4HO HAYMHAETCS C
XBII 4 ct., xorma CK® manmaer Hroke 30 Mt/ muH Ha 1,73 M2

Ocuoxnenust XBII

Knuanueckumu  nposiBnenusimu  bOH  sBisAroTCA:  HeanekBaTHas Macca Tejla  Ha

CKOPPEKTHPOBAaHHBIN BO3PACT, IUIOCKasi KPUBasi Macchl Tesa (HEAOCTaTOUHAs! CKOPOCTh Habopa Macchl



TeNa), HeaJeKBaTHas CKOPOCTb pOCTa, HEAJEKBATHOE COOTHOIIEHHWE MacChl Tela K poOCTy,
HealeKBaTHBIN nHAeKkc Maccehl Tena (UMT), 3anepkka pa3BUTHSL.

AHeMHS TPOSABISIETCS PAJIOM CHMIITOMOB, KOTOpBIE TPYIHO AU PepeHIIMPOBATH OT CUMITOMOB
ypemun. YacTo nanueHT odpainaercs K Bpady B CBSI3M ¢ CUMIITOMAMU aHEMHUH, HE 3Has O 3a00JI€BaHUU
noyek (OJIeAHOCTh KOXHBIX IOKPOBOB M CIM3MCTBIX 00osiouek). KimHHMuecKkuMHu NposBICHUAMU
anemun npu XBII SBISIOTCS: YTOMIIIEMOCTH, COHJIMBOCTh, MBIIIEYHAS CIA0OCTh, OJBINIKA, OOJTH B
cepaue, cepiauedrueHne, Taxukapaus, MOBBIIICHHAsT YyBCTBUTEIBHOCTh K XOJOAY, MOTEPs anmneTuTa,
CHMIKEHME I0JI0BOH (PyHKIIMM, AMCMEHOpEs, HapyLlIeHHEe aMATH U KOHLIEHTPALUH.

OcHoBHbIMU ~ KJIMHMYeckuMHU — TiposiBieHusiMu - MKH-XBIT  sBistitorcs:  paxuTornoaoOHas
nedopmarusi ckenera y JeTei pa3HbIX BO3PACTHBIX KaTEropuil; yamie 3TO mporpeccupyromee O-
obpazHoe min X-00pa3HOe HCKPUBICHHE HI)KHUX KOHEYHOCTEH; YyTOJNIIEHHE MeTapu3apHBIX 30H
(momobue «paxuUTHUECKUX OpaciieToB»); HapylIEHUE MOXOJAKH, OCOOEHHO HpPU 3aWHTEPECOBAHHOCTH
Ta300€pEeHHBIX CYCTaBOB («yTHHAas I0XOJKa»); OOJM B KOCTAX IpPU JBMKEHUH; IOBTOpPHBIE
MEePeIoMbl; AMU(PHU3EOTN3bl KOCTEH B KPYHHBIX M CPEIHUX CyCTaBax;, HapyIIeHHE TEMIIOB pOCTa
pebeHka; pa3pylieHrue KOCTHOM AMai U MmoTeps 3yOOB, HapyIIEHHE TOPsIKA M TEeMITa IPOPE3bIBAHUS
3yOOB; NPU3HAKK TPOPUYCCKUX HAPYIICHHH APYrHX NPUIATKOB KOXH (CyXHe, JIOMKHE, IUIOXO
pacTyiue BOJIOCHl M HOI'TH); CHUKEHUE MBIIIEYHOM CHUJIBI B pyKaX M HOIax; Cla3Mbl B HKPOHOXKHBIX
MBIIIIAX, KapHaJbHbIA cna3Mm; ageOpriIbHble TOHUYECKHE CYJIOPOTH; CIEHU(PHUECKUEe MPU3HAKU
KOXHOW KaJbIU(pUKAIUU (JEHO3UTHl KPUCTAUIOB KaJIbLIMs), AHTYJSPHBIA CKJIEPUT U BBISIBICHUE
JETI03UTOB KPUCTAJIJIOB KAJIbLIUS B CKIIEPE.

Knunnueckue nposisnenus KBb y nereii ¢ XbBII 3agactyro ckynnble. Al' pu nocreneHHOM
pa3BUTHHU MPOTEKAET, KaK MPaBUiIO, OECCUMIITOMHO U BBIABISETCS TONbKO npu u3Mepenuu AJl. Ilpu
PE3KOM, BHE3AIMHOM NOBbIIEHUH AJ] (TMUIIEPTOHUYECKOM KpU3€) MOXKET OTMEYaThCs rojIoBHasi O0Ib,
TOJIOBOKPY>KEHHUE, TOLTHOTA U PBOTA, HAPYIIEHUS 3peHus (MeJIeHa, «MYILIKW» Mepe]l Tia3aMH), 4yBCTBO
cTpaxa, CyJlOpOTH, HapylleHHe CO3HaHus. MoXeT oTMedaThCsi TUCKOM(OPT, YyBCTBO MNepeboeB B
oOnactu cepaua, oOyCIIOBJIEHHbIE HAapyIIEHUSMU CEpPAEYHOrO0 pUTMAa C Pa3BUTHEM TaxUKapaWU,
JKCTPACHUCTOJIMH.

ITpu mporpeccuposanun XbII u KBb, pa3sButum BTOpHUYHON KapIuOMHONATHH, CHU)KEHHUU
cokpatuMocTd Muokapaa JDK npucoeaMHsAIOTCS CHUMIITOMBI HEAOCTATOYHOCTH KPOBOOOpAIIEHUS:
BSJIOCTb, YTOMJISIEMOCTb, CHUKEHHE TOJIEPAaHTHOCTU K (PM3NYECKUM Harpy3kam, MOTJIUBOCTh, OJIBIIIKA.
VY nereit rpynnoro Bo3pacta HK mMoxer mposiBasThCS 0€CITOKOWCTBOM, BSIIOCTBIO, TPYIHOCTSIMU TIPH
BCKapMJIMBaHUH, aHOPEKCUEN, PBOTOM.

Bonu B obmactu cepaua y aereit ¢ XbII OpiBatoT peko, HO MOTYT BO3HHMKATh Kak MPOSBICHUE

UIIeMHH MUOKap/a (Hanmpumep, IpH KaJlbLIMHO3€ KOPOHAPHBIX apTEpHii).



VYV nereir ¢ XBII 5 cr., momywatonux 3I1T, mMoxxer HaOMOAaThCS BHE3AMHOE YXYIIICHHE
COCTOSIHMSI, CBSI3aHHOE C TEpEerpy3kod cepima W ACKOMIICHcaluell Ha (oHE SIBHOW WJIM CKPBITON
THNepruipaTannu: 0ECroKOMCTBO, HApaCTAIOMIAs OABIIIKA, TAXHUKAPIHS, TIYXOCTh CEPJCUYHBIX TOHOB,
«PUTM TaJIoONay» IMpHU ayCKYyJIbTALMK CEepAlLla, KpenuTauus B Jerkux. [Ipu HecCBoeBpeMEHHOM OKa3aHHUH
ITOMOIIA MOXET Pa3BUTHCS AJIbBEOJISIPHBIN OTEK JIETKUX C JIETAJIbHBIM UCXOI0M.

IIpu srom runeprugpartauua y gered ¢ XbBII 5/ cr. peako mnposBIsieTCs OYEBHIHBIMM,
pacnpocTpaHEHHbIMU OTeKaMu. Yaie oTMeuaeTcsi IAacTO3HOCTh BEK, JIMLA U ToJieHeH, nmpuOaBka
Macchl Tela, KOTOpPYH wuHorga (ocoOeHHO Yy JeTeil paHHero BO3pacTa) TPAKTYIOT —Kak
¢bu3nonoruueckyro mpudaBKy Macchl Tela.

[Tpu ¢pusukanpHOM 06caenoBanuu y pedenka Ha ¢pone cumntomoB XbII (oTcTaBanue B pocte u
(bu3MIeCcKOM pa3BUTUH, OJIETHOCTD HIIH CTIeU(pUUECcKasi MUTMEHTAUs KOKU, KOCTHBIE Ae(opManuu 1
T.J.) MOXHO BBISIBUTh CHUMIITOMBI, oOycioBiaeHHble Al', kapauomatued, HEZOCTATOYHOCTHIO
KpOBOOOpAIICHHsI: TaxXUIIHO? WU OJBIIIKY C BTSHKEHHEM YCTYMYUBBIX MECT TPYAHON KIETKH,
«CepIeUHbId TOpO»; MEPKYTOPHO — pACIIMPEHUE T'PAHHUI] OTHOCUTEIBHOM CEpPIACYHOU TYIOCTH,
ayCKyJIbTATUBHO — M3MEHEHHUE 3BYYHOCTH TOHOB cepiua (ocimabnenue | Tona, akuent Il Tona na
aopte), 100aBOYHBIA 3-H TOH («PUTM Traloma», CBHUIAETENbCTBYIOIUN 00 00BEMHOIl mMmeperpyske
cepana), (pyHKIMOHANbHBIE WIyMbl HaJ OO0JACThIO cepilla, TaxHKapauio, sKcTpacucronuto. [Ipu
TOHOMETPHUH MOYKHO BBISIBUTH ITOBBIIICHHBIN ypOBEHb A/

Hern ¢ XBII 5 cT. BXOOAT B IpyHIly pUCKa IO Pa3BUTHIO KM3HEYTPOKAIOUIMX HAPyLICHUH
cepleyHoro putMa (GUOPWIUISIMH KEITYyA0YKOB, ACUCTOIHMH), KOTOPBIE MPOSIBISIIOTCS BHE3AIMHON
0JIeTHOCTBIO, ITMAHO30M, TMOTEepeil CO3HaHMS, U TPEOYIOT peaHUMAIIMOHHBIX MEPOTIPUSATHH.

HeBponornyeckue HapylieHHs BKIIOYAlOT B ce0sl pa3iMyHbIE CUMIITOMBI OT CYJIOpPOT H
TSKEJIOM YMCTBEHHOM OTCTajlOCTH N0 Oojiee TOHKHMX HapyUIeHWM, NpPUBOIAMIMX K IJIOXOM
ycnieBaeMocTH B 1mkosie. et ¢ XBII umeror Oonee HU3KKME MOKA3aTeNu UCTIIOIHUTENBHONW (YHKINH,
BepOaIbHOM 1 3pUTENBHOM MaMATH, OBICTPYIO YTOMIIIEMOCTh 110 CPAaBHEHUIO C HACETIEHUEM B LIEJIOM.

Jetu, Haxonsdmuecs Ha JUaIN3€, UMEIOT 00Jiee HU3KHUE TMOKA3aTed KOTHUTUBHBIX (DYHKITUH,
yem jgetu ¢ Oosiee jerkoit ¢opmoii XBII. Ota cBA3p MOXKET OBITh YaCTMYHO OOBSCHEHA BIIMSIHHEM
YPEMUU Ha TMO3HAHME U Pa3BUTHE HEPBHOH cucreMbl. Kpome Toro, k ocnoxxneHusaMm XbII otHocuTcs
ypemus, BKIOHamomas B ceOs Takue MpOsBICHUS, KaK AaHOPEKCHs, TOLIHOTa, pBOTAa M Jpyrue
cumnToMbl. Ha QoHe ypeMuun MOXKET BO3HHKHYTH IUCQPYHKIHMS TPOMOOLMTOB, MEPUKAPAUT U
ypPEMHUYECKOE KPOBOTEUEHHE. be3 aIeKBaTHOTO JIEUEHHs YpPEMHUsI MOKET IIPUBECTU K Cy10pOraM, KOMe,

JICTAJIBHOMY HCXONY.



2. ImarnocTuka 3a00/1eBAaHUS WIH COCTOSTHMS (TPyNIbI 3200/1€eBaHU WU
COCTOSIHMII), MEITUIINHCKNE MOKA3AHUA W NPOTHBONOKA3AHNS K NIPUMEHEHHN IO
METOHA0B IUATHOCTUKH

Huaenoz XBIl ycmanasnusaemcs npu HAIUYUU CMPYKMYPHO2O UMU  (DYHKYUOHATLHOSO
no8pedNcOeHUss NoYeK, COXPAHAIWUXCA 8 MeyeHue, KaKk MUHUMYM, mpex mecsayes. Jis nocmano6Ku
ouaenosa XbBII, no oannvim KDIGO, neobxooumo coomeemcmeaue 00HOMY U3 C1e0YIOUUX Kpumepues
[6]:

o CK® menee 60 mn/mun/l,73m° 6 meuenue 3 mecayes u 60nee He3asUCUMO OM OPY2UX MAPKePOs
XbBII; Hanuuue mapkepog noueuHo2o NOo8pedcOeHus, MAaKux Kax Hpomeunypus/an0yMuHypus
(anbOymun/kpeamunun colgopomku >30 me/e, cmoikue usmMeHeHus: 8 0caoke MO4U, UMEHEHUs.
NOYeK NO OAHHLIM JIY4eBblX Memo008 UCCIe008AHUS, NAMOMOPYOLocuYecKue U3MeHeHUus no

OAHHbIM OUONCUU NOYKU.

2.1 ’Kaao0bI M1 aHAMHE3

CMm. paznmen «KnunHnyeckas kaptuHa». IIpum cOope kamo0 M aHaMmHe3a ciedyeT OOpaTHTb
BHUMaHME Ha M3MEHEHUE AKTMBHOCTH peOeHKa, MEPEeHOCHUMOCTH (PU3MYECKHX Harpy3oK, CHHUXKEHHE
anmneTuTa, W3MEHEHHE «IIMILEBOro» IOBEIEHUS, MOBTOPHYIO PBOTY, ASMIHU30/bl TOJOBHBIX OoJieH,
TOJIOBOKPY)KEHUS, MBIIMIEYHON ciabocTH, Ooyieii B KOCTSX, B OONACTH cCepAlla, OJBIIIKH, TOTEpH
CO3HaHus WM cyaopor. HeoOxoaum neTanbHBIA aHaIM3 MUILEBOrO, NMPEHATAIBHOTO U CEMEWHOTro
aHaMHe3a; OLICHKa KOJINYECTBa, KauecTBAa U PEryJIIpHOCTH IpueMa IHILY; MOJyuyeHHe MH(pOpMaILuu
OTHOCHUTEJIbHO CPOKOB Hauana 3a7epXKku pocta. Y Bcex nanueHToB ¢ XBII 4-5 cr. (ocobeHHO
noyyatomux 3I1T) Heobxoaumo cobupathk cBefieHUs 00 00bEME BBHITTUTON U BBIIECIEHHOMN KUKOCTH,
BKJIFOYasl AUYpe3 U 00beM yIbTpaduiIbTpal BO BpeMs HpOLENyp Iualin3a, a TakkKe O JUHAMHKE
Macchbl Tela.

o Pexomennyercss npuem (OCMOTp, KOHCYyJbTalusi) Bpada-Hedpojora TIEpBUYHBIA BCEM
nanueHTam ¢ ¢akropamu pucka XBII npu moctaHoBKe IuarHosa C 1EIbi0 CBOEBPEMEHHOIO
YCTaHOBJICHHUS] JAMAarHo3a U IPOBEJCHUS Tepalluy, HAIpaBJIEHHOW HAa COXpaHEHHE MOYEHHOM
¢bynkuuu [121, 72].

YYP C; YA 5)

KommenTapmii: haxmopul pucka XBII cm. 6 noopazoene 1.2 «dmuonozusi u namozenes 3a001e8aHuUs

U COCMOAHUSA (2PYNNblL 3A0071€6AHUL UL COCTNOSHULL)»

2.2 Pu3ukajabHoe 00Cae10BAHUE

[Ipu ¢usukansHoM oOcnenoBanuu pebdenka ¢ XbBII crnegyer oOpaTuTh BHHMMaHHE Ha
CIIEAYIOIINE TIOKA3ATENH:

- duznyeckoe pa3BuTHE peOCHKA (Macca Tela, JUIMHA TeJla/pOCT, OKPYKHOCTh TOJIOBHI)



- TommmHa KOXHOU CKJIAIKU

- OKpY>KHOCTb CpEIHEH TPETH TuIeua

- llBeT x0oxHOTO MOKpOBA (0JIETHOCTH, ITUAHO3, TUTMEHTALIHS)

- Hanmuawme oTrexoB

- Hanmnuue nedopmanmii ckenera

- Bunumelie n3meHeHust 0611acT cepana («cepAeuHbIid ropoy, MyIbCAIIHS)

- YactoTa W pUTM JAbIXaHUS, HAJIWYUE OJBIIIKK C Y4aCTHEM BCIIOMOTAaTENIbHBIX MBI U
BTSDKCHHH YCTYITYMBBIX MECT TPYAHOM KICTKH

- I'paHuIBl OTHOCUTEIIBHON CEPACUYHOM TYNOCTH (IEPKYTOPHO)

- XapakTtep JpIXaHus MPU ayCKYJIbTAIIUH JIETKUX

- 3BYYHOCTh CEpPJCYHBIX TOHOB, HAJUYHE APUTMUU WIH «PUTMA TaJIONa», UIYMOB IMpHU

ayCKyJbTallMH Cep/lla.

2.3 JIaGopaTopHbIe JTHATHOCTHYECKHE HCCIe10BAHUS

. Pexomennyercs Bcem mamuentam ¢ XbBII uccnenoBaHne KHCIOTHO-OCHOBHOTO COCTOSIHUSL U
ra30B KPOBU C IENBIO TUATHOCTHKU HAPYIICHUH KUCIIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH, KOHTPOJIS B
JTMHaMuKe [74].

YYPC; Y1 4)

KommenTapmii: Yacmoma uccnedosanuii 6 Ounamuke onpeoensiemcss KIUHUYECKOU CUmyayuel.
Hapywenue xucnomno-ocHoeno2o cocmosanus Kpoeu Nposaeniemcs MemabdoIudyeckum ayudo3oM,
komopuwiii npoepeccupyem npu cHudicenuu CK®. V oemeu na nozonux cmaousx XBII passusaemcs
Memaboauueckull ayudo3 ¢ BblCOKOU AHUOHHOU pasHuyel, Ko20a CnocoOHOCMb NOYeK 6bl600UMb
opeanudecKue KUCI0mul cmanogumces oepanuyennou. Koeoa yuprynupyrowue oygepvl ucmowaiomes,
KOCMb HAYUHaem HAKAnIu8amv U30blMOuHble UOHbL 86000P0O0d, YMO NPUBOOUN K BbICEODONCOEHUIO
Kanvyusa uz kocmu. Eciu we koppueuposams ayuoos, moxcem pazeumvbCs 0CMeONneHUsc 3a0eprHcKol
pocma, a makaice n08blCUMbCS PUCK 8MOPULHO20 2unepnapamupeosa u npozpeccuposarus XbII [75].
Memabonuueckuii  ayuoos npu XBII mooicem cnocobcmeosams pazeumuio  cunepKaiuemu,
cnocobcmeosams  Kamaboausmy 0enKos u OmpuyamenbHo 6IUAmMb HA Memadoau3M 6 MulUYaXx,
CMUMYIUPOBAMb 8OCHANEHUE U NOBLIUAMb UHCYIUHOpe3ucmeHmuocms [76]. Texywue pykogoocmea
KDOQI u KDIGO pexomenOyom noooepicueams ypogeHb OUKapboHama 8 Cbl@OpPOmKe Kposu y
nayuenmos ¢ XbII na yposue 22 maxe/1 unu eviue (20 maks/n onsa demeti maadute 2 nem) [4, 6].

. PekoMenayercs BceM mammeHTaM mpoBeaeHne OOmero (KIMHAYECKOT0) aHai3a KpPOBU
Pa3BEPHYTOTO C MCCIEAOBAHUEM SPUTPOIUTAPHBIX WHIEKCOB (cpemuuil o0beMm sputpormta [MCV]
(Ompenenenue pa3mMepoB SPUTPOLIUTOB), cpeanee coxaepxkanue Hb B spurpommre [MCH], cpegnss

KOHIIeHTpauusi remoryiobuHa B apurporurapHoii macce [MCHC] (Omnpenenenue cpeaHero



colepKaHUsl M CPEIHEH KOHIIEHTpAIMd TeMOTJioOnHa B J3puTrponuTax)), McciaemoBaHue ypoBHS
JeKouuToB B KpoBH, JnpdepeHumpoBaHHBI MOJICYET JEHKOUMTOB (JeikouuTapHas (opmyna),
UccnenoBanue ckopoctu ocemanus sputpouutoB (CODJ), cenexktuBHO - HcecnepgoBaHue ypoBHS
PETHKYJIOIIMTOB B KPOBU C IeJIbl0 AMAarHOCTUKHU aHemuu npu XbBII, KOHTposis B IWHAMUKE, B T. Y.
neuenus [77, 78, 79].
(YYP C; VIO 5)
Kommenrapuii: Hccredosanue ypoens pemuxyioyumoe 8 Kposu Npo8oOUmMcs 0emsam ¢ anemueu u
noayuarowumM  JleyeHue  npenapamamu - cpynnel  «/[pyeue  anmuamemMuueckue  npenapamoly
(apumponosmunsl), Ons KOHMPOAs dhhekmusnocmu (cm. coomeemcmeyouwue KiuHudecKue
peKomeHoayuu).
Yacmoma uccredosanuii 8 OUHAMUKE ONpedensemcs KIUHu4yeckou cumyayueu. /s OuazHOCmuKu
aHeMuu 6 Oemcmee UCNONb3YVIOMCA 603PACMHblE 3HAYEHUs 2emo2lobuna no oanHvim BO3 (cm.
npunoogicenue A3.16). Iloopoono anemust npu XBIl paccmampusaemcs omoenvro (cm. Knunuueckue
pexomenoayuu Anemusi npu XxpoHuueckou bone3nu nouex) [79].
. Pexomennyercs y nereii ¢ XBIl 06e3 ycraHOBIEHHOro auarHosa aHemMuu ypoBeHb Hb
(MccnenoBanue ypoBHSI OOIIEro reMorjioOMHa B KPOBHM) KOHTPOJIMPOBATH HE pexke 1 pasa B rog y
nauueHToB ¢ XbBII 3 cT., He pexe 2-X pa3 B rog y nauueHToB XbII 4-5 cT. ¢ 1enbo CBOEBpEMEHHOTO
BbIsIBIICHUs anemuu [121].
(YYP C; YAA5)
KommenTapuii: o6siuno ne peoice 1 paza 6 3 mecaya y mex, kmo Hyxcoaemcs 6 ouanuze. Yacmoma
usmepenus Hb moscem onpedenamuvcs KiuHudeckou cumyayueti y nayuenmoa ¢ XbI1.
. Pexomennyercs quarnoctupoBaTh aHemuto y aereit ¢ XbBII, ecau konnentpanus Hb vike 110
I/1 'y neteu ot nomyronaa o S5 net, nwke 115 r/ny gereit 5-12 ner u umke 120 r/n y nereit 12-15 ner ¢
LIETIBI0 CBOEBPEMEHHOM KoppeKkuuu [77].
(YYP C; YOI 5)
KommenTapmii: V demeti 6e3 ycmanosnennozo ouacnosa anemuu yposeHv Hb donowcen uzmepsamocs
He pexce | paza 6 200 y nayuenmog ¢ XbIl 3 cmaouu, ne pedxce 2 paz é 200 y nayuenmos ¢ 4-5
cmaouamu XBII u ne peowce 1 pasa 6 3 mecaya y nayuenmog na 3IIT. Yposenv Hb credyem uawe
uMepAms o KIUHUYeCKUM NOKA3AHUAM U Y Oemell ¢ ouazHocmuposannot anemueti npu XbI1. Anemus
ouaenocmupyemcs y oemeti ¢ XbII, echu xonyenmpayus Hb nusce 110 o/n y demeti om nonyeooa 0o 5
qem, Hudxce 115 e/n 'y demeti 5-12 nem u nuxce 120 e/n y oemeti 12-15 nem.

Koumponv yposusa Hb crnedyem nposooums o0un pas 6 Heodenio npu noobope 0osvrt ICC u
nepesode ¢ snosmuna bema** na oaposnosmun anegha™*, 3amem ooun pas 6 2 Hedenu, HO He pedice

00H020 pasa 6 mecAay.



Y nayuemmos ¢ npedouanuznvimu cmaousmu XbBII, xouwmponv yposus Hb na ¢one
noooepacusaroujeco nevenuss ICC credyem nposooums He pedce 00HO20 paza 8 3 mecaya. Y
nayueHmos, KoOmopuvlm nposooumcs 2emoouanus, yposeno Hb na ¢one noodepocusarowezo nevenus
ICC crnedyem nposooums He pedice 00HO20 pa3d 8 MecCsy.

. Pexomennyercs manventam ¢ XbBIl u anemueil omnpenenuts €€ NMPUYUHY, HE3aBUCHMO OT
cranuu XbII umu nmotpedHoctu B 31T, ecnu ypoBens Hb cocraBnsier <110 r/n (<105 r/n y gereii <2
JIeT) WKW TpPH Pa3BUTHH CHUMIITOMOB, CBsi3aHHBIX ¢ aHemued (MccnemoBanue ¢eppuTHHA KPOBH,
Omnpenenenue koddduimenta HaceieHus: Tpancheppuna xenezoM (TSAT), MccnenoBanue ypoBHs
ButamuHa B12 (1manokoOanamuH) B KpoBH, MccnenoBannue GoiareBoil KUCIOTHI B CBIBOPOTKE KPOBH)
C IENBI0 TUArHOCTHKW/ AuddepeHnanbHol auarnoctuku u nedeHus [80, 323, 324, 346 .

(YYP C; VIO S)

Kommenrtapuii: Anemus y oemeii ¢ XbI1 mooicem 6vimv 06ycnosnena ne monvko ¢ degpuyumom I110.
Deppumun col6OPOMKU OMPAdICAEN 3aNACHL HCeNe3d 8 OPLAHUIME, U €20 HEODX0OUMO NOOOEPIAHCUBAND
meoncoy 100 u 500 mke/n. Oonako smo ocmpogazoswviti 6ok, NOIMOMY pe3yabmamvl CILONCHO
unmepnpemupogams Ha Qore uHgekyuonHozo npoyecca. Pexomenoyemces 00Ho8pemeHHo npoeooums
uccnedosanue yposus C-peaxmusnozco 6enxka 6 cwigopomke Kposu. Hacviwyenue mpancgeppuna
ompaoicaem KoIu4yecmeo dicene3d, OOCMYNHO20 O/ OPUMponod3a u 0oadcHo ovims >20%.
Abconromusiti  dehuyum dcene3a — Mo obwee CHUNCEHUe 3aNndco8 icene3d 8 OpeaHusMe,
onpeoensemoe npu CcHudiceHuu @eppumuna coigopomku <I00 mxe/n. Memabonusm oiceneza
Hapywaemcs y nayuenmos ¢ XbII, ¢ uacmnocmu, u3z-3a nOBbIUEHHO20 YPOBHS 2eNCUOUHA (20PMOHA
newenu, Komopbulii nPpeoomepawaent 6bixo00 Jcee3d U3 KiemokK 3a Cuem CesA3bl8aHUsl ¢ IKCHOPMepoM
acenesa, gpepponopmunom) [81]. H36uimok eencuouna nooasisem abcopoyuio xcene3a u npusooum K
cexgecmpayuu dcenesa 8 Makpogacax u 2enamoyumax, 4mo npugooum K OYHKYUOHATbHOMY
Ooepuyumy cceneza npu XBII [82]. [lpu ¢ynxyuonanvnom oeguyume cyuwjecmsyem nompeoHOCms 6
bonbulem Konuyecmae xceneza 0Jis noodepaicanus cunmesza Hb, uem moowcem 6blc60600umvcs uz deno.
DYHKYUOHANbHBIL  Oehuyum  dcene3a OUASHOCMUPYEMCsi HA  OCHOBAHUU VPOBHA  (heppumuna
coigopomku (>100mxe/n), TSAT (<15-20%), koauuecmeo eunoxpomuuix spumpoyumos (>5-10% npu
Hopme <2,5%). [lannvie uccredosanus HeoOX0O0uMvl OJisi OYeHKU cmamyca oOMeHa dwcenesd,
ouazHocmuku e2o oepuyuma u NPOSHOZUPOBAHUS. IPUMPONOIMULECKO20 OMEEMd HA MePanuo
JHcenezom.

Ilpu unmepnpemayuu ypoeus ¢heppumuna ciedyem HOMHUMb, YMO OAHHBIN NOKA3AMENlb
nosviulaemcs npu 60CnarumenbHom npoyecce. Ilockonvky eppumun saersemcs ocmpo@azvim
benrkom, OuazHocmuveckoe 3HAYeHue ciredyem OYEeHUBAMbCs OMIAUYHO OMm NAYUEHMO8, He
CMpaoarowux XpoHuiecKuM 3a001e6aHuem noyex.

Hacvuyenue mpancgpeppuna (TSAT) paccuumuvisaemcs no gpopmyne:



TSAT = Fe (mxkmonw/n) / 2 x mpancgheppun (mkmonw/n) (%)

Hedpuyum ¢ponamos u eumamuna B12 — neuacmas, HO 8adCHAs KOppeKmMupyemas NpuyuHa
anemuu, 0ObIYHO COYeMarouweticsi C MaKkpoyumosom, y nayuenmoe ¢ XbII.
. Pexomennayercs Bcem mamuentam ¢ XbIl/mpusnakamu XBII mpoBeneHue aHaim3a KpOBH
ouoxumuueckoro oomerepaneBtuyeckoro (MccnemoBanue ypoBHS — KpeaTMHMHA B KPOBH,
UccnepoBanue ypoBHS MOYEBHMHBI B KpoBH, McciepoBaHue ypoOBHsS XOJECTEpHUHa B KPOBH,
UccnepoBanue ypoBHsS  TpPUIJIMLEPUIOB B  KpoBH, VcciienmoBaHue ypoOBHS — XOJIECTEpHHA
JIUIONPOTENHOB BBICOKON IUIOTHOCTUM B KpoBH, VccienoBaHue ypoBHSI JHUIONPOTEHHOB B KPOBH,
HccnenoBanue ypoBHSI XOJECTEpUHA JIMIONPOTEMHOB HU3KOW IIOTHOCTH, MccnemoBanue ypoBHS
dbochomunmaoB B kpoBu MccnemoBanue ypoBHS Kalus B KpoBH, McciemoBaHue ypoOBHS HATpUs B
kpoBu MccnenoBanue ypoBHsI oOlIero KajbliMs B KpoBU, MccinenoBaHue ypoBHS HEOPraHMYECKOTO
docdopa B kpoBu, OnpeienieHre akTMBHOCTH 1e104HOM docdarassl [78]
YYPC; YOI 5)
Uccnenosanue ypoBHs obiiero 6enka B kposu [88] (YYP C; Y 4),
uccaeaoBaHue ypoBHs ansoymuna B kpoBu [87] YYP B; Y 3),
HccnepoBanue ypoBHs MOYEBOM KUCIOTHI B KpoBH [89, 3251 (YYP C; Y 4),
UccnenoBanme ypoBHs oOmero Ounupyouna. HMcciaemoBanue ypoBHS OunnpyOuHA CBS3aHHOTO
(KOHBIOTUPOBAHHOTO) B KpoBHW,  McciemoBanue  ypoBHA — OwiMpyOMHa  CBOOOJHOTO
(HEKOHBIOTUPOBAHHOTO) B KpoBH [86, 325, 326]
(YYP B; Y1 3),
OmpesieNiecHue AaKTUBHOCTH acmapTaTaMUHOTpaHCcdepa3bl B KpPOBHU, OIpEIelIeHHEe aKTUBHOCTHU
aTaHMHAMUHOTpaHcdepassl B KpoBH [83, 327, 328, 329]. (YYP C; YA 5),
UccnenoBanue ypoBHs xsopa B kposu [4, 330]. (YYP C; Y 4),
UccnepoBanue ypoBHs ritoko3sl B kposu [89] (VYP C; Y 4),
HccnenoBanue ypoBHs C-peakTuBHOro Oenka B kpou [84, 90] (YYP B; Y/ 2)
JUTSI OTICHKU CTETICHH BBIPAXKEHHOCTH a30TE€MUU, BBISBICHUSI DJIEKTPOJIUTHBIX HAPYIICHUH, HAPYIIICHUI
OenkoBoro oOMeHa, OOMEHa kemne3a, KaJlbIHUi-PocPOpHOro OOMEHa, THUIMEPIUMUACMHU C IEJIbI0
JUArHOCTUKU MPOTPECCUPOBAHMS TTOUYEUHOTO Tpolecca, ocnoxkHeHuid XbII, KOHTposst B AMHAMUKE B
npouecce neyeHus [4, 78, 83, 84, 85, 86, 87, 88, 89, 90].
(YYP C; YA 5)
KommenTapmii: Yacmoma uccnedosanuili 6 Ounamuke onpeoensiemcsi KIUHUYECKOU CUumyayuel.
Mouesuna u kKpeamunun cbl8OpOMKU KPOBU 0ObIYHO UCNONIL3VIOMCS 8 KAYecmee MapKepos noueyHol
ouc@yHKyuu, Ho HaKonjieHue ypemuyeckux mokCuHo8 auus yacmuyno koppenupyem co CK® y demeii
¢ XBII [91]. Tepmun «azomemusiy UCnoivb3yemcs 01s 0003HAUEHUs NPUCYMCMBUS «YPEMUUECKUX

MOKCUHOB8), mozoa Kax mepmun  «ypemusr» 00bIYHO OMHOCUMCA K KAUHUYECKUM NpOABIEHUAM



asomemuu. XBII yacmo cefazana ¢ HapyweHUsAMU MUHEPAIbHO20 U KOCMHO20 0OMeHa, Komopvle
MO2ym NPOsBIAMbCsL U3MeHeHueM memabonuzma xanvyus u pocgopa. [92]. Yposens obueco benxa u
anbOymMuHa mMocym Oblmb CHUMCEHbl KAK NPOSGIEeHUS HAPYULEHUL HYMPUMUBHO20 CMAmycd, max u
meueHus1 XpoHuueckoeo 3abonesanus nodex, npuseouteii k XbIl. B nacmoswee épems arbOymuHn u
npeanbOyMun 0OObUWE He CYUMAIOMCSA 3HAYUMbIMU Ouomapkepamu O0as ouachocmuxku BOH.
Heeamusnvlie omknonenus 6enkos ocmpoil @asvel, mMaxkux Kaxk aibOYMuH, npearboOymun u
Mpancgheppun, He ompaxtcarom uUsMeHeHull HympumueHo20 CMamyca U 3a8Ucsim om GblpadiCeHHOCmU
B0CNANIEHUSl, BOOHO-2IEKMPOIUMHO20 bananca u opyaux ¢axkmopos. H3-3a nomepu maccovl He@hpoHos
XBII yacmo npugooum K HeaodekeamHol No4euHou OSKCKpeyuu Kanusa. | unepkanuemusi saensemcs
00WeNnpUHAHHBIM (DAKMOPOM PUCKA APUMMULL U OCMAHOBKU cepoya U npeockazyemo eedem K boiee
gvicokou cmepmuocmu [93, 94]. Iloeviwenue xonyenmpayuu CPL 6 kpoeu npu XBII moorcem
ceUdemenbCcmeosams 0 medeHuu UHQEeKYUOHHO20 npoyecca U nopajceHuu muokapoa. Oouaxo
ocmaemcs Heu3gecmuviM, @ausem au ouciunudemus y oemeti ¢ XBIl na cepoeuno-cocyoucmyro
3abonesaemocmv u cmepmuocmv. KDIGO pexomendyem oOuemuueckue mepvl U KOHMPOIb MACCHL
mena 8 Kauecmee nepeou JNUHUU JeyeHus ouciunuoemuu y oemet. H3-3a oueHb ocpanuyeHHo2o
KOIUYecmea OOCMYNHbIX OAHHbIX He PeKOMEHOYemcs UCNONIb308aMb 2UNOIUNUOeMUdecKue cpedcmaa
(cmamunst) y oemeti ¢ XBbII 6 6o3pacme 0o 10 nem [95].

. Pexomennyercs Bcem manumentam ¢ Xbll/mpusnakamu (yrposoii) XBII ounenumBare CK® nHa
OCHOBE CHIBOPOTOYHOT'O KPEaTHHWHA U MMEPEMEHHON pocTa M0 «IPpUKpoBaTHOW» («bedside») dpopmyre
[Bapua (2009) u popmyne Bapa-JInona (2012) ¢ uenpto quarHoctuk win Mmonutopunra XbII, a
TaKXe OLIEHKHU IPOrHO3a B KIIMHUYECKOH MpakTuke [6, 96, 97, 98, 99, 100, 101, 102].

(YYP B; Y1 3)

Kommenrtapuii: CK® sgisemcs nokasamenem @yHKyuu noyex u onpeoensemcs KaK KOAudecmeo
nuazmvl, Quibmpyemol Nnoukamu 6 meueHue OnpedeseHH020 Nepuood 6pemeHu (00bIYHO O0O0HOU
Mmunymut). 300pogvie oemu maaowe 2 nem umerom gusuonocuvecku 6onee nuzkyio CK®. CK® pasua
cymme ckopocmell urbmpayuu 6cex GyHKYUOHUPYIOWUX HeDPOHOS U, C1e008amMeENbHO, KOppeaupyem
C KOUYeCmeom (yHKYUOHUPYIOWUX HePPOHO8. 300p0o6ble NOUKU 001A0aA0OM 3HAYUMETbHBIM PEe3EPEOM
013 noodepxcanusi aoeksammuou CK® 6 paznuunvix guzuonocuueckux ycnosusax. Qbnaoas ocpomHuim
OuonocuueckUM — NPeuMyujecmeom,  (QYHKYUOHANbHLIL — «U30LIMOKY  He@poHO8  3ampyoHsem
KAUHUYECKYIO OYeHKY pannux cmaouti XBIl. Dmo cesazano ¢ mem, umo HenopajicenHvlie He@poHbl
CHOCOOHbI  KOMNEHCUpO8amv  nospedxcoenHvle He@poHvl. Moocem 803HUKHYMb  eunepmpodus
ocmasuuxcs He@hponos, umo npusedem K yacmuynomy goccmarogienuro CK®. Cnedoeamenvro, Hem
JIUHEUHOU Koppenayuu medxcoy nomepei Hedporos u nomepeii CK® [103, 104]. Cexkpeyus
KaHanbyego2o Kpeamununa yeeauyueaemcsi npu cHudxcenuu CK®. Cnedosamenvho, Kiupeuc

kpeamununa modcem 3asviuiamv CK®D y oemeii ¢ XBII. [lpyeue oepanuuenusi cvl8OpomouHo20



KpeamuHuHa Kaxk Mapkepa (yHKyuu noyex 6KIUarom e20 3d8UCUMOCMb OM MbIUEYHOL MAcCCbl U
@uzuueckoti akmuenocmu. MHuozue ¢pusuonocuveckue eewecmsa u JeKapcmea Meuwlaom aHaiu3y
kpeamununa [105].

Tpaouyuonno ucnonvzyemasn ¢opmyra Ileapya (1976) u Kynaxana-bappama, (1976)
KOMOopas, paccuumoul8aidcb HA OCHOBE KPeamuHuHd, USMepeHHo20 HeCcmaHoapmu3uposaHHbIM
memooom Aghgpe, npusooum «k 3asviwenuro 3suavenuii. pCK®. Hcnonvzosanue 6 0opucuHanbHoll
dopmyne lsapya (1976) kpeamununa, usmepeHHo20 ¢ NOMOWBIO MEMOOUK, CIAHOAPMUSUPOBAHHBIX
nO MAHOEMHOU MACC-CNeKMpoOMempuu ¢ U3omonuvim pasoaenenuem — IDMS (isotope dilution mass
spectrometry) npusooum « 3agviuienuro ucmunuoi CK® na 20-40% [107].

Hna  uckmouenus Hemounocmetl npu oyenke CK® credyem ucnonvzosame «Bedsidey
(npuxposammnas) ¢opmynel Illeapya Ha ocCHOBaHUU 3HAYEHUL KPEAMUHUHA KPOBU, USMEPEHHO20
OHZUMAMUYECKUM Memo0oM U cmanoapmusuposanuvim no IDMS [96, 97]:

PCK® =36,5 x Ht/ Crp (7)
20e, Ht—pocm (cm), Crp — KOHYeHmpayus KpeamuHUHa 6 Cobl8OPONKe Kpoeu (MKMOJ1b/1).

V. De Souza et al. 6 2012 2. «npuxkposamuasn» gopmyra llleapya 6vina moouguyuposana,

noayuus nazeanue Llleapya-Jluona (Schwartz—Lyon, ¢popmyna 10) [99].

PCK® =k x Ht/ Crp
20e, k — 6o3pacmnoil KoIgppuyuenm nepecuema (0141 0esouek 6cex 603pacmos u manvuuxkos <I3
aem — 32,5; ona manvuuxoe 213 nem — 36,5), Ht — pocm (cm), Crp — KOoHyenmpayua KpeamuHuHa
Cbl8OPOMKU KPO8U (MKMOJIb/1).

«lIpuxposamnasny Gopmyna Ileapya u ¢opmyna I[lleapya-Jluona eanuduposanvl 8
neouampuueckou nonyasiyuu ¢ XbIl 2-4 cm., a agpghexmusnocms smux ypasHenuil y 300pogulx Oemeii
Heuzeecmua.

Cnedyem noouepkHymo, 4mo 1abopamopHoe usmepenue KOHYeHmpayuu OCHOBHbIX IHO02EHHbIX
maprepoe CKD oondicno 6vime cmanoapmuzuposano ons kpeamununa no IDMS [98, 108].

Ecnu onpeodenenue kpeamununa Kpou ocyujecmeniemcs cmanoapmu3uposaHHblM Memooom
Agghe, HeobXxoO0umo nomHums 0 NCe8OOXpomozeHax (enoxoze, Ounupybume, psode Opyeux bema-
JIAKMAMHBIX AHMUOAKMEPUATbHBIX NPenapamos (yeghaiocnopuros 1-20 noxonenus, yeghaiocnoputos
2-20 nokoneHus, yeganocnopunog 3-20 NOKoNeHus, Ye@arocnoIpuHod 4-20 NoKoneHus) u op.),
Komopble MO2ym uckadxcams e2o ucmunuvle 3Hauenus. CywecmeenHvle OWUOKU 8 UMepeHuu
KpeamuHuna mo2ym Obimb 6 JIUNeMUYecKOU U 2eMONUSUPOBAHHOU CblBOPOMKe, HOIMOMY HU
SH3UMamMuyecKui Memoo, Hu peaxyus Agge ne oondichvl ucnonvzosamscs 6 dannou cumyayuu [109].

Kpamnocmo uccnedosanuii onpedensemcs KIUHU4eCKOU cumyayuetl.

. PekoMeHyeTcss CeleKTHBHOE, NMPU BO3MOXHOCTH, HCCIeIOBaHUE ypoBHs IuctatmHa C B

KPOBH B KaueCTBE MOATBEPKAAOMNX TECTOB, eciii CK® no ypoBHIO KpeaTHHUHA B CHIBOPOTKE KPOBH



AT MEHEe TOYHBIA pe3ynbTaT C IEJbI0 JOMOTHUTEIBHOW MUarHOCTHKU / MoHuTOpuHra XbII u
OILICHKHU MPOTHO32a B KIIMHUYECKOM npakTuke [96, 97, 108].
(YYPC; Y 4)
KommenTapmii: Cwuisopomounviti yucmamun C — 00un u3 Hauboiee WUPOKO UCNOTb3YEMbIX
anbmepHamusHolx ouomapkepos 0as oyeuku CK®. [ucmamun C, 6 omauuue om KpeamuHuHa,
npooyyupyemcs 6cemu A0pOCOOEPHCAWUMU  KIeMKAMU U He 3A8UCUM OM MbIUEYHOU MACChl.
Dopmynvl Ha ocrose yucmamuna C 0cobenHo noaesnvl 0Jisk Oemell ¢ ROHUNCEHHOU MbIULEYHOU MACCOIL.
Il ucknouenus nemounocmeti npu oyenke CK® pexomendyemcs ucnoavzosanue CKiD ¢gopmyny,
grroyarowyio 3nadenus yucmamuna C (U3MepeHHO20 ¢ NOMOWbIO MYPOOOUMEMPULECK020 Memooa) U
azoma mouesunwl [95, 97]:

pCK® = 39,1 x [Ht/Crp]*'6 x [1,8/Cys C]**** x [30/BUNJ]*'%° x [1,099]* x [Ht/1,4]%"38
20e, Ht — pocm (m), Crp — KOoHuenmpayua KpeamuHuHa cvleopomku Kpoeu (m2/on), Cys C —
yucmamun C (me/n), BUN — azom mouesunvt (M2/01), * — ucnonvzyemcsa moabvKko 0,11 Maa1b4UKO08.

Taxoce GJ Schwartz et al. (2012) pazpabomanu oonogpaxmoproe ypaeuenue pacuema CK® na
ocnoge yucmamuna C [101]. Januas ¢popmyna umeem 8viCOKYI0 MOYHOCb!

PCK® = 70,69 x Cys C-0,931 (11)
20e, Cys C — yucmamun C (m2/n).

Cnedyem noouepknymu, 4mo 1abopamopHoe uzmepenue KOHYeHmpayuy OCHOBHbIX IHOO2EHHbIX
mapkepos CK® oonxcno 6vims cmanoapmuszuposano: oas yucmamuna C no IFCC (International
Federation of Clinic Chemistry — cmanoapmusuposannozo kanubpamopa ERMDA471) [98, 108].

GJ Schwartz et al. yemanosunu pCK®@yuc modcem 6bims MmeHee MOUYHOU MOAbKO NPU OOHOU
nepemMeHHOU, 00bACHAIOWEU AHOMANbHbIE 8bIOPOCHI NOKa3amesnel paciemuou, npu OOnbUoU macce
mena. Pacoesvle pasnuuus, evicokoe AJl, yposeHb anbOymuHa u npumeHeHue 2n0KOKOPMUKOUOO8 He
enustom Ha ypoeenv pCK®D na ocnose yucmamuna C [101].

Koagpguyuenmol nepesooa eounuy uzmepenuss uz MempuyecKol cucmemsl 8 MelcOyHaApOOHYIO

cucmemy eounuy (CH) — 6 npunoscenuu A 3.14.

B 2021 200y C.B. Pierce u coasm., ucnoav3ys 6a3y nayuenmos ucciedoganus CKiD,
paccuumanu Hnoeyio gopmyny — CKiD U25 (CKiD under 25), xomopyio npedcmasuiu 6 08yx

sapuanmax. Ha ochoge kpeamununa u yucmamuna C [331, 332].

CKiD U25 na ocnose kpeamununa:

PCK® =k x (pocm (m) / Scr)

THocmosnuwiil ko3¢huyuenm ons auy mysxccxkoeo noaa: k = 41,8
THocmosnuwiil ko3¢hhuyuenm ons auy sxHneunckozo noaa: k = 37,6

Bo3pacm-3asucumutii Korgppuyuenm ona nuy myszncckozo nona:
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1 —<I2nem: k= 39,0 x 1,008¢wacm=12)

12— <18 nem: k = 39,0 x 1,045(pacm=12)

18 — <25 nem: k = 50,8

Bo3pacm-3asucumplit Koaghpuyuenm ona auy HcemHcko2o noaa:
1—<I2nem: k= 36,1 x 1,008¢#m—12

12— <18 nem: k = 36,1 x 1,023(wacm~12)

18 —<25nem: k=414

Scr — KoHyenmpayus KpeamuHuHa 8 CblBOPoOmMKe Kposu (me/on)

Jna pacuema UCNONIL308AMb coomeemcmeayrowuil KANbKyaAamop CK®D

(https://gxmd.com/calculate/calculator 822/ckid-u25-egfr-calculator, https.//kidney.wiki/gfr-

calculator/), 8 Komopom donycmumo ésedenue 3HAYeHUss KpeamuHuHa 8 Me/0 Ui MKMOJIb/.

CKiD U25 na ocnoge yucmamuna C:

PCK® =k x (1/CysC)

THocmosinuwiil kKod3¢huyuenm ons auy mysxcckoeo noaa: k = 81,9
THocmosinuwiil kKod3¢hhuyuenm o auy sxncenckozo noaa: k = 74,9
Bo3pacm-3asucumutii Korghpuyuenm onsa nuy mysz#cckozo nona:
1—<15nem: k=872 x 1,01]wacm=19

15— <I8 nem: k = 87,2 x 0,960 »acm 15

18—<25nem: k=771

Bo3pacm-3asucumbotii Korghhuyuenm ona nuy rHcenckozo nona:
1 —<I12nem: k=799 x 1,004wacm=12

12— <18 nem: k= 79,9 x 0,974 racm=12

18— <25 nem: k= 68,3

CysC — konyenmpayus yucmamuua C 6 coigopomke Kposu (me/1)

na pacuema ucnonvzoeams coomeemcemayiowui kanvkyaamop CK® (cs. sviute).

@opmyny CKiD U25 payuonanvho ucnonvzosams y oemetl u noopocmkos ¢ XbII (so3pacm 1-
25 nem), a makaice y Mon0oowvix 83pociavix 00 25 nem ¢ oedbromom XBII oo 18 nem. [lpu smom gpopmyna

He pexomenoosana 05 oyeHku CK®@ y 300posvix auy [333].
Ocobennocmu oyenku CK® y oemeii pannezo 6o3pacma

CK® y mo60podcOeHno2o ygenuuusaemcs ¢ 603pAcmoM, 4mo 00YCIO08IEHO U3MEHeHUAMU
2eMOOUHAMUKU 8 NOCMHAMANbHOM nepuooe, NpoO0OoNNCAIOUUMCA HeppoceHe30M Y HeOOHOUEeHHbIX

HOBOPOJCOEHHBIX, CMAHOBNIEHUEeM QUIbMPAYUOHHOU GYHKYuU nodek K 2-m 2codam. B nacmosawee
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spemsi 8 Kavecmee Hauboniee npuemaemol @Gopmynaou 0asg  OOHOULEHHBIX HOBOPONCOEHHBIX
npeonacaemcs popmyra Cmumc (pCKDOCmumc) na ocnose gopmynvt [llsapya ¢ kosppuyuenmom
pasuvim 0,31 npu uccredosanuu kpeamununa 8 me/on (27,4 — 6 mxmonwv/n[r42]) [334].
o Pexomennayercs Bcem netssm co CKD <60 mn/mun/1,73 M> (wm camwkenneM CK® Gonee yem
Ha | cTaHJZapTHOE OTKJIOHEHHWE OT OKUIAAEMOTO 3HAYCHHUs JJIi COOTBETCTBYIOIIETO BO3pacTa M I10JIa)
WIM ¢ TpPU3HAKAMU TMOPAKCHHS MMOYCK HM3yYeHHE aHaMHe3a, MPEABLAYIINX MOoKa3zarene (GpyHKuuu
MOYEK, TMPOBEACHUE aHAM3a KIMHUYECKON CUTYallMH C IENbI0 YCTAHOBJICHHS MPHYMHBI (TIPUUHH)
3aboseBanus moyek [6, 110].
YYPC; YIA5)
KommenrTapmii: ananusz xnunuueckotl cumyayuu 6xkaouaem OauHvle 0 6HYMPUYMPOOHOM pa36UMuUL,
JIEKAPCMBEHHLIX B030€liCMBUAX HA NA00 U HA MAmb, 2eHeMU4eCcKUxX HapyueHusx, aHOMAIUsIX
Pazeumusi Opeano8, pe3yibmamvl QU3UKATILHO20 00C1e008aHUsl, 1AO0PAMOpPHbIE NOKA3amMenu 60
BHYMPUYMPOOHOM U NOCMHAMATLHOM Nepuoodax (6KuOHaAsi AHAIU3 AMHUOMUYECKOU IHCUOKOCHIU
(uccredosanue aMHUOMUYECKOU HCUOKOCMU — HAUbOIee 4acmo NpPoBOOSAMCA. YUMOLEHEMUYEeCKoe
uccnedoganue  AMHUOMUYECKOU  HCUOKOCMUY, — XPOMOCOMHbBIL — MUKDOMAMPUYUHBILL  AHATU3
AMHUOMUYECKOU JHCUOKOCMU, OUOXUMUYECKUT AHATU3 AMHUOMUYECKOU JHCUOKOCMU)), pe3yibmamsl
BUZVATUBUPYIOWUX — UCCTIEO08AHULL 6 Npe- U NOCMHAMATLHOM Nnepuode, a maxice OaHHble
namomopghorocuteckux Uccie008aHull, 8 mom Yucie niooa u naayeHmel.
. Pexomenpayercs npoBeaeHue o0mIero (KIMHUYECKOT0) aHanm3a Moyl BceM mnaruentaM ¢ XbII
U B IUHAMUKE C LEIbI0 KOJUYCCTBCHHOH OLICHKU O€liKa, OPUCHTUPOBOYHOW OIICHKE BOCHAJICHHSI 110
XapakTepy U3MEHEHUN B MOUEBOM ocajke [78].

YYPC,YAA5)

KommenTapmii: uyacmoma uccnedoeanus npu OUHAMUYECKOM HAOIIOOEHUU Onpeodensemcs

KAUHUYECKUM medeHuem 3a001e8aHus.
. PexoMeHnyercss yCTaHOBUTH BBIPAXKEHHOCTh anbOyMuHypun (OmpeneneHne KoaudecTBa Oenka
B CYTOYHOM MOY€) B COOTBETCTBUHU C u3BecTHbIMU KpuTepusimMu XBII (paznen 1.5 Knaccudukanus
3a0osieBaHus) s cTpaTtudukanuy prcka nporpeccuposanust XbII [6, 110].
YYPC; YIAS)
KommenrTapmii: xkamecopus anvOymuHypuu Cuysicum GadcHbIM Npeouxmopom ucxooa. /s ecex
kamezopuii CK® noxazano cmynenuamoe ygeiuueHue pucka npu HOBbIUEHUU BbIPAHCEHHOCHU
ANLOYMUHYPULU, NPU IMOM KAKO20-TUOO YEeMK020 YCMAHOBLEHHO20 NOPO20B020 3HAYEHUSL Hem.
Oonaxo y demeiti ¢ XBII npu obnapysicenuu 110601 namoiocudeckoll SKcKkpeyun Oeika ¢ Moot

He3a8UCUMO OMm MApKepo8 HeoOXO00UMO YUUMbI6AMb paziuyue Nokasameieui 6 3d8UCUMOCTU OMm
gozpacma, noida, cmaduu NOL06020 pa3eumus u/uiru pamepa meina (pocma, maccel mena, UMT),

B03MOMNCHOCMb  NPeodIA0aHUus CcKopee KAHANbYeol, YeM 2NOMEepYIAPHOLU  NpOMmeuHypuu 6



3agucumocmu  om npeocyujecmeyoweeo 3abonesanus. Taxoxce y Oemeu ¢ XBIl mooucHo
OpUEHMUPOBAMbCA HA NPOMEUHYPUIO MECTO AlbOYMUHYPUU.

YV nosopooswcoennvix u Oemeil pamHeco 6o3pacma Oonyckaromcs 6onee BblCOKASL KAK
2NIOMepYNIAPHAs, MAaK U KAHAIbYesdas NPOMmeuHypus u3-3a He3perocmu NPOKCUMANbHLIX KAHAbYES,
omeseuarowux 3a peabcopoyuro denxos. Ilpubausumenvrvie 3xkeusarenmol 0as omuowenutt An/Kp u
Ob/Kp 6 moue y Oemeil Oau3Ku, HO He UOEHMUYHbL 3HAYEHUSIM, HPUBOOUMBIM O] B3POCIIbIX.
Jluanazonvr Hopmanvuwix 3Hauenuli apvupytom. A. S. Brem (1981) npeonosxcun cuumamo
npuemneMbiM YpoeeHs npomeunypuu 6 npeoenax 6-8 me/m’/u unu >240 me/m/cym. 'V Oemeii <6
mecsayes, HOPMAIbHble SHAYEHUS AlbOYMUHYPUU OJIs1 3M020 803pacma Heussecmuwvl [111].

Hopmanvusie ypoenu cymounou sxckpeyuu Oenka y Oemeti 8 6o3pacme 6-24 mecsayeg
cocmaensiom <4 me/m*/u (<150 me/M>/cym) npu uccredosanuu cymouHoli Moy, 6 mo épems Kax 6
nepeoii npobe ympenHeti Mo4u HOpmMaivubim cyumaemces yposenv Ob/Kp <500 me/e (<50 me/mmony).
V 0emeii cmapwe 24 mecayee smu 3uavenus cocmaensiom <4 me/m?/u (<150 me/m*/cym) 6 cymounoii
moue, Ob/Kp <200 me/e (<20 me/mmons) 6 nepgoti nopyuu ympernueu mouu, uiu An/Kp <30 me/e (<3
M2/MMOIb) 8 Nepeoll nopyuu ympeHnuel mouu. B nioboiti so3pacmmuoii epynne obwas nomeps beika c
mouoti >40 me/m*/u (>3 2/1,73 M /cym) cuumaemcs npomeunypuer Hehppomuueckozo ypoeHs,
snauenus 4-40 me/m’/u ompasicarom namonoz2uueckyro, Ho He «Hepomuueckyioy nomepio beixa [112,
113, 319].

Y oemeii 6 6ospacme >24 mecayes Ons onpedenenus kame2opuu «NPOMEUHYPUUY MONCHO
UCNOIb306aMb  YPOBHU, DEKOMEHOOBAHHble 8 PYKOBOOCMEAx OJisi B3POCHblX, 34 UCKIYEeHUeM
NOCMYPANbHOU NOMepU 210MePYIAPHLIX 0ENK08 (anbOyMUHa), m. e. OpMOCMAMU4eckol npomeuHypuu,
Haoarooarowetics y 2-5% noopocmros [114, 115].

Bzaumocssazv  medxcoy kamezopusmu  anbOYMuHypuu U NpomMeuHypuu npeocmagienda 8
npunodicenuu A3.15.

. Pexomennyercs uvame koHTponupoBaTh CK® u anbOyMHHYpHIO y MallMEHTOB C BBICOKHUM
puckom mporpeccupoBanus XbBII w/wim, Korga pe3ynbTaThl H3MEPEHUs JOKHBI YIUTHIBATHCSA TPH
Ha3HAYCHUM TEpaluy JUIsl OIEHKH CKOPOCTH TPOTPecCHpOBaHUS M 3(PPEKTUBHOCTH MPOBOIMMOIO
neyenus [6, 110].

YYPC; YIAS)

. Pekomenayercs Bcex marueHToB ¢ XbBII paccMaTpuBarTh Kak ITallUEHTOB C TIOBBIIICHHBIM
puckom pazsutust OIIIl ¢ 1enbl0 TPUHATHS CBOSBPEMEHHBIX MEP IO MPEAYNPESKICHUIO Pa3BHTHS
OINIl mpu WHTEPKYpPPEHTHBIX 3a00JEBaHHSIX WJIH TPH MPOBEICHUU HCCIENOBAHUN M MPOLETYp,
COIIPOBOXAAIOIINXCS MOBbIIEHHBIM puckom OIIIT [6, 110].

(YYP C; VI 5)



KommenTapwmii: XHII npusnana ¢haxmopom pucka pazeumusi OIIIl uz-3a s3nudemuonocuieckou
accoyuayuu medxcoy Humu [116, 117]. XBII sensemcs mownvim npeouxmopom OITII npu go3zdeticmeuu
KOHMPACMHBIX CPEOCm8, NPOBeOeHUU KPYNHBIX XUPYPUYECKUX BMeUAmenbCme, a makice npu Opyeux
meouyuncxkux cocmoanusax [118, 119, 120]. Ilpu eedenuu nayuenmos ¢ XBII u nogvlutenuvim puckom
OIlll na ¢one unmepxKyppeHmuvlx 3a001e6aHUL UTU NPU NPOBEOCHUU UCCAe008AHUL U Npoyeoyp,
conpogodcoarowuxca nogviueHuvim  puckom OIIIl, Heobxooumo credoéamv pPeKOMEHOAYUAM,
noopobHo onucannvim 8 Knunuuecxkux npaxmuuecxux pexomenoayusx KDIGO no OIIII [6, 110].

. Pekomenayercs uccienoBaHue YpOBHS OOIIETO KajblUsl B KPOBHM/ HCCIIEOBAHHE YPOBHS
MOHHU3UPOBAHHOTO KaJlbI[Usi B KPOBH, MCCIIEOBaHHE YpPOBHS HeopraHuueckoro Qocdopa B KpoBH,
OTpe/ieNieHuEe aKTUBHOCTH MIEIOYHON (hocdaTa3bl B KPOBH, UCCIICIOBAHUE YPOBHS IMAPATHPEOUTHOTO
ropMmoHa B kpoBu y Bcex aerert ¢ XbII, naunnas co 2 craguu, ais nuarnoctuku MKH-XBII, ouenku B
JMHAMHUKE U KOHTPOJIs JieueHus [122].

YYPC; YOI 5)

Kommenrapmii: V' nayuenmoe c¢ XbII, nonyuarowux neyenue om MKH-XBII, uiu y xomopuix
BbIABNIEHb  OUOXUMUYECKUE OMKIOHEHUs, YelecO00pAsHO YEenuyums ydacmomy uzmepenuti Ol
omcenedcusanus meHoenyull, d¢gexmusnocmu nevenus u nooounwvix d¢hpexmos. Ilamozenes MKH-
XBII 6ce ewe oanex om nonHo2o noHuUManus. Mzeecmno, ymo cyOKIuHU4YecKue U3MeHeHUss KOCMHbIX U
MUHEPATbHBIX OUOMAPKEPO8 MO2ym Oblmb 0OHAPYIHCeHbl HA OYeHb panuel cmaouu pazeumus XBII (na
cmaouu C2), 0o nadenust yposus xarvyumpuona [123, 124]. Oonum u3 maxux panux codovimuil
aensemcs nogvlutenue ypoeus FGF23, ¢ocpamonuna, npooyyupyemoco ocmeoyumamu, KOmMopbwlii
yeunusaem vigedeHue gocghama noukamu. Ponv nogviuennozo yposua FGF23 na pannux cmaousx
XBIl mooicem Ovimb 3auumHuol, NOCKOIAbKY OH, B6EPOSIMHO, NOMO2aem OmMCpOYums pazeumue
euneppocamemuu. OOHAKO NOCMENEHHOe CHUMNCEHUE KOAUYeCmea (OYHKYUOHUPYVIOWUX HepPOHOS8 U
oepuyum Klotho, xopeyenmopa FGF23, ¢ koneunom umoze nooaenaiom gocgpamypuieckuii d¢pgexm.
Taxum obpazom, FGF23. cnocobcmeyem paHuemy namoeene3y 8MOPUHHO20 2UNEPNnapamupeosd 0o
pazeumusi MUHEPAIbHLIX aHOMAnull 6 cvigopomke kposu [125]. ['unepgpocpamemus o06v1uHO
passusaemcs Ha 4 cmaouu XBII u cmumynupyem @Qynkyuio napawumosuoHvIX dHcenes, Umo
cnocobcmeyem 6mMoOpuUYHOMY eunepnapamupeosy. Hucmoiti 3¢hghekm s3mux cUCMEMHbIX USMEHEeHUl 8
couemanuy ¢ MeKywuMu Memooamu jleyeHus Moxcem napaodoKcalbHblM 00pazom npusecmu aubo K
upesmepHoll pe3opbyuu Kocmu, aubo k oopazosanuro kocmu. OOHAKO 8 CIYHAAX AGHO20 VEETUUEHUS
KOCMHOU MACCbl NPOYHOCMb KOCMEU 8Ce HCe CHUMNCAEMCs, NOMOMY YMO OMJIONCEHHble KOCHHble
KOJIA2eH08ble B0NIOKHA A6NA0mcs Hespenvimu [126].

. Pexomenpayercs y manueHtoB ¢ XBII C3a — C3b cT. MOHUTOPUHT HCCIEIOBaHUS YpPOBHS
00IIero KaJblus B KPOBU/HCCIICIOBAHUS YPOBHS MOHH3UPOBAHHOTO KAJIBITUS B KPOBHU, HCCIICTOBAHUS

ypoBHSI Heopranuueckoro ¢ocdopa B KpoBu, Kaxabie 6—12 mecsmes; a musa [ITI Ha ocHoBe



ucxonaHoro ypoBHs u nporpeccupoBanusi XbBII. IIpu XBII C4 cT. oleHMBaTh YpOBEHb CHIBOPOTOYHOTO
KaJlbIUsl M Heoprauumdeckoro ¢ocdopa xaxapie 3—6 mecsues, 1t [ITT kaxneie 6—12 mecsues. [pu
XBII C5 cr. (Brirowast C5D) MOHUTOPUPOBATH YPOBEHBb CHIBOPOTOYHOI'O KaJIbLIUS U HEOPTraHUYECKOIO
dbocdopa kaxapie 1-3 mecsna; asa [ITIN kaxnabie 3—6 mecsues. [Ipu XBIT C4 — C5D cr. onpenensith
aKTUBHOCTD IIEJI0YHOU (hocdaTazbl B KPOBU Kaxkple 12 MecsleB WM Yallle NPy MOBBIIICHHOM YPOBHE
ITI nns onenku B nunamuke MKH-XBIT u koutposs neduenus [122].

(YYP C; VIO S)

. Pexomennyercs mamumentam ¢ XbII C3a — C5D cr. ompenemsats ypoenb 25 (OH) D
(UccnenoBanue ypoBHs 25-OH  ButammHa JI B KpOBHM) C IeNbl0  OOHapyKCHHs
HelocTaTouyHoCTH/ euiuTa BUTaMuHa D, ¢ TOBTOPHBIM TECTHPOBAHMEM IIOKa3aTelsi HAa OCHOBE
HCXOJIHBIX 3HAYEHUH U TepaneBTUUECKUX BMEIIaTeNnbCTB [122].

YYPC; YII5)

Kommenrtapuii: FGF-23 ycyeyonsem oepuyum 1,25 (OH) 2 -eumamuna D, nanpsamyro uneudbupys
akcnpeccuio eena la-eudpokcunazel uepez axkmusayuio cuenanvhoco nymu ERKI1/2 [127].
Konyenmpayus 25 (OH) 2 -eumamuna D 6 cvieopomie kposu 0o1vicHa Ovimsb eviute 30 He / Ma Ha 6cex
cmaousx XBII [128].

. He pexomenmyercst omnpeneneHre OCHOBHBIX METaOOIMUYECKUX MapKepoB OOMEHa KOCTHOM
TKaHU (OCTEOKaJbIIMHA U OeTa-TeJIONeNnTHI0B KojutareHa) y nanueHToB ¢ XbII ans BesiBienus MKH-
XBII [129, 130].

YYPC; YII5)

Kommenrapmii: Omu nokasamenu 6onee 3nHauumvl 0ni onpeoeneHus 3¢hgdexmusnocmu mepanuu
MUHEPATbHO-KOCMHBIX HAPYUEHULL.

. Pexomennyerca nanmentam ¢ XbBII u3MepsaTs ypOBHM TOPMOHOB WIMTOBHIHOW JKEIIE3BI,
Bkitovast ceiBopoTounblii TTI (MccnenoBanne ypoBHs TupeorponHoro ropmona (TTIY) B kpoBu) u
coboanbiii T3 (MccnenoBanue ypoBHsA cBoOogHoro tpuiiontuponuHa (CT3) B kpoBH), a Takke
HCCTIEIOBAaHUE YPOBHS WHCYJIMHOINOA00HOTO poctoBoro ¢akropa I B xpoBu (MDP-1) no nHauana
tepanuu ComarponuHomM™* (pexkoMOMHaHTHBINA ropMoH pocta pI'P) [131].

(YYP C; YOI 5)

Kommenrapuu: Yacmoma uccnedosanuti 6 Ounamuke oOnpeoensemcs KIUHUYeCKOU cumyayuetl.
T'unomupeos u deghuyum 2opmona pocma mo2ym 6vi3b18amMs 3A0EPAHCKY pocma y oemell, He3a8UCUMO

om nexcauiel 8 ocnoge XbII.

2.4. UHCTpYMEHTAJIbHbIE TUATHOCTHYECKHE HCCIIeI0BAHNS

° PCKOMCH,HYGTCH YIBTPA3BYKOBOC HCCJICIOBAHUC IMOYCK, AYIIJICKCHOC CKAHUPOBAHUC apTepI/Iﬁ

MMOYCK, YJbTPA3BYKOBOC HCCICAOBAHHUC MOYCBOI'O ITY3bIpsA BCEM HNAUCHTaM C IIOJO3PCHUCM WIIN



nuarHoctupoBaHHol XBII ¢ 1enp0 JWArHOCTUKM MAaTOJIOTMYECKUX W3MEHEHHH, KOHTpOJS B
JTMHAMUKE, B T.4. JieueHus [6].

(YYP C; YAAS)

KommenTapmii: Yacmoma uccredosanuil 6 Ounamuke onpeoensiemcss KIUHUYECKOU CUumyayuel.
Vavmpaseykoeoe uccredosanue novex nozeonsiem yCmMamosumv UX pazmepul, NOJOdCEHUe,
ocobennocmu cmpoenus, oyeHums cocmosiHue naperxumvl u HJIC nouex, evipasdceHHOCMb
Heghpocknepo3a, a makdice 3an0003pUmMb COCYOUCHble AHOMAIUU, KOMOpble MO2Ym Obimb NPUYUHOT
8A30PEHANILHOU 2UNepmeH3Uul (CmeHo3 No4edyHou apmepuu, mMpomoOO3 MALUCMPATLHLIX NOYEYHBIX
cocy008). /[ynnekcrhoe ckanuposanue apmepuil NoYeK oyeHusaem coCmosHue peHalbHo20 KpOBOMOoKd.
IIpenamanvuas yibmpaseyko8as OUACHOCMUKA MOXNCEM  GblAGUMb HOBOPONCOEHHBIX C PUCKOM
pazeumus XBII, ocobenno eciu ecmv anomanuu 0oeux noex.

Ilpu ynempazeykosom ucciedosanuu ciedyem cpagHums USMEPEHHYI0 OJIUHY KAXHCOOU NOYKU C
HOPMAMUBHbIMU 3HAYEHUAMY, coomeemcmeyrowumu eospacmy. Pazumep nouex memnvuie Hopmbi
yKazvleaem Ha ymMenvbuleHue maccovl novek uz-3a BAPMC (nanpumep, eunonnasuio nouex), meoieHHbll
POCm Ui NOMepIo NOYEYHOU NAPEHXUMbL, CEA3AHHYIO C OCHOBHBIM 3a00.1e8aHUeM UTU MPABMOU.

Taxoice mocym 6vimb 0OHAPYCEHbI MaKUe AHOMANUU KAK: OOHOCHOPOHHASAA azeHe3usi NOYKU,
CAUBUAACS, 00ILYAMASL U NOOKOBOOOPA3HAS NOYKA, OUCNIA3USL NOYKU, 00DABOUHASI NOYKA.

Jlemu ¢ 6poscOeHHOl eOUHCMBEeHHOU NOYKOU noodsepaicenbl pucky crudxicenus CK®. @axmopul
pucka cHudcenus CK® onsa eduncmeennol nouku 6KI04arom OONOIHUMENbHbIE AHOMAIUU NOYeK U
MOUeBbIBO0AWUX Nymell U OAUHY NOYKU, He COOMBEeMCMEYIOWYI0 0HCUOAEeMOU KOMNEHCAMOPHOU
aunepmpoghuu.

. He pekxomeHmyercs mpoBeAeHHE O0030pHOW peHTreHorpaduu  IMOYeK, SKCKPETOPHOMN
yporpa¢uu, MarHutHo-pe3oHaHcHOM ToMorpaduu (MPT), xomnbrotepHoit Tomorpapuu (KT) wmnm
M30TOIHBIX METOJIOB MCCIEAOBAHUS C IIENIbI0 MEPBUYHON AUarHoCTUKU nin ckpuHuHra XbII [6].
YYPC,YIA5)

KommenTapmii: O630pnas pemmeenocpagus nouvex obOnadaem HU3KOU UHGOPMAMUBHOCbIO 6
OMHOWEHUY  BblAGNeHUs UBMEHeHUll napeHxumvl opeana. Koumpacmuvie uccnedosanus npu
Heobxooumocmu ciedyem HNpoGOOUMb NOCIe OYEeHKU (QYHKYuu nodex Oas NpUMeHeHus mep
NPOGUIAKMUKU OCTIOHCHEHUL IMUX NPOYedyp.

. He pexomennmyercs y mamnuenTtoB ¢ XbII mpoBeneHue uccienoBaHuid ¢ BHYTPUCOCYIUCTHIM
BBEJICHUEM KOHTPACTHBIX CPEACTB, NMPUMEHEHUE KOTOPBIX MOXKET OBITh NMPHYUHOW TOBPEKICHUS
nouek. Pemenue 00 UCMONIB30BaHUN TaKOW TUATHOCTHKU JOJHKHO OBITH MPUHATO HA MHIUBUIYaTbHOU
OCHOBE C YYE€TOM TOJb3bl PE3yIbTaTOB HCCIEAOBAHUS JUIS MAllMEHTa W MOTEHIHUAIHHBIX MOYEUHBIX
puckos [6, 133].

YYPC,YIA5)



KommenTapmii: V' nayuenmos ¢ XBIl npu oOuacnocmuxe, C6A3aHHOU C UCNOAb308AHUEM
KOHMPACMHBIX cpedcms, cledyem muyamenbHO 636eUUBamsb PUCK PA3BUMUS OCMPO20 HAPYULeHUs]
@DyHKYUU nouex ¢ OUASHOCMUYECKOU YEHHOCMbIO UCCIe008AHUSA U €20 B03MONCHLIM GIUSHUEM HA
MAaKmMuKy JaedeHuss OJisl CHUMNCEHUSI PUCKO8 HeOIa2ONnpusimHblX NoueuHulx 3pgexmos maxoco euoa
uccne0o8aHull.

. PexkoMenayercss u3MepeHrue apTepuaIbHOro JaBlieHUs Ha Mepudepruueckux apTepusx y BCex
nereit ¢ XBII mpu kakIoMm BU3UTE K Bpauy-leAHaTpy/Bpady oOmIel MpakTHKH (ceMeiHOMY Bpauy)
WK K Bpauy-Hedpoiory [6, 132].

YYPC,YIA5)

KommenTapmii: noopoono unghopmayus 06 usmepenuu A/ y oemeii npu apmepuaibHoil cunepmeH3uu
U3TI0JCEHA 8 KIUHUYECKUX PEKOMEHOayusax no apmepuaibHou 2unepmen3uu y oemell.

. Pexomenayercs mpoBeneHHE CYTOYHOTO MOHUTOPUPOBAHUSA AapPTEPUATBHOTO JaBJICHUS
(CMAJ) ¢ nomomibto nepeHocHbIx MOHUTOPOB A/l (PeructpaTop amOynaTopHbIit AJi1 MOHUTOPHHTA
apTepHalIbHOTO JaBlieHus, Perucrtparop aMOynaTOPHBINA JIsi MOHUTOPUHTA apTePHAILHOTO JaBIICHUS
c ompeeneHueM aputmun) nanuentaMm crapiie 5 net ¢ XbII 4-5 ct. 1 pa3 B 6-12 mec. u netsm ¢ XbII
1-3 cT. ipu BBISBICHHUM SMU3070B MmoabeMa AJl n/umm u3MeHeHu cepana (TUrepTpopuu MHOKapAa,
pacIIMpeHHs a0PThI) 1O TaHHBIM dX0oKapauorpaduu [46, 134, 335].

YYPC,YIA5)

KommenTapmii: Jemsaw mnaowe 5 nem nposedenue CMAJ] 3ampyoneno, noCKonIbKy OHU He MO2ym
CHOKOUHO nepeHocums npoyedypwl yacmuvlx asmomamudeckux uzmepenuti A/, CMAJ] nossonsem
sviaeumsb mackuposantyro Al, eunepmensuro «beno2o xaiamay, HapyuieHus cymouno2o pumma AJ]
(«non-dipper»), a maxdce YMOYHUMb CMENeHb  aApPMeEPUAIbHOL  2UNEePMeH3Ul,  OYeHUMDb
agpghexmuenocms  anmueunepmensusnou mepanuu. Ilpu unmepnpemayuu pezyromamos CMAJ]
oyenugaiom cpeonue eeauuunvt CAJ u [JA/] 3a cymku, 6 Oneenoe u HouHoe 8pems. Hx 3Hauenus
OYEHUBAIOMCs C YYemom noid, 803pacma u pocma no npoYeHMmMuUIbHbIM MadIuyam, paspadomaHHbim
Ha 0CHOBAHUU 00C1e008aHUs BbIOOPKU 300p08bIX Oemeti om 5 0o 16 nem [70, 135].

Homumo cpeonux 3uavenuui CAH u JHAH, npu CMAJ] oyenusarom maxcumaivhvie u
MuHumanohvle 3Havyenus A/l 6 pasnvle nepuoosl cymok, nokazamenu «HaAspysKu 0aeieHuem» - UHOEKC
8peMeHu eunepmensuu, eapuabeirbHocms A/, cmenensb nouno2o cHudxcenus A/l, éenuvuny u ckopocms
ympeHnne2o noovema AJ], OnumenbHOCmMb 2UNOMOHUYECKUX INUZ0008.

Cnedyem yuecms, umo 6 Hacmosujee 8pems Hem CHPABOUHbIX OAHHBIX OJisl Oemel pPOCHOM
mernee 120 cm, umo 3ampyousem unmepnpemayuro pe3yabmamos. JlaHuvlie no YeHMuiIbHOMY
pacnpedenenuto A/l y oemeii npu pazoswix usmepernusx u npu CMAJ] cm. 6 npunoscenuu 1 [46].

Cm. KIuHUYecKue peKomeHoayuy no apmepuaibHoU 2unepmeH3ul y oemel.



. Pexomenpayercs MIPOBEICHUE AJIEKTpOKapaArOorpapuu (BKT) (Peructpanmst
AJIEKTPOKapAuOrpaMMel, PacmmdpoBka, onmucaHue W HMHTEPIPETALUS SIIEKTPOKAPAUOTpahUuIecKux
naHHbIX) BceM aerssM ¢ XbBII 3-5 cr. g perucrpanuu 3JIEKTPUYECKOW AaKTUBHOCTU CEpAEYHOU
MBIIIIBI, JAMATHOCTUKM HApPYIIEHUH CEepACYHOTO pPHUTMa, BBISIBICHUS HIIEMUH, W3MEHEHUU
MeTaboJIMuecKoro xapakrepa (runepkanuemus) [136, 336].

(YYP C, YIA 3)

Kommenrapuii: V demeu ¢ XBII 3 cm. yenecoobpasno evinoausme IKI' 1 paz 6 6 mec., y demeli ¢
XBIl 4-5 cm. — kaodicovle 3 mec., a npu HeobXoOoumMocmu (Haiuyue CUMNIMOMOS8 aAPUMMUL,
akcmpacucmoauu, AI', neoocmamounocmu Kposoobpawenus) yauje.

Cm. KnuHuYecKue pexomenoayuy no apmepuaibHoU Unepmensuu y oemetl.

. Pexomenayercst mpoBeieHUE XOJITEPOBCKOTO MOHUTOPUPOBAHUSI CEPACYHOTO PUTMA B TEUCHUE
cyrok gersm ¢ XbBII 3-5 cr. ¢ mnpusHakamMu HapylieHUs pUTMa MO JaHHBIM (PU3UKAIBHOTO
obcnenoBanus u/wnu pyrunHoit DKI' ¢ nenbio Bepudukaimy xapakrepa U BRIPQKCHHOCTH HApYyIICHUN
CEPJIEYHOTO PUTMA U MPOBOAMMOCTH, BBIIBUTH AMHU30bI UllleMun Muokapza [137, 138].

(YYP C, YA 4)

Kommenrtapuii: Yacmoma npogedenuss xonmeposcko2o MOHUMOPUPOBAHUS CEPOeUHO020 pUumma
onpeoensemcs KIUHU4eCcKou cumyayuetl.

Cm. KIuHUYecKue pekomeHoayuu no apmepuailbHol 2unepmen3ul y oemell.

. Pexomennyercs mpoBenenue s3xokapauorpaduu (9xo0-KI') mamuenram ¢ XBII kaxmpie 6-12
Mec., a mpu HeoOxoauMocTu (pe3uctentHas Kk Tepanuu Al, kmuHndeckue npusHaku HK, BeisiBieHue
W3MEHEHUH cepAlla TOo JaHHBIM paHee mpoBeaeHHON Oxo0-KI') kaxnsie 3 mec. wiu damie, B
3aBUCUMOCTH OT KJIMHUYECKOU CUTYAIUH, JIJIS BBISBIICHUS CTPYKTYpHOUM naTojoruu cepama [138].
(YYP C, YA 5)

Kommenrtapmii: Oxo-KI nozeonsem sviagums: cunepmpoghuio muoxapoa (ymonwyenue MXKII, 3CJDK,
yeenuuenue uHoekca maccel muoxapoa JDK), wnapywenue [JPJDK; Hapywenue mexanuxu
paccrabaenus muoxkapoa, ounamayuro JDK, crHudxcenue coxpamumenvHou cnocoonocmu mMuoxkapoad,
UsMeHeHus aopmoel (pacuwiupeHue, YNIOMHEHUE CMEHOK), JNe20UHYI0 2UNEePMeH3UI0, UMEHEeHUs
KOPOHApHbIX apmeputl (YyniomueHue CmeHokK, Kaavyuguxamol 6 cmenxkax KA), neoocmamounocmo
Kkianamos  cepoya,  euoponepuxapo.  CHudicenue  2100aNbHOU — COKPAMUMOCIU — MUOKAPOA
ouaznocmupyiom npu ¢pakyuu viopoca menee 55%, pakyuu ykopouenus menee 35%. Ilpu Oxo-KI'
B03MOJMCHO BbIAGUMb NPUSHAKU KATbYUDUKAYUU COCYOUCMOU CMEHKU, KIANAHO8 U NANULIAPHLIX
MbIUY MUOKAPOA.

. PexoMenayercss mpoBefeHHe peHTreHorpaduu JerKuX/peHTreHorpaguu Jerkux udpoBoi y

naneHToB ¢ XbII mpu yxynmeHun cocTosiHus peOeHKa, TMOSBICHUM OJBIINIKH C IEIhI0 OLEHKH



pa3MepoB cepilla, COCTOSHMS JIETOYHOW TKaHM (TMPU3HAKH OTEKa JIEKUX), BBISBJIICHUS HAJIUYUA
KHUJKOCTHU B IUIEBpAIbHBIX nojocTsx [139, 140].

(YYP C, YA 5)

Kommenrtapuii: Yacmoma uccnedosanuii, 6 mom uucie, 8 npoyecce OUHAMUYECKO20 HAOII00eHUs — 8
3a6UCUMOCTU OM KTUHUYECKOU CUNYAYUU.

. Pexomenayercss mnpoBeneHHE peHTreHorpaduu KOHEYHOCTeH (peHTreHorpadus BepxXHEH
KOHEYHOCTH, PeHTreHorpadus HikHed KoHeuHocTH) y manueHToB ¢ XbII mpu mpusHakax KOCTHO-
MHHEpaIbHBIX HapymeHuit [131].

YYPC,YIAI5)

Kommenrapuii:  Penmeenonocuueckumu  npusnakamu  MKH-XBII  sensemca  pacwupenue
Jloozeposckux 30H  (20pu3onmanvbHble 30HbI NPOCEEMIEHUS 6 OJUHHLIX MpPYOYAmMbIX KOCMAX),
HapyuieHue cmpykmyp memaguzos mpyouamsix Kocmetl, Snughuzeonusvl («cockanrvzasanuey snugusa
¢ ouacghuza); nepenomvl camorl pazHou JOKAIU3AYUY, NOBMOPHbIE U CNOHMAHHbIE NepeloMbl (HEpeoKo
be3 bonesozo cunopoma). Y oemeui ¢ XBII 5 cm. naxodawuxcs Ha ouanuse 8 meyeHue HeCKOJIbKUX Jien,
MOJCHO BbIABUMb KATLYUDUKAYUIO MALUCMPATbHBIX apmepull kKoneyHocmet. Kanvyuguyuposannuvle
apmepuu  8U3YANUSUPYIOMCA HA  PEHM2eHocpamMme 68 GUoe  pPeHmeeH-NO3UMUBHLIX — msdicell
HepasHOMEPHOU NJIOMHOCMU.

(YYP C, YA 5)

. Pexomenayercs npoBeneHue OuommIieancHON criekTpockonuu (OmnpeneneHne mporeHTHOTO
COOTHOIIEHUS BOJIbI, MBIIIEYHONH U JKUPOBOM TKAaHU C MOMOIIBIO OMOMMIIEaHCMETpa) (aHaIU3aTOP
cocTaBa Tejla OMO3JIEKTpUUECKUi) manueHTam ctapie 2-x jer ¢ XbII 4-5 cr. npu mono3peHun Ha
CKPBIThIE OTEKH, IIPU PE3UCTEHTHOM K Tepanuu apTepUaIbHON TUIEPTEH3UH, IS ONIPEAETIeHUS «CYyXOon
MaccChl TeJlay y MalueHToB Ha nuanuse [142, 337]

(YYP B, YIA3)

Kommenrtapuii:  Cospemennvie  OuoumneHoancmempsl  (aHaiu3amopvl — cocmasa  mena
OuosIeKkmpuyecKue) no36OAIOM ONPeoerIumsb MO0 MAaccy meid, MAccy HCUpo8ol MKaHu, 0ovem
HEKJIeMOYHOU U BHYMPUKIEMOYHOU HCUOKOCMU, U3DbIMOK GHEKAemOUHOu dicuokocmu. Tpakmoeamo
pe3yiomamsl OUOUMNEOAHCOMEeMPUU Cledyem C Y4emom KIUHUYECKOU CUMIMOMAMUKU (OUHAMUKA
maccol mena pebdenka, A/, cocmoanue nooxoxcuou kiemuamku u m.0.) B ycioeusx omcymcmeus
Opyeux HeUuHB8A3UBHbIX Memo008 ONnpedeneHus 2unepeuopamayu, NPUMEHUMbIX 6 KIUHUYECKOU
npakmuxe, OUOUMNEOAHCHAs CNEeKMPOCKONUS ABNAEMCS NONEe3HbIM OONOIHEeHUeM K KIUHUYECKOMY
obcnedosanuto  nayuenma ¢ XbBIl. Oepanuuenus memooa yKasamvl 8 UHCHPYKYUU K
ououmneoarncomempy. OmHocumenbHulM NPOMUBONOKAZAHUEM CIVHCUM 803pacm pebenka maaoue 2-

x 1em u macca mena meree 10 ke. [337]



. Pexomenayercs mposenenne KommbroTepHO TOMOrpaduu TOJOBHOTO MO3ra, W/HIW
MarauTHO-pe30HaHCHON TOMOTpaduu TOJIOBHOTO MO3Ta MPH KPU30BOM TeueHUU Al', BOSHUKHOBEHUU
CyJIOpOr HWJIM OYaroBbIX HEBPOJOTHYECKHX cHUMOTOMOB Yy mnamueHToB ¢ XbBII mis uckirouenus
HapyUIeHUs MO3TOBOIO KPOBOOOpAIllEHHUs, HIIEMHUYECKOT0 WM TeMOpparudyeckoro MHcyibTa [143,
144, 145, 146].
(YYP C, YIA5)
KommenTapuii: Jemsam 0o 5-mu nem 0151 nposedenuss s3mux npoyedyp, Kak npasuio, mpedoyemcs
MeOUKAMEHMO3HAsL ce0ayusl, Ymo HeCKOIbKO 02PaAHUYUBAen UX NPUMEHEHUe.
Hapro3 — no nokasanusm.
. Pexomennyercs  mammentam ¢ Al mpm  XBII  mpoBemenune — QyHAOCKONHU
(odranpmockonus/OnomMukpodoTorpadust rIa3HOTO JAHA C HMCMHOIB30BAaHUEM (YHIYyC-KaMepbl) IS
BBISIBJICHHS TUIIEPTOHUYECKONW PETHHOIMATHUH M OLIEHKH €€ BBIPAKEHHOCTH, a Takke ocioxHeHuil Al
(KpOBOM3IHUSHUE B CETYATKY / CTEKJIOBHIHOE TE€JO, OTCIONKY ceTuaTku) [147, 148].

YYPB, Y1/ 3)
Kommenrapuii: Ilpuem (ocmomp, koucymsmayuio) epaua-ogpmanvmonoea ciedyem Hpo8OOUmMv He
pedice 1 pasa 6 200 y oemeli 8 cmabUIbHOM COCMOAHUU, A MAKHCe NPU PA3BUMUU 2UNEPMOHUYECKO20
Kpu3a, HapyuweHusx 3peHus..
Cm. KnunuuecKkue pekomenoayuy no apmepuanrbHol 2unepmen3uu.

2.5. UHble MeTObI UCCIIETOBAHUS.

. Pexomenayercss manuentam ¢ XbII u3mepeHue macchl Tena, ATUHBI TeIa/pocTa, TOJIIIMHBI
KOXXHOU CKIAAKU (TUTUKOMETPUS), OKPYKHOCTH CpPeIHE TpeTH Ijieda ¢ lenbio auarHoctuku bOH
[149].
(YPPCYIAS)
Kommenrtapuii: Obecneuenue cOanancupo8anno2o numauus seusaemcs OOHUM U3  BANCHEUUUX
acnekmog neuenusi pebenxa c¢ XBIl. BOH accoyuupyemcs c¢ npocpeccuposanuem ypemuuecKux
CUMNMOMO8, NPUBOOUM K OEIKO0BO-IHEPLEMUUECKOMY UCTMOUWEHUIO U YBeTUYeHUIo 1emalbHOCmu Y
9moiu kamez2opuu nayuenmos. Y oemeii 6 gozpacme 00 2 nem usmepsaemcsi ONUHA meid 8 NOLONCEHUU
Jledxca Ha cnume, y oemeti cmapuie 2-x 1em u NOOPOCMKO8 POCHL USMEPSAEMCs 8 NOLONCEHUU CMOAL.
Ecnu pebenox ne moswcem cmosims, mo 603MOACHO UBMEPEHUE 8 NOTONHCEHUU TIeMHCA.
. Pexomennayercs narmentam ¢ XbII uzmepenue maccel Tena, IIuHB Tena (10 2 aet)/poct (ot 2
net), SDS pocra, ckopoctu pocta, SDS ckopocTH pocTa, pacdeT ¢ IEIbI0 TUATHOCTUKHU 3aJEPKKH
pocta [149].
(YPP C YIAS)
Kommenrtapuii: smu anumponomempuueckue napamempsvl HeoOXOOUMO USMEPAMb Pe2VIAPHO U

Hawocums Ha 2epaguku pocma, coomeemcmeyioujue nouxy, 603pacmy pedeHnka (¢ Koppexyueu y



HedoHowenHblx) [149]. Jlemu ¢ npusnaxamu 3a0epircKu pocma, CONYmMCmeyruuMu 3a001e8aHUAMU
(nopaoicenue L[HC, cepoya, neuenu), ¢ napyuwieHuem coCMOSHUA 300pPOGbs, USMEHEHUEeM PayuoHa
numanus, mozym nompebogams 6onee wacmozo oocredosanus [4, 150, 151]. SDS — koa¢puyuenm
CMAHOAPMHO20 OMKIOHEHUs, AGIAIOWULICA UHMESPATbHbIM NOKA3ameleM, NPUMEHAeMbIM Ol OYeHKU
coomeemcmaus UHOUBUOYANbHO20 pOCMaA pebeHKa peghepencHbIM OJisi COOMBEmMCmEyIoue20 803pacma
u nona Oauuvim. SDS Odemoncmpupyem CKOILKO CMAHOAPMHBIX (CUSMALHBIX) OMKIOHEHUl
cocmaensiem pasHuya mexcoy CpeoHuUM apugmemudeckum u uzmepenHvim 3nauenuem. Pacuem SDS
npouseooumcs no gopmyne:

SDS pocma = (x-X)/SD,

20e x — pocm, X — cpeoHutl pocm 011 XpOHOI02UYecKo20 6o3pacma u noaa, SD — cmanoapmmoe
OmKIoHeHUue pocma 07151 0AHHO20 XPOHONO2UYEeCK020 803paAcma u noad.

SDS=-2 coomeemcmeyem 3-eu nepyenmunau, SDS=0 coomeemcmeyem 50-oii nepyenmuiu,
SDS=+2 coomseemcmeyem 97-eii nepyenmuiu.

Ananuz ckopocmu pocma no3geoisem 6bis8UMms OMKIOHEHUe OM KPUBOU pOCma 6 paHHue CPOKU.
Mna oyenku cxopocmu pocma HeoOX00UMO pAcnonazamv OAHHBIMU KAK MUHUMYM OB8VX MOYHbIX
usmepenuti. J{na MUHUMU3AYUU NOSPEHOCMell paciemos npeonoymumenvhee, 4moodvl UHMepPBal
MedHcoy uzmepeHuaMuU OvLl He meHee 6 mecayes. CKopocms pocma paccuumuléaemcs no opmyie:

Ckopocmb pocma (cm/200) = (pocm 2 — pocm 1) / (xpononocuueckuii eo3pacm 2 —
XpoHonouueckuil eozpacm 1)

Ckopocms pocma u pocm cledyem CpAGHUEAMb CO CMAHOAPMUZ0BAHHBIMU OUASDAMMAMU
pocma [131].

Pexomennyercs nanuentam ¢ XbBII, numerommm 3aaepxKKy pocTa, OLEHUTh MOTEHIHAT POCTa
MyTE€M pacyeTa reHeTUYECKOW ILIEJIEBOM BBICOTHI HA OCHOBE POCTA POJMTENEH U CTENEHU OTKPBITOCTH
snudu3a JeBOTo 3asCThsd IpU peHTrenorpaduu [129].
(YPPC; YIAS.)
KommenTapmii: Pacuem yenesoii ecenemuyeckotl 8vicomuvl npogooumcsi no ¢gopmyne Tannepa O0ns
Odesouek (ypasHenue 1) u 011 manvuuxkos (ypasnenue 2):

POCT mamepu -+ POCT omuya — 13

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

OueHKa cmenenu  omKpsimocmu BI’ZMQZZUS’G J1€6020 3anAcnbAi HaA peHmzeHoepagbulteCKOM

U300padsceHUU A611emcst CMaHOAPMHbIM NOOX000M K OYyeHKe nomenyuania pocma pebenxa [152].



. Pexomennayercs y nammeHToB ¢ XBII u3MepsaTs dyBoeMHUECKYIO («CYXYIO») Maccy Tena st
OILICHKU HYTPUTUBHOTO CTaTyca ¢ Koppekiuei Beca [153].

(YYP C, YIA5)

KommenTapmii: danuyro pexomenoayuro ciedyem 8binOJIHAMb 8 CYYASX, eCliU peDeHOK HAX00Umcs Ha
ouanuze unu cmpaoaem HehpomMuyecKuM CUHOPOMOM. BadcHvim MoMeHmoMm OJisi OYeHKU COCMOSHUSA
numanusa y oemeu ¢ XBII, ocobenno Ha ouanuse, AGNAEMCS OYEHKA IVB0NEMUUECKOU UTU «CYXOU»
maccwl meid, mo ecms UCIMUHHOU MAccbl mena pebeHka. Y 60nvuio2o yucia oemeu ¢ 3a601e6aHUAMU
nouex, Ko20a umMeemcs ONUeypus UlU AaHypus, Npu HedPOMUYECKOM CUHOpOME UMeemcs
eunepauopamayusi. B mo sice epems, y demelti ¢ noauypueti u nomepei Hampusi ¢ MOYO0U, AKMYAIbHASL
macca mena modxcem Oblmb Hudce 3dysonemMuueckou. Pexomenoayuu no uacmome uzmepenutl
npedcmasieHuvl 8 npunodiceruu [153].

. Pexomenayercss Bcem manueHtam B Bospacte A0 2-3 mer ¢ XbBII u3aMepeHune OKpy)HOCTH
TOJIOBBI C LIETIbIO KOMIUIEKCHOM OLIEHKHU aJIeKBaTHOCTU HYTPUTUBHOTO craryca [141].

(YYP C, YA 4)

KommenTapuii: Vuenvuwienue oxpysxcHocmu 20108bl  MOXCem YKA3bl8aAMb HA  XPOHUYECKOe
HeadeKkeamuoe NUMAaHue 8 omcymcmeue Opyeux 3a00ne8anuti, Komopwvle Mo2ym 3mo 00BbACHUMD.
Cocmosnus, komopvle 6vi3vl6alom Mmakpoyeganuro (Hanpumep, euopoyedanus) 0SpaHudU8arom
3HAUUMOCIb OKPYIHCHOCMU 207108bl KAK Mapkepa Hympumuenozo cmamyca [153].

. Pexomennyercs nanuentam ¢ XbII ucnonbs3oBare rpaduku ¥ TaOaUILBI, PEKOMEHIOBAHHbBIE
BO3, mia oleHkH aHTPONOMETPUYECKUX TOKa3aTelield ¢ LEeNbl0 OLUEHKU (PU3NYECKOTO Pa3BUTHS U
HYTPUTUBHOTO craryca [ 149].

(YYP C, YA 5)

KommenTapmii: Ilpu oyenxe pocma u maccol mena y oemetl OOJIHCHbL OblMb YUMeHbl KOMOPOUOHbLE
COCMOsHUSL, KOMOpble HapyUWarom JTUHelHbllL pocm (Hanpumep, 0emcKull yepeopaibHulil napanuy), oas
Odemell ¢ 2eHemMu4yecKUMU Ul MemaboIudecKumy 3a001e8aHusMUu UCHONb3YIOMCSA Cchneyuguieckue
HOpMamuebl Qusuyecko2o paszeumus (Hanpumep, cunopom [ayua). V oemeii 0o 2-x nem, npubaska
maccwl mena 00NHCHA OYESHUBAMBCSL 8 2PAMMAX edHceOHe8HO (cm. npunoxcerue A3.3). B uoeane oemu c
XBII oonxcub npubasisams maccy mena ¢ 0dvluHou ckopocmouio. OOnako, y demeli ¢ HapyuieHuem
JIUHEUHO020 pocma, NpudasKa Maccyl meia 00IHCHA OYEHUBAMbCS NPONOPYUOHATLHO K pocmy [149)].

. Pexomennayercs narmentam ¢ XbI1 Beraucisats uaaekc maccol tena (UMT) nnst nereii crapie
2-X JIET ¥ MaccO-pOCTOBOM TOKa3aTelb y JACTed Miajilmie 2-X JIET C IETbI0 OIEHKH (HU3UIECKOTO
pa3BUTHA U HYTPUTUBHOTIO cTaryca [21].

YYPC, Y 4)

KommenTapmii: Hecmomps na oepanuuusarowue pakmopwi, UMT unu macco-pocmosoii nokazameis

ons 0emell 00 2-x jem, ocmaemcsi 0CHO8HbIM nokazamenem BOH unu osxcupenus y oemeti ¢ XBIL. 'V



Odemell Ha Ouanuze Kak ¢ vlcokum, mak u ¢ nuskum UMT nosviuwiaemcs puck cmepmuocmu, Xoms
mexanusm e2o He scer [21].

HUMT = macca Tesa (Kr) / poct (m) 2
. Pexomennyercs mamuentam ¢ XbBII paccuuThiBaTh CpeaHU POCT POAMUTENEH U OTMEYaTh
3HAYEHHUE B BUJIC LICHTWIS I OLIEHKU MOTeHImana pocra [153].

YYPC,YIA5)
. Pexomennyerca y HenonowmeHHbIX nered ¢ XbBII ormedars maccy Tena, JUIMHY M Macco-
POCTOBOI TMOKa3aTenb AJS TeCTAllMOHHOIO BO3pacTa M XPOHOJOTMYECKOrO BO3pacTa: e€ciu peOeHOK
poxaeH Ha cpoke 32-37 Henenap — B TEUCHHUE MEPBOro rojia *u3HU, €clii 10 32 Helellb IecTalluu, TO B
TEUYCHHE 2-X JICT C MEJbI0 OIICHKU (PU3NYECKOTO PAa3BUTUS U HYTPUTHBHOTO cTaTyca [153].
(YYP C, YIA5)
. PekoMeHnayercss mpu oOlieHKEe NMUTaHHS PYKOBOACTBOBaThbesa TshkecThio XbBII um mpobmemamu
MUTaHUS, BKJIIOYas OTKJIOHEHHUE MapaMeTpoB pOCTa, M30BITOUHOE WM HEJOCTaTOYHOE MOTpeOsieHue
MUIIY, HU3KOE KA4eCTBO TUETHI, TaCTPOMHTECTUHAIBHBIE CUMIITOMBI U OTKIIOHEHUSI OMOXMMUYECKUX
IoKazarejae ¢ 1enbio (OpMUPOBAaHUS aJEKBATHOTO WHIUBUAYaJIbHOIO IOJAX0JAa K KOPPEKLHHU
HYTPUTHBHOTO cTaTyca [ 153, 154].
YYPC,YIAA5)
. Pexomennyercs maumentam c¢ XbBII omenka anmerurta [uisi OnpenesieHUs HEOOXOAUMOCTH
JOTIOJTHUTEILHOTO TUTaHUs, €CJIM HE YAOBIETBOPSIOTCS HYTPUTUBHBIE TOTpeOHOCTH [153].
YYPC,YIAA5)
. Pexomenayerca maunentam ¢ XbBII BeneHue NMuUIEBOro JHEBHUKA MUHUMYM B TE€YEHHE 3-X
THEH U1 MoTy4YeHHs TOUHON uHopmanuu o nutanuu [153, 154].
(YYP C, Y 4)
Kommenrapmii: [lannvie uccneoosanus CKiD (Chronic Kidney Disease in Children) noxazanu, umo
oemu ¢ XBII nompebnsaiom MHO20 RUWU C BLICOKUM COOEPIHCAHUEM «NYCMbIX Kanopuily. gacm-ghyo,
yuncel U Opyeue «cHIKuy. Jlaxce ecau Oemu YynompeoOaaiom 6 O0CMAmMOYHOM KoIudyecmee
MAKpOHYMpUeHmbl, mo MUKpod1eMeHmos 6 nuuje ne xeamaem [154].
. Pexomennyercss mpoeneHue HeppoOuoncuu (OUONCHS MOYKH, MATOJOT0-aHATOMHUYECKOe
ucclieloBaHle OMONCHWHOrO  (ONMEpalMOHHOTO) MaTepuana TIo4eK) C  MOpP(OJIOTHYECKUMHU
HccaenoBaHUsAMHU mpernaparta y mamueHToB ¢ XbBII co cToiikoi mpoTemHypuel W/uian remMaTypuei, a
TaKkkK€ HEOOBSICHUMOM TIpH KIMHWYeCKOM wuccienoBanuu cHkeHnn CK® npu orcyrerBum
MIPOTUBOMOKA3aHUH C IENbI0 OMpeeNieHus] IPUYMHBI TOPAXKEHUS OpraHa, OIIEHKH IIPOrHO3a U BhIOOpa
neuenus [155, 156, 157, 316, 317].
(YYPB, YI13)



KommenTapuii: [lposedenue 6uoncuu nouku c¢ mopgonocuueckumu uccie0o8anusmu npenapama
ABNAEMCA CMAHOAPMHBLIM MEMOOOM OUACHOCIMUKU PA3HOOOPA3HLIX OUDY3HLIX NOPadiCeHUull opeand,
BKIIOUAIOWUX UMMYHHbIE, cocyoucmele, ouabemuydeckue. Ilpudicuznennvle mopghonozuyeckue oanHvle
makaice HeoOxX00UMbvl OJis1 ONpedeleHUs A0eK8AMHOU IMUOMPONHOU U NAMO2EHEMUYEeCKOU mepanuu ¢
Yenvio KYnupoeaHusi akmusHOCMU NAmolo2U4ecKko20 npoyecca, mopmMONCeHUs Npocpeccuposanus u
npedynpesicoenusi HeOnazonpusmuulx ucxoo0oe XbBII.  Hegpoouoncus y nayuenmos c¢ XBbBII,
Hezasucumo om eo3pacma u CK®, sensemcsa Oezonacnou u HeoOX0O0UMOU Ol NOCMAHOBKU
NpABUIbHO20 OUACHO3A U HAYAlA NPABUTLHOL MEPanuu.
. VY naunentoB ¢ XbBII He pekoMeH1yeTcsl pyTHHHOE MPOBEICHUE TECTUPOBAHUS MUHEPAIbHOU
mwiotHocth Koctu (MIIK) (peHTreHoleHCUTOMETpUHM) B CBS3M C OTCYTCTBHEM IOKazaHui. [lpu
HATMYUU TEXHUYECKON BO3MOXHOCTH PEHTTEHOICHCUTOMETPHS MOKET ObITh IIPOBECHA Y TAIIHEHTOB
C BBIPKEHHBIMU OTKIJIOHEHHUSIMH JIa0OPATOPHBIX MOKa3zarenei (CHIBOPOTOYHOTO YPOBHS KalbIlusl,
Heopranuueckoro Qocdara, mapaTUPEOHIHOTO0 TOPMOHA) B  paMKax pEKOMEHJAUUWd 1O
OCTEOTICHHH/OCTEOIOPO3Y JIJIsl OLIEHKH pHUCKa mepenoma [6, 110, 131].
(YYP C; YAA5)
KommenTapuii: Ceoespemennasn ouacnocmuxa kocmuou namonoauu npu MKH-XBII y oemeti umeem
OYeHb BadiCHOe 3HaueHue. Bvisgnenue cmpyKmypHwviX USMEHeHUll KOCMHOU MKAHU 00 pa3eumus
snuguzeonusa/neperoma u npogedeHue KoppeKyuu mepanu — 8axcHas 3a0a4a 015 epada-wegponoza
U 8paua-mpasmamonoea-opmoneoda-cneyualucma 6 ooracmu Mmemaboauyeckol 00ae3Hu KOCHU.
Iloueunas ocmeooucmpogus onpedensemcs Kak usmeHenue kavecmsea kocmeu y nayuenmos ¢ XbII,
Komopoe Klaccuguyupyemcs Ha 0cHoge 3-X 2UCMONO0SUYECKUX XAPAKMEPUCTUK. MemaboIu3mM KOCmu,
MuHepanuzayus u odovem. B Hacmoawee épems uH6a3UHbI MemMOO UCCIe008AHUS MUHEPATbHOU
NJIOMHOCMU  KOCMU C YCNeXoM Modcem Oblmb 3dMEHeH Had MemoO O08YXIHep2emuyecKkou
PeHmeeH08CKol  abcopoyuomempuu  (penmeenodeHcumomempust). Memoo o6radaem  8blcOKOL
MOYHOCMbI0, MUHUMATILHOU  JIYYeGOl HASPY3KOU, 4mo No380jiem Nposooums NoGMOpPHbIe
CKAHUpOBanUsl OJisl OYeHKU CKOPOCmU NOmepu KOCMHOU MACCbl U PUCKA NePeioMO8 Ul OJisl OYeHKU
80CCMAHOGNIeHUS. KOCMHOU Maccel Ha ¢Qone mepanuu. llposedeno 4 npocnekmusHvlX KO2OPMHbIX
uccre0osanuil, Komopvie  npooemoHcmpupoganu, umo  usmeperue MIIK ¢ nomowwio
PEHMEEHOOEHCUMOMEMPUL MONCEN NPOSHO3UPOBAMb PUCKU NepesioMos Kocmell y nayuenmog ¢ MKH-
XbBII. Pabouas epynna KDOQI (2017) maxoice ommeuaem, uymo OQAHHbIUL MeMOO HE MOMCEm
onpedenums Mun KOCMHO20 00MeHa (8blCOKOOOMeHHAs 0OOne3Hb KOCMU/Qubpo3HbIL ocmeum uiu
aouHamuyeckas 6one3nv xocmu) [6, 110]. /[ns omeema na smom 80npoc HeoOXOOUMO COOMHecmu
KAUHUYecKue, 1a60pamopHule OanHble U pe3yIbmamyvl peHmMeeHo00eHCUMOoMempull.

Memoo penmeenooencumomempuu 8 neouampuieckol npaKmuxKe npoxooum nepevle dMmanvl

uccneoosanui. Pykosoocmeo KDIGO He Oaem noka KOHKDEmMHbIX peKoOMeHOayuil 01 Oemell,



NpU3HABAs, YMO Hem O0O0CMAMOYHO20 KOIUYEC8d UCCIe008aHUN, UVHAIOWUX C683b OAHHBIX
PEHM2EeHO0EHCUMOMEeMPUU, XAPAKMEPUCTNIUK MUHEPATLHOU NIOMHOCMU KOCMU U NepeiomMos y demel
u noopocmkos ¢ MKH-XBI1.

Oono npocnekmusHoe ucciedosarnue ¢ yuacmuem demeti ¢ XbII na 2-5D cmaousx eviasuo,
umo 6ollee HU3KAA MUHEPANbHAS NJIOMHOCMb KOPKOBO20 Cl0A KOCMU ACCOUYUUPOBAHA C BbICOKUM
DUCKOM NEPENOMOS.

. Pexomennyercst paccMorpers y nauueHToB ¢ XbBII 3-5D cr. BbImonHeHUe OMONCHH KOCTH C
MaTOJIOT0-aHATOMUYECKUM HCCIIEIOBaHUEM OHOINCUHHOrO (ONMepalMoOHHOr0) MaTrepuaia KOCTHOU
TKaHH, €CJIM HET OIPEIeJICHHOCTH U OJHO3HAYHOCTHU B XapaKTepe KOCTHOM MaToJIOruu (Harpumep, npu
dbopMupoBaHUH «OYpOi OIMyXOJIM» U HEOOXOIUMOCTH HMCKIIFOUEHUS 3JI0KAYECTBEHHOTO OITYyXOJIEBOTO
npotiecca) [6, 110, 158].

YYPC; YIAS)

Kommenrtapuii: B smou cumyayuu OanHble OUOncuu Kocmu NOGIUAOM HA JleyeOHbll npoyecc.
buoncuio kocmu cnedyem makowce paccmompemsv y nayuenmos ¢ HeOOBLACHUMBIMU NeperoMami,
pegpaxkmepnoll eunepraivyuemuell, NOOO3PEHUEM HA OCMEOMANAYUI, AMUNUYHBIM OMBEmMOoM Ha
cmanoapmHvle Memoovl JleyeHusi nosviuweHnoeo IITI" uiu  npocpeccupyrouyum  CHUMNCEHUeM
MUHEPAIbHOU NJIOMHOCMU KOCMU, HeCMOmps. Ha cmanoapmuyio mepanuto. P.Evenepoel et al. 6 2017
200y npedcmaeiena 0OHO8IeHHAs UHPopMayus o0 poau buoncuu Kocmu 8 edenuu nayuenmos ¢ MKH-
XBIl.  3onomuim  cmanoapmom — OUASHOCMUKU U CHeYUAIbHOU  Klaccuukayuu  nouedHou
ocmeooucmpopuu ocmaemcs (KOAUYECMBEHHBIL) SUCMOMOPHOMEMPUYECKUL AHATU3 OUONCUU KOCTIU.
Jannoe uccnedoseanue daem npeocmasnenue o memadonuzme u MuHepanuzayuu kocmeu. Ilosmomy
ouoncust Kocmu mMoxcem nomo4b 8 NpoQuIaKmuke U 1e4eHul 0cmeooucmpoduu u e2o nocieocmeuti
[158, 159]. B ocmanvuuix cayuasx Ouoncusi kocmu He mpeOyemcs 05l OUASHOCMUKU NAMOJIOUU
kocmu y nayueuma c useecmuvimu MKH npu XBII u evicokum puckom nepenomos. llpu smom
KIUHUYUCM 00adCceH Oblmb YeepeH 8 coell CNOCOOHOCMU OUASHOCMUPO8AMb NAMOJIO2UI0 KOCHU
HEeUHBA3UBHO.

. Pexomennyerca neram ¢ XbII, uMmerommm 3aaep:KKy pocTa, Iepel] HadaloM Tepanuu
ComarponuHoM™** uccnenoBanue rnazHoro qHa (OdraneMockonus/OcMoTp nepudepun ria3Horo JHa
C HCHOJb30BaHHWEM Tpex3epkalbHOW JMH3bI ['onbamana/ buomukpodotorpadust riazHoro aHa c
WCTIOJB30BaHUEM (QYHAyC-Kamepbl/ BHOMHKpPOCKONHWS TJIA3HOTO [JHA) C IENbI0 HCKIIOYCHUS
BHyTpuuepernHoil runeprensuu [160, 338].

YYPC,YIA5)

Kommenrapmii: Koceéennvim npusHakom 6HYmMpUduepenHou 2unepmeH3uu sA6aemcs omeK Oucka
3pUMenbH020 Hepea No OAHHbIM OCMOMpPA 21A3H020 OHA. Bnympuuepennas cunepmeH3us modcem

npoepeccuposamv npu mepanuu Comamponunom**.



. Pexomennyercs neram c¢ XbBII, umeromuMm 3aiepkKy pocTa, Mepell HadaJloM Tepanuu
ComarponmHOM™®* OIleHUTH TyOepTaTHBIN craTyc Mo TaHHEpYy C IENbI0 BHISBICHHS OTKIOHEHUH,
CBOEBPEMEHHOM TMAarHOCTUKU UX IIPUYMH U OIIPEIEICHMs TAKTUKYU Tepanuu [131].

YYPC,YIA5)

KommenTapmii: Oyenky cmaouti nybepmama ciedyem nposooums y nayuenmos cmapuie 10 nem.
3aoepoicka nonogozo cospesamus U yMeHbUleHUe BCHIECKO8 NYOEepmMAamHo20 pocma AGNAIOMC
xapaxkmepnvimu npusnakamu onumenvhou XBII u, eéepoammuo, A61410mcs pe3yibmamom CHUNCEHHO20
8b1C800024COEHUSL 2UNOMALAMULECKO20 20HAO0OMPONUH-PUTUSUH-2OPMOHA u CHUDICeHUs.
YUPKYIUPYIOWUX YPOBHel OUOAKMUBHO20 JIOMEUHUSUPYIOue20 20pMOHA u3-3a ceazanHvix ¢ XbBbII
¢axmopos uncubuposanus, maxux xax aumeuomewnsun II [161]. Oyenxa nonogoco cmamyca (no
Tanuepy) nozeonsem onpedenums OmMcmagaHue 8 NOI0BOM pazeumuu. 3adepoicka nybepmama npu
omcmasanuu 8 pocme Modcem Oblmb KAK KOHCMUMYYUOHANbHOU (NpU KOHCMUMYYUOHATLHOU
3a0epoicke pocma u nybepmama), max u namolio2uyeckou (npu 2uno2oHaouzme), mpeoywoujet
dononnumensho2o obcnedoganus. llayuenmovl ¢ 3a0epocKoU NON08020 CO3pesanHusi OO0JNHCHbL ObiMb

Hanpasienvl K 0emcKomy dHOOKPUHOII02Y Ol NOJIHO20 00CIe008AHUS.

2.5 UHble fUArHocTHYeckue Nccjae10BaHus

° PexomenngoBano BeneHue mnamueHToB ¢ XbII  MynbTHAMCUMIUIMHApHOM — KOMaHAOM
CIEIUAJUCTOR B CBS3U C MHOXKECTBEHHBIMH MPOSBICHUSAMHU 3a0osieBanus [325, 148, 369, 370, 371].
YYPC,YIA5)

KommenTapuu: npuem (ocmomp, Koucyaibmayus) 6pada-Hepponoca nepeudHvli U NOGMOPHbIE,
epaua-neouampa/epava o0dwel Npakmuku (cemetHo2o 6paua), 8paia-0emcKo20 HOOKPUHOII02A,
8PaAUA-0emcKo20 Kapouonoza, npu Heobxooumocmu - 8paua-0emcKko20  Xupypea
(cneyuanuzupyrouje2ocs no mMpaHCNIAHMONI02UU), MEOUYUHCKO20 NCUX002d, 8padd-KIUHUYECKO20

qbapmaszoza, epaua-duemOﬂoea, 6paua—()em01<020 OHKOJlo2a — cemamaoiocd.

3. JleyeHue, BKJIKWYAS MEIUKAMEHTO3HYI0 U HeMeAUKAMEHTO3HYI0 Tepamnuu,
AMETOTEPAIUIO, 00e300,1MBaHUeE, MeIUIMHCKHEe NnoKa3aHus u
NMPOTUBONOKA3aHNS K NIPUMEHEHUI0 METOI0B JIeYeHU s

3.1. KoncepBaTuBHOe JieUeHUE

Jleuenue XBII exnouaem 6 cebs JneueHue OCHOBHO20 NEPEUYHO20 3A00Ne6aHUs. NOYEK,
O1a200aps KOMoOpPoOMy 803MONCHO NPEOOMEPAMUMb UIU 3AMEOIUMb NPOSPECCUPOBAHUEe 3a001e8aAHU,

a makaice uzgecmuuvlx ocioxcHenuti npu XbII.



3.1.1. Ilntapue npu XbII

3.1.1.1 Oowue nonosrcenusn

3adauamu numanus pebenxa c¢ XbBII sagnsaromcs: KOHMPOIb CUMRMOMO8 U NPedynpedtcoeHue
OCJIOJCHEHUU, O0COOEHHO ypeMmuu (800HO-INEKMPOIUMHbIL U  KUCIOMHO-WEN0YHOU 0ananc) u
MUHEPATbHLIX U KOCMHBIX Hapyulenutl (maxkum oopaszom omkiaovieas Heooxooumocms 3IIT);
obecneuenue onmumMaibHo2o pocma pebenka (npunodxcerue A3.1); coxpanenue pe3udyanbHOU
dyHKyuu nouex.
. Pexomenayerca manuentam rpyaHoro Bo3pacta ¢ XBII mpoBoguTh  ecTeCTBEHHOE
BCKapMJIMBaHHE KaK HanboJIiee ONMTUMAIBHBIA U TPEANOYTHTEIbHBIN MeTO 1 TuTaHus [162].
YYPC,YAA5)
KommenTapuii: [ pyonoe mMonoko — YHUKAIbHBIUL UCMOYHUK NUMAHUSA, CO30AHHBIN O] MIA0eHyes,
gxnroyas demeu ¢ XBII 2-5 cm, max Kax 015 ux nouex o4ensb 8adCHA HU3KAs OCMOMUYECKAsl Ha2Ppy3Kda.
. Pexomennyercs nanmentam rpyaHoro Bo3pacta ¢ XbII  mpeamourenue  oTaaBaTh
a/IalITUPOBAHHBIM MOJIOYHBIM CMECSM C Mpeo0iaaHueM ChIBOPOTOYHOTO Oelika MPH HEBO3ZMOKHOCTHU
/HETOCTYITHOCTHU TPYIHOTO BCKapMJIMBaHUS B afleKBaTHOM oO0beme [162].
(YYP C, YA 5)
Kommenrapuii: Aoanmuposannvie monounvle cmecu ¢ npeobradanuem Cbl8OpOMOUHO20 0Oenxa
umerom 0enKo8bll U IeKMPOIUMHBIL KOMNOHeHm Onudce K 2pYOHOMY MONOKY, YeM Ka3euHogvle
dopmynel u npeonoumumenvree Ha 1-m 200y scusnu. He noxazano ucnonvzosanue cmecell Ha 0CHOGe
cou 0o 12 mecayes Hu3HU U3-3a BbLCOKO20 COOEPHCAHUS PUMOICMPOSEHO8.
. Pexomenayercs mnamuentam ¢ XBII poGaBnste doptudukarop (oGoraturens TpyIHOTO
MOJIOKa) B TPYIHOE MOJIOKO WJIHM aJalTUPOBAHHYIO MOJOYHYIO CMECh, €CIIM MIIAJIEHIly HEOOXOIMMO
OTrpaHUYEHUE )KUIKOCTH UJIM YBEIMUYEHHUE SHEPTeTUUECKOW IEHHOCTH nTuTanus [162].
(YYP C, YA 5)
KommenTapmii: Eciu Heobx00umo oepaHuuums 00vem HCUOKOCMU UlU, KO20d HOPMANbHbIU 00bem
nuwu  evi3vleaem peomy UIU  uMeemcs 2acmpo-3zogazeanvHuitl  peguoxc (I OP), cyxas
A0anmupoBanHas CcmMecb MOJCem pAcmeopsimsvCcsi 6 MeHbuieM obveme 600bl. bonvuwuncmeo
CMAaHOapmMHBIX MOJOYHBIX cMecell umeem Konyenmpayuro 13%, mo ecmo 13 epammos cyxoii cmecu Ha
100 mn 600v1, obecneuusas kanopuiinocms oxkono 67 kkan u 1,3 e 6eaka na 100 mn. Konyenmpayuio
cMecu ModCHO yeenuuugams Ha 1-3% 6 dewns, eniomsv 0o 20%, m.e. 20 2 cyxoii cmecu na 100 mn 800wvt
8 3aBUCUMOCMU OM UHOUBUOYATLHOU nepeHocumocmu pebenka. Cyxylo MONOUHYIO CMeCb MOJICHO
006asnamo K 2pyoOHOMY MONOKY 8 KoHyeHmpayuu 3-6% (m.e. 3-6 2 cyxoti cmecu na 100 mn epyonoco
MOJIOK@), MaKum 00pazom yeenuuusds: IHep2emudeckyro yeHHocms 0o 1 kkan/mi. YV neoonoutenHvix

MﬂadeH”e@ MoaHcem ucnojlb3oeanitbCA qbopmuqbukamop 2py()H020 MOJIOKA.



. Pexomennayercs manmentam ¢ XbII yBennunBaTh KOHIIECHTPUPOBAHHOCTH MUTAHUS U T0OABOK
MOCTENEHHO B COOTBETCTBHM C MEPEHOCUMOCTBIO C IEJbI0O JTOCTHKEHUS aJIEKBATHOTO HYTPUTHUBHOTO
cTaTyca M MPEJOTBPAILICHUS] HEXEJIATEIbHbIX SBJICHHI CO CTOPOHBI KEIYyAOYHO-KUILIEYHOTO TpaKTa
[162].

YYPC,YIA5)

Kommenrapmii: Konyenmpayus mMonouHou cmecu OONHCHA YBETUUUBAMBCA NOCMENeHHO, YmoObl
obecneuums MoaIePAHMHOCMb K NOBLIUEHUIO OCMOJIAIbHOCMU, KOMOPAs MO}CEM 8bl3bl6amsb OUapero,
psomy, [ DP. Cnedyem obpawamos HUMAHUE HA NOBbIULEHUE OCMOMUYECKOU HAZPY3KU HA NOYKU, YMO
Modicem  npugooums K usobimxy ¢ocgopa, Kamus u Opyeux MUHEPANO8 U DIeKMPOIUMOS.
Anvmeprnamugotl 000agnenus cyxou adanmuposaHHOU cMecu K SpYOHOMY MOJOKY Modicen Oblmb
dobasnenue 6e1K08020 KOMNOHEHmMA U/uiu Opy2ux UCMOYHUKOS SHepauu (noaumepuvl 2NH0KO3bl,
JHcUposvle Imynvbcul) 0 0becneyeHus nayueHm-opueHmupo8aHHo2o npo@uis Oeika u dHepeul, ¢
dobasieHuem 8UMAMUHO8 U MUHEPATIO8 eClld HeOOX0OUMO.

. Pexomennyercs perssm ¢ XBII BBoguTh B pamuoH 0oJiee TyCThie TPOIYKTHI MPUKOpMaA
COTJIaCHO PEKOMEHIAIUSAM JIJIsl 3[IOPOBBIX JETEH C MOCTEIEHHBIM Pa3HOOOPa3ueM TEKCTYPhI U BKyca C
1eabp0 GopMUpOBaHUS HABBIKA MEPEKEBbIBaHUS MUIIH [ 162].

YYPC,YIAA5)

KommenTapuii: Bcem oemsim HeoOxX00umo npudepicusamscsi 300p0o6oil, COANAHCUPOBAHHOU OUembl ¢
WUPOKUM  8b100POM OO0 U  YUEMOM BO3MONCHLIX Ouemuyeckux ozpanudenui. Heobxooumo
npoBOOUMb NpocCeeujeHIe cemMbl OMHOCUMENbHO 8bl00pa Ooee 300p06OL NUWU 80 8peMsl 88e0eHUs
npuKopma, ymoowvl 61UAMb HA HOPMUPOBAHUE NUULEBbIX NPEONOUMEeHUI.

. Pexomennyercs mepopanbHoe nuTanue y jgetel ¢ XbBII kak mpeanouTUTENbHBIN crocod
KOPMJICHUS C TIEJIbI0 COXpaHeHUs (PYHKITNH keBaHuUs U TiioTaHus [162].

YYPC,YIA5)

Kommenrtapuii: Hogopoowcoennvie u 0emu panneeo eospacma ¢ XbI1 2—5D mozym omxazvieamucs om
nepopanvHo20 numanus. B mo orce epemsa 3010060e KopmaeHue cnocobcmeyem pazeumuio npoonem ¢
HcegaHuem U 210MaHueM, OmKaszy om eobl, NAHUYECKUM amaKam u ciabomy pa3eumuio OpaibHOU
momopuku. JKenamenvha opanvras cmumynayus, oasxce eciu nepopalbHbulll npuem 02paHudeH, Ymoovl
npedomepamums pazeumue omepaujerusi K eoe. I103momy 6ajdcHbIM aCNeKmoM HYMPUMUBHOU
NOO00EPIHCKU ABIAEMCS KAK COOCMBEHHO obecneyeHue numauuem, maxk u Qopmuposanue nuuieso2o
Nno8eoeHus.

. Pexomenayercs wucnonb3oBath 24-4yacoBOM TMepUOA JUIsl OLEHKM JIME€Thl WM OLIEHKHU
TPEXJHEBHOr0 MNuIeBoro aHeBHMKA, jaered ¢ XBII 2-5D cr. ¢ uenpio omnpeaeneHus: OCHOBHBIX
HMCTOYHUKOB MTUTAHUS B KOMIUIEKCHOM OIIEHKE HYTPUTHUBHOTO cTaryca [4].

(YYP C, VI 5)



. Pexomennyercss mnamuentam ¢ XbBII cpoyHoe BMemATENbCTBO, €CIM JIUArHOCTUPOBAHO
CHIDKEHHE BECOBOTO LIEHTUIIS C IENBI0 YITYUIICHUsI HyTPUTHUBHOTO cTaTyca pedeHka [4].

(YYP C, YIA5)

KommenTapuii: /lepopanvras koppexyus numarnus 00JHCHA NPOBOOUMbCS Y Oemell ¢ HeadeK8amHvIM
Oouemuyeckum nompebOieHuemMm HYympueHmos, Nnocie GblAGleHUs NPUYUH CHUdCEHUS nompeOieHus u
B03MONCHOU MeouxamenmosHou koppexyuu. Camviti Ovicmpwvlili pocm HAOA0OAemcsi 8 Nepsvlii 200
HCUZHU U OMCYymcmeue npubasKku 6 macce mena - CueHal Kk emewamenvcemsy. Eciu npubaska 6 macce
mena omcymcmayem ce2o 2 HeOelu 6 nepgvle 3 mecaya dcusHu, mo mepsaemcsa 1 yenmunv. Eciu 6
meueHue 4 nedenvb, mo 2 yeumunsn. B 6-mecaunom eozpacme k nomepe 1 yenmuis npusedem 3-Xx
HedenbHOe omcymcemeue npubasku maccvl, 8 9 mecayes 1 yenmunv mepsemcsa nocie 4 Heoenb
CMAamu4HoOU Maccvl mena.

YV 0emeti 1-20 200a scusnu ¢ XBII 6onee yyscmeumenbHulMU MapKepamu AGIAI0MCs UsMepeHue
MAccol mena Uu/unu OKPYICHOCMU 20J108bl, M0204 KAK U3MEpPeHUs OJIUHbY/POCMA YaACmo HemoYHbl
(oyenka guzuueckoeo pazsumus npedcmasiena 6 npunodxcenuu A3.1, napamempsi u yacmoma oyeHKu
HympumusHoco cmamyca y oemeti ¢ XbI1 35-5/] cmadusimu npedcmasnensvt 6 npunodxcenuu A3.2).

Ilepsvim wazom npu nioxou npubaske Maccvl Mendassisaemcs NOUCK B03MONCHOU NPUUUHBL
CHUMICeHUss obvema npuema nuwu u ee koppekyus. Hanpumep, npoonema I'DP/psoma (3a2cycmumenu
NUMAanUs, arbeUHamel, aHmMayuowl, Oarokamopvl H2-cucmamunosvix peyenmopos, uHSUOUMOPHI
NPOMOHHO20 HACOCA, CMUMYAAMOPbL  MOMOPUKU  HCENYOOUHO-KUUEYHO20 MpaKma), ayuoos,
eunepsonemusi, AI' unu neadexsammwiti ouanus. Jemu ¢ XBII moeym umems HapyuieHue 6Kyco8bvix u

00OHAMENbHBIX OUYUeHUII.

3.1.1.2 Duepzusa
. Pexomenpayercst motpebnenue suepruu y aeteit ¢ XbII 2-5D cT, cooTBeTCTBYIOIIEE 3A0POBBIM

JIeTsIM TOTrO K€ XpoHoJoruuyeckoro Bo3pacta [162]. V nereir ¢ XBII, BepostHO, Takue xe
SHEpPro3aTpaThl B COCTOSHUU MOKOS, KaK M Yy 3/J0pOBbIX JeTel, U oOuas noTpeOHOCTh B 3HEPruu
JOJDKHA HAXOJIUTHCS B Mpeenax HopMel [325].

YYPC,YIA5)

Kommenrtapuii: Headexéamnoe nocmyniexue sHepeuu u3 HeOEIKOBbIX UCMOYHUKOE NPUBOOUM K
ucnonv3oeanulo benKa payuoHa 01 00pazoeanus dSHepeUul 6Mecmo pocmad, Ymo maxice npueooum K
eunepkantuemuu.

. Pexomennyercsi 6onee Bbicokoe mnoTpednenue sHepruu (SDI - Suggested Dietary Intake)
9TOOBl 00ECIEeYNTh ONTUMAIBHBIA POCT y JAeTell ¢ CyOonTHMManbHBIM HAOOpPOM MAacChl Tela |
JTUHEWHBIM pocToMm [162].

YYPC,YIAS)



KommenTapuii: /a2 docmuodicenus onmumanrbHo20 nompeodneHus Kaiopuii Moxcem NOHA00OUMbcs
NepopanbHas UlU IHMEPANbHAs HYMPUMUBHAS NOO00EPHCKA. IHmMepanrbHoe numanue NoKa3aHo u
MaadeHyam, u 0emsim, Ko2oa opaibHoe nompebdiieHue s611emcs HeadeK8amHviM 0 NOOOEPHCAHUS
pocma u O0O0NHCHO HAYUHAMBCA, KAK MOJLKO CKOPOCMb POCMA CMAHOBUMC HUMCe HOPMbL (CM.
npunodicerue A3.3).

. Pexomennyercs mpu XBIl y nereil ¢ m30BITOYHONW Maccol Tela W OXHPEHUEM, CHU3UTH
noTpeOIeHne SHEPTUH 10 JOCTHKEHHS COOTBETCTBYIOIEH MprubaBku Macchl Tena [162].
YYPC,YAA5)

KommenTapmii: /lemu wna nepumoneanvhom ouanuze (I1]]) adcopbupyiom 2enroko3y 60 6pems

IKCROZUYUU OUATUZAMA, YMO Oaem 0ONOIHUmMeNbHyr suepeuio 10 kkan/ke/cym.

3.1.1.3 Benok
. Pexomenpayercs neneBoe notpebnenue Oenka y nereit ¢ XbII 2-5D cr. mo BepxHel rpaHuiie

SDI (Suggested Dietary Intake) st o6ecnievueHust onTuMaibsHOTO pocta [162].

YYPC,YAA5)

KommenTapmii:  Pexomenoyemcss — 6onee  8blcokoe  nompedOieHue  6eika  OMHOCUMENbHO
PEeKOMeHO008aHHO20 nompebiienuss Hympuenma (reference nutrient intake - RNI) (cm. npunosicenue
A3.12, A3.13). Huoichssn epanuya pekomeH008aHH020 nompedienus 6eaKka s6s1emcs mem 6e30nacHuiM
MUHUMYMOM, HUMCE KOMOPO2O HENb35l YMeHbulams nompebaeHue oenxa.

. PekoMenayercss paccMOTpEeTb BO3MOXKHOCTh YBEJIMUYEHHUS MOTpeOieHus Oenka JeThbMU Ha
auanuse, T.K. MoxKeT ObITh Bhilie SDI y Heauanu3Horo malueHTa ¢ y4eToM moTepb Oeika Ha Auaiu3e
[162].

YYPC,YAA5)

. Pexomenayerca y nererd ¢ XbII mpu NOCTOSSHHO BBICOKOM YpPOBHE MOYEBMHBI, KOPPEKLUSA
notpeOieHuss Oenka B CTOpoHy Oosiee Huzkoro SDI mocne MCKITIOYeHHs APYTHX NMPUYUH BBICOKOTO
YpOBHS MOueBHHHI [23, 162].

YYPC,YAA5)

KommenTapnii: Ilpu cnuxcenuu CK® <25 ma/mun/1,73m° neobxooumo cnusumo nompebienue beaxa
0o RNI. KDOQI pexomenoyem 100-140% nompeodnenus 6eaxa npu XbII 3 cm., 100-120% npu XBII 4-
5 cm. (em. npunoowcenue A3.12) [162, 325].

L]enesoti yposensv mouesunvl 0onxcen cocmasnimes <20 mMmonv/n 011 miaoenyes u demeti 0o 10 nem u

<30 mmonv/n 0ns demeti cmapuie 10 1em ¢ HOPMATLHLIM ATLOYMUHOM CbIBOPOMKU Kposu [23].

3.1.1.3 Kanuin

Y nayuenmoe c¢ XIIb cnedyem Kommpoauposams Ypo8eHb Kaaus, mMax Kak NOYKU
0meemcmeeH bl 3a 8bl6eOeHUe KAUs, nocmynarwezo ¢ nuwetl. I unepkanuemus onpeoensemcs Kaxk

yposeHv K+ 6 cwigopomre kposu >5 mmonwv/n ons Oemeti u noopocmkog (>5,5 mmonv/n 0na



HOB0pOJICOeHHbIX) U eunokanruemus <3,5 mmonv/n. Bonvwuncmeo nayuenmos ¢ ouckanuemuei He
UMerom HUKAKUX CUMNMOMO8, HO NPU MANCENOU SUNEPKATUeMUU MO2YM pPA36UBAmMbCs gamanbHvle
cepoeunvie apummuu. I'unepkanuemuss 06viuHo He 8o3HuKaem 0o mex nop, noka CK® ne cnusxcaemcs
<10% om nopmui.

Bosmooicnvie NPpU4YUHbL cunepKaituemuu.

. HeOoCmamoyuHoe nompeoieHue IHeP2Ul.

. AHMUSUNEPMEH3UBHbIE NPenapamsl U AHMAZOHUCTbL AlbOOCMEPOHd, UHSUOUMOPbL
AllD.

. 8bLCOKOE nompeodieHIe Kaaus ¢ nuuyell

. ayuoos

A0eK8amHbIL KOHMPOJIb YPOBHSA KANUSL 8 NAA3Me 0ObIUHO OOCMUSAEMC S 3a CYem VIyYUleHUs

. nompebieHus dHepeuU, 02PaHUYeHUsi NPOOYKMO8 C OUYEHb GbLCOKUM COOEPICAHUEM
KA.

Dypocemud** (8 gpopme 011 napenmepanvHo2o 68edenust — 6e3 02PaAHUYEeHUll O 803PACMY, 8
Gopme mabremox — paspewien no uHcmpykyuu Odemsam ¢ 3 Jjgem) ¢ yeivlo KOppeKyuu
eunepraiuemuuy  ciedyem UCHOIb308AMb ¢ OCMOPONICHOCMbIO,  CHUJICEHUEe 0bbemd
yupxynupyrowet kposu (OLK) moocem decmabunuzupogams GyHKyuro nouex u npugecmu K

pazeumuro Ol na XBII.

YV nebonvwou epynnet oemeti ¢ XbI1 mosxcem nabarooamvcs cmoukas cunokaiuemus, 00biuHO 8

pesyibmame HACAeO0CmEeHHbIX UU npu06pemeHHb1x 3a001e8anUll NOYEUYHbIX KaHaivyes.

OCHOBHBIMU UCMOYHUKAMU KAUsL Ol MIAOEHYES8 SGIAemcsi ePYOHOe MOJOKO Ul MOJIOYHAS
cmecs, 01 demell U NOOPOCMKO8 — MOJIOKO, Kapmodghenb, o8owu, Kpynvl, pykmel, msaco. lluwesvle
dobasku, codeparcawjue colu Kauus, CnocoOCmayom yeeiudeHuio e2o nompeoieHus.

Tpasmamuueckuii cO6op Kpoeu u 2eMOnU3 3PUmpoyumos — Haubojiee YaACmas NPuYUHda
1abOPAMOPHBIX OMUENO8 0 NOBGLIUEHHOM YPOBHe Kaaus y oemeil. Mnmepnpemayus cvi60pomouro2o
Kanus y demetli 00IHCHA OCHOBLIBAMbCS HA B03PACMHLIX HOPMAMUBHLIX npedenax. [lemu maaouieco
803pacma u MaadeHybl UMerom Qusuoiocudecku ooee 8blCOKUL YPOBeHb KAlUs 8 Cbl8OPOMKeE KPOSU.

. Pexomenayercsi ouleHuTh moTpebieHue kamus y mnarnueHtoB ¢ XbII ¢ muckanuemmuei, T.k.
TUMEPKATUEMHUST Y OTUX MAIMEHTOB MOXXET YCYTYONSThCS TMPH HEMPaBUIHLHOM YMOTPEOJICHUH U
oOpaboTtke mumwm [ 163]

YYPC,YIA5)

Kommenrtapuii: V odemeii KDOQI pexomenoyem oepanuuums nompebOnenue xaius oo 40-120
Me/Ke/0enb 0nsi maadeHyesd u demeul maaouieeo o3pacma u 30-40 me/ke/Oens 013 demeti cmapuie2o

sospacma [4]. Kpome moeco, cembu 00191CHbI ObIMb 0CBEOOMIIEHBL O MEMOOAX NPUOMOBIeHU NUWU,



KOmopble MO2ym CHU3UMb COOEPAHCAHUE KANUA 8 ede, MAKUX KAK OYUCHKA OM KOMNiCYpbl, Hape3auue
KYOUKAMU U npeosapumenbHoe 3amavusanue 602amoix Kaiuem 08owel, a makice omkas om 0yaboHa
[163].

Kanuii codepoicumcsa 6o eécex munax npodykmog numarusi. Cnocobvl npueomoseieHus nuuju,
makue Kak uzmenvuenue, 6apKd, NpucomosieHue 6 MUKPOBOIHOBOU Nnedu, MO2Ym 3HAYUMETbHO
cHu3umyb KoHyenmpayutro kanus. Co2nacHo npoeedeHHbiM UCCIe008anUaM, 8 gospacme om 18 mecayes
00 18 1em, 0OCHOBHBIM UCMOYHUKOM KANUSL AGNAIOMCS MOJOKO U MOJIOYHbLE NPOOYKMbL, KPAXMAIUCTIbLE
KOpHU U K1YOHU, makue Kak xKapmoghenb, 3epHogvle, pykmuvl u maco. Bonvuwuncmseo npooykmos,
«20moeuvlx K ynompebienuroy cooepacam dooasku coneti K+. Ilpodykmul ¢ dobasienuem conetl Kauus
Mo2ym cooeparcams 000a8KUu Ha ocHose hocghamos, Hanpumep, MACHbIE NPOOYKMbL, 8bINEYKA, CbIPYL.
Cooepatcanue kanus ¢ npooyKmax NUMaHUs NOKA3aHo 8 npunoxcerusx A3.4, A3.5, A3.6.

. Pexomenayercsa y nanuentoB ¢ XbII, nomyyatomux 31T, ycTpaHuTh NpUYMHBI AUCKATUEMUH,
HE CBSI3aHHBIE C JUETOM, 3a cUeT KoppeKkuuu nuanusa [93, 164].

(YYP C, YA 5)

. Pexomennyercs y nereit ¢ XbBII npoBeaeHne 3KCTPEHHOr0 MEAMLMHCKOIO BMEIIATENLCTBA U
MpEKpalIeHUsl IpHeMa BCEX MCTOYHHMKOB Kajusl M3 JICKAPCTBEHHBIX IPENapaTroB, MapeHTEPATbHbBIX
KUIKOCTEH, MOJIOYHBIX CMECEW M IMPOAYKTOB MUTAHUS MPHU PAa3BUTUU TKEION runepkanuemMuu [93,
94, 164].

(YYP C, YA 5)

Kommenrtapuii: [unepxanuemuss sensemcs oOWENpUsSHAHHbIM (QAKmopom pucka apummuil u
OCMAaHOBKU cepoya, u npeockazyemo eedem K boee vicokou cmepmuocmu [93, 94, 164].

['unepkanuemMus - BO3MOXHBIA MOOOYHBIN 3P(PEKT HEKOTOPBIX JEKAPCTB, UCIOJIB3YEMBIX MPU
XBII, Bxmouas uaruouropsl AII®D u antaroHucTsl perienTopos anruoreHsuxa I, kanuiicoeperaromue
JIMYPETUKU, UHTUOUTOPHI KaJbIMHEBPUHA U MpocTariaan uHbl [165]. Heo6XxoaumMo yuuThIBaTh, 4TO y
nereit ¢ XBII mpekpamenue npuema HHrHOUTOpoB AIID MOXeT ObITh CBA3aHO C YCKOPEHHEM
CHIDKEeHUS pyHKUIMU nouek [339/.

Jleuenue eunepxanuemuu cm. 6 npunoxcenuu A3.20. Ilpu ypoene kanus >7,5 MMOIb/1 NOKA3AHO
npogedeHue OUaIU3da.
. PekoMeHayeTcsl CeeKTHBHOE NPUMEHEHHE IPENapaToB, COAECPKAIIMX KaJIWH-CBA3BIBAIOIINE
cMmoutbl y nmanueHToB ¢ XbBII u Tsbkemol nnm cpegHeTsKeNnon runepkaimeMue, B 1. 4., manuentram
IPYAHOTO BO3pacTa - €CJIM HeJOCTYIHA MOJIOYHAasi CMECh C HU3KUM cojiepkaHuem kanus [4, 163, 315,
341].
YYPC,YIA5)

KommenTapmii: B neouampuueckoti npakmuke 00bl4HO NPUMEHAEMCs KeoKcanam (aKmugHoe

eewecmeo.” Cy]lb(bOHam noaucmupoiaa Hampus — UOHHOOOMEHHAS cmoa, 6blC606OJfC0aIOM/;a}Z UOHDBL



Hampusi u 3ameHsOwas umu uoHvl kamus). Keoxkcaram (buonoeuuecku axkmuenas 000aexa)
UCNONb3YEMCsl 8 COOMBEMCMEUU ¢ UHCIMPYKYUell K OUoI02uyecKu akmugHotl 0obaske.

Ilpu yposne xanusa <5 mmonv/n npenapamsi ciedyem ommenums. Ilpu yposue xanus >5
MMOB/I cledyem 60300HO8UMDb.

Ecnu npenapam menvszs oasame nepopanivHo, 003a Mmodcem 0ObimMb 68e0eHd PEKMAIbHO, 8
Kou4ecmee nepopanvHoll, pazeedeHHou 6 mex e nponopyusx. OOHako 0cobas oCmopo#CHOCHb
mpebyemcsi npu peKmaibHOM HA3HAYEeHUU O0emsaM U HOBOPONCOEHHBIM, M.K. U30DLIMOUHAA 0034 UlU
Heaoekeamuoe pazsedeHue Mo2ym NpusooOums K 3a0epiicke KamuoHOOOMEeHHOU 0OMEHHOU CMOJbl 8
Kuweunuxe. Puck  owceny0ouno-kuweuno2o  KpogomeueHus Uil HeKpo3d  MOACMOU  KUWKU
noopaszymesaem, 4mo 0coboe SHUMAHUE OOJNHCHO YOeNIMbCs 8 CAYYAAX HAZHAYEHUS HeOOHOUEHHbIM
0emsam Ul HOBOPONCOCHHLIM C HUBKOU MACCOU Mmend, YeporicaemvblX No HEeKPOMuYecKomy
oumepoxoaumy [166].

. PexoMenayercst mpoBeaeHNE HEMEJICHHOTO MEAMIIMHCKOTO BMEIIATENIbCTBA C BHYTPUBEHHOMN
nH}y3uel npenapaToB Kajus MPH OMACHOM UIA KU3HH TSKEIOW TUITOKATIMEMHH C TEPAIleBTUYECKOM
ueneio [4, 164].

YYPC,YIA5)

. PexoMenayercss mepecMOTpeTh U CKOPPEKTUPOBATH JIEKAPCTBEHHBIC HA3HAUYCHHUS, CHIDKAOIINE
Kanui, U pexuM auanusa AetsaMm ¢ XbIl npu runep-uny runokaiMeMury C LENbI0 JTOCTHKECHUS
MIPUEMJIEMOTO YPOBHS Kalusi B KpoBH [ 164]

(YYP C, VI 5)

3.1.1.4 Kanvyuit u ¢pocghop

Aoexsamnoe nompebaenue kanoyus (Ca) u gpocpopa (P) — sasxcnas wacmo newenuss XBII y
Oemeii [167]. Huzkoe nompebnenue kanvyus uiu ocghopa npusooum K HapyueHuro MUHepaiu3ayuu
Kocmell, pazeumulo MUHEPalbHO-KOCMHbIX HapyuieHul, accoyuuposannvix ¢ XBII (MKH-XFII).
Oonaxo usdvimoynoe nocmynienue Ca u P, makoice onacho u modxcem cnocobcmeosams pazeumuro
He@pokanbyuHo3a u Karbyuguxkayuu cocyoos [168].

Ocnoguvimu Ouemuyeckumu ucmoynukamu Ca 01a Oemetl AGNAIOMCA MOJOKO, MONOYHbLE
nPOOYKmbl, 2PYOHOE MOJIOKO U OemcKue Monrounvle cmecu. OCHOBHbIMU OUeMUYECKUMU UCMOYHUKAMU
docgopa ons demeil A6AAIOMCA MONOKO (BKAIOUASL MOJIOUHBLE NPOOYKMbL, 2PYOHOE MOJIOKO U 20MOBblEe
demcKue cmecu), 31aKu U KpYnol, a mMaxxice MACO U MACHble npoodyKkmul (npunodiceHue A3.7).
Heopeanuyeckuti P, 0Oobasnsemviii 6 Hexomopvle nNpoOykmoul (noaygabpukamsi), Moxcem

3HAUUMeNbHO yeeruyums nompedierue gocgopa.



. Pexomenayercs ucronb3oBaTh 24-4aCOBOM TMEpPHOA UIsi OBICTPOTO OMpPENETICHUS OCHOBHBIX
uctrounukoB Ca u P, Bkirouast no6aBku P B 00paGoTaHHbIE MUIIEBBIE MPOIYKTHI IS 3I0POBBIX AETEH
u nereit ¢ XbII 2-5D cr [4].

YYPC,YIA5)

. PekoMenayercss mpoBeleHHE OLIEHKH TPEXJAHEBHOIO IMHILEBOIO IHEBHUKA I TOTy4YEHUS
noapoOHoit mHpopMaimu 00 obmem morpebnennn Ca u P, BriIrodas JUETHYECKUE HCTOYHUKH,
MUIIEBbIe J00ABKH, JUAIN3aT U JIEKAPCTBA, B TOM YHCJIE MPEnaparthl IS JICUCHUS TUIIEPKATUEMUN U
runepdocharemun (bochar-ounaepsl) (4, 163]

YYPC,YIA5)

. Pexomennyercss y maunmentoB ¢ XbBII cobmogare mnumeBod paumoH, 4YToObI oOriee
noTpe0iIeHne Kalnblys ¢ TUINEH U JIEKapcTBaMU, BKJIIOYAs IPENapaThl I JICUCHHs TUTICPKATUEMUN U
runepdocdaremun, 6puM B Tpenenax SDI wiu He Gonee yem B aBa pasa mpesbimanu SDI, kpome
HCKJIFOYMTEIIBHBIX 00CTOSTENBCTB [4, 163]

(YYP C, YA 5)

KommenTapuii: B ocobvix cayuasx, nanpumep, y maaoenyes ¢ XBII unu y oemeil ¢ 8blpajiceHHbIM
0CMeonopo30M, NpU MuamelbHOM KOHMPOJle 803MONCHO OoJiee 8bicOKOe nompedienue Kaibyus.

. Pexomenpayercs manuentam ¢ XbII ckoppekTupoBaTh notpednenue Ca u P mis nonaepxanus
WX YPOBHS B IIpejiesiax HOPMbI, COOTBETCTBYIOIICH BO3pacTy, 06e3 ymiepoa s muranus [4, 163].

(YYP C, YA 5)

Kommenrtapuii: H3zmenenus 6 mepanuu OONICHbI OCHOBbI8AMBCS HA CEPULIHBIX pe3Ylbmamax, ¢
unmezpayueti coigopomounozo Ca, P, IITT, II[® u 25(0OH) sumamuna D u eco anano2os.

. Pexomennayercs s nereit ¢ XbII, y koTopbix ecTs runepdocharemMus uiv runepnapaTupeos,
TpeOytonie orpaHudeHus ¢ocpopa B aueTe HCIONb30BaTh HWXHMHM mpenen SDI ¢ mensio
[Tonnepxanust ypoBHs Gocdopa B KpOBH B IIpejiesiax MpUeMiIeMbIX 3HaueHui [4, 163]
YYPC,YIA5)

KommenTapmii: Credyem oepanuuume exiao gocghama gocpammuvix oobasok. Hcnonvzosarnue
npenapamul OJisl JleYeHUus. eunepraiuemuu u unepgocgamemuu mpedyemcs Ons OalbHeUue20
koHmpoas yposuei P u IITI" 6 dononnenue ocpanudenusm ¢ oueme.

. Pexomennayerca y aereit ¢ XbII co cToMKON runokanblueMue Wik BICOKUM ypoBHeM IITI
notpebsienue Kaibius Boime 200% ot SDI mis kanbius B TeueHHE KOPOTKUX MEPUOJIOB BPEMEHU U
IO TIIATEILHBIM MEIUITUHCKUM HabOmoaeHueM [4, 163]

YYPC,YIA5)

KommenTapuii: Kanovyuii mooicem nocmynams npu npueme HNpenapamos Kaabyusi emecme ¢
sumamunom D u e2o ananoeamu (00bl4HO KAK 6 HAMUBHOU, MAK U 8 AKMUBHOU opme), a makaice u3

()pyeux UCMOYHUKOB KAJlbYUs, maKux Kak ouanu3am ¢ blCOKUM codepofcanue/w KajlbYuA.



. Pexomennayercs nmerssm ¢ XBII ¢ ycroiumBoit runodocdaremueit yBenuuuTh mnoTpediieHne
docdopa ¢ mUmIeH ¢ EeNbIo JOCTIKEHUS TpUeMIIeMoro ypoBHs ¢ocdopa B kposu [4, 163 ]

(YYP C, YIA5)

Kommenrapmii: Hexomopvim nayuenmam moeym nompebosamscsi 0obaeku P, 6 cayuae
UHMEHCUBHO20 OUATU3A UNU BbLCOKUX nomepb P ¢ mouoil.

. Pexomennyercs y aereit ¢ XBII co CTOMKOW rUnepKagbLUUEMUEH OT JIETKOW 10 YMEPEHHOM
CTCTICHH TSDKECTHU MOATAIMHO CHUXKATh WIIM MPEKpalaTh MPUEM MperapaToB KaIbIHs, MPEemapaToB AJis
JICUEHMsI TUIEpKaTueMud u rTunepdocareMurt B COCTAaB KOTOPBIX BXOIHMT KaJIBIUH, a TaKkKe
MperapaToB HATUBHOTO M aKTUBHOTO BUTaMUHAa D M ero aHaJloroB ¥ Ha3HAYCHHE TUATN3aTa C HU3KUM
cojepxaHueM Kanbius [129].

(YYP C, YIA5)

Kommenrapmii: Moowem nompebosamuvcs epemennoe cuudcenue cooepaicanusi Ca 6 payuone 6e3
yuepba 011 aoekeamnoz2o numanus. Tpebyemcs pezynapHas nepeoyeHkda, O0coOeHHO Ko20a
nompebaenue Ca nusce SDI.

Cnedyem u3zbecamb NONONCUMENbHO20 OANAHCA KATbYUs C8EpX MO020, UYMO HeoOX0OUMO
pacmywemy pebenky (oepanHuueHue 003bl Npenapamos  Ois  JleYeHus  SUNnepKaiuemMuu U
eunepocpamemuu Ha O0CHOBe Kanbyusi, CE0EBPEMEHHOe 66e0eHUEe HEKATbYUeBbIX NPenapamos OJs
JleyeHus eunepraiuemuu u eunepgochamemuu, nanpumep, #Hcesenamep™* (0,4-1,6 2) [169, 342]) ona

npedomepawjenusi Karvyugurayuu cocyoos [92].

3.1.1.5 Hampuit u 6uxapoonam

Tpebosanus k nompeonenuro nampus (Na), 600v1 u buxapbonama 3aeucam om 3a001e6aHUs,
cmasuteco npuyurnou XbII. [{lemsam ¢ oucnaazueti novek u CACUT 06viuno neobxoouma oomayus Na,
bukapbonama u 600vl. MO C883AHO BbIPANCEHHOCBIO MYOYIAPHBIX HAPYUEHUL, NPUBOOSUUX K
CcHUdcenuio peabcopoyuu Na, dukapbonama u 600vl. /[ maxkux oemetl XapakxmepHa NOIUYPU U
NOAUOUNCUS, OHU CKIIOHHbL K NU300aM 0eKomnencayuu ¢ passumuem eunogonemuu u OIII1, eciu ne
nonyuarom oomayuu Na, buxapbonama u e umerom c80000H020 docmyna K 6ode. Borvwe 6ceco
mepsawom JIeKmpoIumsl O0emu ¢ myoOyIonamuimMu, O0COOEHHO C YUCMUHO30M, NOO00epHCaHue
aoekeammnozo yposHsa Na u ouxapbonama modicem 6bims mpyOHbIM.

Ilpu XBII 4-5 cm., xax npasuno, Heobx00umo ocpanuyerue coau. Mcmowenue 3anacos Na
NpUBOOUM K XPOHUYECKOU 2UNno8oeMuu u cnocoocmeyem nioxomy pocmy; SUNOHAMpuemusi He
aensaemcs npusHakom nedocmamournocmu Na [170]. Ypeszmepnoe oepanuuenue conu ypesamo puckom
CMUMYTAYUU ~ PEHUHATLOOCEPOHOBOU  CUCMEMbI,  8bIpAOOMKU — KAMEXONaMUHO8 U  pPa3eumus

oucaunudemuu [171].



Hemu pannezo o3pacma, naxooswuecs Ha nepumoHeanbHom ouanuze (1), mozym mepsamo
NOBblUEeHHOe KOIUYeCME0 HAMPUs ¢ MOYOU U OUANUZAMOM U HYyxHcoaromes 8 domayuu Na.

Hemu ¢ XBII scneocmsue enomepyronamuil, Kaxk npasuio, 3adepaicusaiom Na u 600y, umo
cnocoocmeyem pazeumuto Al. Taxum demsm credyem cobarodams ouemy Oe3 000asieHus coau, a
makdice UCKIIoYUms ynompeoenue noiygaopuxamos, pacm-gyoa, chaxos. [325].

. Pexomennyercs aerssm ¢ XBIl Ha (oHE MEpBUYHBIX TIOMEPYIAPHBIX 3a00JIEBaHUI WM TPH
ONIUTYPUH OTPaHUYUTh ToTpebneHue Harpus menee 1500 mr/cyt (3750 mr comwm) sl CHHDKEHUS
PUCKOB pa3BUTHS OTEKOB W apTEepPHAIbHOM TUNEPTEH3UH IPH OTCYTCTBUU MPOTUBOIOKA3aHUIA,
HampUMep TaKuX, KaK COJbTEPSIONINE TyOyJIOMHTEPCTUIIMAIbHBIE HEPPONAaTHH, JUIa C TUIOTEH3UEH
IpPU OTCYTCTBHU CEPJCYHOW HEIOCTATOYHOCTH, WM JIMIA, HPEAPACIONOKEHHBIE K THUIOBOJIEMHUHU
[4].(YYP C; VIO S)

. PexoMenayercst KOppeKiusi MeTaboJIMYecKOoro amua03a (10 ypoBHs OukapOoHaTa B CHIBOPOTKE
>22 MOKB/J) ¢ Ha3HaYeHHeM HaTpus ruapokapoonara*™* y nereit ¢ XBbII [5, 138].

(YYP C; YAA5)

Kommenrapuii: ciedyem yuecmsb, umo ucmounuxom oukapoonama mo2ym 0vims maxice OUAIU3Hble
pacmeopuvl Ha ocHose HCO3 unu nampus nakmama pacmeop CLOXCHblU (Kanius X10pud + Kaabyus
Xnopud + Hampus xaopuo + Hampusa aaxmam)**. Ilpu coxpanenuu memadoaU¥ecKo2o ayuodo3a y
pebeHKa Ha OuanusHou mepanuu ciedyem UHOUBUOYANIbHO OYEeHUMb e20 NPUduH) (adeK8amHoCHb
003bl duanuza, ouemad, 8blCoKUe nomepu OUKApOOHAMa ¢ MO4Oo).

THouxu ueparom 8adcHy10 poib 8 NOOOEPHCAHUU KUCTOMHO-UENOYH020 DANAHCA 34 cuem IKCKpeyuu
UOHO8 6000p0o0a, peabcopbyuu om@UILMPOBAHHO20 OuKapboHama U 2eHepayuu HO8bIX UOHO8
ouxapdoonama u opyeux 0ygepos. XBII mooxxcem enrusimv Ha 6ce KOMHOHEHMbl, yuacmeyouwue 6
NOYeUHOU pe2yiayull KUCIOMHO-WEeL0UH020 Oananca, 4mo Npusooum K mMemadoauieckomy ayuoosy.
Cumnmomsl Mmemadoauyecko2o ayudosa He asiaomces cneyuguieckumu. Cmumynayus 0biXxameibHO20
yewmpa 6 cmeoie M032a NPUBOOUmM K 2SUNEPBEHMUNAYUU Ol KOMNEHCAyuu ayudo3a mnymem
snumunayuu CQOz. B pe3ynomame y nayueHmos Modcem HAOI00AMbCA PA3IUYHASL NO CMeneHU
gvipasiceHnocmu 00viuka. Kpome moeo, y 601vHblx MO2ym ommeuamscsi 601U 8 2pyou, maxuKapous,
207108HAsL OONb, CNYMAHHOCMb CO3HAHUSA, C1AOOCMb, 60U 8 KOCMSAX, CHUMCeHUe annemuma, mowHoma
u peoma [172]. Ilomumo nomepsv OGuxapboHama c MOHOU, Moxcem HAOI0OAMbC HeCNOCOOHOCMb
NOOKUCHeHUsL Mouu. 3amecmumenvHas mepanusi Hampus 2euopoxapoonamom™** nposooumcs 6
HauanvHou 0o3ze 1 mmonv/ke/cym pazdeneHHvle HA 08a-uemvlpe npuema. bonee moumwiii pacuem
HeobXo0uMo20 Konuvecmea Hampus uopoxapoonama™* npouzeooumcs no gpopmyne Menneneaapoa—
Acmpyna:

HCO3 (mmonw) = BE x 0,3 x m (macca mena nayuenma 8 K2),

npu smom 1 mn 8,4% pacmeopa pasen 1 mmons.



Ilpumenenue nampus euopoxapbonama™* mpebyem MOHUMOPUHEA KUCIOMHO-UEIOUHO20 U

obweeo cocmosanus nayuenma [173].

3.1.1.6 Bumamunuot

s nayuenmos ¢ XBII xapakmepern degpuyum muxposiemenmos 8 numaruu [174]. Iloryuenot

OdanHvle 0 Oeghuyume ackopOunosou kuciomsel, muamuua (Bl), nupuookcuna (B6), oauesoi

kuciomsl. [343, 344].

o Pexomennyercs nanuentam ¢ XbII 2-5D craagun npumenenue npenapatos rpynn: A11AA03
[TonuBUTaMUHBI B KOMOMHAIIMK C APYTUMU MHHEpajgamMu (BKIro4as rmoaumuHepaibl) u/umu A11AA04
[TonmuBuTaMUHBI B KOMOMHAIUHU ¢ MUKpodiemeHTamu u/wni Al1BA B0O5XC win npuemM BUTAaMHHHO-
MUHEpPAIBHBIX KOMILUICKCOB (OMOJIOTMYECKH aKTHUBHBIE JOOaBKH, COJEpiKallhe JeHCTBYIOIINE
BEIIECTBA THAMHHA TUAPOXJIOPU] WIM HMUPUAOKCHUHA THAPOXJIOPUI) C LENbI0 KOPpPEeKIHH AeduuuTa

BUTaMUHOB [4, 345, 378].

YYPC; YOI 5)
. Pexomennyercs netsim ¢ XBII 5D craguu: koppekuust aedunura puramuna Bl (#ruamuna™*):
10-25 Mr/aeHs mapeHTepaabHO B TedeHUEe 1—2 Hemenb, 3aTeM 5 Mr IepopaibHO B TECUYCHHE 6 HEICNb

[378]
(YYP C; VI 5)

o Pexomennyercs nersim ¢ XbBII 5D cragum: koppekuust aedunmra BUTaMuHa B6
(#nupunmokcuH**): 5-25 Mr/meHp nepopanbHOTro #NUpUAOKCHUHA™* B TeueHue 3 Henenb, 3ateM 2,5-5
MI//1I€Hb NIEPOPAJILHO B BHJI€ OJUBUTAMUHOB [378].

YYPC, YIA5)
J Pexomenayercst manueHtaM Koppekuus aeduunura (GonneBoil KucioTsl y aered no 1 roga c
XBII 5 cr: #ponuesoit kucnora** 0,1 MI/Kr/neHs nepopaibHO €XKEeIHEBHO; y AeTel: crapue | roaa -
1,0 Mr mepopaiibHO €XeTHEBHO (J10 BOCIIOIHEHUS e(UINTa), 3aTeM o iepkuBatomas g03a ot 0,1 1o

0,5 mr B cyTku [4, 345, 346, 348].

YYPC; YIAS)

Kommenrapmii: ¢onuesas kucioma mepsemca ¢ ouanuzamom. Iloomomy o0na Koppexkyuu
2UNEP2OMOYUCTEUHEMUY, PA3BUBAIOWeliCsL Ha 3MOM (one, mpebyemcs npumeHenue #Hgonuesoi
kuciomor**. Tem ne memnee, depuyum poaruesou xuciromer ommeuaemcs u y oemeti ¢ XBII, ne

Haxooswuxcs Ha ouanuze [378].



Moowcem nposooumsbcsi KOppekyusi 8 3d8UCUMOCMU OM YPOBHA 20MOYUCMeEUHA U/unu ¢hoauesou
KUCIOmbvl 8 Kposu (00 nooodepicanusi yposHs hoauesoli KUCI0myvl 8 Kposu >5 He/MJ, HO He Gvluie
6epxXHell 2pAHUYbl HOPMbL).

o Pexomennyercs narentam ¢ XbI1 BHe 3aBUCUMOCTH OT CTaIuu AOTAIMUs [IMaHOKOOamaMuHa™**
(pexXuM J103UPOBAHUS — B COOTBETCTBHHM C WHCTPYKLHEH) IPU COCTOSHUSX, COMPOBOXKIAOLINXCS
nedunuroM B12 ¢ nenbro koppekiuu ero aedunura [346].

(YYPC; Y 4)

o Pexomenayercs celeKTUBHOE MPUMEHEHUE JUETHYECKON KOPPEKIHMH >KUPOPACTBOPUMBIX

ButamMuHoB A, D, E u K narmmenram ¢ XBII 2-5 ¢T ¢ 11e/1b0 KOPPEKIINN BO3MOXKHOTO neduruta [4].

YYPC; YOI 5)

Kommenmapuii: Y nayuenmos c Hapyuienuem @QyHKyuu novex Habar00aemcsi 6blCOKUU YPOBEHb
PemuHona 8 Kpogu, 4mo GO3MOINCHO CBA3AHO C COYEMAaHUeM CHUNCeHUs KIyOouKo8ou urbmpayuu
KOMNIIEKCA pemuHOI-pemuHOI-CEA3bI8aAI0WUL  DENOK, CHUMNCEHUs Npeodpazoeanusi pemuHond 8
PpemuHoesyo KUCiomy u HaKOnJ1eHus pemuno-cesasvlearoujeco benxa. Ilogvluienue yposHs pemurona

Haoarooaemcs y oemeti ¢ XBI1 3-5D u koppenupyem c eunepkanvyuemueti [347].

3.1.1.7 dumepanvnoe numanue

o PekoMeH0BaHO paccMOTpeTh B HMHAMBHUIYabHOM TOPSIKE Ha3HAYEHHE DSHTEPAlbHOTO
nutanus AetsM ¢ XbII 2-5 cr. npu HapyleHun HyTPUTUBHOTO CTaTyca C 1IeJIbl0 ero koppekuuu [176,
177].

(YYP C; YOI 5)

KommenTapum:

DumepanbHoe NUMAHUe MOHCem OCYyUeCmsiamoscs uepe3 Ha302acmpanvhbsili 3010 (Yemanoexka
HA302acmpaibHo20  30HO0a) unu  depez eacmpocmomy (Iacmpocmomus, [acmpocmomus ¢
UCNONb308AHUEM BUOCOIHOOCKONUYECKUX MeXHOoL02ull, Jlanapockonuueckas 2acmpocmomus,)

Xoms HazozacmpanvbHulil 30H0 YCMAHABIUEAEMCS HA KOPOMKOE 8peMsl, OONbUIUHCMBO cemell
npeonoyumaem e20 2acmpocmome, KOmopyl He BUOHO No0 00excoou. Peoma moocem umems
peularoujee sHavenue 8 NPeONOYMeHuU 2acmpocmomMu.

Ha3zozacmpanwvnwiit 3010 (H3I')

llpeumywecmea:

Memoo evibopa y demeti ¢ maccou mena <4 ke

Yemanosumu 3010 npocmo, u cemvs necko odoyuaemcs

Puck nepumonuma y oemeti na nepumoneanvrom ouanuze (I1/]) omcymcmeyem.

Heoocmamxku:

ny()meuue Kadyecmea HCU3HU p€6€HK(l U cembu U3-3a He0OX0OUMOCIU YACMbIX 3aMeH 30HOA



IIpenamcmeyem pazeumuio OpO-MOMOPHBIX HABLIKOS, 6bl3bl8As OdalbHeliuiue npoobremvl ¢
paseumuem pedu u 210manuem

Brewnuii 6uo pebenka usmeHeH, okpyacaloujue 3amedarom «001bH020 pebeHKay

Puck nepgpopayuu nuwesooa unu sxenyoxa (peoxo)

THosviwaemcs puck eacmposzoghazeanvho2o peghnokca, peomsl U acnupayuu  uU3-3a
OMKPBIMO20 HUICHE20 CUHKMepa nuueeo0a

Tpancnunopuueckuil (Ha30€10OHALHBLIL) 30HO

3010 015 KOpMIEHUSA MOIHCHO NPOOBUHYMb 3A NPeOeiibl HCeNyOKAd 8 08EeHAOYAMUNEPCMHYIO UTU
MOWYIO KUWKY, YMOObl Nonbimamscs ymeHvuums pgomy. Ho:

30HO JlecKo nepemewjaemcs u mpeoyiom peHmeeHoZpaguuecKko2o KOHMpPOasa, a MAaKice
emewamenbcmea noo ooweli anecmesueti 011 nepeyCmaHo8Ku

30HO HeNb3sl UCNONBL306aMb Ol  OONIOCHO20 KOPMIEHUS, MONbKO Ol  OIUMENbHO20
Henpepbvl8HO20 KOPMJIeHUs.

T'acmpocmomus

Yemanoexka eacmpocmomvl  modicem  Obimb  8bINOIHEHA UPECKONCHLIM  IHOOCKONUYECKUM
CnOCOOOM, UPECKONCHBIM PAOUONIOCUYECKUM, YPECKONCHBIM NANAPOCKONUYECKUM CROCOOOM, A MaKdice
omkpulmuim cnocobom. Kaxum 6v1 Hu 611 mun pacnoiodxcenuss, Mecmo 8bixo0a 2acmpoCmomMuyecKol
MpYOKU 02PAHUYEHO JIeGLIM BEPXHUM KBAOPAHMOM HCUBOMA UNU CPeOHell TUHUel U3-3a AHAMOMUU
acenyoxa. Taxum obpazom, kamemepwi 05 I1/] He credyem pazmewams 8 1€60M 8epXHeM K8AOPAHME
¥y 0emeli, KOMOpbIM 8 nociedyruem NoHaoobumces ycmaunogxka cacmpocmomvl [178].

HI'3 npeonoumumenen 015 KpamKoCpouHO20 SHMEPAILHO20 NUMAHUSL.

s OnumenvHo20 d3HMeEPaNbHO20 NUMAHUSL NPEONOYMUMENbHA 2ACMPOCHOMUS.

Yempoiicmeo ona onumenvrnoco sumepanbHo20 NUMAanUsi OOAHNCHO ONPEOesIMbCs COBMECMHO C
POOUmMenAMU/ONeKyHamu.

Haubonvwezo s¢pexma 6 niamne ynyuyuienus uauyeckozo pazeumusi Oom azpecCcusHoll
HYMPUMUBHOU NOOOEPIHCKU 0HCUOAEmCs 8 803pacme 00 2-X Jem, Ko2o0a pocm YeauKoM 3a8UcCUm Oom
numanus [179]. Yayuwenue pocma nabnooanocs 8 bonvuuncmee ucciedo8anuti y oemetl 00 2-x iem.
B kpynnom uccneoosanuu 153 mnaoenyes ma I1J], pocm 6w nyuwie y demeii ¢ 2acmpocmomou no
cpasuenuio ¢ numanuem yepez HI3 [180]. B uccnedosanuu 40 demeii ¢ XBIl 3-5D cmaoui c
eacmpocmomoti  (77,5% mnadwe 5 nem; CcpeoHAs NPOOONHCUMETbHOCMb NUMAHUS — depe3
eacmpocmomy cocmasuna 5,32 nem) cpeonui nokazamenv SDS pocma ysenuuuncsi 00 HOPMAIbHO20
ouana3zona (c -2,29 oo -1,85), cmamucmuuecxu 3Haquumo ygeauyunucy noxkazamenu SDS maccol mena,
SDS coomnowenus macca mena/pocm u SDS UMT. Hu y o0no2o uz oemeui He pazeuiochb 0xcupetue.

[348]



3.1.2. Auemus npu XbII

Jleuenua anmemuu npu XBII accoyuuposano c 3amedneHuem npoepeccupogeanus XbII,
VMeHbuleHueM 2Unepmpo@uu 1e8020 HCeryoOouKd, YAVHULEHUEeM KAyecmed MHCUSHU U CHUNCEHUeM
uacmomul 20CNUMANU3AYUL, CHUJICEHUeM NOmpeOHOCMU 8 2eMOmpaHcy3uu, a, Cciled08amenbHo,
pucka un@uyuposanus u cencuburuzayuu neukoyumaprovim anmueenom (HLA) [181].

Hasnauenue npenapamos odicenesa u npenapamsi epynnvli «opyaue aHmuaHemuiecKkue
npenapamuly, 00aa0awWux dpumponodzcmumyaupyrowumu  ceoticmeamu  (ICC)  noszsonsiem
nogvicums yposenv Hb y b6orvwuncmea nayuenmos ¢ XbII. Jleuenue anemuu npu XbBII exnouaem
maxoice KOppeKyuro npoyux YCmpaHumuvlx npuduH cHudicenus Hb, nanpumep, depuyuma eumamuna
B12 u ghonuesoii kuciomel, 1eyeHue 60CHAIUMENLHO20 NPOYeccd.

Iloopoono mepanus anemuu npu XbBII paccmampusaemcs omoenvho (cm. Knunuueckue
pexomenoayuu Anemusi npu xpoHuvecxou bone3nu novex) [79].

Llenesvie nokasamenu cemoenobuna y e3pocavix u Oemeti ¢ XbBII, nonyuarowux

nooodeporcusarowyro mepanuro ICC npedcmasnenvt 6 npunoxcenuu A3.17.

3.1.3. Jleuenne kapanoBacky.JasipHoi 0ose3nn npu XbII

Tpuuunoii evicokoil cmepmHocmuU U HUZKOU NPOOOJHCUMENLHOCIU HCU3HU O0bHbIX ¢ XBIT
A6IAEMCA UMEHHO nopadiceHue cepoeyHo-cocyoucmou cucmemvl. Ilosmomy mepanus XBII ¢ yenom
Hanpasiena Ha npoguirakmuxy u 3ameonenue npoepeccupoganus KBbB. Ocnoenvim gaxkmopom
npozpeccuposanuiss NOPANCeHUs noyexk u cepoeuno-cocyoucmou cucmemwvl npu XBII aenasemca Al C
yposnem A/l accoyuuposanvr makue mapkepvl KBbB, kak monwyuna uHmumvl-meouu U cCKOpOCHIb
nynvcosol eoauvl. [46, 182, 311, 335]. Iloxazano, umo oocmudicenue yposus AJl Huoxce 90-co
nepyeHmuiisi  accoyuuposano ¢ 3amedieHuem npocpeccupogsanus XBIl 'y Odemeu kak ¢
2/IOMEPYIAPHBIMU, MAK U C He2loMepYIapHbiMu 3abonesanuamu nodex [182]. JJocmusicenue yposHs
AJl (npu ogpucnom usmepenuu) nudice 50-20 nepyeHmuns npensmcmeyem pazeumuro cunepmpopuu
MUOKAPOA 11e8020 dHcelyo0ouxa, m.e. 3ameonsem npoepeccuposanue KBb [349]

Yuumeieas xomnnexcuviti namozene3 KBE y nayuenmoe ¢ XbBII, adexsammnas Koppexkyusi
maxkux nposenenutt XBII, xax amemusn, BOH, mumepanvno-kocmuvie Hapyuilenuss maxdice umeem
bonvuwoe 3nauenue ona npoguraxmuxu KBb. Coomeemcmeenno, npunyunst mepanuu KBB npu XBII:

Koppexyus apmepuanvroii cunepmenzuu u cunepgoaemuu

Aoexeamnas  koppexyusi — Hapyuwienuii  ocgopHo-karvyueeozo  oomena.  Hzbecamo
eunepkanbyuemuu, 2unepgochamemuu, OIUMENbHO2O0 NPUMEHEHUS BbICOKUX 003 AKMUBHBIX (HopM
eumamuna /[ u e2o ananocog!

HHocmuoicenue yenegoeo yposus Hb

ﬂocmamowoe numanue



Aoexeamuulil Ouaius

Kax moocno bonee PAHHAA mpancnjianmayusl NO4YKu

3.1.3.1 Jleuenue aprepuajibHoi runepren3un y aerei ¢ XbII

Lensamu newenusn AI' y 6onvuwix ¢ XPII sasnsaromces 3amedneHue npocpeccupo8aniisi NOPANCeHust
nouex, npeoomepaujenue NOpPadCeHus OpeaHo8-MulieHell (cepoya, 20J08HO20 MO32d, 21d3),
npedomepaujenue ocmpuix ociodcherull AT (cunepmonuuecko2o Kpusa, oCmpou 1e80AHCery00UK080U
HeO0OCmamoyHOCmy, — HAPYWEHUSI  MO03208020  KpOB0OOpawjeHus) u, 6 umoee, YiyuuieHue
BBIHCUBACMOCU U KAYECMBA JHCUSHU NAYUEHINOS.

3aoaua anmucunepmenzusHol mepanuu — chudicenue A/l 0o yposus nusce 90-co nepyenmuns
07151 0aHHO20 noaa, sospacma u pocma. B Eeponetickux pexomenoayusix no nevenuto AI'y demeii [135]
8 kauecmee yenegoz2o 011 demeil ¢ XBII pexomenoyemcs yposenv AJl nuoice 75-20 nepyenmuns y
nayuenmos ¢ HenpomeurHypudecKUMU 3a601e8aHuAMU No4eK u Hudice 50-20 nepyeHmuis y nayuenmos
¢ npomeunypuveckumu sabonesanuamu. B mnozoyenmposom uccareoosanuu HOT-KID (2023) oviio
noxkazamo, ymo 8 epynne oemei ¢ bonee unmeHcusHol koppekyueu Al (yenesoii yposenv A/ <40
nepyeHmuisi npu 0QUCHOM uU3MepeHuu) UHOeKc moawuHvl muoxkapoa JDK ovin Hudce, yem 6 epynne
Oemeii ¢ yenesvim AJ] <70 nepyenmuns. Takum obpasom, cHudicenue A/l 0o ypoeusa <50 nepyenmuns
npeocmasisiemcs YeiecooopasHviM 0 npeoomspauienus npozpeccuposanusi KBB. Oonako ha
npakmuxe oocmudicenue 3mozo yposus All, ocobenno y oemeti ¢ XbI1 5 cm., modxxcem nompebosamuo
NpUMEHeHUs HeCKOIbKUX AHMUSUNEPMEH3UBHBIX CPEOCME 8 8bICOKUX 003AX, UMO CONPANCEHO C PUCKOM
nobounvix agnenuti anmueunepmensuenoi mepanuu. Coenacro pexomenoayuam KDIGO no neuenuio
XBII (2024), yenesvim yposnem CAJ ons oemeti u noopocmios ¢ XBII sensemcsa 50-75 nepyenmuis.
[325]

Iloopoono o mepanuu AI' npu XBIl y Oemeu cM. KiuHuyeckue peKoMeHOayuu no

apmepuanbHol 2unepmeH3ul y oemeil u noOpoCmKO8.

3.1.3.1.1 Ocooennocmu neuenuna XbII na gpone AI

T'unepeuopamayus u o6vemHas nepespysKa cocyoucmozo pycid 6HOCUM CYUieCMEeHHblI 8KI1A0
6 namoezenes Al' y oemeii ¢ XbBII, ocobenno na 4-5 cm. Ilpuuumnoii eunepeuopamayuu npu XbI1
aenemcsi u30blmouHoe no CpasHeHulo ¢ Guauoro2udeckum nompeodieHue Hampus 8 YCI08USIX €20
CHUIICEHHO20 Bbl8eOEHUsL U NOCAEOVIOWAs 3a0epicKa 600bl. Ilepsvimu mepamu no koppexyuu Al y
oemeii ¢ XBII donoicHbl Obimb KOHMPOIL NOMpedIeHUss Hampus U 800bl U OOCMUICEHUE « CYXOU MACChbl
menay» y OuanusHvlx nayuenmos. Mepvi no oepanudenuro nompebienus Hampus 0COOEHHO 8ANHCHbL Ol
nayueHmos ¢ omexkamu (npu He@dpomuueckom cuHopome, 2iomepyloHedpumax) u Ons OUAIUZHBIX
nayuenmos ¢ OaUS0aHypuel, y KOMOpbIX OANAHC IHCUOKOCMU NOJIHOCMbIO 3asucum om obvema

yaempagunompayuu npu npoyeoypax 1 /] unu I1/].



. Pexomennayercs Bcem aetsim ¢ XBII m orekamu w/wim onuroanypued coONroAaTh TUETY C
COJIEp’)KaHUEM HATpUs, HE MPEBBIMAIONIM (U3NOJIOTHYECKYI0 TOTPEOHOCTh (B 3aBHUCHMOCTH OT
Bo3zpacta 200-1300 wMr/cyr ¢ Uenpbl0  YMEHBLICHHS/TIPEIOTBPAIIECHUS  MPOTPECCHPOBAHUS
runieprugpaTtanuu [183].

YYPC,YIA5)

Kommenrapuii: V demeii ¢ XBII 6e3 napywenus nampuilypesa nompeoieHue Hampus He OOINCHO
npesvilams MaKCUMaibHoe 0Jisk 0aHH020 8o3pacma (cm. npunoxcenue A3.10, A3.11) [294]

. He pexomennyercst orpanuuuBath notpednenue Hatpus naetsim ¢ XbIl u conbrepsiommmu
cocrostHusMU (cuHapoMm baptrepa, cunapom ['uTTenpMaHa, MCEBIOTHNOATBAOCTEPOHU3M | THma U
T.J1.) C IENBIO MIPEIOTBPALICHUS YCYTyOJIeH!sT MUHEpAIBbHBIX HapymeHuit [49, 138, 170, 184, 185].
(YYP C, YIA5)

KommenTapuii: Maccosas oons nampus 8 nosapennou conu - 40%, m.e. edxceonesnoe nompedienue
nampusa cocmaeigem 3000-4000 me/cym, nomumo cooepicawecocsi 6 NPOOYKMAX NUMAHUSL.
IlockonvbKy OcHOBHOE KOMUYeCmeo Hampus NOCMynaem 6 Nuwyy npu ee NnpueomoeieHuu (coieHuu,
UCNONL306AHUU BKYCOBbIX 000AB0K, KOHCEPBAHMO8 U M.N.), YMEHbUUMb COOepHCaHUe HAMpus 8
PAYUOHE MONCHO CLEOVIOWUMU MEPAMU:

- IlonHocmbvlo  UCKIIOYUMb  COJIeHbs, KOHCEPBbl, KONYEHOCmU, KOJNOACHble u30enus,
noaygabpukamsei, npooykmel pacm-pyoa, cHdKu (yuncel, cyxapuxu u m.n.). Oepanuuumo
nompebnenue x1eoa, 0coOeHHO PAHCAHOZO.

- Huwy comossam 6e3 conu. IIpooykmel HCUBOMHO20 NPOUCXONCOEHUSL (MSCO, pbldad, MOJIOKO,
atya) codepaxcam OOCMAMOYHO HaAmMpus Ol YO08lemeopenus nompebHocmu. Bo3mooicHo
docanusanue edbl 8 mapeike, NPuU 3MOM KOIUYECMBO NOBAPEHHOU COU He OOINCHO npesviuiamy -2
e/cym.

Ilpu cobntodenuu Ouemvl ¢ HUSKUM COOEPIHCAHUEM CONU YMEHbULAeMCs HcadxHcod, NAYUeHm
Jlecue nepeHoCUm 02panutenuss Numve8o2o pexcuma. llocmenennoe cHudiCeHUe COOEPHCAHUS HAMPUSL 8
opeanuzme npueooum K COKpaujeHuio obvema eHekiemounol dscuokocmu, cHudicenuro OLIK, umo
obnezuaem konmponwo Al [186].

Hemsam ¢ conomeparowumu cOCMOAHUAMY OZPAHUYEHUe HAmpus 8 oueme NpomueonoKa3aHo,
NOCKOJIbKY MOJCem CHPOBOYUPOBAMb CUNOHAMpUEMUIo, oOe2uopamayuio, a npu  OJUMeIbHOM
npumeneruu — 3a0epacky pocma [170].

. PekoMeHyeTcss KOHTPOJIMPOBATh OOBEM BBIMUTOW W BBIJICIICHHON JKUIKOCTH TAITUCHTAM C
XBII ¢ nenpio OIEHKH HaMH4Ws/00beMa 3aAePKKHU KUIKOCTH, a TaKKe IS KOPPEKIIMH HYyTPUTHUBHOM
noanepkku [4, 187]. Ilpu cnoxXHOCTSIX ¢ ydeToM auypesa (y MalleHbKHX JeTei, He KOHTPOIUPYIOLIIX
MOYEHCITYCKaHHS, y TTAIUEHTOB CO CTOMaMH, ¥ OOJIbHBIX ¢ aHYPHUEH) I KOHTPOJIS BOJHOTO OayiaHca

PEKOMEHAYCTCA CKEAHEBHOC B3BCIIMBAHUC.



YYPB, Y11 2)

KommenTapmii: Ob6viuno y oemeu ¢ 5 cm. XBII ouype3 kommpoaupyemcs edceonegno. OQOHaKo
oyeHumv 6ANAHC HCUOKOCMU MONLKO NO  yuemy 6blNUMOU JHCUOKoCcmu, ouypesa u obvema
yabmpaguiebmpayuu  He 6ce20d  B03MONCHO, NOCKOAbKY —3HAYUMENbHbIL 00beM  IHCUOKOCHU
ynompebasemcs ¢ nuwet (¢pykmol, 080w, Kawiu, Cynbl U M.N.), HACMb 600bl BblOEAENC
nepcnupayuetl u m.o. Exceonesnoe e3geuusanue pevenxa ¢ XbII nozeonsem 3anooo3pumso
aunepeuopamayuio (npu  u30LIMOYHOU edxceOHe8HOU npubaske maccvl mena). [emsam na I
yenecooopasHo KOHMpPOIUPOBAMb MAccy mena exceonesHo, Ha 1] — neped kaxcoot npoyedypoti
ouanusa, ¢ Yeiplo COOmMeemcmsywel a0anmayuu pexcuma ouaiusd, nozeonsioueli obecnedums
A0eK8aAmMHYI0 YIbmpaduibmayuro.

. PekoMeHnayercss mpoBOAUTh, OMOMMIIEAAHCHYIO CIIEKTPOCKOIHIO/OMPEACIICHUE MPOIIEHTHOTO
COOTHOILICHHUSI BOJIbI, MBIIICYHOW W YKMPOBON TKAHU C IMOMOIIBKD OHMOMMIIEIAaHCMETpa MaIleHTaM
crapmie 2-x yet ¢ XbIl 5 cr. exxemMecsyHO, ¢ IENbI0 OLICHKM JWHAMHKH MacChl Teila U oObema
SKCTpaLeuItoNIsipHon xuakoctu [188, 337].

(YYP B, Y1 3)

KommenTapmii: Pecynsipnoe npogeoenue oOuoumneoancomempuu no3eossem oughghepenyuposams
@uzuonocuueckyo npudbasKy MblUEYHOU U HCUPOBOL MACCHI OM NPUOABKU MACCbL Meld, C8A3AHHOU C
yeenuyeHuem obvema IKcmpayennionaprol scuokocmu. Ilpuemvr adanmayuu pexcuma IIJ u
npoyeoyp 1] ¢ yenvio ysenuuenus yiompapuibmpayu u3ioxicensl 8 COOmeemcmayouem pasoere.

. PexomeHayeTcss SMUMHHAIUS  TPAJAUIUOHHBIX MoauduuUpyembix (HakTOpoB pucka y
noapoctkoB ¢ XbII u Al': oTka3 ot KypeHus, TpoGUIaKTUKY TUIIOAUHAMUU (YMEPEHHYIO (DU3HUECKYIO
Harpy3Kky), HOPMJIM3AIMI0 W30BITOYHOH MacChl Tela, B COOTBETCTBUHM C KJIMHHYECKUMU
PEKOMEHIAIUSIMH TI0 TUATHOCTHUKE, JIeUeHUto U nipodunaktuke Al y nereit u moapoctkos [70].
YYPC,YIAS)

Kommenrapmii: Jemsam u noopocmkam ¢ XBII 3-5 cm. cnedyem uzbecamv pedyKYUoHHbIX ouem ¢
PE3KUM 02PaHUYeHUuemM KaloputiHoCmu, npugooawmux Kk dvicmpomy noxyoauuio. Hecoanrancuposannoe
numanue ModxHcem CHpoBOYUPOBAMyb IEKMPOIUMHbIE PACCMPOUCTMEd, YCULEHHbIL KAmaboiusm —
pocm azomemuu. B mo e epemsi, y Oemeti uzObIMOUHAsL Macca mena cama no cebe me s61semcs
00CcmoBepHO 3HAUUMBIM  pakmopom npoepeccuposanuss XBII [61]. B uccnedosanusix y 63pocivix
NayueHmo8 NOKA3AHA JYYULAs bIHCUBAEMOCTb OUATUZHBIX NAYUEHMOB C OHXCUPEHUEM NO CDABHEHUIO C
OONLHBIMU ¢ HOPMATLHOU MACCOL Mead, MO eCmb Y OUATUSHBIX NAYUEHMO8 O0CMAMOYHAsL HCUPOBAsL U
MblueyHas macca A61siemcs npoecHocmudecku oOnazonpusmuvim  Gakmopom [189]. Ilo nawum
HaO0O0eHUaAM, OUANU3HbIE NAYUeHMbl ¢ O0eQUYUMOM Maccbl mead, ¢ HeOOCMAMmOUYHO paA36UMOl
NOOKOJCHOU KIeMYamKou Xydce NepeHOCAm Kak oecuopamayuio, max u unepeuopamayuio,

8EpOSIMHO, B8CIEOCMEUEe OMCYMCMEU pe3epe8os Ol NnepepacnpeoeieHuss IKCmpayerntonapHol



oHcuokocmu. Jlasxce MUHUMATILHASL 2Unepeuopamayusi y HUxX npugooum K noswviuenuro A/l ecneocmsue

yeenuuenus OLK.

3.1.3.1.2 MeaukaMeHTO3Hasl Tepanusi apTepuaIbHON rMNepTeH3nU

Y oemeu ¢ XBIl u AlI' meduxamenmosnas mepanus HA3HAYAEMCS OOHOBPEMEHHO C
HeMeOUKAMEeHMO3HbIMU Memooamu Koppekyuu Al coenacno KIuHUYeCKUM peKOMEeHOAyUuaM no
apmepuanvbHou cunepmensuu y oemeti u noopocmkos. Ilpenapamamu evibopa 015 demeti ¢ XbII 1-3 u
50 cmaouii sensiomes uAlID/BPA 6 makcumanbHO nepeHoCcuMoli 0o3e 8ciedcmsue ux Heppo- u
Kapouonpomekmusro2o oeticmsusi [335]. Haznauaromes noo konmponem All, yposns karuemuu u

CK®

3.1.3.1.3 JleueHue runepToHnYecKoro kpusa y aerei ¢ XbII

Ilpu ocmpom nooveme A/l y Oemeil u noOpoOCmMKO8 pe3KO 603pACMAEnt PUCK NOPANCEHUs.
OpeaHOG-MUUWIEHel: HAPYUWEHUS MO03208020 KPOB0OOOpaujenus, omeka Mo3ed, NOpaddceHus 0enoco
sewjecmea (cunopom saoueti oopamumou snyegaronumuu, uiu PRES-cunopom); xkposousznuanus 6
cemyamky, — HApYuleHus. — KOPOHAPHO20 — KpPOBOOOpAuwjeHus,  OCMpol  J1eBONHCENYOOUKOBO
HedocmamouHocmu. B ciyuae ecunepmonuueckoco kpusza mepanusi 00IJICHA OblMb HA3HAYEHA
besomnacamenvHo. B mo oce 8pems, y nayuenmos ¢ onumenvHo cywecmsyrowen Al ovicmpas (8
meyeHue HeCKOIbKUX 4acos) Hopmanuzayus A/l maxoice modcem npusecmu K HApyUeHUIO MO3208020 U
KOPOHAPHO20 KPOBOOOPAUeHUsL.

Lenvio neyenuss 2unepmoHUYecKoeo Kpuza seisemcs KOHmpoaupyemoe cHudicenue AJl 0o
0e30nacHo2o yposus 05 NPedomepaujeHusi OCLOHCHEHUI.

Iloopobno o mepanuu AI' npu XBIl y Oemeti cm. KIUHUYECKUe pPEKOMEHOAyuu no

apmepuanbHol 2unepmeH3ul y oemeil u noOpoCmKO8.

3.1.3.2 Jleuenue cepaeyHoi HexocTaTouHocTH y aereii ¢ XBIT

B nooasnarowem 6Oonvuwuncmee cnyyaed cepoeunas HedocmamouHocmsv y Oemeu ¢ XBII
aensemcs  creocmeuem eunepeuopamayuu u  Hexowmpoaupyemou Al Ilpu smom u u3b661mox
BHEKNIEMOYHOU HCUOKOCMU, U CHUICEHUE COKPAMUMOCMU MUOKAPOAd NOHAYANY KOMNEHCUPOBAHLL U
npakmuyecku 6eccumnmomuuvl. OOnaxko npu Hapacmanuu cunepauopamayuu u/unu Al nacmynaem
O0eKxoMneHcayus ¢ pazeumuem OCMpOU J1e8OAHCENYOOUKOBOU HeOOCMAMOYHOCMU U OMeKd JIeSKUX.
CnedosamenvHo, 0CHOBHOU Mepoll NPODUIAKMUKYU U JledeHUsi CepOeYHOU HedOCMamoYHOCmu y oemel
¢ XbBIl ssnaemcs noodepxcanue Hopmocuopamayuu u  HopmomeHzuu. Koumponupyemvix
uccneoosanuii no mepanuu CH y oemeii ¢ XBII ne nposoounocs, dokazamenvHas 6aza omcymcmaeyen.
Pexomenoayuu no mepanuu CH y oemeii ¢ XBIl ocnoganvbi Ha 3KCmMpanoisiyuu pe3yibmamos

ucciedosanuil, nposedeHHvix y 83pocivix boavHvix ¢ XbII u KBB, u Ha MHenuu 3Kcnepmos u, 8



OCHOBHOM, NPOBOOAMCS NO OOWUM NPUHYUNAM Mepanuu cepoeyHot Hedocmamoynocmu y oemeti [47,

71, 135].

3.1.3.2.1 Oco0ennoctu Jeuenusas XBII npu cepaevyHoii HETOCTATOYHOCTH

. PexoMenayercss Ha3HayaTh HHU3KOHATpueByr0 auery getasm ¢ XbBII u  ceprneunoi
HEJIOCTATOYHOCTBIO C IEIBIO MPEAYNPEKACHIUS/yMEHBIIEHUS TUIIEpBOoJieMun [ 135].

(YYP C, YIA 5)

KommenTapuii: Mepu: no ocpanuyenuro nompeobrenus Hampus ¢ nuwjel Us10H#CeHbl gblule.

. Pekomenayercs y OUAIM3HBIX TMAIllEHTOB C CEPACYHOM HEIOCTaTOYHOCTHIO IPOBOIUTH
MEPOIPUATHS M0 CKOpeieMy KyInHUpOBaHUIO THIIEPTHIPATALIUU C LIETbI0 CHUKEHHS pUCKa CepACYHO-
COCYAMCTBIX OCNIOKHEHuH [135].

YYPC,YIA5)

KommenTapmii:

- Hemam na IIJ] kpyenocymourno npogooums 0OMeHbl OUANUIHO20 PACMBOPA C NOGLIULEHHOU
KOHYeHmpayuel 2110Ko3bl U yKopouerHou skcnosuyueti (1-2 yaca) Uumencusnoui 11/ nposoosm oo
00CMUIICEHUST HOPMOGUOPAMAYUYU U pa3peutleHus CUMnmMomose omeka neekux. llocie cmabunuzayuu
CcOCmMosHUsL peOeHOK Modicem Oblmb nepeseder Ha npexcHull pescum I1/] ¢ edceOHesHbIM KOHMpPOIEM
Maccel mena u 06vema yiompaguibmpayuu.

- Hemam na IJ] obecneuumsv nocmenennoe oocmudicenue «cyxou maccel menay». Cnedyem
omoamv npeonoumeHue NPOOOIHCEHHbIM MEMOOaM (NPOOOIHCEHHOMY 8eHO-6eHo3HOMY 1 /] unu [/[D),
NOCKOIbKY  OHU  OKA3blealOm  MeHee  8blpadiceHHble  2eMoOuHamudeckue aIggexmol,  uem
unmepmummupyrowuil 1J], u obecneuusarom nocmenennyio, O1umenvHyo yiovmpaguiempayuio. Ilpu
OMCymcmeuu  80O3MONCHOCMU — NPOBEOeHUs.  NPOOONNCEHHBIX — npoyedyp,  npeonodymumesibHee
edxceOnesHvle npoyedypol 1]] ¢ oepanuuennot yrempaguiompayueti. Y nayuenmos ¢ cepoeuHou
HeO00CmamoyHOCmblo U 2unepauopamayuel cieoyem uzoe2ams OOHOMOMEHMHO BblCOKUX 00bemMos
yaempagunompayuu (6onee 3% om maccol mena), nOckorvky pesrkoe cHudiceHue OLIK moowcem
8b136aMb KOJLIANC, NAOEHUe KOPOHAPHO20 KPOBOMOKA U OCMPYIO ULLEMUI0 MUOKAPOA

s onpedenenus «cyxoii maccol mena» u yeneeo2o obvema yrempaguibmpayuu OUaIUsHbIM
nayueHmam ¢ cepoeyHol HeOOCMAamoYHOCMbIO Yeneco0OpasHo npogedenue OUOUMNEIAHCOMEMPUU
(cm. svlute).

Aumueunepmensuenas mepanus nayuenmam c¢ XBIl u cepoeunoll HedOCMamo4HoCmbiO
NPOBOOUMCSL NO BLIUUEUZTIONCEHHBIM NPUHYUNAM.

Ippexmusnviii konmponv Al Kpaiine 6adicen 0 demell ¢ cepOeuHOU HeOOCMAmMOYHOCMbIO.
IIpenapamamu evibopa ssnaomces uAllP/Anmazonucmul peyenmopos aneuomensuna Il (noopoouee -
cm.  Knunuueckue pexomenoayuu no apmepuanvHou cunepmeH3uu y oemeti U NOOPOCMKOB).

HUneubumopor AIID/Aumazconucmol peyenmopos aneuomensuna Il npomusonokazanwi npu XbII 4 cm.



(CK® <30 ma/mun), Ho mocym npumenamvcs Ha ouaruznou cmaouu XBII. Bvibop uAll®D/bBPA 6
Kayecmee nepeou JuHuY anmueunepmenzugnou mepanuu npu XbII u cepoeunoii HedocmamoyHocmu
00ycnognen Kak ux He@ponpomeKmueHviMU, MAaxK U KapOUONPOMEKMUBHLIMU — CEOUCE8AMU
(uAIID/BPA 3ameonsaiom npoyeccvl pemMoOeIupo8anusi COCYOUCMOL CMeHKU U 2unepmpoguu
muoxapoa npu XbII) [335; 350]

. Pexomennyercs npumeHsTh auypetuku nauumeHtam ¢ XbBII 1-4 craguu npu cepiaedHoin
HEJ0CTATOYHOCTH Ha (JOHE apTepUATBHON THIEPTEH3UU U C IENbI0 KYyMHUPOBAHMS THIICPTHIPATALNN
[138].

YYPC,YIA5)

KommenTapmii: nasnauenue ouypemukos eapovupyem 6 3asucumocmu om cmaouu XbI1. Anmaconucm
anvoocmepoua (cnuponoraxmon**) mooicem npumensimocs y oemeti na 1-3 cm XBII ¢ mwamenvhvim
KOHMpOJleM YPOB8Hs Kalus 68 Kpogu (N0 UHCMPYKYuu — npomueonokasan oemsam miaowe 3 nem). Ilpu
XBII 4-5 cm e2o npumenenue He NOKA3AHO U3-3A 8bICOKO2O pucka sunepkaiuemuu. llpomusonokazano
couemanue cnuponorakmona™* ¢ uAll®/Anmazonucmamu peyenmopog aneuomensuna I1.

Tuaszuomuvie Ouypemuxu (cuopoxiopomuazuo™**) npu  cepOeuHol  HeOOCMmamoyHOCmu
yenecooopasno naznauame oemsam ¢ XbIl 1-3 cm, HK IIA, ymepennotl cunepeuopamayueii (paspeuier
no uncmpykyuu oemam ¢ 3 nem). Tuazuouvle Ouypemuxu Mo2ym NPUMEHAMbCS 8 COYeMAHUU C
uAIll®d/Anmaconucmor peyenmopos aneuomensuna Il. Ilpu crnuscenuu CK®@ <30 ma/mun muasuoHvle
ouypemuxu HeaghgheKxmueHoi.

«llemnesvie ouypemuxuy (Qypocemud**) (kax npasuno, napeHmepaibHO) NOKA3AHbI OEMAM C
HK 1IB-III, 3adepoickou swcuokocmu, omekamu Ha nwobou cmaduu XBII. C yenvto cropetiuiezo
Kynuposaunus eunepeuopamayuu, gypocemuo™** moocem npumensimocsa na ouanuznou cmaouu XbII y
OONLHBIX ¢ OCMAMOYHOU (YHKYUel nouex, 8 0ONnoHeHue K nposedeHuro unmencusnozo I/ uau I]].
JnumenvHolii npuem ghypocemuda™* moocem cnposoyuposamsv SUNOKATUEMUID, KOMOPAs 0COOEHHO
HedicellamenbHa Ha (one NpuMeHeHUss OueoKcuHa **.

Ilpu npumenenuu «nemnesvix» U MUASUOHBIX OUYPEMUKOE Yy NAYUEHMA C CEepOeyHOll

Heoocmamounocmvto u XBII cnedyem pecynapno (ne menee 2-x pa3z 6 Hedenrd 00 cmadUIu3ayuu
COCMOsHUS) KOHMPOIUPOBAMb YPOBEeHb Kalus U HaAmpus 8 cvleopomke kposu. Illpu pazsumuu
2UnoHampuemMul, 2UNOKaIuemMuy NOKa3ana Koppekyus 003vl OUypemuKa u HazHavyeHue 00Omayuu Kauus
NepopanbHO UNU HYMPUBEHHO.
. Pexomenayerca wucnonp3oBate y mnanueHtoB ¢ XBII m ¢ HK IIB-III cr. mpemnapatsl,
o0aaro1ue HHOTPOITHBIM JCHCTBUEM, MTPH 3HAYUTEIFHOM CHIDKEHUU COKPATUTEIHHON CIIOCOOHOCTH
muokapna (¢dpaxmus Beiopoca JOK mo manabsiM Dx0-KI' <40%) B COOTBETCTBHM C KIMHHYECKUMU
PEKOMEHIaLUAMHU MO XPOHUYECKON Cep/IeYHON HeOCTaTOUHOCTH Yy Aetei [190].

(YYP C, VI 5)



KommenTapmii:
Jleuenue - cm KiuHUYecKue pekomenoayuamu « XpoHuveckas cepoeunds HedoCmamouyHocmy y oemell.

Aopenepeuuyeckue u  Odogamunepeuveckue cpedocmsa  (Heenuxozuouwsie — unomponiwie
npenapamul ObICMpo2o Oelicmeusi: (Hanpumep, 00Oymamun™* u Op.) ucnorvsyrom npu ocmpou
OeKOMNeHcayuu KposooopaweHuss ¢ pe3KuM CHUMCeHUemM cepoeuno2o 6vlopoca, naoderuem AJl.
Hasnauatomes — 8pauom-anecme3uonio2om-peaHumMamornozom,  6600SIMCs  nNymem  OJIUMeNbHOl
MeONeHHOU UH@Y3UU 8 YCIO0BUAX NANAMbL UHIMEHCUBHOU Mepanuu, no0 NOCMOSHHbIM MOHUMOPHLIM
koumponem A/ u IKT'.

Jobymamun™*  cmumynupyem — Oemaj-aopeHopeyenmopvi  MUOKapoa U Gul3blédem
noaodcUmenvublil. uHomponuuiil dgpexm. Ymepenno ysenuuusaem YCC, yoapuwiii u Munymuwlil
obvem cepoya, crudcaem OIICC u cocyoucmoe conpomugnenHue 8 Maiom Kpyee Kpo8ooOpaujeHusl.
Cucmemnoe AJ] cywecmeenHo He noHudcaemcs. Yeenuuusaem KOPOHAPHBIU — KPOBOMOK,
cnocobcmeyem VIVYUEeHUO CHAOJICeHUs MUOKApOa KUCIOpOOOM, YMeHbliaem O0dgieHue HANOIHeHUs
arceny0ouros cepoya. dghgpexm pazsusaemcs uepes 1—2 mun u docmueaem maxcumyma yepes 10 mun.

Ilpu ocmpou HK oobymamun** nasnauaemcs 6 o0oze 5-10 mxe/wxe/mun. Jodymamun**
Memabonu3upyemcs 8 neueHu, yMeHbuleHus 003bl Y Oemell CO CHUMCeHUeM (OYHKYUU nodex He
mpebyemcs. [lemam HA3HAYAemMCs C OCMOPOICHOCMbIO, NPU HENPEPbIBHOM MOHUMOPUPOBAHUU

sumanvHulx Gyukyuti 6 ycrosusix OPUT

3.1.4. MuHepanbHO-KOCTHBIe HapymieHus: npu XBII

Lenvio mepanuu MKH-XBII saensemcs kax npoguiakmuka, maxk u jgedeHue 6MmoputHoco
eunepnapamupeosza (BI'TIT), npusoodaweco x HapyuwieHUsM CMpPYKmMypvl KOCMU U MAHCENbIM
NOCIeOCMBUSIM CO CMOPOHbBL CEPOeUHO-coCcyoucmou cucmemvl. Ilpu smom credyem nomHums o
B03MOMNCHOCMU  pa36umusl  AOUHAMUYeCKOU 0one3HU KOCmu, B03HUKAIOWel 6 pe3yibmame
HEKOPPEeKmHO20 U/UNU upesmMepHo2o Nedenus cunepnapamupeosa. Adekeamuas mepanus eKiroyaem
KOPPEeKyuto 8blCOK020 YpOosHs ¢hocghopa npu noooepiHcaHuu HOPMAIbHO20 YVPOBHSA Kalbyus 8
Cbl8OPOMKe KPO8Ul, 80CNOIHeHUe nompebHocmu sumamuna D u koppexyus anomanoro2o yposus IITT .
. Pexomennayercs y manuentoB ¢ XbII 3-5]1 cranuu (pexxe y namuentoB ¢ XbII 2 cragum) c
runepdocaTemMreil NpoBOIUTH JeueHUe, OOEeCHeurBaIoIIee JOCTUKEHHE IIeJIEBOI0/HOPMaIbHOIO
ypoBHs P, B cCOOTBETCTBUM C pedepeHCHBIMH NpeAeraaMy Uil KOHKPETHOH J1abopaTopuul C IEJbIo
CHIDKEHHSI PUCKOB HEOJIaroNnpHusTHBIX KIMHUYECKUX rocneacTBuit [191].

YYP C; YA 5)

KommenTapuii: Pexomenoayusi ocHosana Ha pe3yibmamax KpYNHuIX MemaaHudaiu3o8 60 63pOoCiol
NONYAAYULU, KOMOPble YKA3bI8aom HA NOGbIUEHUEe CMEPMHOCIU OM CePOEYHO-COCYOUCTBIX COObIMULL
npu npesviuieHuyu KOHyenmpayuii P cviopomKku Kposu evluie GepxHell epaHuybl peqhepeHCHbIX

sHauenutl (> 1,48 mmonw/n) [192]. Cnedyem nomHums 0 mom, umo HOPMAIbHBLUL YPOseHb hocghama 6



CblBOpOmMKe KpPOBU 6aApbUpyem 6 pasHvle nepuoovbl oemcmea (cm. npunodiceHue A3.18): camwviii
8bICOKULL ) MAAOeHYe8 00 mpex meciayes, 3amem NOCMeneHHo chudcaemcs ¢ pocmom pedenxa [193].
Hna oocmuodicenuss yeneeozco ypoeus ocpama 8 Cbi8OpomKe KpO8U CYWecmsyrom 08ad OCHOBHbIX
nymu: ouemuueckoe ozpaHudenue gocgopa u ucnonvzosanue Gocham-cea3vlearOWUX Beulecms -
Ilpenapamos 0Onsi  neuenuss eunepxaiuemuu u eunepgochamemuu (ghocpam-6unoepos). s
onpeoenenus Hauboee PhHeKmusHOU MAKMUKY CHUNICEHUsL YPOB8HS (ocghopa credyem yuumuléamso
cnedyrowee: QYHKYUOHATbHBIE B03MONCHOCMU NOYEK, CNOCOOHOCMb dKCcKpeyuu P; xonuuecmeo P,
nocmynarwoujee ¢ numauvuem u jgexapcmeamu, Hanuuue BIH; neobxooumocmev napeHmepanbHO20
NUMAHUs,  BbIPAICEHHOCMb — Memaboiuueckoeo  ayudosa,  3poekmusHocms — npoyeoyp
3amecmumenbHOU NOYEYHOU Mepanuu U 603MONCHOCMU UHMEHCUPUKAYUY OUATUSHOU mepanuu,
KOHYenmpayuio (U30bImoK uiu Hedocmamok) sumamuna D; npasuibnocms npuema npenapamos o.is
cHuxcenus yposua P (Ilpenapamos onsa neuenus eunepkanuemuu u 2unepgocghamemuu);, msxicecms
Kaunuyeckux nposenenut BI'TIT u yvyscmeumenvHocms kocmuou mxanu K unmaxmmuomy IITI.

. Pexomennyercs mamuentam ¢ XbBII ymenpmmte mumieBoit (gocdop 10 BO3pacTHOM HOPMBI
(DRI), xorga xouuentpamus [ITIT B cbIBOpOTKE KPOBHU MPEBBIIACT IIEJICBOM IUAIA30H VISl CTaJAUH
XBII, a ypoBeHs ¢ocdara B CBIBOPOTKE KPOBU HAXOAUTCA B Ipeieiax HOPMBL. [4].

YYPC; YOI 5)

KommenTapuii: nompebrnocms 6 nuwesom ¢pocgpope — 6 npunosicenusix A3.8, A3.9, peghepenchulii
npeden Konyenwmpayuu Gocgopa 6 cvigopomke Kposu — 6 npunodcenuu A3.18, yenesoil ouanazou
IITT, hocghopa u kanvyus o cmaouit XbII npeocmasnen 6 npunoscenuu A3.19.

YV oemeii ¢ nosvruwenuem u ITI, u yposus gpocpama 6 cvigopomke Kposu nuujesou gpocgop
dosicen Ovimb  donoanumenvHo oepanuden 0o 80% DRI [194] npu coxpamenuu aodexeamuozo
nompebnenus benka (cm. npunodcenue A3.12, A3.13). Ha ghone eunogpocghammoii ouemuol nHeobxooum
KOHmMpob yposus ¢hocopa 6 cvieopomke Kpoeu He pedxce, wem 1 paz 6 3 mecaya npu XbBII 3-4
cmaouu u edxcemecsiuno npu XBII 5 cm.

Oepanuuenue gpocpopa 6 nuwe modxcem npugsecmu K cHudcenuro gpocgopa 6e3 npumereHus
npenapamos 0ns  Jjaedenuss eunepgocghamemuu (Ilpenapamos 0ns Jnevenus cuneprkaiuemMuu u
eunepgocpamemuu). Ilomumo nuwesoco opeanuueckoeo Gocghopa (berku pacmumenvHo2o Uu
arcusomuo2o npoucxodcoenus - Tabnuya 6 Ipunoscenuu A3.7) ne credyem 3abvieams 06 oepanuyeHul
nompebieHus HeopeaHuiecko2o gocpopa, cooeprcawjecocs 6 NUUEBblX 000a8KaAx (AHMUOKCUOAHMDBL!
E338-E343, E442, E450-E452, smynveamopwi: E544-E545). [Ipoyenm ux abcopbyuu 6 KuuieyHuke
cocmasnsiem 80-100%. O6 sppexmusnocmu maxoeco nooxo0a CEUOEMENbCMEYIOM  OaHHbIe
neckonvkux PKU [195, 196, 197]. Opeanuueckuii pocghop na pacmumenvbHOU OCHOBe UMeenm HU3KVIO
ouooocmynnocmo 20-40%, P a#cu8omuoco npoucxoxcoenus umeem yposeHv Ouooocmynnocmu 40-

70%.



Ilpooykmul  numanusi ¢ HuskumM  codepacanuem  gocgopa  no3eonAwmM  UACMUYUHO
KOMNEHCUPOB8aAmb NOMPEOHOCMb U CO30al0m NOJONCUMENbHbIU banranc gocgopa 6 opeanuzme 6e3
3HauumenvHo2o pucka pazeumus BOH. [Ipu koppexyuu nompebdnenus nuwesoeo gocgopa npu XbI1
3-4 cmaouu yuumsieaemcs cmeneHb CHUdCeHUs IKCKpeyuu gocgopa (P) noukamu 6 3asucumocmu om
CK®: na 30 me P/cym na xaosucovie 10 ma/mun/1,73 M npu CK® 70-40 mn/mun/1,73 M na 100 me
P/cym na kaxcowie 10 mn/mun/1,73 m° npu CK® <40 ma/mun/1,73 m°.

Cnedyem uzbecamo cHUdMCEHUs YPOBHA (hOChHamos 6 cbl8OpomKe KpO8U HUNCE PEKOMEHOYEMO20
VPOBHs, mMaKk Kaxk 2unogocghamemus modcem umemv He2amugHvle NOCIeOCM8Us Ol npoyecca
MUHepanu3ayuyu KOCmu U JUHEUH020 pocma NAyueHma, Npugooum K 3HAYUMETbHbIM HAPYUIEHUSIM
KOC u ocnosnoco oomena [194, 195, 196, 197].

. Pexomennyercs manuentam ¢ XbBII 3-5 cr. ymepenHoe orpanudenue morpednenus gpocdopa ¢
MUIIeH J1st KOHTPOJIs ypoBHA (hocdopa B ceiBOpoTKe KpoBu [4, 110].

YYPC; YIAS)

KommenTapuii:  O¢gexmusnocmv ~ dannoco  nooxoda  noomeepicoena  Mema-auaiu3om
PAHOOMUBUPOBAHHO20 — KIUHUYECKO20 — UCCIe0o8anusi  (83pocivie  nayuenmul).  [locmoeepHulii
noaodcumenvusli d¢hghekm docmueaemcs npu 8bINOJIHEHUU PEKOMEHOAYUL 8 medyeHUuu MUHUMYM 4-X
Mmecayes. Bpau-negpponoe camocmosamenvHo uiu cOBMECMHO € 8paA4OM-OUEMONI020M NPeOOCMAasIAom
nayueHmy u e2o pooumensim HeobXooumbvie 3HAHUSA U HABbIKU 0I5l 00ecneyenus NPAGUIbHO20 NUMAHUS,
npogunraxmuxu u nevenus eunepgocpamemuu [198, 199, 200, 201, 202].

. Pexomenayerca mnaumeHtam ¢ Jgoavanu3HOM M auanmu3Hou cragued XbBII HasHauenue
npenaparoB, obnagarommx (Qocdar-ceazpBaromuM  dpdexktom - Ilpemaparel I JedeHUs
runepkanuemMun u runepdocparemun (pochar-6MHAEPOB), KOrna JUETUUECKUE MEPHI HEAOCTATOYHO
3¢ (deKTUBHBI AJI11 KOHTPOJIS CBIBOPOTOYHOTO YpoBHS pochopa u/umu IITT [195, 203, 204].

(YYP C; YA S5)

Kommenrapuii: Vuumwigas, umo ¢yuxkyus Ilpenapamos 0na Jneuenus cunepxaiuemuu u
eunepgocpamemuu (pocgham-ceazvisarowux npenapamos/ounoepos) 3aKN04UaAemcst 8
npedomspawjeHuU 8cacvléanusi ocgopa ¢ nuwetl, 6ce npenapamol OJisl leyeHus cunep@ochamemuu
cnedyem npunumams 3a 10—15 munym 0o unu 6o epems eowl (cm. npunoscenue A3.21). Ilockonvky ux
CHOCOOHOCMb  C8A3b18AMb  (hocghambvl  0cpaHuyeHa, ecmv HeoOdX00UMOCmb COoOM00amb  MaKdice
ouemuyecKkue nNPpeonUCanus no 02paHuideruIo nuueso2o gocgopa.

Cambivu OocmynuviMu 6 35MOU 2pynne npenapamos AeIAIMcsa Npenapamsl Kalbyus.

Hpumelmemc;z Kap60Ham Kajlvbyusa u ayemam Kajlbyus (8 PO sapezsucmpupoeaHlsbl KaK buonocuyecku

axmuenvle 0ooasku) [129].


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

Ilpu masnauenuu npenapamoe Kaabyus ciedyem yuumsléams, uymo odujee nompeoOieHue
INEMEHMAPHO20 KAIbYUs (8KII0UAS NUUEBOL KAbyull) He 001oicHo npesviuams 200% DRI (cymounoti
nompebnocmu), He 6onee 2500 me/cym 0151 NOOPOCMKO8 U MOI0ObIX 83pocabix [194].

Ilpenapamvr  kanvyusa  (Kanoyuii-cooepocawue — ocgham-ounoepol)  He  00IICHB
UCNOIBL308AMbCS 8 Kauecmee MOHOMepanuu y nayuenmos ¢ cunepkaivyuemuei. /s smoii epynnvl
nayuenmog npeonoumumenvHul Ilpenapamel 0na nevenus eunepkanuemuu u sunepgochamemuu («He
Kanvyuti-cooeparcawjuey 6unoepuvl), Hanpumep cesenamep** (navanvnasn 0oza 121+50 me/ke/cym, 0o
163+£46 me/ke/cym) (HasnaueHue 6 neouampudeckou Npakmuxe paspeuleHo 8 ¢hopme nopowka Ois
NpU2OMOosieHUs CyCneH3uu OJis npuema 6Hymps ¢ gospacma 6 jem, unu eciu nioujadb nO8ePXHOCMmu
mena bonee 0,75 m*)[205, 342].

Ilpenapamvr  anomunus  (amomunuti-cooepocawue  pocgham-ounoepvl) He — credyem
ucnonvzosams npu XBII u3-3a ux moxcuuHocmu, C6A3aHHOU C AIOMUHUEM, A MAKice NOMOMY, 4mo
yumpam Kanoyus yeeaudusaem abcopoyuio antomunus. Ilpenapamol maenus (gpocgham-oundepul na
OCHOBe MAZHUSL MAKMCe UMEIOM O02PAHUYEHHOEe NpUMEHEeHUe U3-3a PUCKA 2unepMazHuemul,
eunepkanuemuu u ouapeu. [204]. Ilpenapamul Onsi neuenus eunepxaiuemuu u unepgocpamemuu
(poccham-bunoepol, codepoicawue nanmana KapOoHam u npenapamvl xncenesa) 00 HACMOAUe20
8DEeMEHU WUPOKO He UCHONb308ANUCL 6 Neouampuyeckol npakmuxe. B Hacmoswee epems
NPOOOIAHCAIOMCSL MHOSOYEHMPOBbLLE UCCLEO08AHUSL IMUX NPENAPAMOS.

. Pexomennyerca nanmentam ¢ XbBII tepanusa ¢ Ha3HadeHWs HATHUBHOroO BUTamMuHa D um ero
aHanoroB (#oprokansiudepon win #ronekanbuudepon**) mpum XBII 2-5D cr., xorma ypoBHU
25(OH)D B cwiBopoTke kpoBu Huxke 30 Hr/min (mo3upoBku cM. B [lpunoxenun A3.22) [4, 128, 204,
351].

(YYP C; YAA5)

Kommenrapmii: /Jedpuyum sumamuna D evisignaemcsa y 6onvuuncmea oemeii ¢ XbI1 u cnocobcmeyem
Ooanvretiuemy npoepeccupoganuto XbBII. Onpeodenenue cmamyca eumamuna D (cm. npunosicenue
A3.22) u mepanus unamuHviM eumamunom D u eco ananoeamu u/unu aKmMueHLIMU Gopmamu
sumamuna D (cm. npunodcenue A3.23) 6 cayuae e2o Odepuyuma ueparom GaAMCHYIO pojib 6 ycnexe
mepanuu MKH-XFII.

Tepanus eumamunom D u ezo aunanoeamu paszoenrena na 2 smana: I1-u - uHmeHcusHoe
80ccmaHogieHue KoHyenmpayuu sumamura D (npodondicumenvrocms 00 3 mecsiyes nod KOHMpoiem
25(OH)D); 2-u - nooodepoicusarowas ¢haza. Jleuenue sumamunom D u ezco ananocamu ciedyem
npeKpamums Uiy yMeHbuwums 003y, koeoa konyenmpayusi 25(OH)D npesviuwiaem 48-50 ne/mn) uw/unu 6
cyuae eunepraibyuemMuu.

. Pexomenayerca y nanumentoB ¢ XbBII 3-5D cr. m npmsnakamu BITIT koppexrtupoBath

HegoctaToyHocTh Wi aepunut 25(0OH)D B kpoBu Ha3HaueHueM #kolekaiabludepona** o



Ha3HA4YCHHS aKTUBHBIX (opM BUTamMuHa D m ero anamoroB (anbgakaabIumon™*, #KameuTpuoI**)
(npumensiercss 'y aereil ¢ 10 jer B OCHOBHOM IIpU MOYEYHO-IIEYEHOYHOM HEIOCTATOYHOCTH B
HavyaibHOM 703e 1 MKr X 3 pa3a B Henento, 3aTeM J103a MoBbimaeTcs Ha 0,5 MKr, €ciu ypoBEHb
dbocdopa B KpoBH U Kaiblus B KpoBu MeHee 6,5 u 10 MKI/uI COOTBETCTBEHHO, Jaliee — €KEAHEBHO
0.45 £ 0.15 mkr wim 15,1 Hr 3.5 Hr/Kr), mapukanblUTON™*(Kamcynasl mns gered ¢ 10 mer mis
npoMIAKTUKY U JICUSHUS BTOPUYHOTO THIIEpIIapaTupeosa, paspusatonierocs npu XbII 3 u 4 craauu.
Xponuueckasi 00J1€3Hb TIOUYEK 5 CTaINH) C IEeNbl0 cHIKeHust nHTakTHoro [TTT [129, 223, 352, 353].
(YYP A; Y 2)

KommenTapmuii: Qusuonocuyeckoll ocHoBol 0l UCNONb308aHUs HKonekanbyugpeponra™* na nepsom
smane koppexyuu BIITI (umu 6 couemanuu ¢ akmusnvimu gopmamu eumamuna D u e2o ananozos)
aensgemcsa e2o 1-anvbgha-eudpoKcunazuas aKmueHOCMb 6 IKCMPAPEHANbHLIX KIemKax, 4mo oaem
803MOdMCHOCMb  nepugepuyeckoco  npespawenus  25(0OH)D 6  kanvyumpuon.  Ilpumenenue
#ronexanvyughepona™* cnuocaem yposenv ullTl” npu He3HayumenbHOM USMEHEHUU VPOBHS KANbYUs U
gocghopa 6 cvieopomie Kposu.

Credyem npoeooums sumepanvHyto oomayuto eumamuna D y oemeu ¢ XBII 6 3asucumocmu om
cmenenu Odeuyuma cvigopomounozo 25(OH)D: npu msascenom oegpuyume eumamuna D (menee 5
He/mn) — dosza eumamuna D 8000 ME/cym 4 neoenu, samem 4000 ME/cym 6 meuenue 2 mecsayes. [lpu
oepuyume eumamuna D 5-15 ne/mn — o0oza eumamuna D 4000 ME/cym 3 mecsaya. Ilpu yposhe
cvrgopomoyrnoeo 25(0OH)D (16-30 ne/mn) — o0osa eumamuna D 2000 ME edxceonesno ne menee 3
mecayes. Ilocne onpedenenus konyenmpayuu eumamuna D (6 ounamuke) — onpedenenue maxmuxu
Oanvretuteli koppexyuu degpuyuma sumamuna D (Ilpunoscenue A3.22)[4].

s xoppexyuu BITIT npu neoocmamounocmu (20-29 ne/mn) u oepuyume (<20 ne/mn)
sumamuna D  Heobxooumo Odocmudicenue konyeumpayuu  30-50 we/mn [209].  Jleuenue
Konekanvyugeporom™** credyem npexkpamumo, ecau xonyenmpayus 25(OH)D 6 cvigopomke
npegviuwiaem >50 ne/mn u/unu, Kko2oa yposensb 0doujeco Kaivyus 6 coelgopomxe npegviuiaem 10,5 me/on
(2,62 mmonw/n).

Kosgppuyuenmor nepesooa edunuy uzmepenus uz Mempuieckou cucmemvbl 8 MeicOyHapOOHYIO

cucmemy eounuy (CH) — 6 npunosicenuu A 3.14.
. Pexomennyercs nanuentam ¢ XbII 3-5D craguu ¢ ypoHem ullTI Bbilie nieneBbix 3HaU€HUN U
HOpMasbHOU KoHUeHTpauue 25(0OH)D u npu oTcyTcTBUM MPOTHBOINOKA3aHUN C IEJIbI0 KOPPEKLIUU
BI'TIT HazHauuTh CTApTOBYIO TEPANUIO AKTUBHBIMU MeTaboiIMTaMH BUTaMHHa D u ero anamoramu
(anbdakanpuuaonoM** (peXUM TO3MPOBAHUS B COOTBETCTBHM C MHCTPYKLUEH), #KAIBIUTPUOTIOM **
(metsim ¢ maccoit tena <10 kr — 0,05 Mkr uepe3 geHs, ¢ maccoit tena 10-20 xr — 0,1 - 0.15 mxkr
eXeTHEeBHO, ¢ Maccol Tema >20 kr — 0,25 MKT exxeaHeBHO [129]

(YYP C VI 5)



WIH
#napuxansiuronom* *(off label 1o 18 ner B Buae pacrBopa 1t BHyTPUBEHHOTO BBeeHHs U 70 10 et
B JIeKapcTBeHHOW ¢opme Karcyibl). Kancynsl - Haznaugatorest gersm ¢ 10 smer ¢ XBII 3-4 cr: -
crapToBas q03a 1 MKr/cyT 3 pas3a B Helenro, HO He yarie, yeM | pa3 B 2 ans). Jlo3a mogoupaercs
uHauBHayanbHO ¢ ydetoMm ypoBHs ulITI (ueneBoit yposenb ullTI' mms mereit ¢ XBIT 3 cr 35-69
nr/mit, ¢ XBIT 4 cr. 70-110 nr/mi), CHIBOPOTOYHBIX KOHIIGHTpammii kKambius u ¢ochopa [210].
BryTpuBenHo #mapukanpiuron** BoautTcs Toiabko mamueHtam ¢ XbIT 5D cr. mocne mpoBeneHus
ceanca ['Jl mo xu3HeHHBIM TIOKa3aHusiM (off label) B craproBoit mo3e 0,04 MKI/Kr, €CiM MCXOIHBIN
YPOBEHb MapaTUPEOUTHOTO ropMoHa B kpoBu <500 ur/m wim 0,08 MKI/KT, €CJIuM UCXOIHBIH YPOBEHB
napaTUPEeouTHOrO ropMoHa B KpoBu >500 ur/mn. [lo3y yBenuunBaioT Ha 0,04 MKI/KT KaKple 2 HEeACTH
10 Tex nop, noka ypoBeHb-I11TI" ne cHuzmiics va 30% no cpaBHEHUIO C UCXOIHBIM WU JI0 JIOCTHUKECHUS
ypoBHS Kanblus Oonee 11 mr/an (>2,74 mmons/n) winn kaneuuii-pochoproe mpoussenenue (Ca x P)
6onee 75 Mr¥/an? (>6,04 mmons?/n?) [206].

(YYP C; YAA5)

KommenTapmii: Jleuenue yrxaszannvimu npenapamamu npu XbBII 3-5D cmaouu, ceésazano co
CHUMICeHUeM hamanvhvlx KapouosackyiapHolx coovimuiu [211, 212, 213, 214, 215]. Jleuenue niobvim
U3 YKa3aHHbIX NPenapamos CONpsNiceHo ¢ 0o/iee U38eCMHbIMU PUCKAMU PA38UMUSL 2UNEPKATbYUeMUL,
ymo credyem yyumvléams nNpu 6bl00pe dIMUX Npenapamos (He Ha3Hayamv npu unepraibyuemuu) u
npu mMoHumopuposanuu 3¢gexma mepanuu. B yenom, #Hnapukarvyumon®* u #xanvyumpuon®* ue
uMeom CyujeCmeeHHbIX paziuduil no enuanuro Ha KoHyenmpayuu Ca, P, axmusnocms LD,
Hedice/lamenbHbIX A61eHUll (UCCIe008aHUs NPOBOOUNIUCDH Y 83POCIbIX nayuenmos Ha ouaause [216, 217,
218].

Axmusnvle ghopmul eumamuna D u eco ananoeu (#xanoyumpuon™**(0emsam ¢ maccoti mena <10
ke — 0,05 mxe yepe3 denw, ¢ maccou mena 10-20 ke — 0,1 - 0,15 mxe esxceonesro, ¢ maccoti mena >20
ke — 0,25 mxe esxceonesno [129], anvghaxanvyudon**), credyem e6ooums, xoeda yposenv IITI
npesvluiaem yenegoe 3Hauvenue, a ypoeewv 25(OH)D 6 cvisopomke npegviwaem 30 we/Mmn, npu
omcymcemeuu eunepranvyuemuu u eunepgpocghamemuu [206]. Axmusnvle ghopmur eumamuna D u eco
ananoeos oOokazanu ceow dgdexmusnocmsv 6 kKowmpone yposua IITI. Hem ob6vexmuenvix
dokazamenbcmes, NOOMEEPAHCOAoWUX 6blOOp 00Ho20 u3 Opyeux. Ecmov ykasanus, umo 6onee
cenekmusHvle npenapamel eumamuna D u eco aumanocos (anvghakanvyuoon**) a makoice
#napuxanvyumon** (npomusonoxkaszan no Uncmpykyuu demsam oo 10 nem 6 nekapcmeeHHOU popme
Kancynvl u 0o 18 nem 6 8ude pacmeopa 01 6HYMPUBEHHO20 68e0€HUs) 0ObIYHO NPeOnoYmumenbHbl
01 nayueHmos ¢ sunepkaivyuemuei Ha @one npuema #Hxanvyumpuona**. Credyem ucnonvzosamo
camyro HU3Kyr0 003y 011 oocmudicerus yenesvlx kouyenmpayuu ullTl" u nododepacanus

Hopmokaneyuemuu. Ilocne nauana mepanuu yposuu kanvyus u gocgopa 6 cvlgopomke credyem



usMepaAmys He pexce 00HO20 pasa 6 mecay (nepevle 3 mecaya), oanee - He pexce 00HO20 pasd 6 mpu
mecaya. [ocmuoxcenue yeneeoeo snavenus ullTl 6 cvieopomke kposu oemeti ¢ MKH-XBII senaemcs
00UH U3 OCHOBHBIX HaANpaeieHull 8 KoHcepsamusHou mepanuu XBI1.

Tepanesmuueckuii  aneopumm, ONUCAHHBIL Gblule (O2paHuyeHue nuweso2o gocgopa,
Ilpenapamul 0na neuenus eunepkaiuemuu u eunepgpocghamemuu (gpocgham-ounoepwt), npenapamol
Kanbyus a makdice sumamurna D u e2o ananozos, #napuxanvyumona**) ne ecezoa sghgpexmueen 0s
cHudicenust kKouyenmpayuu ullTl. YV omoenvhblx nayuenmos co CMOUKUM 2UNepnapamupeo3om,
cnedyem paccmMompems B03MONCHOCMb NPUMEHEHUs. NPOYUX Npenapamos, CHUNCAIOWUX YPOBEHb
ullTl". #lJunaxanvyem™* (off label 6 demckom eo3pacme; HebOIbULOE KOIUUECMBO UCCIEO0B8AHULL
nokaswieaiom 3@gexmuenocms npenapama y oemelil, 6 PA3IUYHBIX UCCIE008AHUAX NPUMEHSIUCH
cnedyiowue 003vl Hyunaxanvyema**: unuyuayus - 0,18-0,5 me/xe/cym, maxcumanvhvie 0,25-4,2
MK/KS/Ccym). #l{unakanoyem™**  ysenuuusaem 4y8CmMeUmenbHOCMy Kanbyuii-peyenmopos
napawumosuoHoLl diceiesvl, Ymo npugooum K nooasnenuro cekpeyuu IITI. 'V Oemeii onvim
NpUMEHeHUs npenapama ewjé Heemux, Ho umelowuecs yxce OAHHble CE8UOemeNlbCmBYIom O €20
agppexmuenocmu 6 crudxcenuu yposus IITI. Oonaxo, puck pazeumusi cunoxaivbyuemuu Ha oue
mepanuu Hyunaxaroyemom®* mpebyem npooondiceHue uUcciedosanuss 0e30nacHocmu npenapama
[219, 354].

. Pexomendyemcs y nanuentoB ¢ XbII uzberats yposHs ullTI" Huxe neneBoro auamasoHa c
[EJTBbI0 IPOPUITAKTHKY PAa3BUTHSI aJUHAMHYECKOH O60e3nu koctu [220, 221].

YYPC; YOI 5)

Kommenrapmii: Husxkue ypoenu ullTl (Huoice «yene6oco yposH:a») 8 CblBOpOmKe KpO8U MO2YM
npugecmu K pazeumuio AOUHAMUYECKOU 001e3HU KOCMU, KOMOpas pa3susdemcsi u3-3a yeHemenus
OCMEOoKNACMOo8 U 0CmeobaACMO8, CHUNMCEHUS CKOpOCmU 00pasoeanus ocmeouod. Aounamuueckas
bonesHb Modicem npusecmu K OUQD@DY3HOMY CHUNCEHUIO MUHepATU3ayul, Kalbyugurkayuu cocyoos,
BbIPAJNCEHHOU 3a0epiicKe pocma, namoocudeckum nepeiomam. Ilpu adunamuuecxoti 6onesHu Kocmu
ypoesenwv ullTI nudice yenesozo, Hopmanvras akmuenocms L[, Ca u P Hopmanbhvie unu nogulueHbl.
OcHo8HbiMU Ne4eOHbIMU MEPONPUAMUAMU AGTSIOMCS CHUNCEHUE 003bl UNU OmMeHa sumamuna D u e2o
ananozoe 0o nopmanuzayuu ypoeus ullTl. Bozmoocno npumenenue #xanoyumpuonra™* no 35 ne/ke 2
p/meo  [222].  Hauanvnas 0o3za  #xaneyumpuona®* 6o  epemsa  npepwvigucmoi  mepanuu
#ranoyumpuonom™* cocmaensna 1,0 mxe 3 pasa 6 nedento, 003y yeeauuusanu na 0,5 mxe, eciu yposHu
docgopa u kanvyus 6 coleopomke ovLau Hudxce 6,5 me/on (2,09 mmonwv/n) u 10 me/on (2,5 mmonv/n)
coomeemcmeeHHo [223].

. Pexomennyercs mnanmenram ¢ XbBII 5D koHcepBaTMBHBIE METOIBI JIEUEHUS COYETATh C

IOBBIIICHUEM JJIMMHHAIIUHN (boc@opa 3a CUCT YBCIIMYCHHUA MIIUTCIBHOCTHU H/WJIA 9aCTOTHI mnmpoucayp



3aMECTUTENBHON MOYeUHOM Tepanuu (TeMoANanu3, MepUTOHEATbHBIA AUaTN3a) ¢ UEeNbI0 TOCTHKEHUS
IIEJIEBOTO YPOBHs P M MUHMMU3aIIuK KOJIMYECTBA penapaToB yis jedenus runepdocdaremun [191].
(YYP C; YAAS)

KommenTapmii: V nayuenmos ¢ XBII 5/ cm. Ouanus umeem enasHoe 3HaAueHue 8 KOHMPOJE
KoHyeumpayuu gocgopa 6 cvigopomre kposu (HMccredosanue yposus Heopeanuueckoco gocgopa 6
kposu). Ilocne cmandapmnozo 4-uacoeozo I]] konuuecmeo 6vi6e0eHH020 U3 OpeaHusma gocgpopa
nOYUmMuU COOMBEemMcmayem e2o Cymo4HoMy nompedienuro ¢ nuujeli. Bvigeoenue ghocghopa nocpedcmeom
Memo008 3amMecmumenbHOU NOYeYHOU Mepanuu CyWecmeeHHo OJisi HOPMANU3ayuu KOHYeHmMpayuu
docgopa 6 kposu u 0151 KOHMPOJISL nNepecpy3KU opeaHuzma ocghamamu. Yeenuuenue uHMEHCUBHOCIU
ouanusa (8 Oonvuiell cmenenu 3a cuem e20 NPOOOINCUMENbHOCMU) ABNAEMCSI OCHOBHbIM WA2OM 8
KOppexkyuu eunepgocamemuu y nayueHmos, 3a8UCUMbIX OM 3aMeCMUMeNbHOU NoYeyHol mepanuu
[224, 225, 226].

. He pexomenmyercss pyTMHHOE Ha3HauY€HUE MPEMapaToB Jis JIEYCHHs] TUIEPKATUEMHH U
runepocparemun y manueHToB ¢ MKH-XBII Tak kak B OONBIIMHCTBE CIIy4aeB TOCTATOYHO
aJIcKBaTHOM KOMITCHCAIIUH HEeMEINKaMEHTO3HBIMU MeToaamu [227].

YYPC; YOI 5)

KommenTapuii: Heyenecoobpasno wiupoxoe npumeHenue pasiuuHulx epynn npenapamos 0jis ieueHus
eunepkanuemuu u eunepgocpamemuu y nayuenmog XbII 3-5 cmaouu. Ilepsvim smanom ciedyem
UCNObL306aMb  8CE  8O3MOJNCHOCMU — HEMEOUKAMEHMO3HOU — Koppekyuu  (adekeamuas  ouemad,
0o3uposannvie ¢huzuyeckue HA2py3KU, HENpepvléHblll KOHMpPolb 3a npocpeccuposaruem XbBII).
Oepanuuenue npumeHenus npenapamog OJisi JedeHus 2unepkaiuemuu u unepgochamemuu,
cooeparcawux  Kanvyui, HPOOUKMOBAHO NPeOCMABIeHUIMU O HeONAONPUSMHBIX NOCIe0CmBUAX
nepezcpysku Kaibyuem 6 OMHOWeHUU Memadonu3mMa KOCMHOU MKAHU U CepOeyHO-COCYOUCOU
cucmemvl, 8b1COK020 pucka kamvyuguiraxcuu [192]. Bonpoc be3onachocmu npenapamos 0Jis iedeHus
eunepxanuemuu u eunepgochamemuu npu MKH-XBII ocmaemcs ne 8nonmne onpeoeieHHbiM, Ymo He
N0360J151em PeKOMeHO08aMb WUPOKOe NPUMEHEHUe NPenapamos, KOppusupyrouwux ypoeens gocgopa 6
PYMUHHOU npakmuke. B ciyuae evicokoeo pucka npozpeccuposanus Karoyuukayuu u 603HUKHOBEHUSL
CcepoeuHo-cocyOucmslx CcooOblmull NpuUMeHeHue npenapamos OJid JedyeHus 2unepraiuemMuu u
eunepghochpamemuu, He cooeparcawux 6 cgoem cocmase Kanvyutl, bonee onpasoaro [228, 229].

. Pexomenayercs manuentam ¢ MKH-XBII meaukamento3Hoe neueHue rumnepdocharemun
mperapaTamMu, He COJIepKaIMHU KaIbITUH, TIPU CTOWKOW runepdochaTeMuu Ipu HEBO3ZMOKHOCTH HITH
HEaJIeKBaTHOCTU JHUETUYEeCKOU Koppekiuu ¢ochopa U Mpu HOpMAIbLHOM WM TIOBBIIIIEHHOM YPOBHE
KaJIbLIUS B CBIBOPOTKE KpOBU [227].

(YYP C; VI 5)



KommenTapmii: /lpu npumenenuu npenapamog-ounoepos ois aevenus cunephocghamemuu KULeuHas
abcopoyus P cnuocaemces ne 6onee uem na 200-300 me/cymku, umo ne obecneuugaem HelumpaibHblil
bananc gocgopa 6e3 ocpanuuenus e2o 8 oueme U IMUMUHAYUU NPU NPOBEOCHUU 3AMECMUMETbHOT
noueunou mepanuu y nayuenmos ¢ XbIl 5 cm.

. Pexomenayercs y manueHToB ¢ goauanu3Ho craaueil XbBII cuurtarh 1e1€eBbIMU 3HAUYCHUS
LUPKYJUPYIOLIEr0 MHTAaKTHOIO MapaTUPEOUAHOro ropmoHa B mpenenax a0 50%-ro mpeBbIIEHUS
BepXHEW TrpaHullbl HOpMBI (HOopMa 10-65 mnr/mMi) ¢ m[enpl0 ONEHKH PUCKOB pa3BUTUSA U
nporpeccupoBanus ocinoxHennii MKH-XBII n cBoeBpeMeHHOU TepaneBTUUECKON Koppekiuu [233,
234, 235, 236].

(YYP C; YAA5)

KommenTapmii: B psade kocopmubuix ucciedosanuil npoo0emMoncmpuposano, umo nosviwienue ullTl’
gviute Hopmbvl y nayuenmos ¢ XBII 3-5 cm., céazano ¢ puckamu nebnazonpusmuulx coovimuti. Ilpu
nocmosinhom  npupocme  ullTI”  >2-x HOpm  yenecoobpasHo  HAYUHAML  KOPPUSUPYIOWYIO
MemaboauuecKyro mepanuro.

. Pexomennyercs y mauuentoB ¢ XbII 5D cr. npoBoauts neuenue BITIT npu croiikom Gosnee
yeM 4-KpaTHOM NoBbIeHUH KoHueHTpanuu ulITI (>260-300 nr/mir) ¢ melbio TOCTUXEHUS IEIEBBIX
koHueHTpauuid ullTT ans aToit kateropuu nmanueHTOB (B MHTepBaje 2-4-X KPaTHOTO MPEBBIIICHUS
BepxHei rpanunbl HopMbl (130-260 nr/Min)) i npeaynpexaeHus KIMHnYeckux ociokaeHnii BITIT
Y CHIDKCHHUS pHUCKa (aTambHBIX coObITHi [227, 230, 231].

YYPC; YII5)

Kommenrtapuii: B yumupyemom ucciedoganuu npoOeMOHCMPUPOBAHA MEHOEeHYUs. K VBelUUeHUIO
puckos ghamanvHulx coovimui npu yeenuwenuu konyenmpayuu ullTl" 6 ouanasone 250-600 ne/mn. Bo
8CeX AHANUZUPYEMbBIX UCCIe008AHUAX MAKCUMANbHbIE PUCKU cmepmu ommeuenvl npu ullTl >600
ne/ma. Taxum obpazom, ouesudHo, umo nedenue BITIT cnedyem navunamo npu cmoukom nogvluleHuu
ullTI" >250-300 ne/mn, cmapasce npedynpedums e2o nogviuieHue 00 yposus >600 na/m.
Cywecmeennas 0ons cnyuaes 3an030a1020 HAHAYEHUs Mepanuu npu OpUeHmuposke Ha Oonee
wupoxut ouanazon Hopmul (o+m 2 0o 9 mopm no pexomenoayusm KDIGO) cesazana c¢ 6onee
gvipasiceHHviMu ocnodxcHenuamu BITIT u nogvluienuem cMepmuocmu, a makice CHUNCeHUeM omeema
Ha mepanur u3-3a HeoOpAMUMbIX USMEHEeHULl OKOJIOUWUMOBUOHbIX Jcene3 [237, 238].

. Pexomennyercs y manmeHtoB ¢ XbBII 5D cT. ¢ runepkajiblmeMHell MpPOBOJUTH JICUYEHHUE,
HaIpaBJIEHHOE Ha JIOCTH)KEHHUE HOPMAJIBHOI'O YpOBHS 001Iero n moHusupoBaHHoro Ca B KpoBH, AJis
CHIDKCHUS PHCKOB HEOJIArompUATHBIX COOBITUNA. Y TMAIMEHTOB, MOJYYArOIIUX 3aMECTHUTEIbHYIO
MOYEUHYI0 TEpamui0 €CTh JIONOJHUTEIbHAS BO3MOXKHOCTh KOPPEKUUU THUIEPKAIBIUEMUN C
MIPUMEHEHUEM JTUATTU3HBIX PACTBOPOB C HU3KHUM COJIEpP)KaHHEeM KaibIus [35].

(YYP C; VI 5)



KommenTapuii: Heobxooumocmv Koppekyuu eunepkaivyueMuu 00YCI08NIeHd CYUWeCmEeHHbIM
nosvluleHueM pUckKos hamanbHbix coObImMuil.

. Pexomenpayercs y nanuentoB ¢ XbII 3-5D cr. ¢ runokanbiueMueil mpoBOAUTH €€ KOPPEKITUIO
TOJIBKO TPY HAJIMYUK KIMHUYECKHX CUMIITOMOB, CBSI3aHHBIX CO CHM)KEHHEM YPOBHSI OOLIETO KallbLus
B KPOBU ISl CHM)KEHUS pUCKAa HEOIArompusATHBIX KIMHUYECKHX mocienctBuil. He pexomenayercs
IIPOBOAMTH TEPANUIO OECCUMITOMHOM runokaiplueMun [35].

(YYP C; VIO S)

KommenTapmii: Jleckas eunoxanvyuemus npu XbII 3-5D cmaduu yawe beccumnmomuas, He ce13ana
C NOBLIUEHHbIMU PUCKAMU (PAMATbHBIX UCX0008 U ACCOYUUPOBAHA CO CHUdNCEHUeM oobujell
cmepmuocmu [239]. Cnedyem nposecmu Jjieyenue, HANPABIEHHOE HA KOPPEKYUI BbIPANCEHHOU U
CUMNMOMAMUYECKOU  2UNOKATbyueMuy OJisl  Npeoomepaujeus HeOIa2oNPUAMHbBIX NOCIe0CmEUll
(npoepeccuposanus BI'IT u ocmeooucmpodghuu, HapyuweHus BHYMpUCePOeUHOU
npogooumocmu/yeenuyenue unmepsaia QTc).

. Pexomennyercs y manuentoB ¢ XbII 5D cr. ¢ nepcuctupyromum ypoBaeM ullTT >600 mr/mmn
Ha (oOHE KOMIUIGKCHOM MEIMKAMEHTO3HOM Tepanmud B COYETAaHMH C THUIEPKAJIbIEMHEH,
Kanbnuduiakcuen, runepdocdaremueit, pazputueM  (GUOPO3ZHOrO  OCTEUTA, BHECKEJIETHOM
KanblU(pUKalUel BHIIOTHEHNE MapaTUPEONIIKTOMUH C IIENIbI0 CHIKEHUS pUCKa (paTaabHBIX COOBITUN
U yJy4lIeHHs BbDKUBaeMocTu [232].

(YYPC; Y 4)

Kommenrtapuii: Crnedyem ommemums, umo OaHHAs KIUHUYECKAs CUMyayus KpauHe peokas 6
neouampuyeckol npakmuke. B nHabniodamenvuvix ucciedosanusx (oxonro 25000 nayuenmos XbBII ¢
BI'TIT, e3pocras  koeopma) nNOKA3AHO — CYWECMBEHHOE  CHUJCEHUE  CMEPMHOCMU  NOCe
napamupeouodxmomuu (Ha 30%) 6 cpasneHuu ¢ MeOUKaAMeHMO3HOU mepanuel, BKIYAs Npoyue
npenapamul, pe2yrupyrouue gocgopHro-kanvyueswviii oomen [240, 241].

. Pexomenpayercs nmanmentam ¢ XbII mocne TpaHCIIaHTaIlIMU TOYKH PaCCMOTPETH BO3ZMOXKHOCTh
JedeHus BUTaMMHOM D 1 ero aHaioramu (Harpumep, #kaabIuTpuosoM™** (netsm ¢ maccoil tena <10
kr — 0,05 Mkr uepes nenb, ¢ maccou tena 10-20 xr — 0,1 - 0,15 MKr exxeqHeBHO, ¢ Maccoi Tena >20 kr
— 0,25 mxr exxeqHeBHO [ 129] unn #anbdakansiumonom™** 0,25 MKr/cyT nepopaibHo [242]).

(YYP C; YOI 5)

KommenTapmii: V' nayuenmos ¢ XBII npooonsxcenue roppexyuu MKH-XBII noo xoumponem
OCHOBHBIX Ouoxumudeckux napamempos (Hccnedosanue yposus obwe2o Kanvyusi 6 Kpogu,
Hccneoosanue ypoens neopeanuyeckozo gpocgopa 6 kposu, OnpedeneHue akmu8HOCMU WETOUHOU
gocghamaswr 6 kpoeu, Hccreoosanue ypoens napamupeouoHozo 20pMoHa 6 Kpoeu, Hcciredosanue
ypoeus 25-OH eumamuna /] 6 kposu) nocie nposeodenHol mpancnianmayuy nouku Heobxooumo Kax

MuHumMym 6 meyenue 12 mecsayes. Heoocmamouno OaHHbIX 0N HA3HA4weHus aedeHusi cnycms 12



Mecsayes nociie mpancnianmayuu nouxku. bezonacnocmo #oenocymaba**, ougocponamos ocmaemces
obnacmoio uccneoosanuti [243, 244].

. He pekomenayercs pyTMHHOE TMPOBEICHHUE PAJUKAIBHOW OPTONEAUYECKONM KOPPEKLUHU
MalKueHToB co chopmupoBaHHbIME JaedopMmanusmu kocted y aereid ¢ XbII mo Hopmamuzamuu
OMOXMMHUYECKHX MTapaMEeTPOB, XapaKTEPU3YIOIINX MUHEPAIU3AIMI0 KOCTHON TKaHu. [220, 221].
(YYPC; YOI 5)

KommenrTapmii: ne ciedyem npogooums paouxanbHylo Opmoneoudeckyro KOpPpPeKyuro 6 paHHem
nepuode nocie NposedeHus MPAaHCHAAHMayuy no4yku y oemei ¢ OaumenvbHulM 2manom MKH
(nepenomvl, 10JCHBIE CYCMABLL, NOCIEOCMEUSL INUPUUOIUZ08, ZHAYUMENbHA 0ehopmMayus ONUHHBIX
mpyouamuix Kocmeui Ho2) npu ouaiuzzasucumou XbI1.

Jnumenvno  coxpanAlowuecs — HapywieHusi  KOCMHOU — NiomHocmu y — pebeHka ¢
DYHKYUOHUPYIOWUM MPAHCNIIAHMAOM U HEKOMNEHCUPOBAHHLIMU OUOXUMUYECKUMU NOKA3AMeAMU
MKH-XBII npugoosm xk HebIa2onpusimHomy pe3yibmamy onepamueHo20 eyeHus
. Pexomennyercs mnocuibHas (usnueckas akTUBHOCTh mnauueHTamM ¢ XbII B cBsi3u c ee
MOJIOKUTETBHBIM 3(h(heKTOM Ha KOCTHYIO TKaHb [6, 110, 245].

YYPC; YOI 5)
KommenTapmii:

Ipumensiomes: neuebnas @usKyibmypa, HouleHue opme308, 0300POSUMENbHBIN MACCANC,
niasanue) u MemaoonuecKkas KOppeKyus no NOKA3aHUsIM.

lannvie meponpusmus nposooamcs, 6 mMomM uucie, 8 meyeHue 2-3 Jem nocie
MPAHCNAAHMAYUY NOYKUL.

Omo obecneuusaem HOPMAIUZAYUIO MUHEPATLHOU NIOMHOCMU KOCMU U ONA20NPUAMHbLLL
OMOANeHHbIl pe3yibmam ONnepamusHou opmoneouyeckol xoppexkyuu. Heobxooumo nposedenue
O0ONOIHUMENbHO20 MHO2OYEHMPOBO2O UCCIIe008AHUSL MUHEPATbHOU NIOMHOCMU KOCMHOU MKAHU Y
Odemeli nocjie MpAHCHIAHMAYUY NOYKY 8 PAHHEM U OMOAIEHHOM Nepuooe.

bazosvie Pexomenoayuu KDIGO/2017 ona epaueii-nepponocoé u cneyuanucmos opyeux
npoghuneu, ocywecmenaowux Habarooenue u neweHue nayuenmos ¢ MKH-XBII, npeocmasnsiom
NPAKMuYecKutl. UHCMpYMeHm Ol 00beKMUBHOCMU NPUHAMUSL KIUHUYECKUX peuleHuti U OKAa3aHus
8blCOKOKauecmeeHHou nomowu. bonvuwuncmseo pexomenoayuii pykosoocmea HAX00AmMcs HA YPOGHe
"mbl npeonacaem" u noomeepaicoaromes "Huzkum" yposrnem OoxazamenbHOCMU. ImMo npexcoe 8cezo
noouepkueaem Hauuyue NOMEHYUANbHLIX BANXCHLIX NPOOIEM U 803MOICHOCMU NOUCKA nymell O Uux

PEULEHUAL.



3.1.5. Tepanus npu 3agep:xke pocray aereii ¢ XbII

Tepanus 3adepoicku pocma y nayuenmos ¢ XBII ckiadvieaemcs uz Koppexkyuu HapyuileHui

NUMAaHUs, MemabdoIUyecKo20 ayuoo3d, aHemMuu, MUHEPAO-KOCMHbIX HapyuleHuti, obecneyeHus
aoexeamuoll 003vl ouaiusa u neveHus comamponurnom™*, Ilpexcoe uem paccmampusamo mepanuro
comamponunom™*, ~ HeoOX00UMO  OyeHumb polb  8CeX NEPeHUCNIeHHbIX — 8blide  (PaKmopos,
02PAHUYUBAIOWUX POCT, KOMOPbIE OOJIHCHBL NO0BEP2AMbCS A0EKEAMHOM) KOHMPOIIO.
. Pexomennyercs narmuentam ¢ XbII mepen HadamoMm Tepanuu cOMaTpoNMMHOM™* ompenenuTh
CKOPOCTb POCTa C pacueToM Kak MUHUMYM 3a O MecsleB, CpaBHUBas POCT U CKOPOCTh POCTa CO
CTaH/IaPTU3UPOBAHHBIMH Tpadukamu pocta. [[1s1 oleHKH U BBIABICHUS (JaKTOPOB, OTPaHUIHBAIOIINX
poct, wuccienoBaHue ypoBHS kpeatmHuHa, pCK®, wMoueBuHbl, anpOymuHa, oOImIEr0 U
MOHHU3UPOBAHHOTO KallbllUs, HeopraHudeckoro ¢ocdopa, ompeneneHUe aKTHUBHOCTU IIEIOYHON
docharazel B KpoBH, Oukapbonat (McciemoBanue ypoBHS OyQepHBIX BEUIECTB B KPOBH),
WCCJIEZIOBAHUE YPOBHS TapaTUpeougHoro ropmoHa, 25-OH Burammna JI, MHCYJIMHONIOAOOHOTO
poctoBoro ¢dakropa I B kposu (MIDP-1), ypoBHS TIIIOKO3bI B KPOBH, TIMKUPOBAHHOTO TeMOTTIO0OMHA B
KPOBH, KOHIEHTPALMIO TOPMOHOB, XapaKTepU3yIOUMX (YHKIUIO [IMTOBUAHON  >Kele3bl
(uccnenoBanue ypoBHsi TupeorpornHoro ropmona (TTI') u cBobGomuoro TpuitoaTuponuna (CT3) B
KpPOBH), TPOBECTH OCMOTp TJa3HOrO JHa (O(PTaTIbMOCKOMIM/OCMOTP TepUdepuu TJA3HOTO JHA C
WCIIOJIb30BAaHUEM TpeX3epKallbHOW JMH3BI [onmbamana/ buomumkpodortorpadust TiasHOro 1HA C
UCIOJIb30BaHUEM (yHIyc-KaMmepbl/ BHOMHKpOCKOIMS TJa3HOTO JHA), PEHTreHorpaduio JeBOro
3amsicTbst (PeHTreHorpadus mydye3amscTHOTO CycTaBa), a TakXKe OLIGHUTh MyOepTaTHBIN CTaTyc MO
Tannepy [131].

YYPC; YA )5).
. PexomeHnayercss mpu BbIOOpe Tepamuu COMATPONMHOM™* yuUTBIBATH BO3PACT, MEPBHUYHOE

3a00seBaHKe MOYEK, CUCTEMHbIe HapyiieHus, craauto XbII, anekBaTHOCTh Auanu3a (i MaueHTOB
Ha auanuie), QyHKIUIO TpaHCIUIAaHTaTa M TEPalmui0 KOPTHUKOCTEPOUJAMH CHUCTEMHOIo JeicTBus (Y
nereii mocne Tpancruiantanun) [131]. [Ipeanaraercs neunts neteit ¢ XbII nezaBucumo ot CK®D, ecnu
OCHOBHOW TNPUYMHOMN SIBISETCS NUCTAIbHBIA KaHAJIBLEBBIA anno3, cMHApoM PaHKOHHM, CHHIPOM
baptrepa, a Takxke muctunos [355].

(YYP C; VIO 5)

. He pexomennyercs tepanus comarpornuHoM™* vy mamuentoB ¢ XBbII, oOycrnoBieHHON
CHCTEMHBIMH 3a00JIeBaHUSIMH, TeHeTHYecKMMU cuHapoMamu (cuuapom lllumke, cuninpom bapre-
bumns u cunapom Iamnoyss-Moyarta), HEKOHTPOJIMPYEMBIM caxapHbIM JuabeToM U B cllydae
W3BECTHOM TUMEPUYBCTBUTEIBLHOCTH K Tipenapary [131, 246].

(YYP C; Y]] 5)



KommenTapuii: cpeou nayuenmos smoii epynnvi He Npo8OOUNUCH PAHOOMUSUPOBAHHbIE KIUHUYECKUe
UCCIe008anust, NOIMOMY dppekmusHocms u 6e30nAcCHOCMb comamponuna™** y nayuenmos ¢ smumu
cocmosinuamu  He oyenusanucv. Conymcmeyiowue uiu npeouecmeylouue 310KauyecmeeHHbvle
HO8000pA308aHUS 8 AHAMHE3€ ABIAIOMC MAKIHCE NPOMUBONOKA3AHUEM K MEPANUU COMAMPONUHOM**.
. He pexomennyercs nauuentam ¢ XbII Tepanus comarponHOM™* mpH 3aKpBITHIX 30HAX POCTA,
TsDKEOM BTOpUYHOM runepmapatupeose (IITI>500 nr/mur), npomudepaTHBHOW WIH TSIKEIOH
HenpoIuQepaTuBHON HA0ETUYECKONH PETHHOIATUH, B TCUYCHUE TIEPBOTO I'0JIa MOCIE TPAHCIUTAHTAIIUN
MOYKH U y TMAalUEHTOB C OCTPhIM KPUTHUYECKHM 3a00JeBaHHEM U AKTUBHBIM 3JI0KaYeCTBEHHBIM
HOoBooOpazoBanueMm [131, 247, 248, 249].

(YYP C; YAA5)

KommenTapuii: msowcensiti émopuunsiii eunepnapamupeos (mo ecmov, Xapakxmepusyouuiics yposHem
unmaxkmnozo IITI" 6 cwigopomke kposu >500 ne/mn unu nosviuieHuem 6 0e6AmMb pas Gvlude
HOPpMANbHO20 OUANA30HA) CEA3AH C 3AMEONeHHbIM NPOOOJLHLIM POCHOM U NOGLIUEHHBIM DUCKOM
snughuzeonusa 201080k beopennvix kocmetl y demetl ¢ XbII [247, 248]

. Pexomennyercs y gereir ¢ XbII 3-5 cr., B Tom umcie Haxomsamuxcs Ha 3IIT, B Bo3pacte
crapiue 6 MecsleB MPOBEICHUE TEPallui COMATPOIIMHOM™ ™, eclii y HUX UMeeTCsl CTOMKas 3afiepiKka
pocTta, onpenensieMas Kak pocT HUXKE TPEThEro MPOLIEHTHIISA AJIs BO3pacTa U MOJa U CKOPOCTh pocTa
HIDKE 25-TO TPOIEHTWIA TOCJIe TOro, Kak OyAyT HODKHBIM 00pa3oM paccMOTPEHBI Jpyrue
MOTEHIMATIBLHO U3JIeYNMbIE (PaKTOPHI PUCKA 3a7EpPKKH pOCTa M MPH YCIOBHH, YTO Y PEeOCHKA €CTh
noteHuan pocta [131]. PekomeHayeTcst HaunHaTh Tepanuio rOpMOHOM pocTa y naruentos ¢ XbII B
NepUO/JI TIOJIOBOTO CO3PEBAHUS TOJIBKO B TOM ClIydae, €ClIi KOCTHBIM BO3pacT OTcTaeT bosee yem Ha |
ron [355].

(YYP C; VIO 5)

Kommenrapuii: Cxopocms pocma nudice 25-20 npoyenmuns 015 603pacma u noia ykazvleaem Ha
npocpeccupyiouyio 3a0epicKy pocma y pebeHKa ¢ HUSKUM POCMOM (Mo ecmb Hudice mpemveco
NPOYEeHMUIs UIU ¢ noxkasameiem CmaHoapmuo2o omiionenus pocma (SDS) nuowce -1,88). Jloboe
CHUICEHUe CKOPOCIU POCMA 80 8peMsl d9MOU (Pazvl Modicem Npueecmu K cepbe3Hou 3a0epicke pocma
U nomeHyuanvbHo Heobpamumou nomepe nomenyuana pocma [250]. B pexomenoayusx KDOQI no
ynpasenenuio numanuem y oemeil ¢ XBII pexomenoyemcs He3ameOIumenvHo HAYUHAMb MEPAnuo
comamponuHom™*, ecnu 6 meuenue 3 Mmecayee nocie HAYANA ONMUMUAYUU NUMAHUS He OblLIo
UHOYYUPOBAHO Hagepcmulealowe2o pocma [251].

. Pexomennyercs y gereir ¢ XbBII 3-5 cr., B Tom uucne Haxopsmuxcs Ha 3IIT, crapme 6
MECSIIEB MPOBEJCHUE TEPANTUU COMATPONMHOM™*, €ClIM y HHUX POCT HAaXOAUTCS MEXKIY TPETbUM U

ACCATBIM TIPOUCHTHUIIEM, HO COXpPAaHACTCA HHU3Kasd CKOPOCTb POCTa (HI/I)KG ABaJlaTh IIATOI'O



MPOLEHTWISI) MPU HAIUYUU JPYTUX MOTEHUUANbHO MOANAIOIIUXCA JIeYeHHIO (DaKTOpPOB pHUCKa
HapyIIEHHUs pOCTa, KOTOPBIE TOJHKHBI OBITh paccMoTpeHs [131].
(YYP C; YAAS)
KommenTapmuii: Omeem na neuenue comamponunom**3nauumenvuo ociabien y oemetli Ha Ouaiuse
no cpasHenuio ¢ demvmu ¢ bonee pannumu cmaousimu XbI1, nezasucumo om memooda ouanusa, ckopee
8ce20, u3-3a bojee 8blCOKOU Cmenenu HeuyecmeumenvHocmu Kk mepanuu [252, 253].
. Pexomennyerca nersam ¢ XblI, nepenecimmm TpaHCIUIAHTALMIO IIOYKA M MMEIOLIUM CTOMKYIO
3aJIepP’KKYy POCTa, OMpENeIsieMyl0 Kak POCT HIDKE TPEThero MPOLEHTWIS JUIsl BO3pacTa M IMojia U
CKOPOCTb POCTa HIJKE ABAJALATH MATOTO MPOLEHTHIIA, TEpalus coMaTponuHoM™* yepe3 1 rom mocie
TPAHCIUIAHTAIUU B CIIy4Yasix, KOrjaa peOeHOK HE pacTeT U MMMYyHOCyNpeccus 0e3 KOPTUKOCTEPOUIOB
CHUCTEMHOTO JCHCTBUS HE SABJIIETCS BO3MOXKHBIM BapuantoM [131].
YYPC; YOI 5)
Kommenrtapuii: Memaananuz namu  paHOOMUBUPOBAHHBIX — KIUHUYECKUX — UCCIEO08AHUL  NO
pe3yibmamam — pocma € UCHONb308AHUEM  HPOMOKON08 MUHUMUZAYUU — KOPMUKOCMEPOUOO8
cucmemMHo20 Oelicmausi NoKa3al sHauumenvHoe ygeaudvenue SDS pocma 6 epynne, 20e cmepououas
mepanus 6viia ommenena (cpedusas pazuuya 0,38; 95% AU 0,07—0,68), ocobenno 6 meyeHue nepeoco
200a nocie ommenvl (cpeouee 3sHauenue pazuuya 0,22; 95% JHU 0,10-0,35), u y nayuenmos
npenybepmamuoz2o nepuooa (cpeousia pasuwuya 0,60, 95% AU 0,21-0,98) []. Ilo oannvim
Memaananu3a nayueHmsl, NoayHasuwiue mepanuio CoMamponuHom™**, umenu 3sHauyumenvHo 6o.ee
8bICOKYIO CKOpoCcmb pocma uepe3 I 200 nociie Hauana mepanuu, yem KOHMPONbHAS ZPYNnd, CO
cpeoneu pasnuyeti SDS pocma 0,68 (95% /U 0,25-1.11) [255]. Cpeonsas paznuya é uzmenenuu SDS
pocma 6 epynnax cpasnenusi cocmasuna 0,52 (95% /U 0,37—-0,68), a omeem pocma na mepanuio
comamponunom™** ovin ayuwe y oemeu maaowe 10 nem, wem y nayuenmos cmapuie2o 803pacma
[256].
. Pexomennyercs nanuentam ¢ XbII no nmokazanusim tepanus comarponuHoM™** B noze 0,045—
0,05 Mr/kr B ieHb (3kBuBaneHT 28-30 ME/M? B HelleN0) yTeM MOKOKHbBIX HHbeKIuii Bedepom [131].
(YYP C; YAA5)
Kommenrapmii: Memaananus 2012 200a nokasan, umo no cpasHeHuro ¢ nayueHmamu, noayuasuiumu
14 ME/M? 6 nedemo, nayuenmol, KOMOPbIM UCHONb308ANACy 003d comamponuna** 28 ME/M’ &
Heoento yeeauuunu pocm Ha 1,18 cm 6 200 (95% /U 0,52—1,84). Ckopocmv pocma na 1,48 eviue (95%
1 0,03-2,93) SDS ckopocmu pocma nocne 1 eooa nevenus [257]. [na umumayuu gpusuonocuieckoco
YUPKAOHO20 pumma 3HO02eHHoU cekpeyuu I'P pexomenoyiomcs eeueprue unvexkyuu. Cmopomny
UHBbEKYUU Cledyem MeHsIMb eNCeOHe8HO, ymoobbl uzbexHcams Aunoampopuu.

YV oemeti 6 npenybepmamnom eozpacme ¢ msaxcénou mepmunanvHou cmaoueti XbII u nocne

mpancniaurmayuu no4YKu mMemaaHaius, 6101}011afou;ud 16 paudomus’upoeaHHbzx KOHMpOoJaupyemvlx



uccneoosanuii (809 nayuenmos), noxaszan, umo uepez I 200 mepanuu nayuenmol, NOIYYABUIUE
comamponun**, oviiu eviwe (+0,91 SDS) u pocau Ovicmpee (+3,88 cm/200), uem nayuenmol, He
noaydaswue nedenue. Oxcudaemvlii npupocm nocie 2—5 iem onmuMaibHo20 JeyeHus cocmaensem 7,4
CM Y Manbuukos u 7 cm y oegouex [355].

. Pexomenayercss oneHUTh NpuBep:keHHOCTh namueHta ¢ XbII k Tepamuu comarpomuHOM™*,
BKJIIOYAsk WMCCIIEJ0OBAaHHE YPOBHA HWHCYyIHMHOMOAoOHOoro poctoBoro ¢akropa I (IGF1) B kposw,
W3MEpeHue JO3UPOBKU coMaTponuHa** ¢ mompaBkoi Ha maccy Tena yepes 3, 6 u 12 mecseB nepBbii
rojJ, a 3aTeM, Kak MUHHUMYM, KaXJbple 6 MecsSleB M OIEHKY (DaKTOpOB MHUTAHHS U MeTa0oIu3Ma,
PEKOMEH/IOBAaHHBIE /10 Hayaja Tepanuu coMaTpornuHomM™**. Ecimum ckopocTh pocTta B MEpBBIA Troj
JIEYEHUS] COCTAaBJISIET MEHEe 2 CM B roj IO CPaBHEHHUIO C MCXOJHBIM ypoBHeM [131] HeobOxomumo
MEPECMOTPETh NPOBEJICHUE JieueHUsd. B cilydae MOJIOKUTENBHOW JAMHAMUKA POCTA U OTCYTCTBHS
mo004HBIX 3(DPEKTOB JeUeHHEe ClelyeT MPOJ0IDKATh A0 TEX IMOp, MOKA CKOPOCTh POCTa HE CHU3UTCS
HIKE 2 CM B TOJI, KOrJja JaJbHEUIIUN pOCT KOCTel He oxxuaaeTcs [375]

(YYP C; YAA5)

Kommenrapuii: Credyem paccmompems 603MONCHOCHb NPEKPAUEHUS MEPANUL COMAMPONUHOM ** y
nayuenmos, Komopwvie He peazupyrom OOJICHLIM 00pa3oM HA jleyeHue 8 meyeHue Kax Mumumym 6
mecsayes. Heobxooumo ucknouums HecoOmooeHue exnceOHesHbIX NOOKONCHbIX UHBEeKYULl Uil
Hecoomeemcmeue 003UposKu comamponuna™* macce mena uenosexa. Paxkmopul, ozpanuyuUaroOujue
pocm, ceazaunvie ¢ XBII (numanue, memabonruueckuti ayuoos, MKH-XbBII), maxowce 0ondxchbl Obimo
A0eK8amHO paccmMompeHsvl y NayueHmos, He Omeeyaowux Ha leyeHue.

. Pexomenayercss oTMeHa Tepanuu comaTponuHoM™* y manueHToB ¢ XBII mpu 3akpbITHH 30H
pocTa, BO BpeMsl TpaHCIUIAHTAI[MU TOYKH, MPU BO3HUKHOBEHWW BHYTPHUYEPEITHOW THUNEPTEH3UHU, CO
CTOMKHM TSDKEJIBIM BTOPUUHBIM TUIIEpPIapaTUPE030M, HEOOBSICHUMBIM CHIDKeHHEM pacueTHoil CK®, a
TaKkKe MpU OTCYTCTBUM OTBETAa Ha JIEYEHUE, HECMOTPS HA ONTHMAJIbHBIA KOHTPOJb MUTAaHUSA U
MeTabonn3Ma U TJOCTHKEHUU CBOETO TeHETUYECKOTO 11eTieBoro pocrta [131].

(YYP C; YAA5)

KommenTapmii: Ilpu nanuyuu nocmosHHoU 20108HOU OOMU UTU PBOMbL GANCHO NPEKPAMUMb
mepanuio U UCKIIOYUMb eHympuuepennylo cunepmensuto. Ilpu naruyuu 601y 6 naxy, HympeHHel
nosepxHocmu 6edpa uiu KoOJNeHd, a makxice Npu UMeHeHUu NOXOOKU HeoOX00UMO NpeKpamumo
mepanuro u npogecmu o0o6ciedosanue 0as UCKIoUeHus snuguzuonuza. Cmumynsiyus npoooibHO20
pocma ModHcem npogooumvcs 'y oemeti 00 3aKpvlmus dnuguzapuvix 30 pocma. Bo epems
MPAHCNIAHMAYUYU NOYKU JleYeHUe COMAMPONUHOM** 0onHcHO Obimb npekpaujeHo y 6cex nayueHmos.
Tepanua comamponuHom™**0ondxicHa Oblmb OCMAHOBIEHA NPU OOCMUNCEHUU NAYUEHMOM C80E20

2eHemuuecko20 ueneso2o npouenmuns pocma. B uccredosanuu RN Fine et al. y 22 nayuenmos, y

Komopblx Oblla ommenena mepanus comamponuuom** U3-3a O0CMUINCEHUS yeineeoco npoyermuiis



pocma, moavko y 27% ommena npugena k noooepacanuro SDS pocma, 6 73% ciayuaes ommeuanoco
3aMemHoe CHUdMCeHUe CKOpOCMU pOCMmA, KOmMOopbvle 6HOCAe0CMEUU Nompebdosanu 80300HO8NeHUs
mepanuu comamponunom™* [258]. B kauecmese anomepramugsl, 003a comamponuna**moocem 6vimo
VMeHbUeHA, K020a nayuenm 00Cmuzaem c80e20 2eHemudeckKo20 1eneso20 NPOoYeHmuisi pocmd, HO

pe3yibmamvl, C853AHHbIE C IMUM NOOX000M, cucmemamuyecku He usyuanucy [131, 355].

3.1.6 3amecTuTeIbLHAS IOYEYHAS] Tepanusl.

Ipu crusicenuu pacuemnoii CK® menee 30 mn / mun na 1,73 m? (4 cmaous XBII), neobxoouma
noocomoska K 3amecmumenvrou nodeunot mepanuu (3IT) [1]. Cemve u, npu neobxooumocmu,
pebenky  credyem  npedocmasums — UHDOPpMAYUl0,  KACAOWYIOCA  MPAHCHAAHMAYUU — NOYKU,
nepumoneanvro2o ouanuza (I1/) u cemoouanuza (I'7]).

Yacmoma u pacnpocmpanennocmo 31T 6 neduampuueckoli npakmuke 3HA4UmMenbHO MeHblUe,
uem y 63pocivix. C smum c6a3aHo, 4mo OONbUWUHCIMBO UCCTIe008AHULL NPOBOOUTOCH ) 83POCIbIX U
HeobXo0UuMo adanmupo8ams 3mu NoJIy4eHHble OaHHble 8 NeOUAMPUYECKUe PeKOMEHOAYUU.

. Pexomennyercs y nauuentos ¢ XbII C5 pemnts Bonpoc 00 oNTUMaNbHBIX CPOKaX IJIAHOBOTO
Hagama 3[IT Ha OCHOBE KOMIUIGKCHOTO JIUHAMHYECKOTO aHaJM3a KIMHUYECKUX IPU3HAKOB
aucyHKIMH mo4ek ¢ yaetoMm ypoBHs CK® ¢ nenpio npeaynpexxaeHus pa3BUTHS KU3HEYTPOKAOIINX
OCJIO’)KHEHUH TEpMUHAJIBHOM MOYEUYHOM HeJpocTaTouHocTu [6, 110].

(YYP C; YAA5)

KommenTapmii: bananc meaxncoy npeumywecmeamu u puckamu navana 3T oondxcen 6vimsb oyenen Ha
OCHOBAHUU OUHAMUYECKOU KIUHUYECKOU OYEeHKU He MONbKO YPeMUdeckKux oHcanod, Ho u Opyeux
nOMeHYUuanvHo dcustneyzpodxcaowux ocioxcnenuti XbIl C5  (napywenuii @ynkyuil yeHmpanbHou
nepenou cucmemol (LIHC) (snyeghanonamus/koenumuenvle Hapyuerus), cepo3umos, 0eKOMNEeHCayuu
Memabonuuecko2o0 ayuoosda, unepkKaruemul, HeKOHMpOIUpyemou 2eunepeuopamayuu (anacapka,
omex nezkux) u AI', msocenoti BOH), a maxoice ¢ yuemom npednoumenuti nayueHma, 8blCKA3aHHbIX HA
OCHOBe noay4enHou meduyunckou ungopmayuu. CumMnmomsl ypemuu Hecneyuguunsl u mo2ym O6vimo
Heoue8UOHbIMU KIUHUYECKU, d HeKOMmOopble Nayuenmsl MO2ym adanmupo8amsvcs K HUSKUM YPOBGHAM
CK® 6e3 uemko 6blpajsCeHHbIX HCAN0O, NOIMOMY NpU ONpedeleHUU CPOKO8 HAuana Ouaiuszda y
nayuenmos ¢ XbI1 C5, ouesuono, ciedyem monumopuposams u oyenusams ounamuxy CK®. Pewenue
o nHauane 31T ne cnedyem ocrosvieams moavko Ha 3Haderuu pCK®, nockonvky y nayuenmos ¢ XbI1
C5 Ha yposenvb KpeamuHuHa 6 KpOGU 6 3HAYUMENbHOU CMENneHu Gausem MOYHOCMb UBMEPEHUl
He3a8UCUMO OM Memooad OYeHKU (YHKYUU NOYeK, MblUeUHdsl Maccd, Cmenenb uopamayuu u opyaue
MHo2ouucennvie gpakmopul. Muocue nayuenmor ¢ XbII C5 umerom degpuyum muluieuHo maccol 3d
cuem  GIUAHUA ~ 603pACMA U  KOMOPOUOHOCMU,  2UNEepeUOpamuposamsi, d, C1e008amebHo,

CPABHUMENbHO HU3SKULL YPOBEeHb Kpeamununa Kposu u o6onee evicokue sHaueHusi pCK®D, we



coomeemcmeayruue pearvuviM. Onmumanvuwiii yposeno pCK® ons nauana 3T ocmaemcs
Heu38eCmHubIM, OOHAKO AGHbLE U NPOSPECCUPYIOUUEe CUMNIMOMbL YPeMUU NOAGIAIMCA Y 601bUUHCMEA

2. Taxum 05pa30M, KIUHUYeCKoe MOHRumopupoeaHue

nayuenmos npu pCK® 6-8 ma/mun/1,73 m
npoepeccuu NOMeHYUaIbHo dicusHeyepoxcaowux ocirodxcuerutt XbIlI C5 (ommeuennvix evlute), ux
KOMNJIEKCHASL OYeHKa epadom-Hegponrozom c¢ yuemom 3uauenuii pCK®@ kpumuyecku 6adxcuvl 0.
onpeodenenus CPOKO8 ONMUMATbHO20 HAYALA OUATU3A.

. Pexomennyercs y apereit ¢ XBII C5 mpuHumaTh penieHue O BbIOOpe BUAA MOAAIBHOCTH
MOAJEP>KUBAIOIIETO AUAU3HOTO JICYEHHUS C YYETOM MEAMIIMHCKUX MOKa3aHUW U MPOTHUBOMOKA3aHUIA,
COLIMAJIbHBIX YCJIOBUH M TMPEANOYTEHUH TMalMeHTa Ha OCHOBE MAaKCHMAaIbHO BO3MOKHOTO
UH(OOPMHUPOBAHHSI O TPEUMYIISCTBAX W OTPAHMYCHUSX KAXKIOTO W3 BHUJOB JAHANN3a C IEIBIO
nepconnukanuu u ymyumenus ucxogon 3I1T [6, 49, 110].

YYPC; YII5)

Kommenrtapuii: Kaowowiii uz memooos umeem usgecmuvle HNpeuMywecmea U O0cpaHudenus.
Humeepamusnoviii nooxoo k 3T npeononacaem nepcoHu@uxayuio 6blO0pa KOHKPEMHO20 Memood
(L4, ID, I1]]) 6 3asucumocmu om KIUHUYECKUX U COYUANbHBIX VYCI08Ul, NPeOnoumeHuli nayuenmad.
Kax cnedocmeue 6 meouyunckoti opeanuzayuu 00x#CHbL Oblmb 00cmynHul 6ce pasHosuonocmu 31T —
I TADOulld[167].

. Pexomennayercs y nereit ¢ XbII C5 naunnate neyenue [1/] wnu '] B onTUManbHbBIX YCIOBUSX:
B TUTAHOBOM TOPSIJIKE TIPH TJIAHOBOM TOCIIUTATU3AIIMK, HE CBSI3aHHOM C OCJIOKHEHHUSIMU YPEMUU (€CIu
MocleHee MPUMEHUMO K JIOKaJbHOW TMPAKTHUKE), C MPEAIIeCTBYIONIMM HaOII0IeHuEeM Bpaya-
He(dpoora M HCIOJIIb30BaHUEM MOCTOSHHOTO JUAIM3HOTO JOCTYyMa Ui MPeIyNpexaACHUs pa3BUTHUS
KUZHEYTPOXKAIOIIUX OCIOKHEHUM TEPMUHAIBHOM MOYeuHOM HemocTtaTouHoCTH U mHuimanuu 31T mo
SKCTPEHHBIM TOKA3aHUSIM, YIIYUIICHUS KJIMHUYECKUX HCXOJO0B U CHUIKEHHUS PacxXoOB Ha JeUeHHE |6,
49, 110].

(YYP C; YOI 5)

KommenTapmii: 3apanee zannanuposannoe nauano 1J] unu I/l 6 ambyramopnom pedxcume (uiu 8
Xo0e 2ocnumanuzayuu no UHbLIM, He c8A3aHHbiM ¢ ocnoxcnenusmu XBII C5 nokazanusm) nocie
MUHUMYM 3-MeCAYH020 HAONI00eHUsl 8pada-Hedhponoza u Haludue ROCMOIHHO20 OUANUZHO20 0OCMYNa
credyem cuumams Kpumepusamu onmumanvrHoeo navana 3IT. JJononnumensrvim Kpumepuem Moxcem
bovimb coenadenue memooa ouanuza npu unuyuayuu 3T ¢ maxosvim uepes 90 owuetl neuenus. K
CcyOONMUMANLHOMY (IKCMPEHHOMY, HEe3aniaHupo8aHHOMY) HA4aLy Ouaiusa ciedyem OMHOCUMb 6Ce
cayyau, 6 komopwix 3T nauunarom 6 cmayuonape 6 C6A3U C Pa36UMUEM IHCUSHEYZPOHCATOUJUX
ocnoocnenu XBI1 C5 y nayuenma c Hanuyuem uiu OmMCYMcmeuem HNOCMOSHHO20 COCYOUCHO20
docmyna, Kak Nnpaeuslo, 8 OmMcCymcmeue pe2yiapHo20 Habaooenus epada-negponoza. HMmerowuecs

OaHHblEe NO360JI0M cdumanitb, 4mo UCNOJb306AHUE KOHUeEnyuu onmumaibHocOo Hadala npu



onpedenenuu  cpoxos unuyuayuu 3T Ha npakmuke 6onee yenecoobpaszHo,  HedcelU
«Nno30He20n/«pannezo», bazupylowelics Ha Oonee 6vbicokux unu Huskux sHavenusx pCK®. Bonee
HU3KUe pacxodbl Ha JjeuyeHue npu onmumarvHom nauane 3T saeraromcs O0ONOIHUMENbHBIM
aApeyMeHmoM PeKoMeHOayuu.

Il — smo Haubonee pacnpocmpaHeHuvlli Memoo OUaIU3d, UCNOIbL3YeMblll OJisl JedeHuUs
neouampuyeckux nayueHmos ¢ mepMuHaIbHOU cmaouell NOYeyHol He00Cmamo4HOCmu, 0CODEHHO Y
Oemeti maaouie namu aem [1-3].

XII/] obnadaem psoom npeumyujecmes nepeo 2emoouaru3om 0 oemeil.

- Menee oepanuuennas Ouema, exkmouas nompebdienue odcuokocmu, nomomy umo I/
NPOBOOUMCSL eHCEOHEBHO. DMO 0COOEHHO NONIe3HO OJisl MAAOEeHYe8, Y KOMOPbIX NUMAaHue noaiHOCmbio
UU 8 OCHOBHOM 3ABUCUM OM HCUOKOU OUEmbl.

- Tepanusi npo6ooumcs 0oma, 4mo no360Jsem pecyiapHO NOCeWams WKOLY U Y4acmeosams 6
Opy2ux 00bIYHBIX OeMCKUX 3AHAMUSIX.

- Omcymcmeue HeobX00UMOCmu 6 COCYOUCMOM OOCMYNe U CEA3AHHbIX C HUM MeXHUYeCKUMU
CILONCHOCMAMU U PUCKAMU (NOBMOPHblEe BeHENYVHKYUU, KpOBomedeHue, bakmepuemus u m.o.)

OCHOBHBIMU  HEOOCTAMKAMU MemoOd SGIAIOMCL  BO3MOINCHOE HeCcOON00eHUe NAYUEHIMOM
/3AKOHHBIM NpeoCcmagumenem pedjicuma mepanuu u puck urgekyuil, ceszannvix ¢ I1[], makux xak

ungexyuu mecma gvixooa kamemepa / mynuens u nepumonum [259, 260, 261, 262].

3.2 Xupypruveckoe JjieueHue

3.2.1 TpanciiaHTAUMSA MOYKH

. PekoMeHZI0BaHO paccMOTpPeTh MPEBEHTHBHYIO TPAHCIIAHTALMIO MOYKH Yy MAIUEHTOB C
BbIcOkOH cTenenbto XbII ¢ nenpio obecnieuenus nmouedHon ¢pyHkiuu [49].

(YYP C; YA S5)

. Pexomenayercs TpaHCIUIQaHTalUsl IOYKM JETAM C TEPMHUHAIBHOM CTaaueld XpOHUYECKOH
MIOYEYHON HEOCTaTOYHOCTH B KaueCTBE NMPUOPUTETHOIO BUAA 3aMECTHTEIBLHOM MOYEUHOH TEepanuu.
ITpu noctuxkenun 3-4 craguy XpOHUYECKOM OOJIE€3HM MOYEK JaibHeilnee JedeHne MalueHTa J0JKHO
00CyX/1aThCsl C IPUBJIEYCHUEM Bpaua-IeTCKOro Xupypra (co crenuanusanmeil 1o TpaHCIUIaHTOJIOTHH)
[263, 264, 265, 266].

YYPC; Y1 4)

Kommenrtapmii: Ha cecoonsawinuil 0enb mpancniaHmayusi NOYKU CUUMAemcs Hauay4uum mMemooom
3amecmumenvHol nodeunon mepanuu y 63pocavix. OOHAKO HA NPOMANCEHUU MHO2UX Jiem
pe3yibmamsl MpAHCNIAHMayusi. NOYKu y oOemeti CYWeCmeeHHO OMAUYAIUCL 8 CBA3U C BblCOKOU
4acmomou pazeumusi XUpypeuueckux U UMMYHOI02UYECKUX OCIOACHEeHUL, YMO blpaxcailocs 6 bonee

HU3KOU BbIXNCUBACMOCTU peuunuenmos u mpaHcniannmanioes. 3a nocneonue 15 nem npousouien



02POMHbIU NPOPLIE 8 VIYYULEHUU De3VIbmamos O0emcKol Mmpaucniaumayuu nouku. B unacmoswee
8peMs  NAMUNEMHSAS  GbIICUBAEMOCNb  MPAHCHAAHMUPOBAHHLIX NOYEK 6 OeMmCKOM 8o3pacme
cocmasnsiem 83% u 71% npu mpancnianmayuu ROYKU OM JHCUBO20 U NOCMEPMHO20 00HOpPo8. Kpome
9MO20, XOPOULO U38ECIHO, YMO Pe3yIbmambsl NPEGeHMUHOU (000UANUZHOU) MPAHCHIAHMAYUY NOYKU
¥y 0emeli 00CMOBEPHO NPEBOCX00AM AHANIO2UYHbIE NOKA3AMENU MPAHCNIAHMAYUU NOYKU NOCIe Ha4ald
ouanusnou mepanuu. Takum ob6pazom, MpaHCHAAGHMAYUSL NOUYKU OOIHCHA PACCMAMPUBAMBCA KAK
npeonoYmumenbHbulll 6APUAHM 3AMeCMUMENbHOU NOYEYHOU MePAntu 80 8CeX 603MONCHBIX CIYUASAX.

. PekoMeHnayercss BBINONHATH TPAHCIJIAHTALIMIO TIOYKH JIETIM B  CIEHUATM3UPOBAHHBIX
MEAMIMHCKUX IIEHTpaxX, UMEIOIIMX B CBOEM MITaTe€ IOJATOTOBICHHBIX Bpayeil-XUPYpros, Bpayeii-
aHEeCTEe3MOJIOTOB-PEAaHNMATOJIOTOB,  Bpadel-HedpoJIoroB  (IETCKUX), a TakkKe MEIUIUHCKHX
TICUXOJIOTOB M COLMATBHBIX PAa0OTHUKOB C IIENIBIO JIOCTHIKEHUS ONTHUMAIILHBIX PE3YJIbTATOB TEpaIruu
[267].

YYPC; YOI 5)

Kommenrtapuii: Hakonnenuwiii onvim ceudemenvcmeyem, 4mo HA NPOMANCEHUU NOCTeOHUX Jem
pe3yibmamsl MPAaHCHAAHMAYUU NOYKU Y 0emell NPeeocxo0am aHAL02UYHble NOKA3amenu y 83pOCiblX
peyunuenmos. Omo 00YCI061eHO HeCKONbKUMU NPUYUHAMU, KOmMopbvle 6KIyYaiom 6 cebs
MuamenbHylo No020MOBKY peyunueHma K mMpaHCHIaHmMayuy, nNPeyusuoHHy XUupypeuieckyio
MEXHUKY, Iyuuee Kauecmeo 00HOPCKO20 OP2and, UCHONIb308aHUe I hHeKmuUHol UMMYHOCYAPECCUBHOU
mepanuu, xopouiee NOHUMAHUE 0CObeHHOCmell HapMaKOKUHEeMUKU UMMYHOOeNpeccanmos y oemell.
Hcnonvzosanue cospemeHnbix npomoKoa108 UMMYHOCYNPECCUBHOU mepanuu npusesio K 00CMo8epHOM)
CHUMICEeHUI0 ocmpoeo ommopcenus. B 1980 2. yacmoma ocmpoco ommopaicenus: 8 nepgvlii 200 nocie
Mpancnaaumayuy no4yku Haobaooarace 6 355% ciayuaes, moz20a Kaxk 6 nocieoHue 200bl OHA He
npesviuaem 10-15%. Ilepeuucnennvlie gaxkmopsl umerom KyMYIAMUHsvli 3Qgexkm 6 yenmpax,
BLINONHAIOWUX edxnce200H0 Oonee 30-40 neduampuueckux mpaHCHIAHMAYULl U UMEIOWUX BCI0
HeobXo0uMyo uHgpacmpyKxmypy.

. PekoMeH10BaHO BBITIOJHEHUE TPAHCIUIAHTAIMM IMOYKH JCTSIM B MPEBCHTHBHOM IOPSIIKE JIO
Hayayia TUaju3HON TEParuu C IENIbI0 JOCTHKEHUS ONTUMAIBHBIX PE3yIbTaTOB Tepanuu [268].
YYPC; Y1 4)

Kommenrtapuii: Haunyuwum sapuanmom sensiemcss 000uUaniusHas (npeseHmusHas) mpaucniaHmayus
NOYKU OM IHCUBO20 POOCMBEHHO20 OOHOpA, YUUMbBIBAs. NIAHOBbIUL XAPAKMEpP ONepamueHo2o
BMeamenbemed, Xopowuti Yypo8eHb 2UCMOCOBMECMUMOCU MeHCOY OOHOPOM U DEeYunueHmom u
MUHUMATbHBIL CPOK KOHcepsayuu opeaua. Ilo OamHulM nposeoeHHo20 Uccied08anus, nayueHmol,
noxyyasuwiue ouaiuz 00 MPAHCHIAHMAyuu, umenu oOonee 6bICOKUL PUCK YMpamvl QYHKYUU
mpancnaaumama (xkod¢puyuenm pucka 1,32; 95% oosepumenvruviti unmepsan (AHU): 1,10-1,56) u

bonee evicoxuil puck cmepmu (kod¢ppuyuenm pucka 1,69; 95% JH: 1,22-2,33), no cpasuenuio c



nayuenmamuy, KOmopviM Oblia BbINOJHEHAd NPeGeHMUBHAs MPAaHcnaaHmayus nouxku. Y Oemel,
Haxoouswuxcs Ha ouaiuse borvue 1 2oda, puck ympamsl Qpyukyuu mpauncniaumama ool Ha 52%
gviue, a y Oemel, HAxXo00U8wuxcsi Ha ouanuse obonee 1,5 nem, puck cmepmu o6vin Ha 89% eviwe, no
cpasHenuilo ¢ OembMu, KOMOPbLIM Oblld NPOBEOEHA NPeBeHMUBHAS MPAHCNIAHMAYUs, 6He
3a8UCUMOCMU OM UCMOYHUKA OOHOPCKO20 OP2aHd.
. PexomenaoBaHo pacnpenensaTh Opranbl OT IOCMEPTHOTO JIOHOpa B IMEPBYIO oOuepeidb
MalKUeHTaM JEeTCKOro0 BO3pacTa MpH OTCYTCTBUM Y HUX MOTEHIMAIBHOTO POJCTBEHHOTO JIOHOpA C
LIEJIbIO COKPAILICHUS JUTUTEIbHOCTD OXKUJAHUS Y JieTet [269].
YYPC; YOI 5)
Kommenrapmii: Pacnpedenenue opeanos om nocmepmuvix OOHOPO8 C NPUOpUMeEmom  Os
PeYyunuenmos 0emcko20 603pacma AGNAemcs Muposol npaxmukou. Ilo oannviM opeanuzayuu
Eurotransplant, gopmuposanue omoenvnoco aucma oocudanusi Onsi  Oemell COBMECMHO ¢
NPUOPUMEMHbIM pachnpeoesienuemM NO360Jem COKpAmums OIUMeENbHOCMb O0NXCUOAHUS OP2aHd Om
nocmepmnozo 0oHopa y demeu 8 2,5 paza no cCpasHenuio ¢ 83pOCabiMU peyunuenmamu.
. PexomenaoBana TpaHCIUIaHTALUsI TIOYKH TIOCIIE TIPEABAPUTEIILHON MOATOTOBKM (OMpeesieHre
COJIEp>KaHUsl aHTHTEN K aHTUIE€HaM TPYII KPOBH, MPOBEACHUS OJHOTO WM HECKOJIBbKUX CEaHCOB
1a3Mo00MeHa (TepaneBTUUYECKOr0)) IETSIM OT KUBOTO POJCTBEHHOTO JAOHOpPA, HECOBMECTHMOIO IO
rpynne kpoBu (ABO-HecoBMecTMMas TpaHCIUIAaHTALUsl MOYKHM), KaK aHAJIOrM4YHas TpPaHCIUIAHTALUs
mo4ku oT ABO-COBMECTUMOTO POJACTBEHHOTO JJOHOPA B CBSI3U C COTIOCTAaBUMOCTBIO pe3ysibTaTtoB [270,
271].
YYPC; YA 4)
KommenTapmii: Pe3zyriomamul  mpancnaaumayuu noyku om ABO-necoemecmumozo  #cueo2o
POOCMBEHHO20 ~ OOHOpA  CONOCMABUMbBL U OOCMOBEPHO  NPEeBOCX00sm  KAK — pe3ylbmambl
MPAHCNAAHMAYUU OM NOCMEPMHO20 OOHOPA, MAK U pe3yibmamsl jedyeHus Opy2umu mMemooamu
3amMecmumenbHOL NOYeYHOL mepanuu.
. He pexomeHnmoBaHa TpAHCIUIAHTANWS TIOYKU JCTSIM, HMMCIOIIAM JaHHBIC KIMHUYECKUE
COCTOSIHHUSI:

Omnkonorudeckue 3a00J1eBaHuUs;

WNudexunu;

JlekoMITIeHCHpOBaHHBIE KOMOPOUTHBIE COCTOSTHUS

Hecobmoiearie METUIIMHCKUX PEKOMEHAAITHI;

IIcuxuyeckue pacCTpONCTBA;

[Tpu ararHOCTUPOBAHHOM OKcamypuu | THMa A0 TpaHCIUIAHTAIMH TIEYSHU WU ee parMeHTOB

(TpaHCHHaHTaHI/Iﬂ IMOYKH MOKET OBITh BBIMOJHEHA IIOCIE TPaHCIUIAaHTaOUMU TICUCHU MWK €€



(hparMeHTOB) B CBSI3U C BEICOKOBEPOATHBIM OTCYTCTBHEM A (PeKTa niIn HEOIaronpusTHBIMA UCXOAaMHU

[272].
YYPC; YAA5)
b K ortHOCUTENBHBIM IIPOTHUBOIIOKA3aHUAM I TpPAHCINIAHTAOMK IIOYKKM PEKOMCHIOBAHO

OTHOCHUTb OCTpoe HMH(MEKIHMOHHOE 3a00JieBaHUE WM O00OCTPEHHE XPOHMYECKOH HH(EKIUH, OMYyXOJb
BunbMca B anamHe3e unu Japyrue 3aboneBaHus (ICKOMIICHCALUS caxapHOro auabera, BBICOKAs
aktTuBHOCTH CKB U T.11.) B CBSI3U C BRICOKMM PUCKOM OClIOKHEeHU [273, 274, 275, 276, 277, 278].
YYPC; YOI 5)

Kommenmapuu: OmnocumenvHvle npomusonoKazanus K mpancniaHmayuy NOYKy Hocsam 8pemMeHHbll
xapakmep, NOMEHYUATIbHO NOOOAIOMCA IeYEHUIO UIU MPeOyIom onpeoeseHHO20 Nepuood Haba0O0eHUs.

Panee necosmecmumocmv no ABO u Hanuuue yumomoxcudeckux aumuiuM@poyumapHvix
anmumesn npomue OOHOpa ObLIU NPOMUBONOKAZAHUAMU K MPAHCNIAHMAYUU, 0OHAKO NOCaedyioujue
00CMuUdICeHUss ¢ UCNONb30BAHUEM CHEYUANbHBbIX NPOMOKON08 HO38ONUNU  NPOBOOUMb  MAK)IO
MPAHCAAAHMAYUIO 8 YEeHMPax, 001a0arouux OOIbUUM ONLIMOM MPAHCNAAHMAYUU, A AKHCE
CReyuanu3UpoOBaAHHOU UHPPACMPYKMYPOIL.

Hemu c¢ owukonoeuueckum 3abonesanuem 6 aHaAMHe3e MO2YM PACCMAMPUBAMbCA  KAK
NOMeHYUaIbHble peyunueHmsl NOYeuYHO20 MPAHCHIAHMAMA MONbLKO NPU HAIUYUU YOeOumenbHbix
dokazamenbcme OMmCYmMCmeusl pucka peyuousa OHKOJI02UHecKo20 3a00Ne6anus HaA MOMEHM
MPAHCAAAHMAYUU.

Bupyc  ummynooeuyuma uenosexa (BHUY) mpaouyuonno cuumanca adbcomomubvim
npomueonokasaunuem x mpancniaumayuu. OOHAKO YyuuieHue 00120CPOUHO20 NPOSHO3A Ol
nayuenmos ¢ BHY-ungpexyueti nobyouno mHozcue npozpammvl mMpaHCHIAHMAYUU NepecMompents
€010 NOIUMUKY 8 OMHOWEHUU UCKTI0OYeHUs nayuenmog ¢ BUY-ungexyueti. Heckonvko uccredosanut
NPOOEMOHCIMPUPOBATU CONOCMABUMbIE Pe3YIbMamyl JeYyeHUs NAyueHmos U MpAaHCHIAHMAmo8 y
BUY-ungpuyuposanuvix u BHY-neunuyuposannvix nayuenmos, nepeHecuiux mpaucniaHmayuro
NOYKU NOCAe Ha4ana MowHou anmupemposupycruou mepanuu (APT).

Buicusaemocmv  nayuenmos 6 meuenue oono2o u mpex jaem cocmasuira 95% u 88%
coomeemcmeenHo;  gvlocugaemocms — mpauwcniaumama - 90% u  74% coomeemcmeeHHO.
Buuicusaemocmv nayuenmos u mpancnianmama 6 meyeHue yemipex jiem 0Cmasanacs CmaouibHou u
cocmasnana 89% u 69% coomeemcmeenno.

Hexomopule cucmemmuvie 3a601e8anus AGNAIOMCA OMHOCUMETbHbIMU NPOMUBONOKA3AHUAMU K
mpauncnaaumayuu nouku. K num omuocamcsa cucmemHvle 3a001€6aHUSA, KOMOPblE MO2TU Gbl36aMb
noYeuHylo HedOCMamoyHOCmy (Hanpumep, aHMuHeumpo@duibHvle Yumoniasmamuieckue anmumena
(ANCA)-accoyuuposarHvle 8acCKyaumsl Ui CUCMeMHAss KpacHas eonyanka). Tpauncnianmayus

B03MOJICHA 8 NEPUOO pemuccuu 3a001e6anus (e MeHee 6 mecayes).



Ilpu  Hanuuuu y nayuema  B0IYAHOYHO2O0  Hepuma  NPUOPUMEMHBIM — MemoOoM
3amecmumenbHOU NOYEYHOU Mepanuu A6IAemcs MpaHCIaHmMayus NOYKU.

Buipaswcennulii eunepnapamupeos (¢ yposuem napameopmona 6onee 1000 ne/mn) sasnsemcs
OMHOCUMENbHLIM NPOMUBONOKA3AHUEM, MpeOyIouumM KomniekcHoz2o Jneuenus. Ilo oocmuoicenuu
yeneso2o yposHs napameopmona (menee 700 ne/min) 603MONHCHO 8bINOIHEHUE MPAHCHIAHMAYUY NOYKU.
. PekoMeHJ0BaHO OKOHYAHHE IJIAHOBOW BaKIIMHAIIMHU, COTJIACHO HAIIMOHAIILHOMY KaJleHAApIO0 —
70 BBIMOJHEHHs] TPaHCIUIAHTAIIMM TOYKH C IEJIbI0 JOCTHXKEHUS MaKCHUMallbHON 3(dexTuBHOCTH
BaKIMHAIIMM, OOECTICUCHUsT MMMYHHOH 3allUThl B JO- M MOCTTPHCIUIAHTAIMOHHOM IEPUOJE H
MIPEIOTBPALICHUS BO3MOJKHBIX HEXKeIaTeIbHBIX s dexroB BaKIMHAIIUN y
MMMYHOKOMIIPOMEHTUPOBAHHBIX NanueHToB [279, 280, 281].

YYPC; YOI 5)
Kommenrapmii: BreOpenue pymuHHblX OemcKUx NPUBUBOK pe3KO CHU3UNLO 3a001e8aeMoCmb U
cMepmHOCMb Om UHGeKyuu.

Oonaxo BAKYUHDBL mozym ObIMb HeappexmusHul, eciu ux 6600UMb
UMMYHOKOMNPOMEHMUPOBAHHLIM nayuenmam. Ilosmomy pewaroujee 3HaueHue umerom YCUius no
NOHOU UMMYHU3ayuu oemei 0o mpancnianmayuu. Ilockonbky oemu ¢ mMepMUHAlIbHOU cmaoueti
3a60ne6anusi NOYEK HACMO UMEIOM  HeONMUMANbHLIUL — UMMYHHBIU — OMeem U  CHUNCEHHYIO
NPOOOIHCUMENILHOCb  UMMYHUMema, mo2ym nompebosamvbcsi Oonee 6blCOKUe Haudalbhble 003bl,
OJononnumenvhvie 003bl U MOHUMOPUHZS MUMPA AHMUMEL C NOMOWbI0 OYCMepHuIX 003 6aKyuH. B
nepuoo nocie MpaHcHIaHmayuy He pPeKOMeHOVemcs 66e0eHuUe JHCUBbIX B6AKYUH, NOIMOMY KpatiHe
BAJHCHO NPOCAEOUMb, YMOObL 8Ce NOOX00sAuUe BAKYUHBL ObLIU CONaHbl 00 Onepayul no nepecaoxe.

Umo kacaemcsi 6akyun (Hcusvblx 0CiadbNeHHbIX), PEeKOMEHOYemcs No00HCOAmb MUHUMYM 4
Heoenu MedHcOy 66e0eHUeM 8AKYUHbL U MPAHCHIAHMAYUel, Y4umsleéds meopemuieckuti pucKk pa3eumus
3abonesanusi om eaxkyunnozo wmamma [280].

Ilpususku  saxyunamu  (Hexcusvimu) Mmo2ym  Oblmb  COENAHbl  NOCNe  MO20,  KAK

UMMYHOCYNPECCUBHASL Mepanusi O0CMUSHem HU3KUX NO00EPHCUBAIOUUX 003, 00bIYHO 6 CPOKU om 6 00
12 mecayes nocie mpancniaHmayuu.
o PekoMeHZI0BaHO  BBIMIONHEHUE PEKOHCTPYKTHBHBIX U CAHAIMOHHBIX  XUPYPTHUECKUX
BMEIIATENLCTB HA OpPraHax MOYENOJOBOW W APYTHUX CHCTEM 10 TpaHCIUIAaHTAIMH MOYKU. B ciydae
OTCYTCTBUS KJIMHHYCCKHUX MPOSBICHUA HH(DEKITUH WK TI0 IPYTUM TIOKa3aHUSIM PEKOMEHIOBaHA OHO-
WM IBYCTOpOHHsA HedpakToMus (PaaukanbHas HedpakTomus, Jlanapockonuueckas HehpIKTOMMUS,
HedpokTomust ¢ TpomO3KkTOMUEH W3 HIDKHEW MMOJIoN BeHbl, PoOoTaccuctupoBaHHas HeQpIKTOMMS)
COOCTBEHHBIX TIOYEK OJHOMOMEHTHO C TpaHCIUIAHTAI[MeW TMOYKH C MeTbl0 MHUHUMHU3ALUN
MH(DEKIMOHHBIX OCTIOXKHEHUH [282, 283, 284, 286].

(YYP C; VI 5)



KommenTapmii: [Ipuuunoii noueunou nedocmamounocmu y oemeil 8 OOIbUUHCMEE CIYUAe8 A6NemCsl
BPONCOEHHASL AHOMANUSA CMPOEHUsL MOUesblgooawux nymeti. He mak oagno oemu ¢ 8po#cOeHHbIMU
AHOMANUAMU  HUICHUX MOYEBbIBOOSWUX NYymel Ui ¢ OUC@YHKyuel Mouegoco ny3vips Oblilo
UCKTIIOYEeHbl U3 NPOSPAMM MPAHCHIAHMAYUY NOYKU, NOCKOAbKY OHU CUUMAIUCL PeYURnUeHMAMu ¢
OYeHb B8bICOKUM PUCKOM UHDEKYUOHHBIX OCNIONCHEHUU U ympamul GyHKyuu. 3a nocieoHue HecKoIbKo
decamunemuii 66110 OOKA3AHO, YMO AY2MEHMAYUOHHAS YUCIONIACTIUKA C CO30aHuemM pe3epeyapa
HU3K020 0a6NeHus yayduiaem OmOAaieHHYI0 BbldHCUBAEMOCb NoYeyHo2o mpancnaaumama. Ilo
pe3yIbmamam  UCCIe008AHULL  4ACMOMA  803HUKHOBEHUS  YPONOSUYECKUX OCIOJCHEeHUll  nocie
VPONIO2UYECKUX DEKOHCMPYKYUL He OMIUdaemcsi om makogol 6 odwel NOnyiayuu ¢ HOPMAlbHOLUL
yHKYUEl MOYEBLIBOOAWUX NYyMEl.

Y nayuenmos c 3a0num ypempanvHuim KIAnaHom modxrcem nompedo8amscs INUYUCIOCHOMUSL
8 panHem gospacme OJisi 0eKOMNpeccuu OUCHYHKYUOHATbHO20 MOUYe8020 NY3bips. DNUYUCTIOCMOMA
MOJHCEem COXPAHAMbCs 8 MmeueHue MHO2UX Mecsayed nocie mpaucnianmayuu. [lemsam ¢ HeOOIbULON
eMKOCMbIO MOYEB020 NY3bIPsi MONCEm NOmpedO8aAmbCsl y8eauueHue Mo4e8020 ny3vipsi Npu NOMOUU
KOHOyUma u3 cecmenma nooe30owHou kuwku. Ilomumo smoeo, wacmo ucnonvb3yrom anneHouxc 0
C030aHUSL NOCMOSIHHOU CMOMbL, N0380.1A10Ujell NPOBOOUMb YUCTYIO0 NEPUOOUYECKYI0 KAmemepu3ayuro.

Haubonee wacmvimu ocnosicHenusmu npu ayeMeHmayuoHHoOU YUCMoniacmuxke u 0meooe mModu
yepe3 NOCMOAHHYIO CIOMY AGIAIOMCA ODAKMepuypus u UH@eKyuyu Mo4esbi800auux nymei, Komopbwle
00bIYHO He NPUBOOsM K nomepe mpanHcnianmama npu nPasuibHOM Je4eHuu aHmuOUOMuUKamu.
o PekoMeHi0BaHO TpOBEJCHHE ICUXOCOIMAILHON OIeHKH pebeHKa M €ero pojuTened Ha
MpeIMeT TPHUBEPKEHHOCTH (KOMIUTAGHTHOCTH) K TIPEIojiaraeMoil Tepaliid Ha BCEX JTamax
3aMECTUTENBHON MMOYEYHON Tepamnuu, 1 0COOCHHO TOCTe TPAHCIIAHTAIIUY MTOYKH, TTOCKOJIBKY XOPOIIO
U3BECTHO, YTO HECOOIOICHIE METUITTHCKUX PEKOMEHIAIUN COMPSKEHO C BBICOKUM PUCKOM Pa3BUTHUS
OCJIO)KHEHUH M yTpaThl PyHKIINK IOYEYHOT O TpaHcIutanTara [287, 288].
(YYPC; VI 4)
KommenTapuii: B doneocpounoii nepcnekmuge 3HavumensHoe Koauvyecmao nomepsb mpanchiaumama
npoucxooum  u3-3a  HecoONoOenus  meouyurckux — pekomenoayuu.  Cywecmeyem — psao
NpOGUIAKMUYECKUX MEPONPUAMUL, KOMOpble MO2ym YIyYulums CcoON00eHue oOemvMu U Ux
pooumensamu — MEOUYUHCKUX  PEeKOMEHOayull.  HenpepviéHoe  00pazosanue,  UHOUBUOYAIbLHAS
MeOUYUHCKAas UHGOpMayus u ncuxonrocuueckas nomows. Ilepesoo demeii npu ux 63pocieHuu Ol
oanvHelue2o HAOIOO0eHUs. 8 yupedxcoeHue O 83POCHbIX CEA3AH C MEeOPemuyecKUu 8blCOKUM PUCKOM
nomepu MpAaHcniaumama u3-3a HecoonoOeHus pexcuma neyeHus. Pexomenoyromces evinonnenue
KOMNIIeKCa NpocmulX U 3PGeKmusHvlx Mep, HANpasleHHbIX HA NOBbIUEHUE NPUBEPHCEHHOCMU K
JIeYeHUuro.  PAamHAs  NOO20MO6KA K Nepesody U  uepeoogaHue  amoOyiIamopHulX NOCeujeHull

neouampuyecKo2o U 3pocio2o He@hponocuieckoco omaoeaeHull.



B npownom xnunuueckue uccnedo8anus, Kacarowuecs NpUepI’CeHHOCMU K JleyeHuro, Obvliu
COCpedomoyeHbl MoAbKO HA CODNIOOCHUU PeXcCumMa npuema ieKapcmeenuvix npenapamos. Oonako 6
Hacmosujee 6pemsi NPUSHAEMCs, 4O NPUBEPIHCEHHOCHb K JIeYeHUI0 (KOMNAAeHMHOCMb) A611emcs
bonee WupoKuUM nousmuem, 8 OONOJIHeHUe K npuemy HA3HA4eHHbIX JIeKapCms.
o Pexomenoosan muwamenvHulll 1ab6opamopHblil MOHUMOPUHZ KOHYeHmpayuti
ummyHnooenpeccanmos (Hccneoosanue yposHsa nekapcmeeHHbIX npenapamos 6 Kposu/Hccrnedosanue
VPOBH5 JIeKapCMBEHHbIX NPenapamos 8 Kpogu Memooom MaHOeMHOU MACC-CHeKMpoMempuu) Ha ecex
amanax aeyeHust 01 nooobopa adekeamHou 003bl Npenapamad, 8 C6A3U C CYUeCmMEeHHbIM OMauUYUemM
Memabonusma npenapamos OJisk UMMYHOCYNPEeCCUBHOU mepanuu y 0emell N0 CPABHEHUI0 C 83POCIOl
nonynayueu. Pexomenoosano pykogoocmeosamvcs — HayuonanvHvimu — pexomenoayusmu — no
JIEKAPCMBEHHOMY ~ MOHUMOPUH2Y U  B3AUMO3AMEHAEMOCMU — OPUSUHATLHLIX U 2eHepUYecKUx
UMMYHOOENpeccanmosd ¢ Y3KuM mMepanesmuyeckum OKHOM 8 caydyae HaOno0eHus 6blCOKOl
sapuadbenbHOCmu KOHYeHmMpayuti UMMYHOCYNpeccuHbvlx npenapamos [289].
YYPC; YA 4)
KommenTapuii: Ecmb Heckonbko apeyMeHmos 8 noiv3y UHOUBUOYATbHO20 (apMaKOKUHEMU4ecKo2o
npoguns y oemetl. Imo C8:A3aHO C YBETUUEHHBIM 00beMOM pacnpeoesienus 1eKapCmEeHHbIX 8euecms )
ManenvKux oOemei, a mMakxice C USMEHeHUeM Memadonu3mMa neKapcme 6 KUuleyHuke, NnedeHu u
noueyHomM mpaucnianmame. Jlannoe o6cmoamensbcmeo 4acmo conposoHcoaemcs HecmabuIbHOCMbIO
KOHYeHmpayuil UMMYHOOenpeccaumos u mpedyem 0o.iee 4acmoco 1ab60pamopHo20 KOHMPOIs NO
CPABHEHUIO CO 83POCIOU NONYIAYUELL.
o PexomMeH10BaHO TIOCIIE TPAHCIUIAHTAIMK OCTABJIATH JETEH IMOJ THIATEIBHBIM METUIIMHCKUM
Ha0JIt0/IEHUEM MOJATOTOBJIECHHBIX CIEHUAINCTOB Bpadel-He(poaoroB (IE€TCKUX) A MPOPUIAKTUKU
Pa3IUYHBIX OCJIOKHEHHUH, 00YCIIOBICHHBIX MPOBEIEHINEM HMMYHOCYIPECCUBHOM Tepanuu (pa3iInyHble
uHOeKkmu, TMMponponudepaTuBHbIe 3a001€BaHUs, TACTPOUHTECTUHAIBHBIE PAcCTPOIiCTBA U T.1.), a
TaKkKe peruauBOM mepBuyHOro 3adoneBanus nouek (OPCI'C, a-I'YC, u 1.1.) B Tpancmiantare [290,
291, 292].
(YYPC; VI 4)
KommenTapmii: Peyunuenmam mpancnianmama nouku  mpebdyemcs NONCUZHEHHASL
UMMYHOCYRpeccueHas mepanus 0 N000epicanus cmabunorou gynkyuu mpancnianmama. Qonako
ONUMENbHBIL NPUeM UMMYHOOENPeCccanmos MOMCen CONPOBOHCOAMbCS paA36UMUeM Cneyu@duuecKux
NnOOOUHBIX P PeKmos, c8A3aHHBIX C NOOABNIEHUEM UMMYHHOU CUCMEMDbL, KAK, Hanpumep, NOSblUeH bl
PUCK UHGeKYUll U 310KaA4eCmE8eHHbIX HOB00OPA3068AHUIL.

B 5-15% cnyuaes peyuoue nepeuuHo2o 3a001€6aHUS AGNAEMCA NPUYUHOU OUCHYHKYUU

noYeuHo20 mparHcnianmama y oemeu-peyunuenmos nouxku [291].



Cpeou enomepynapHulx 3a001e8anUli, KOMopble MOSYM pPeyuousuposams 8 mpaHcnianmame,
Haubonee yacmo ecmpeuaemcsi PoKaibHulLL ceecMeHmaphblil enomepyasipusiil ckiepos (PCI'C). Obwuii
PUCK peyuousa Heghpomuuecko2o CUuHOpoMa nocie MmpaHcniaHmayuu oyeHugaemcs npumepho 6 30%.
@CI'C senisemcss Haubonlee HACMOU NPUYUHOU NOMEPU MPAHCHIAHMAMA U3-3d  peyuousa
sabonesanus. Puck peyuousa npu @CI'C y demeii sviwe, uem y 83pocavix. Peyuous OCI'C uawe 6ceco
B03HUKAEM 8 MmeueHUue Nepevix HeCKOIbKUX OHell nocie MpaHCHAaHmayuy. Y nayueHmos, y Komopulx
nepevlll mpancniaHmam Obll NOMEPsAH U3-3d peyuousa 3ab0ne8aHus, YACMoma peyuougos 6

nocnedylouem mpancnianmame cocmaensiem npudauzumenvro 80% [292].

3.3 Unoe Jeuenue

He npeoycmompeno

4 MeHHHHHCKaﬁ peaﬁn.ﬂnTaunﬁ U CAHATOPHO-KYPOPTHOE JI€YCHUE, MEINIITUHCKHUEC
MoKa3aHusd MU IMPOTUBOIMOKA3aHUA K IMNMPUMEHEHUIO METOI0B MeI[PIHI/IHCKOﬁ
peaﬁI/IJII’ITaIIHI/I, B TOM 4YH(C/JI€¢ OCHOBAHHbBIX HAa HMCIIOJb30BAHHH IIPHUPOIHBIX
JeuyeOHbIX (aKTOPOB

Penanvnas peabunumayus (PP) — smo ckoopOounuposanuvle Oelicmeus, HanpasieHHvle Hd

ONMUMU3AYUIO (PUZUYECKO20, NCUXONOSUHECKO20 U COYUATbHO20 (pyHKyuonuposanus oemei ¢ XbII,

CHUdCalowjue UHBANUOU3AYUI0 U cmepmuocms. PP exiouaem namv OCHOBHbIX KOMNOHEHMOS!

Quszuueckue ynpasicHenus, ouemy U KOHMPOIb 600HO20 0ANAHCA, MeOUKAMEHMO3HYI0 Mepanuio,

o0Oyuenue nayuenmos, ncuxoio2uyeckoe KOHcyiomupogarue [356].

Hemu ¢ XBII uwawe oemoHcmpupyrom omcymcmeue Quauyeckol axmu8HOCMU, CHUJICEHUE
Quzuueckoti pabomocnocobHocmu, a makaice Oonee HU3Koe kavecmeo xncusnu [357, 358, 359].
o Pexomennyercs nerssm ¢ XbBII moBblmieHne Qu3nyeckoid akTUBHOCTU C LENbIO YIIyYIIEHUS

(GYHKIMOHATIBHBIX BO3MOYKHOCTEN U KauecTBa xu3HU [360].

(YYPB; VI]2)

Kommenrtapuii 1. [lemu ¢ XPIl ¢puzuuecku menee aKxmueHvl NO CPABHEHUIO CO CEOUMU
300pogvimu cegepcmuuxamu. Credyem noouyepkHymv, 4mo Omcymcmeue Quauueckou akmugHOCmu
BO3HUKAEm YJce HA pPAHHUX Cmaousx 3a0071e8aHus U MNOCMENeHHO Ycyz2yOnsemcs Nno mepe
npoepeccuposanus XBIl. Ommeuaemcs 3nauumenvHoe CHUMNCEHUE MbIUEYHOU CUbl, (DU3ULecKoll
PabomocnocooHocmu U KapouopecnupamopHoll GbIHOCIUBOCHU Y NeOUampuyeckux nayueHmos c
XBIl. Qusuueckass axmu8HOCMb O0NNHCHA ObIMb A0ANMUPOBAHA U UHOUBUOYAIUUPOBAHA 8

COOmMBemcmaulY ¢ NOMpeOHOCMAMU U 803MONCHOCMAMU Oemeltl, cmpadatowux XBII [376].



KommenTapmii 2. V demeii ¢ XBII nuskasn ¢usuueckas akmusHocms 00yCl061eHA HE MONbKO
0empeHuUpoBaHHOCMbIO, HO U UCMOWEHUEM CKeNeMmHbIX MbllY, CEA3AHHLIM C  8030elicmeuem
ypemuyeckoeo  ayuoosza,  0eiK080-dHepeemuieckou  HeOOCMAamo4HOCmbl0 U mepanuetl

anrokokopmuxocmepouoamu [377].

Tosvluenue  uzuyeckoli  AKMUBHOCMU — C6A3AHO € YIVHUIEHUEeM  CHOCOOHOCMU U
B03MOJICHOCTEN BbINONIHAMb NOBCEOHEBHbIE OelCMBUs, d MAKdHCce C YIYYUEeHUeM Ka4yecmed HCUZHU,
CBA3AHHO20 CO 300pOBbEM, U YelUUeHUeM NPOOOIHCUMETbHOCU dcusHUu y nayuenmog ¢ XbBII.
Hlosmomy 6cem nayuenmam ¢ XBII pexomenoyemcs pecyisipHo 3aAHUMAMbCA  PuU3UYECKUMU
VAPAACHEHUSMU.

° PekoMmennyercs HasHaueHWe JiedeOHON (UBKYIBTYphl TpPU 3a00JIEBAaHUSX TOYCK U
MOYCBBIICITUTEIIBHOTO TPaKTa, BKIIIOYAIONMIEH YMEPEHHO WHTEHCUBHBIC a3pOOHBIC YIPaKHCHHS,
CHJIOBBIE TPEHUPOBKM M TPCHUPOBKH Ha paBHOBecue neTsM ¢ XbII B craguu peMuccHr OCHOBHOTO
3a00JIeBaHUsl U YJIyYIICHHUS (QHU3UUECKOW (OPMBI, IOBBIIICHUS IMOBCETHEBHOH W IIKOJBHOM
aktTuBHOCTH [360].
YYPB; YIA2)

KommenTapmii 1. Ilpeonacaemcs nayuenmam ¢ ooouanusnvimu cmaousmu XbI1 3anumamocs
QusuuecKUMU  YNPAXCHEHUAMU C VYMEPEHHOU HA2Py3KOU (a’3poOHble  YNPANICHEHUS. YMEePEeHHOU
UHMEHCUBHOCMU, CUOBble MPEHUPOBKU U MPEHUPOBKU HA pABHOBecUe, KOMNIEKCbl J1eyeOHOl
Guskynemypot) no 30 murnym 6 601bwUHCMB0 OHell Hedeau uau no 45 mun 3 paza 6 ueodenio [361, 362,

363].

Kommenrapmii 2. [Jemsam, noayuaowum npocpamMmmubslil 2emooudanus, npeonazaemcs 3aHUMAamocs
QusuveckuUMU  YRPAICHEHUAMU C YMEPEHHOU HA2PY3KOU (VNPAXtCHEHUs HA PACMANCKY Mbldly U
uzomempuyeckue ynpasxcrenus) no 40 mun ne memee 3 pas 6 Hedenlo, UMO MOXNCEN NOBbICUMDb
@u3uYecKyr0 BLIHOCIUBOCMb U 3HAYUMENbHO YAVYUUMb Kayecmeo dcusHu. Ilpu smom cmoum
ommemumy, 4mo OemsM, HAXOOAUWUMCA HA 2eMOoOouanuze, HeoOX0OUMbl XOPOUWO OpP2AHU308AHHbIE
npoepammvl, OXeamvigaiowjue 6ce usuuecKkue U NCUXON02UUEeCKUe dACHeKMmbl, C PaA3YMHbIM
pacnpeodenenuem gpemMenu U NOBLIUEHHbIM BHUMAHUEM CO CIOPOHbL MEOUYUHCKUX pabomHuukos [364].
Cnedyem noouepkHymv HeoOX00UMOCMb CeMEeUH020 No0X00a U CIANCEHHO020 COMpPYOHU4ecmad
MedHcOy pedeHKoM, pooumenamu U MeOUYUHCKUMU paOOmMHUKamu OJisi obecneyeHus MAaKCUMAaibHO20

nonoxcumenvHo2o agpgexma. [359].

L4 PeKOMeHJIOBaHO CCJICKTUBHOC MPOBCACHHUE KOMIIJICKCHOTO CAHATOPHO-KYPOPTHOI'O JICUCHUA

nereit ¢ XbBII 1-3 cr., BKIOYaroiee KIMMATOTEPANHiO, OalbHEOTEPaAINnio, TEPPEHKYPHI C IIEIBIO


https://www.physio-pedia.com/Muscle

MPEIOTBPALICEHUs] TMPOrpeccupoBaHus Ha paHHuUX craausx XbII, cHwkeHus pucka pa3BUTHS

OCJIO)KHEHUH, yIy4IlIeHUs1 KadyecTBa KU3HU IIPU pa3iauuHbiX ctaausx XbII [365].

(VYYP C; VIUI 5)

KommenTapuii 1. Canamopno-xypopmuoe neuenue demeti ¢ XBII 1-3 cmaouu nposooumcs &
KAUMAMUYECKUX ¢ NPUMOPCKUM U NYCMBIHHbIM KIUMAMOM, KIUMAMO-0ANIbHEe0I02UYeCKUX U PA3EBbIX
canamopusx. [365]. Canamopno-KypopmHoe JieueHue yenecoooOpasHo npoeooums 6 Mmenioe 8pems
200a Ha npomsiceHuu 3—5 mecayes ¢ Mas no ceHmsaops exaouumenvto [366]. Bvibop duzuueckozco
gaxkmopa, nokanuzayuy, 003bl U  APOOOINCUMENbHOCMU — Npoyeodyp  O0dem  803MONCHOCHb
YeNeHanpaeienHo  GIUsAmb HA  COCMOAHUE UMMYHHOU CUCEMbl, HNOYeYHOU 2eMOOUHAMUKU,
@yHKYUOHAbHOE COCMOSIHUE 8EPXHUX U HUMICHUX MOYeblX nymel, umo Hnpedomepaujaem

npozpeccupogarue XbII.

Kommenrtapuii 2. Kriumamomepanus eéxkniouaem aspo-, 2eiuo-, maiaccomepanuro U Hanpaeiena Ha
VAYYUEHUEe HeUpoSYMOPAIbHOU peylAyud  OpeaHusmMa U MOYe8blOeNUMeNbHO Cucmemsl, Ha
HOpMAIU3AYUIO  CONPOMUBTIAEMOCNU — Op2AHUSMA U NOGblUleHUe  e20  YCMOUYUBOCMU K
HebazonpusmuuimM hpaxmopam enewnell cpeowl. [367].

KommenTtapuii 3. Cpeou banvreonoeuueckux gaxkmopos 8 mepanuu 6orvuvix XBII 1-3 cmaduu 6
Ucxooe XpOHUYeCK020 NueloHedpuma UCNOIbL3YIOMCS  VeleKUcavle, XI0puoHvle Hampuesble,
11000OPOMHBIE U PAOOHOBbLE BAHHBL, YUMO CNOCOOCMEYem HOPMATU3AYUU KPOBOOOPAUeHUsl, 0CODEHHO
8EHO3H020, 8 001aCmU MA020 MA3d, U YMeHbULAem NPocpeccuposanue 60CNAIUMeNIbH020 Npoyecca 6
Mouegvlx nymsax. banbneomepanus nazmauaemcs 6 cmaduu pemuccuu He panee, uem uepes mpu
Mmecaya nocne obocmpenus. Takdce npumeHsemcs numve MUHEPATbHLIX 600 MANOU U CpeoHell
munepanuzayuu. Hx mepanesmuveckuii s¢pghexm cesnzan ¢ uzmenenuem pH mouu, umo cozoaem
HebOnazonpusmmusie yCci08us Ol pazeumus NAMO2EHHOU MUKpogiopsl. B Komniexce canamopuo-
KYPOPMHBIX MEPONPULMULL He0OX00UMO NpUCymcmaue 1eyeOHoll Gu3KyIbmypsl, meppeHKypos [366].
KommenTapuii 4. B ocnose peadbunumayuu nayuenmos c¢ XbBIl na one xponuueckoeo
enomepynoneppuma aexcum rkaumamomepanus. Ilpu XBIl ¢ ucxode negppomuueckozo cumnopoma
Haubonee NOOXOOAWUMU ABTAIMCA KIUMAMU4ecKue Kypopmul NYCMblHb, A MAaKice NPUMOPCKUE
Kypopmbl Oe3 pe3kux koiebanuii cymounot memnepamypol. Cyxou u sHcapkuil 030yX SmMux Kypopmos
cnocobcmeyem yCUuieHuo nomoomoeneHus U 8bl0eNeHU0 NPOMENCYMOUYHbIX NPOOYKIMO8 A30MUCTO20
obmeHa, Hopmanuzayuu 800Ho2o oananca [365]. Bosmooicen npuem cuoauux uiu 0Owux XaiopuoHwulx
Hampuesvix 6anu (Konyenmpayueti 20 2/1); HCeMUYHCHBIX, MOPCKUX ¢ memnepamypou 600vl 37—38 °C,
yepes Oenvb, ceco 8—10 eann. [374] Canamopho-KypopmHoe ieyeHue npomuonoKa3ano npu 6blCOKOU
npomeunypuu (cevlue 4 2/cym.), 8vipadcenHol sunonpomeunemuu (Hudxce 60 2/n), couemarowuxcs c

MHOMCECMBEHHbIMU omeKamu. Jlemusia acapa npomueonokasaHa oonvuvim ¢ XBII 6 ucxooe c



2emMamypuieckoz2o eapuanma 2iomepyionegpuma. MUm nooxoosm Kypopmel CMenHoU 30Hbl CpeoHell
nonocwsl Poccuu. [365]

KommenTapmii 5. Hauunas ¢ 3-ti cmaouu XBI1 yenvio canamopro-Kypopmuoz2o jedenusi CmaHo8Umcs
CHUDICeHUe PUCKA pa38Umusl OCILONCHEHUL, VIVYUEeHUe Kauecmeda JHCUSHU U ee NPOOOINCUMETbHOCHIU.
Taxum nayuenmam HeoOX00UM CMPO20 UHOUBUOYATbHBLUL NOOX00 U NOOOOP ONMUMANLHBIX VCI08UL
caHamopHo-Kypopmuoco neverus. Y nayuenmoe c¢ XBII npoosunymuvix cmaouti 803MOINCHO
npoeedenue mepmomepanuu. Tepmomepanus — neyeHue 003UPOBAHHBIMU AIPOCUNEPMEPMULECKUMU
BAHHAMU 8 YCIO0BUAX KIUMAMOMPOHA, 20e MOOeIUPYIOMCSA OCHOBHbIE NAPAMEMpPbl CYX020 U HCAPKO20
NYCMbIHHO20 KIUMAmMA.

KommenTapmii 6. [layuenmos c¢ ouanusnou cmaouei XBIl unu nocne mpaucnianmayuu nouxu,

Hanpasisaom Ha Kypopmsl, 060py008anHble OUATUSHBIMU YeHMPAMU.

5. llpodniaakTuka u THCHAHCEPHOE HAOJIIOICHNE, MeIMIIMHCKHE MOKA3AHUA U
NMPOTHBONMOKA3AHUA K MPUMEHEHHIO MeTOI0B NPOPNIAKTHKHA

5.1 lIpodbuniaakTuka

5.1.1 Baknunanusa nereii ¢ XBI1

OOHUM U3 KOMNOHEHMO8 NPOPUIAKMUKYU ABTIAEMCA 3AuWUma om UHGEKYUOHHbIX 3a001e6aHUll,
Komopuvle Mmo2ym npusecmu npozpeccuposanuto XBII, u aenawomcs  dcuzneyepodicarnuwumu Yy
NAYyueHmos, HaxoOAWUXcsa Ha ouanuse, 1ubo nepeHecuiux mpaHCnIaHmayuio NOYKU.

Bce saxkyunvi  cneoyem 6sooumv oemsam ¢ XBIl coenacno HAYUOHANLHOMY — KANeHOAPIO
nPoUIAKMULECKUX NPUBUBOK, NPU IMOM JHCUBblE AMMEHYUPOBAHHbIE BAKYUHbL (6AKYUHbBL) He cledyem
8600UmMb 0emAM C UMMYHOOehuyummusvim cocmosnuem [6, 110, 297].

. He pexomennyercs BBeneHue Bakuuubl ans npodunaktuku rpunna  (KUBou)**, nubo
Bakuuuel it npoduIaKTHKM  BETPSHOW ocmbl  (OKMBOM, AaTTEHYMPOBAHHOW)**  nersM ¢
HE(PPOTHUYECKUM CHHAPOMOM WM TEM, KTO MOJy4YaeT HMMYHOCYIPECCUBHYIO Tepamnuio Iocie
TpaHCIUIaHTalMKM T1oYkH. Ilocne BBeaeHUs JKUMBOW aTTEHYHPOBAHHOW BaKIMHBI HEOO0XOAUM
00s3aTeNbHBII  MHHAMAIBHBIA TIEPHOJ] OXWAAHWS B YeTbIpe HEACTH [0 HCIIOJIBb30BaHUS
MMMYHOCYNPECCHH JIJIsl TPAHCIUIAHTAlMHU oYKu [297].

YYPC, YIA5)

. Pexomenayercst npoBe/ieHHe BaKIMHAIIMK MPOTUB THEBMOKOKKOBOW MH(EKIIMH BCEM JIETSIM C
XBII ¢ nenpio npeaynpexaeHus TsoKeao nH(EKIUH, BEI3BaHHOM TaHHBIM Bo30ynuTenem [297].

(YYP C; VI 5)



. PexomMenayercst B 00513aTeIbHOM MOPSAKE NMPOBEIEHNE BaKLIMHAIIMY MIPOTUB Tremnatuta B Bcem
nersm ¢ XBIl unm HaxonmsmmMcs Ha JUalu3e C IENbI0 MPEAyNpEeKICHHUS PA3BUTHS BUPYCHOTO
renatuta B [297].

YYPC; YOI 5)

. PekoMeH10BaHO paccMOTPETh MPEAINOUYTHTENbHOE MPOBEACHHE BaKLMHAIMU MPOTUB BHpYycCa
nanmwuiomMsl yenoseka (BIIY) no TpaHCIUTaHTalMM MOYKH B CBSI3U C MUMEIOIIMMUCS OTPaHUYCHHBIMHU
JAHHBIMU O MEHEE BBIPA)KEHHOM UMMYHHOM OTBETE Y PELIUIIUEHTOB TPaHCILIAaHTaTa Mo4kH [297].
YYPC; YOI 5)

. He pexkoMennoBaHo BBeJeHHE BAaKIUHBI Ui MPO(UIAKTUKU BETPSHOW oOCHbl (3KUBasi,
arrenyupoBanHas)** nersm ¢ XBIl u TsHKeTpIM UMMYHOJAE(PHUIUTOM, B T. Y., IETSAM, MOTYYAIOIIUM
BBICOKHE J103bl KOPTUKOCTEPOUI0B CUCTEMHOI0 JieHcTBuUs [297].

YYPC; YIAS)

KommenTapuii: B uoeane éaxyuny 6600am 6 ude 08YX003080ll CXeMbl, K020a pebDeHOK nonyuaem
HU3KUEe 003bl KOPMUKOCMEPOUOOE CUCMEMHO20 Oelicmeus (Hanpumep, menee 2 me/Ke maccvl mena
yepes 0eHb) Ul KOPMUKOCMEPOUOHAS Mepanusi He NPo8oOUNCHL.

. PexoMen10BaHO MpOBEEHUE BaKIMHALIUW MPOTUB TYOEpKyJIe3HOW MH(EKIUHU, eclii He Oblia
MpOBEJIcHA B COOTBETCTBUU C HAIMOHAJIBHBIM KaJIeHJapeM MNPO(HUIAKTUYECKUX MPUBHBOK JETAM C
XBII go TpancruianTauu nouku [297].

(YYP C; VI 5)

5.1.2 Cnioco0blI npe1oTBpalieHUs1 MU CHUKeHUs nmporpeccupoBanns XbIT

. PexomenpoBana Tepanusi OCHOBHOTO 3a0oiieBaHwMs, Jiexkamiero B ocHoBe XbII (Hampumep,
KOPpEKIHsI OOCTPYKTUBHBIX YpONATHH, HMMYHOCYIPECCHBHAs Tepamus TpH HEPPOTHICCKOM
CHUHJPOME U T.JI.) C LENbI0 NpeaynpexaeHus nporpeccuposanus XbII [297].

YYPC; YIAS)

. PekoMeHI0BaHO  TOJICpXKAHWE  aJIEKBATHOTO  HYTPUTHUBHOTO  CTaryca, IPOBEICHUE
CBOCBPEMEHHOM JMAarHOCTUKHA W KOPPEKIHH JIeduInTa Kelie3a, MUHEPATbHO-KOCTHBIX HApYIICHHH,
CBOEBPEMEHHOE Hayallo AUain3a C IeNbI0 MOIepKaHus aJeKBaTHOTO KaueCTBa KU3HU MAIEeHTOB. [0,
110, 297].

YYPC; YIAS)

KommenTtapuu: V demeui ¢ XBII 3amecmumenvrasn noveunas mepanus (3I1T) obviuno neobxoouma,
K020a cxopocmyo Kknyboukogou gurempayuu (CK®) nadaem nuoice 15 man/mun na 1,73 m? (cmaoua G5
XbII, noveunas HedocmamoyHOCMy) U 8 HEKOMOPBIX CAYYAAX 00 9mo2o. Takum o6pazom, Kak moavko
pacuemnasi CK® cnuocaemcsi 0o <30 mn / mun na 1,73 m? (cmaouss G4), nopa Hawunams no020MosKy

pebenka u cemvu k 3amecmumenvrou noveunou mepanuu (3IIT/KRT) [3]. Cemvs u nayuenm 00nd4cHb



noayuums ungopmayuro o cpoxax u gvioope 31T (mpancnianmayus noYKU, NEpUMOHeaIbHblll OUAIU3
UIU 2eMOOUANU3).

. PexomennoBano oneHuBath puck passutus XbII y nerel, poauBIIMXCS HEIOHOLICHHBIMH,
BKJIIOYAsl aHAJIN3 UCTOPUU POXKICHHUSI, TEUCHUSI HEOHATAIBHOIO MEPUOJIa U COCTOSHUSA 30POBbs AeTel
C LEJbI0 CBOEBPEMEHHOW TMArHOCTUKW U CBOEBPEMEHHOTO MPHUHATHS Mep 1o Koppekiuu XbIT [297,
298].

(YYP C; VIO S)

KommenTapuu: spauu-neouampvl u epauu-Heonamonocu, Hadbiooarnuue HeOOHOUIeHHbIX Oemell,
00./191CHbL ObIMb HACMOPONCEHHBIMU 8 NIAHE B03MONCHOU OUCHYHKYUU NOYEK Y IMOU Kame2opuu Jiuy.

. PexomennoBano u3berars (pakTOPOB pHCKa IMOCIEAYIOMIETO MOBPEXKICHHUS IMOYEK y JETEeH C
XBII - 3113016l OCTPOro MOBPEXKACHUS MOYEK MOTYT IPHUBECTH K 0ojiee OBICTPOMY YXYALICHHUIO
¢dbyukun novek y aereii ¢ XbII [297].

YYPC; YIAS)

KommenTapuu: Cuuoicenue nepghysuu nouex uiu 66edeHue He@hpomoKCUuecKux aceHmos — 08d
PACNpOCMPAHEHHbIX COCMOSHUS, KOMOPble MO2YM NPUBECTNU K OdNbHetiueMy NOBPENCOEHUI0 NOYEK )
oemeii ¢ XBII.

. PexoMenoBano nzberatb OCTPBIX AMU30/0B runonepy3nuu movek ¢ Ueablo NpeaynpesKIeHIs
nporpeccupoBanus XbII [297].

(YYP C; YAA5)

Kommenrtapuu: [looepynna oemeii ¢ XBII umeem napyuwienue Kananvbyesolu peabcopoyuu Hampus
(nomepu conu) u cnocoOHOCMU KOHYEHMPUPOBAMb MOUY, UMO VEEIUYUBAen PUCK SUNOBOJIeMUU U
eunonepg)yzuu npu HesHauumenbHulx 3aooneeanusx. llayuenmoes uz epynnuvl pucka ciedyem biaeiimy
8 Hayane UHMEPKYPPEHMHO20 3a0071e6aHUs, CEA3AHHO20 C 2UNOGOAeMUel UIU 2UNOMOHUel, Ymoobl
obecneyums 80CNOJIHEHUE 3ANACO8 HCUOKOCMU 00 3HAUUMETLHO20 CHUNCEHUSI KDOBOMOKA 8 NOUKAX.
Tunonepgysus nouex e6wvizvieaemcs eunomensuell (Hanpumep, CenmuyeckuUM WOKOM), NPUeMOM
npenapamos, CHUNCarowux nepgysuio nouex (makux Kax HecmepouoHvle npoOmu8o8OCHaIUmenbHble U
npomueopesmamuieckue — npenapamvl,  uHeubumopvl AI® u  aumaconucmvl  peyenmopos
aneuomensuna Il), u cHudcenuem obvema YupKyupyroweu Kposu u3-3a peomsl, ouapeu, npumMeHeHus
OUYPEemUKO8,  0J1C0208, CEPbE3HbIX —onepayuti  (Hanpumep, KapOUOXUpypeuueckux onepayutl,
8bINOIHEHHBIX NPU UCKYCCMBEHHOM KPOBOOOpAueHUU, OpmoneouyecKux onepayuii Ha no360HO4HUKe)
u / unu KposomeyeHuu.

. PexomennoBano nzberath npreMa mpenapaToB, 00JIAAAOMUX HEPPOTOKCUUECKUM JIEHCTBHEM
C LIEJIBIO IIpenynpexacHus nporpeccuposanns XbII [297].

(YYP C; VI 5)



KommenTapumn: K MaxKum npenapamam omuocamcs MHO2Ue HecmepouoHvle
NPOMUBOBOCHAIUMEIbHbIE U NPOMUBOPEBMAmMUiecKue npenapamsl, OUASHOCMUYecKue npenapamol
(Hanpumep,  PEeHMEHOKOHMPACMHblEe — CPeOCmBa),  AMUHOAUKO3UObL,  ampomepuyun  B**
yuxnocnopun™* u makponumyc**. Cnedyem uzbecame npuema maxux ieKapcme uiu NPUMeHsImsb Ux ¢
OCMOPONCHOCIBIO Y NAYUEHMO8 C XPOHUUECKOU OO0JIe3HbI0 NoYeK, no0 KOHMpOLeM MOHUMOPUHSA
mepanesmu4ecko2o ypogus aekapcms (HMcciedosanue yposHs 1eKapCmeeHHbIX NPenapamos 8 Kposu,
Hccneoosanue yposHs JIeKAPCMBEHHLIX Npenapamos 6 KpO8U MemooOM MAHOEeMHOU Mmacc-
cnekmpomempuu).

Hexomopvle npenapamul  unu ux cocmasiawowue, maxue rax Ko-mpumoxcazon
[Cynvgpamemorcazon+Tpumemonpum]**, yunpogrokcayun™**, npugoodsm K noGvlueHUI) YPOBHS
KpeamuHuHa 6 KpoGu, HO He NOBbIUAIOm YpoeeHb azoma mouesunvl kposu (AMK), nockonvky onu
8IUAIOM TUOO HA KAHATbYEBVIO CeKpeyuro KpeamuHuna, 1ubo Ha pe3yibmam i1abopamopHo20 aHanu3a
KpeamuHUuHa (OHU He 6IULI0M HANPAMYI0 HA DYHKYUIO NOYEK).

. PexomennoBano persm c¢  XbIl HazHayenwe wuHruouropoB All® wunm aHTaroHUCTOB
perienitopoB anruoteH3uHa Il ¢ HepompoTeKTHBHON NENBIO (C MPOBEJICHHEM COOTBETCTBYIOIIECTO
MOHUTOpPHHTA (CM. KOMMeHTapun) [325, 368].
YYP C; YA 5).
KommenTapun:
Ilokazanuamu cuumaromes:
- 8blcOKOe apmepuanvroe oasieHue (>=90-1i npoyenmuiv)
u/unu
- 3HAUUMeNbHAsl NPOMEUHYPUS/ANbOYMUHY DU
ocoomuowenue beaka 8 moue Kk kpeamuruny > 0,5 me/me unu 50 me/mmons
ocoomHouieHue anboymuna Kk kpeamununy > 0,3 me/me unu 30 me/mmons
Hasnauenue 6 3aeucumocmu om cmaouu XbII:
- Ilpu XBII 1-3cm: nasnauums Kax MOMNCHO paHbvuie, NPUMEHAMb OJIUMENbHO.
-Ilpu XbBII 4 u 5 cm:
onayueHmuvl, Komopwvie yice npurumarom uneubumopwvl AII® uru anmazonucmol peyenmopos
aneuomensuna Il - npodondxcums neyeHue, npu yciosuu Xopoutel nepeHoCcUMoCcmu
onayueHmol, Komopvle He npuHumarom uneubumopvr AII® unu ammazonucmol peyenmopos
aneuomensuna Il: paccmompems cmapm mepanuu ¢ muiamenbHblM MOHUMOPUHSOM
Ilpaxmuueckue acnekmul:
- HAyYano JeyeHus ¢ UCHOIb308AHUEM MAKCUMAIbHOU 0000peHHOU 003bl, KOMOPAs NEepeHOCUMCs

nayueHmom



- KOHMPOIb UMEPEeHUs apmepuaibHo20 O0AGleHUs HA nepugepuieckux apmepusix, UCCLe008aAHUs.
VPOBHA KpeamuHUHA 8 KPOBU, UCCIe008aHUS YPOBHS KAUsl 8 KPOBU - 6 medeHue 2—4 Hedenv nocie
Hauana uiu yseaudeHus: 003vl uHeubumopos AII® unu anmaconucmos peyenmopog aneuomensuna Il 6
sasucumocmu om CK® u ypoeus xanus 6 kposu

- 2UNEPKATUEMUIO, CEAZAHHYIO C UCNOIb308aHUEM UHeUOUMOpos AII® uiu anmazoHucmos peyenmopos
aneuomenzuna I, kax npasuno, MOMICHO KOHMPOIUPOBAMb MEPAMU NO CHUNCEHUIO YDOBHA KANUs 6
KpOBU, a He CHUMCEHUeM 003bl WU NPEKPAWeHUEeM JeYeHUsl SMUMU NPEenapamamu.

- mepanuto uneubumopamu All® unu anmaconucmamu peyenmopos auveuomensuna Il credyem
npoo0NCAMb eCU YPOBEHb KPEAmUHUHA 6 Kposu He nosviuiaemcs donee yem Ha 30% 6 meuenue 4
Hedellb Nocle Ha4ana ledeHus Ui yeeaudeHus: 003vl

- paccmompems 803MONCHOCb CHUMCEHUSL 003bl UMY NpeKpaujenus npuema uneubumopos AI® unu
AHMA2OHUCMO8 DPeYenmopos auneuomeH3una Il 6 ycrosusx CcUMnmMoMamu4eckou SunomeH3uu uiu
HEKOHMPOAUPYEMOU SUNEPKATUEMUL, HECMOMPSL HA MeOUKAMEHMO3HOoe edeHue, Uil Oisi YMEeHbULeHUS
VPeMuyecKux CUMnmMoOMO8 Npu JedeHuu Mno4eyHol HeOOCMmamoYHocmu (paciemuas CcKopoCcms
knyboukosoii unempayuu [CK®] <15 mn/mun na 1,73 m°)

- He cedyem KomouHuposams uneubumopsl AID uru anmazonucmol peyenmopos aneuomensuna Il
[325, 368].

Yawe mepanuio Hauunaiom c uneubumopa AIllD, nockonvky umeemcs Oonvbue OAHHLIX O
bezonacnocmu u dghgexmusHocmu 3mo20 Kiacca npenapamos y oemeil no cpaenenuio ¢ BPA:
Hanpumep, #nananpun** 0,08 me/ke 6 Oenv (makcumym 5 me/OeHv), Komopas mumpyemcs 00
makcumanvHou 003vl 0,6 me/ke 6 Oenv (maxcumym 40 me/denv) no ypoemo A/ nayuemma u
pe3yibmamos 1a00pamopHbix mecmos (Hanpumep, YpPOGHIO Cbl8OPOMOYHO20 KALUs).

YV nayuenmos, c¢ menepenocumocmoro uAll® (nanpumep, xawenv), 603modxcHo npumenenue BPA,
Hanpumep, #rozapmana** 6 nauanvuot dose 0,7 me/ke 6 Oenv (maxcumym 50 me/Oens), komopas
mumpyemcs 00 MaKcuMaibHot 003vl 1,4 me/xe 6 denv (maxcumym 100 me/oens) [138, 325, 368].
TepamozcenHnvlii nOMeHYuan SMux NPenapamos y HceHwurH 0emopooH020 803PACMA MaKice ciedyem
00cyaHcoams ¢ 0e8OUKAMU-NOOPOCKAMU NYOEPMAMHO20 803PACmA, K020d pAcCMAmMpUsaemcs 60Npoc
o HasHavenuu uneuoumopa AII® unu FPA [138].

. PexomeHn10BaHO moaJepkuBaTh YpoBeHb A/l B mpeenax 1eleBbIX 3HAU€HUi, B TOM 4YHUCIe, ¢
ITIOMOIIBK0 AHTUTUIIEPTEH3UBHOW TEpalnu, ¢ LEIbl0 3aMelyieHus nporpeccuposanus XbII y nereit
[297].

YYPC; YIAS)

KommeHnTapumn: Camvim OeliCMBeHHbIM ~ MemoOOM, Ccnocobcmeyrowum — 3amMeo0NeHUIo

npozpeccuposanusi NoYeuHvlX  YHKyuu, aensiemcss Koumpois A/l u  ucnonvsoeanue npu



Heobxooumocmu aHmueunepmen3usrol mepanuu y oemeil ¢ XbII, ocnosvigasace na doxazamenbcmeax
moeo, ymo cmpoauti Konmpoawb A/ cnuscaem ckopocms npoepeccuposanus XbII y demeil.
Cm. KnuHuYecKue pekomenoayuy no apmepuaibHoU unepmensuu y oemeti U HOOPOCMKOS8.
. Jlisa neteil, KOTOpbIM TpeOyeTcsi aHTUTUIIEPTEH3MBHAs Teparus, PeKOMEHIOBAHO OTIaBaTh
MIPEIIIOYTEHNE UCTIONb30BaHUI0 UHTMOUTOPOB AIID mnm aHTaroHMCTOB peLenTopoB aHruoTeH3uHa Il
B COOTBETCTBUU C KIMHUYECKHMMH PEKOMCHIAIMSMU 10 BEICHUIO JeTe ¢ apTepuaibHON
runeprensuent [297, 335].
(YYP C; YA 5).
KommenTapuu: Huerwomcs ybeoumenvhble 00KA3aMeNbCmeda mozo, 4mo dmu deeHmvl 001a0arom
bonvuell HepponpomekmugHol cnocobHocmvio, uem I unomensusHvle npenapamvl 8 KOMOUHAYUU C
ouypemuxamu, 8 3ameoneHuu npoepeccuposanusi XBIl (xommponupys A/, a makoce cuudcasn
npomeunyputo oadice y demeti ¢ XbII 3-5 cm).

bnokaoa ameuomensuna ¢ ucnonvszoeanuem uHeubumopos AIll®@ unu anmazoHucmos
peyenmopoeg ancuomensuna Il makowce modxcem 3ameonsasms npoepeccuposanue XBII y nayuenmog c
HacnedcmeeHHbiM Hedhpumom be3 nosviutennozo A/l 3a cuem cHUdCeHUss NPOMeUuHypuu.
. He pexomengoBano Ha3HaueHue Hu3koOenkoBod nauersl mpu XbBII y pereit, T.k. eé
MPUMEHEHHE HE IMOKa3alo MPEHMYIIeCTBa B 3aMEUICHUHU MPOrPECCUPOBAHUU 3a00JIEBaHUS MOYEK Y
nerei [297].
(YYP C; YAA5)
Kommenrtapuu: B nacmoswee epems 6 neduampuyeckou npakmuxe oemsm ¢ XBIl nasnauaemcs
CYmouyHas Hopma OenKa, coomeemcmayouas 603pacny.
Cywecmgyem npeononodcenue, uYmo 2unepypukemus, Komopas 603HUKAem U3-3a4 CHUINCEeHUs
9KCKpeyuu ypamoea ¢ Mo4otl, cnocoocmeyem npozpeccuposanuio XbII, vacmuuno 3a cuem cHudicenus
nepghyzuu nouex, a maxdxice 3a cuem CMuMyIAYUU npoaugepayuu appepeHmuvix Kiemox 2naoKux
muiwy apmepuoi. OOHAKO peKoMeHOayuti N0 MOHUMOPUHZY MOYEB0l KUCIOMbL 8 CblBOPOMKE KPOBU )

oemeii ¢ XbII nem.

5.2ﬂucnaucepuoe HADOAI00EHUE NOMCUZHEHH e U 8KI0YAent 6 cefA:

° PexomenaoBano nucnancepHoe HaOmoeHrne manueHToB ¢ XBII ¢ 1menbro KOHTPOJIS MOYeYHBIX
byHKIUH, TpoUIAKTUKN Pa3BUTHS OCJIOXKHEHMH M CBOEBPEMEHHOM KoppeKkuuu tepanuu [325, 148,
369, 370, 371].

YYPC,YIA5)

KommenTapum:

Ilpuem (ocmomp, KoHCyIbMAYUS) CREYUATUCOB:

o Bpau-neouamp/spau obweii npaxmuxu (cemetinviil 6pav) 1 pasz é mecsy



Bpau-negponoe 1 pa3z 6 2-3 mecaya

Bpau- cmomamonoz oemckuii 1 paz 6 6 mecayes

Bpau-ogpmanvmonoe 1 paz 6 200

Bpau-omopunonapuneonoe 1 paz 6 200

Bpau-eenemux npu neobxooumocmu (npu myodyronamusx u eiomepyioHeppumax 6

cocmaese ceHemud4ecKkoco CqupOMCZ).

Jlabopamopnvie uccnedosanus:

©)

©)

oowuil (kiuHuveckuil) ananuz mouu (1 pas 6 mecsay u no nOKA3AHUAM);

00wl (KIUHUYECKULl) AHAIU3 KPOBU PA3GEePHYMbLIL (Yacmoma — no NOKA3AHUSIM)
ananuz Kposu oOuoxumuueckui obdbwemepanesmuyeckuii (1 paz 6 3 mecaya u no
NOKA3AHUAM);

uccnedosanue KUCI0MHO-0CHOBHO20 COCMOSAHUA U 2a308 kposu (1 pa3 6 3 mecaya u no
NOKA3aHUAM)

uccneoosanue yposHs napamupeouoHo2o 20pmoua 8 kposu (1 paz 6 3 mecaya u no
NOKA3aHUsIM)

uccnedosanue yposus 25-OH sumamuna /[ 6 kposu (1 paz 6 3-6 mecayes)

20pMOHbL, Xapakxmepu3syroujue QyHKYu wumosuonol dxcenessl (Mcciedosanue yposus
mupeomponnozo 2opmona (TTI) 6 Kposu, uccredosanue YpoeHs C80O0OOHO20
mputioomuponuna (CT3) 6 kposu) (I paz 6 3-6 mecayes u no nokazaHusm)
uccnedosanue yYposHs UHCYIUHONOO0OHO20 pocmosoco ¢Gakmopa I 6 kposu (npu
3adepoicke pocma U mMepanuu CoMampoOnuHoOM™*  (PeKOMOUHAHMHBIM 20PMOHOM
pocma))

Hucmpymenmanvuvie Memoovl UCCIe008aHUSL:

VIbMPA38YKOBOE UCCIEO08AHUEe OpP2AHO8 MOuYesoll cucmemsl (Yivmpazeykogoe
uccnedosanue nouex, Yavmpasseyrkosoe uccireoosanue MOYEMOYHUKOS,

Yavmpaseykoeoe uccneoosanue mouesoeo nysvips) 1 pas 6 6 mec. u no NOKA3AHUAM,

6. Opraausanus oKa3aHusg MeIMIMHCKOH MOMOIIIHA

ITauuenTtam ¢ XBII, B 3aBUCUMOCTH OT HEOOXOAUMOCTH, MOKET OBITHL OKa3aHa MEIUIIMHCKAs

IIOMOIIIb J11000r0 BHUJa, YCIIOBUA, (I)OpMBI, npeaAyCMOTPCHHBIX 3aKOHOAATCIILCTBOM Poccuiickoii

denepanuu.

HaHI/IeHTI)I JOJDKHBI COCTOATH Ha AJUCIHAHCCPHOM YYETC, IIOJdy4dasad IEPBHUYHYIO MCIUKO-

CaHHUTApHYIO IMOMOIIb B aM6y.TIaT0pHO-HOJ'II/IKJ'II/IHI/I'-IGCKI/IX YCIIOBUAX. OCHOBHBIM YCIIOBUEM OKa3aHUA

oMo MnanueHTy C XBII gomxHO OBITh OOECIeUYCHHUE IMOCTOSHHOIO Ha6J'IIO)IeHI/I$I, MOJIYUCHUC

MNPOTUBOPCHUINBHOTIO JICUCHHA U CBOCBPCMCHHAA I'OCIIUTATIU3 AU,



PebGenok HaOmomaeTcss BpadyoM-TIeIMATPOM/BpadoM OOIEH TPaKTUKH (CEMEHHBIM BpavoM),
BpauyOM-HE(QpPOJIOroM, TpPU HAIUYUM YPOJOTMYECKOH TATOJIOTUH - BpadyoM-ypojioroM (co
CrenuaNn3anueil Mo AETCKOM YpOJIOrHU-aHIPOIOTHH)/BPadOM-IE€TCKIUM YPOJIOrOM-aHAPOJIOTOM, C
ydacTHeM, INpH HeoOXOAMMOCTH, Bpaya-AMETOJIOra, Bpaya-F€HETHKa, Bpaya-JAeTCKOr0 OHKOJIOTa-
reMaTosiora, Bpada-TPaBMaTOJIOra-opToIeaa, Bpada-Kapauojora AETCKOro, Bpada-oTaabMOJora,
Bpaya-CTOMAToJIOra, Bpayda-AMETOJIOra, Bpada-JeTCKOr0 XWUpYypra, Bpadya-OTOPUHOJIAPUHIOJIOrA, U
Bpaueil Ipyrux CrenuaaIbHOCTeH P HEOOXOIUMOCTH.

IHoka3anus A5 rOCHIUTAJU3ANNHA B MeIUIIUHCKYI0 opranu3anuio aerei ¢ XbII 3-5 cr.

1. AHopekcus, TOIHOTA, pBOTA (HE CBSI3aHHbIE C UHTEPKYPPEHTHON MH(EKIHEN)

2. Anemus (Hb menee 80 r/im)

3. Hanmuyme cuMOTOMOB M NMPHU3HAKOB aHEMHYECKOW THIIOKCHH JIaXKe MpH 00Jiee BBICOKHUX

nokasaressx KoHueHTpauuu Hb.

4. Kpuzopoe teuenue A’

5. Aputmuu, 60y B o01acTu cepana

6. CHIDKEHHE TOJICPAHTHOCTH K (DM3MYECKHMM Harpy3kam, YTOMJISIEMOCTb, OJbIIIKa (TIpU

OTCYTCTBUHM CUMITOMOB OpPOHX00OCTPYKTUBHOT'O CHHJIPOMa)

7. W30bITOuHas npubaBKa Macchl Tea, HAPACTAIOLUE OTEKH

8. bBomu B KOHEYHOCTSIX, TO3BOHOYHHKE (CIIOHTAHHBIC U NP (PU3HUYECKON HArpy3Ke)

IToka3anus K BbINKUCKe NAIIHEHTA U3 MeAUIIUHCKOI OpraHu3auuu

1. CrabuipHO€ COCTOSIHUE, XOPOIIee CaMOYyBCTBHE.

2. OrtcyTcTBHE rUNIEPrUApaTaLiy.

3. VYnosnerBopurenbHbld KOHTposb A/l (<90-ro nepreHTHIs).
4. KomneHcanusi aHeMUH, MUHEPAIbHO-KOCTHBIX HApYyILIEHUH.

Opranuzanys IUETUYECKOrO MUTAHUS MALMEHTOB IIPH CTALlMOHAPHOM JIEYUEHUU B MEAMIIMHCKHUX
OpraHM3alysax NpoBoauTcs B coorBercTBun ¢ [Ipmnoxennem 3 mpukaza MunsnpaBa Poccum ot
23.09.2020 Ne 10081 «O06 yTBEpk)ACHUU TOPAIKA OOECIICYCHHS TTAIMEHTOB JICUSOHBIM MTUTAHUEM

[loaroroBka mnamueHTa K IEpeXoAy BO B3pOCIYyI0 HE(POJOTHYECKYI0 CIyKOy SBIsSeTCs
BOINPOCOM €ro 0e30IacHOCTH U COOJIOACHHS NpaB MalMeHTa, 4TO MperyNnpexJacT BO3MOXKHbBIE
OCJIOKHEHUS BO BpeMs IIEPEBOJA €0 BO B3POCIBIM MHUP.

OOpazoBatenbHble IPOrpaMMBbl JUIsl HalMeHTa (C y4eTOM €ro BO3pacTa) U YJIEHOB CEMbH,
B3alMOJICIICTBHE Bpadeil-HeppOoIOroB NeAUaTpUUecKol M B3pOCION CiIy’)KO HpH OCYLIECTBICHUU
Ipolecca nepeJadyn MogpOCIIEro MalueHTa, MOAAEPKKA CEMbH — BaKHBIE COCTABIISAIOLIUE YCIIEITHOTO
nepexosa.

CTpyKTypHpOBaHHE 3TAIOB IMEPEXoj/ia CIOCOOCTBYET COXPAHEHHIO CTAOWJIBLHOCTU B TEUCHHUH

XBII.



AnantupoBaHa CleAyIOLas MHOTIOATalHAas MOJAEIb Iepexona (cxogHas ¢ IMPOTOKOJIOM
nepexona o Raina R. et al. (2022) [372].

[-i1 aTan: nenuarpuyeckuii (caMblil MPOJOIKUTENBHBIN 110 BpemeHu). Boszpact 13-17 ner.

1. O6yuuTh narueHTa Npyu aKTUBHOM YYacTUH YJIEHOB CEMbU TOHUMAHHIO O0JIE3HU U HABBIKAM
CaMOKOHTPOJIS, CAMOYIIPABJICHHS.

2. BocnuraTh NpUBEPKEHHOCTh K JIEYEHMIO, COOJIIOJICHUIO PEXUMAa U JUETHI, IPUEMY
npenaparoB (MpOoQHIAKTHKA ITOAPOCTKOBBIX PHUCKOB).

3. IlognepxuBaTh colMaibHy0 (GYHKLHUIO - IPOJOJKATh 00pa3oBaHue.

4. TloMoub NpHOOPECTH NALMEHTaM HaBBIKM CAMOCTOSITEIBHOIO OOILUEHHUS € MEIULMHCKUM
[IEPCOHAJIOM.

[I-i1 aTan: npeanepexoaHbIi (caMblii KOPOTKHI 110 BPEMEHHU ).

Bospacr 17-18 ner.

1. IIoaroTOBUTH NEPEBOAHOM SMUKPU3 C YTOUHEHUEM AKTMBHOCTU BOCHAIMTEIBHOIO IpOLEcca
y mnauueHta c¢ XbIl, Hamuuuss OCHOXHEHMS M CONYTCTBYHOIIMX 3aboneBaHuil. IloaroroButsb
pPEKOMEHJAlMU M0 JIEYCHUIO Ha Ommkaimyro mnepcrnektuBy. OOecneunTh KOHCYJIBTAIMH Y3KHX
CIIELIMAJIUCTOB.

III sTan: HemocpeICTBEHHBIM MEPeBOJ NalMEHTa BO B3POCIYI0 HE(QPOIOTHYECKYIO CIIYKOY
3npaBooxpanenus. Bo3pacr 18 mer.

1. OGecrieunTh NPEEMCTBEHHOCTh B JICUEHUM, ajganTanuio moapoctka ¢ XBII k HoBo#
COLIMAJIHOM cpefie U 06e3 aKTUBHOI'O y4acTHs WIEHOB CEMbH.

2. B teuenue 1 roma coBMecTHOE, NMPU HEOOXOAWMOCTH, IUIAHWPOBAHHE TAKTHKH BEICHUS
MOAPOCTKA JIETCKOW U B3POCION CITyKO00ii.

[Tocne nepexoa MoApoCcTKa BO B3POCIIO CUCTEMY 3PABOOXPAHEHUS POJUTENN UCKIHOYAIOTCS
U3 KJIHYEBBIX UTPOKOB KOMaHIbl. OJHAKO MOTYT BO3HUKHYTb CUTYallUW, CBSI3aHHBIE C TEUECHUEM
3a00J€BaHNs U TICUXOCOLHUAIBHBIMU OCOOEHHOCTSMHM TNallMeHTa, KOrja MOoJJepKKa pOoaAnuTesel

HeoOxoauMa u mociie epexoza [373].

7. JonoanuTteabHasg nHbopMmanus (B ToM Yucje haKkTopbl, BAUSIONIHE HA HCXO
3200/ 1¢BAHUS WJIH COCTOSTHHUS)

B peTpocneKkTHBHOM KOTOpPTHOM HCCIEAOBaHWU ManueHToB co 2—4 cragusmu XBII Obuio
o0OHapy>KeHO, YTO y JeTell ¢ IIIoMepyJIsipHOil 60JIe3HbI0 ObICTpee pa3BUBAETCS TEPMUHAIIbHAS CTalus,
4eM y JIeTel C BPOXKIEHHOM aHOMaJliel pa3BUTHS opraHoB MouyeBoi cuctemsl (BAPMC) [299].

Cornacao otuety NAPRTCS camble ManeHbKHE NEAUMATPUYECKHUE MMALIMEHTHI UMEIOT XYAILIYIO
BBDKUBAEMOCTh yepe3 12, 24 u 36 mecsueB nocie Hadana auanusa [14]. BeposTHOCTh mATHIIETHER

BBDKHMBAEMOCTH cOCTaBisieT 89% sl MallMeHTOB, HAUMHAIOLIUX JieueHue TepMuHanbHou cranuu XBII,



a ypoBeHb cMepTHOCTH B 30 pa3 BhIllie, YeM Y 30pOBBIX jAeTeil. Hanbosee vyacToit mpuanHON cpeau
JITeH SIBIISIETCS CePJICUHO-JIETOYHAsI CMEPTh, 32 KOTOpo# cienyer uHdeknus [15, 300].

['unepToHus U MPOTEUHYPUs ABJISIOTCS HE3aBUCUMBIMU (PaKTOPaMHU PUCKA TPOTPECCUPOBAHUS
XBII. Ycranosneno, uro camxkenne pCK® na 10% o6paTHO nponopiuoHaabHO yBenuueHuo Ha 14%
COOTHOIIICHHS OCJIOK / KpeaTUHHH B Moue, He3aBucuMo oT npuunHbl XBIT [301].

Take QaxTopamu, BIUSAIOUIMMUA Ha nporpeccupoBanue XbII sBistoTcsA: mepBUYHOE
3a0oJeBaHue, BO3PACT, MOJ, PacoBble / reHeTHYecKrue (PaKkTopbl, YpOIOTHYECKHe MPOOIEeMbl, HU3Kas
Macca Teja MpU POXKICHUM U COLMaIbHOE NpoHcXokJIeHue. HemoHolleHHble HOBOPOXKIECHHBIC
MOJIBEpKEHbl BBICOKOMY pucky HeoHaraimbHoro OIIIl, koTropoe MoxeT emie OOJbIIE€ CHU3UTH
KOJIM4ecTBO HeppoHOB U ycunuTh nporpeccupoanne XbII [302]. Tak, coriiacHO MHOTOIICHTPOBOMY
PETPOCIIEKTUBHOMY KOTOPTHOMY MCCJICJOBAaHUIO YCTaHOBJICHO, YTO 4acToTa HeoHartaiabHoil OIIIL
cocraBisieT 48% y Tex, kTo poawicsa A0 29 nenenb 6epemennoctu [303]. Ilo maHHBIM HccaenoBaHUS
HOPBEKCKOTO peectpa, mnpoBeaeHHoro ¢ 1967 mo 2004 roa, OTHOCUTEIBHBIA PHUCK pPa3BUTHUS
tepmuHanbHOl ctaauu XBII mist nerei ¢ maccoit Tena npu poxaeHUU <10 MpOIEeHTHIISI, COCTaBISET
1,7 [18]. KpynHoe HanmoHaIbHOE HCCIEOBAaHUE HA OCHOBE PEECTpa, B KOTOPOM Y4acTBOBaJO Oojiee
20000 ugenoBek, poauBmuxcs ¢ 1924 no 1944 ron u oTciexxuBaBIieecs 10 caMON CMEpPTH, MTOKa3alo,
YTO KaK HEJOHOIIEHHOCTb, TAK M MaJlblii BEC MPU POXKACHUU OBbUIM CBA3aHBI C MOBBIIIEHHBIM PUCKOM
XBII ¢ mnagennamu, poauBmmmMucs 10 34 Hexenu 6epeMeHHocTH, puck passutus XbII B 2,6 paza
Bhie [304]. Cpenu rpynibl NOAPOCTKOB, POKICHHBIX HETOHOUIEHHBIMU, MJIAJICHIIBI C HU3KON Maccoi
Tena B 1,4 pasza yamie uMmenu MUKpoanbOymunyputo u cHrkenue CK®, a y tex, y koro Takxke Obuia
3aJiepKKa BHYTPUYTPOOHOTO pa3BUTHS, albOyMUHYpHS yBenuuuBaiach B 2,4 pasa [305, 306].

ITo nanubIM pe3ynbratoB uccienoBanust CKiD ananus KoropTsl BBISIBUI €KETOAHOE CHUKEHHE
CK® na -4,2%; mennana cHmxenus CK® cocrasunma -1,8 mn/mun/1,73 M? (MHTEpKBapTHIILHBIHN
pasmax oT -6,6 10 1,6); 3T0 MOXHO BBIPa3UTh Kak MeauaHy aOcomtoTHoro cHkeHust CK®, pasnyio -
43 wmn/mun/1,73 M? (MHTepKBapTMNBHBIM pasmax or -11,9 mo 1,1) u -1,5 ma/mun/1,73 m?
(MHTEepKBapTHIIBbHBIN pa3Max oT -5,0 mo 1,8) [74].

CornacHo Mccle0BaHUAM, OCHOBAaHHBIM Ha JIaHHBIX PEECTpa, YCTAHOBJIEHO, YTO (aKTopaMu
pUCKa CMEPTHOCTH CpEIu JETEM C MOYEYHOH HemocTaToyHOcThro, nosydaromux 31T, asisdrorces
MOJIO/ION BO3pAcCT, )KEHCKHI T0JI, HeeBpoIlelcKas paca, STHOJOTUs 3a00IeBaHMsI TTOUEK, HE CBSI3aHHAs
¢ BAPMC, anemusi, TunoatbOyMHMHEMHSI U 3HAUYEHUS CKOPOCTH KITyOOYKOBOH (hUIBTpAIlMU B Hayae
muannza [307].

B rpymnme HermomepynsipHbIX 3a0oieBaHH (pakTOpamu, BIUSIOIMIMMHU Ha MPOTPECCHUPOBAHHE
XBII, sBASIOTCSA: COOTHOIIEHWE OENOK / KpEeaTMHWH B MoYe> 2 MI/MI, THUIOATbOyMHHEMHS,

noBbIIeHHOe A /], nucnunuaeMust, MyKCKoH 1ot u anemus [87, 301].



M3BecTHO TakXke, 4TO MOJIOBOE CO3PEBAHUE ACCOLIMHUPOBAHO C yXyAlleHUE (QYHKIUU MOYEK Y
narenToB ¢ XbBII. [annbie npoekra ItalKid mpomemoncrpupoBamu, uro BeposiTHOCTH 31T
cocraBisuia 9,4% B TeueHUe MepBOro AeCSITUIETHS KU3HU U 51,8% B TeueHHe BTOPOro JECATHIICTUS.
Ha xpuBO#i BBDKMBAEMOCTH MOYEK B IMEPUOJ IOJOBOIO CO3PEBAaHUS HAOIIONANCS SBHBIN MEPEIoM ¢
MOCTEAYIOIIUM CHUKEHHUEM TI0CJIE MOJIOBOTO CO3PEBAHMS KaK Y MY X4HWH, TaK U Yy >keHIuH [308].

Oskuaemasi IpOIOJKUTENBHOCTD XHU3HM st pebenka <14 ner ¢ XBII 5 cr. (B8 CIIA) — 21,7
JeT Ha auanu3e ¥ 57,8 JeT ¢ MOYeYHbIM TPAaHCIUIAHTATOM NP CPEAHEH MPOJIOJKUTEIBHOCTH KU3HHU B
nonysiuun 72,4 roxa. JletanbHOCTh Ha 1-M roay mocie TpaHCIUIAHTalMU B 15 pa3 Bble, 4eM B
HOpMaJibHOW momyJiauuu y juiy 16-21 ner m B 130 pa3 Beime y gereid 0-4 jeT Ha MOMEHT
TpaHcIUIaHTaluu. J{BanuatuneTHsas BbpkuBaeMocTh Jeteil Ha 31T cocraBisier 83%, y nereit <1 roga
— 76%, 2-5 ner — 81%, 6-18 ner — 85%. OcHoBHbiIMU npuuuHamu cMmeptu Ha 3IIT sBusrorcs:
cepaeuHo-cocynucras naronorust (30%) u undexnun (20%). 3mokayecTBEHHbIE HOBOOOpA30BaHUs
CIIy’)KaT MPUYUHON JieTanbHOro ucxoaa y 14% mnaiueHToB mocjie TpaHCIIaHTAlUK, Y OOJBIIWHCTBA

ciycts 6oxee 10 ner [50, 309].



Kpurepun oueHkn kadecTBa MeIMIIUHCKON MOMOIIA

Kpurepun oneHku KadecTBa IEPBUYHOM MEIMKO-CAHWUTAPHOM IOMOILIU [JETSAM IIPU XPOHUYECKOH
00JIe3HU TIOYEK

Ne i/t | Kpurepun onieHkH kauecTBa Onenka
BBIIOJTHEHHUSI

1. | BemmonHen oOmmii (KJIMHWYECKWH) aHanu3 Mouu, wuccienosanue | Jla/Her
aTbOyMHHA B MOYE U MCCIICIOBaHUE OelIKa B MOYE

2. | BeImosHEeHO yNbTPa3BYKOBOE HCCIENOBaHWME TMoueKk U aymiekcHoe | Jla/Her
CKaHMPOBAHUE apTepui MoYeK

3. | Bemonmnen mnpuwem  (KOHCynbTamusl) — Bpada-Hedposiora  jedeOHOo- | [la/Her
JTUATHOCTHYCCKUI TEPBUYHBIA W/WiaM TpueM (KOHCYJIbTAlMs) Bpadya-
neauaTpa Jie4eOHO-TMarHOCTUYECKUI TICPBUYHBIA C W3MEPEHUEM MAacChl
TeNa, U3MEPEHUEM JUUTHHBI Tella)

4. | BeimosHEeH o0nui (KIIMHUYECKUH ) aHAJIN3 KPOBU PACITUPEHHBIN Ha/Het

5. | BeimonHeH ucclieoBaHre KpeaTHHHHA B KPOBH, MccieqoBanue MoueBuHbI | Jla/Her
B KPOBH, HCCJICIOBAHUE MOYCBOM KHCIIOTHI B KPOBH, UCCIICIOBAHHIE OOIIETO
Oenka, WCCleOBaHHE albOyMHUHA B KPOBH, HCCIICJOBAHUE NICIOYHON
docdaraszsl B KpOBH, HCCIICIOBAHNE AKTUBHOCTH allb(ha-aMUIa3sl B KPOBH,
HCCJIEIOBAaHKE TIIOKO3bl B KPOBH, HccienoBanne C-peakTUBHOTO Oelka B
KpPOBH, UCCIICJIOBAHHE aKTUBHOCTH acliapTaTaMHHOTpaHc(hepasbl B KPOBH,
UCCIIC/IOBAHHE  AKTUBHOCTH  aJlaHMHAMUHOTpaHC(epa3bl B KPOBH,
UCCIICIOBAHNE KaJMs B KPOBW, HWCCICIOBAHUE HATPUS B KPOBH,
UCCIIC/IOBAaHUE XJIOpa B KPOBH, MCCJICIOBAHUE OOIIETO KajbIMi B KPOBH,
HCCIIEIOBaHNE HEOPraHn4ecKoro ocdopa B KpoBH, HCCICTIOBAHNE Kele3a
B KPOBH, HCCIICJIOBAaHHE OOIIEr0 XOJIECTCPUHA B KPOBH, HCCJICIOBAHUE
TPUTIUIICPUIOB B KPOBU, HCCIICJOBAHHE XOJECTEPUHA JIUIIOTPOTCHHOB
BBICOKOW  IUIOTHOCTM B  KPOBHM,  HCCJICIOBaHHE  XOJECTEPHHA
JUTIONTPOTENHOB HU3KOM IJIOTHOCTH PACUYETHBIM METOJIOM

6. | BeimonHeHo uccnenoBaHue napatupeonsHoro ropmona B kposu (ripu XbII | Ja/Her
craguu C2- C5]1 — 1 pa3 B 3 mec.)

7. | BplnosiHEHa perucTpanus 3JIeKTpoKapIuorpaMMbl Ha/Her

8. | HaznaueHo cyTo4yHOe MOHUTOpPHpOBaHME apTepuanbHoro pgasneHus | Ja/Her
nanueHTam crapiuie 5 et ¢ XbII 4-5 ct. 1 pa3 B 6-12 mec. u aersam ¢ XbII
1-3 cT. npu BBIBICHUHU 3MH300B noabema AJl n/unm u3MeHeHui cepaua
(runeptpoduu  MHOKapAa,  pacHIMpeHUss  aopThl) IO  JAaHHBIM
sXOoKapauorpapuu

9. | BeimosiHeHa sxokapauorpadus TpaHCTOpaKaibHas Ha/Her

10. | BeimoniHeH mnpueM  (KOHCyJbTalus) Bpauda-oraibMoiniora JiedeOHo- | Ja/Her
JMArHOCTUYECKUN MEPBUYHBIN U 0 TaIbMOCKOIHS

11.

Kputepun oneHkn kadecTBa CHENUAIIM3UPOBAHHON MEIUIIMHCKOW MOMOIIM JAETSAM MPH XPOHUYECKOM
00JIE3HU MTOYEK

No | Kpurtepuu olieHKH KayecTBa Ouenka
/1 BBITIOJIHEHUS

1| BeimonHeH oOmwmii (KITMHUYECKUI) aHAIU3 MOYH, UCCienoBanne anp0ymuHa B | Jla/Het
MoOue U orpeseneHne 0enka B Moye

[\S]

BoinonHeHo  ynmpTpa3ByKOBO€ — MccieloBaHME Imouek M aymiiekcHoe | Jla/Her
CKaHUPOBAHUE apTEPHil IOUEK




BrinonHen o0mui (KITMHUYECKU) aHAJTN3 KPOBU paCIIMPEHHBIN

Jla/Her

BeimosHeHO Uccie0BaHle KpeaTHHHHA B KPOBH, UCCIIC0OBAaHUE MOYCBHHBI B
KPOBH, HCCIICJIOBAaHME MOYCBOW KHCJIOTHI B KPOBH, HCCJICIOBaHHE OOIIEro
Oenka, wuccieoOBaHUE albOyMHUHA B KPOBH, HCCICIOBAHUE IEIOYHON
docdarassl B KpOBH, HCCIEAOBAHUE AKTUBHOCTH aib(a-aMuia3bl B KPOBH,
UCCIIeIOBaHKE TJIIOKO3bI B KpOBH, HccienoBaHue C-peakTHBHOTO Oeika B
KpPOBH, HCCIICJIOBAaHHE aKTHMBHOCTH acrapraTaMuHOTpaHcdepassl B KpPOBH,
UCCICIOBaHHE  AKTHBHOCTH  allaHMHAMHUHOTpaHCcdepasbl B KpPOBH,
HCCIIC/IOBAaHUE KAJIMsl B KPOBH, UCCIICOBAHUE HATPHUS B KPOBH, UCCIICIOBAHHE
XJIOpa B KpPOBH, HCCJIEIOBaHHE OOIIEro Kbl B KPOBH, HCCICIOBAHHE
HEopraHu4eckoro ¢ocdopa B KpOBH, HCCICIOBaHUE Keje3a B KpPOBH,
UCCIIeI0BaHKe OOIIIEro X0JecTepruHa B KPOBH, UCCIICIOBAHHE TPUTIIUIICPUIIOB
B KPOBH, UCCIICAOBAHUC XOJICCTCPUHA JIUIIOIIPOTCUHOB BBICOKOH IIJIOTHOCTHU B
KPOBH, HCCIICJOBAaHUE XOJIECTEPHHA JIMIONPOTEHHOB HHU3KOHW IJIOTHOCTH
PaCYCTHBIM MCTOJOM

Jla/Het

BrimonHeHo uccienoBanue mapaTupeouaHOro ropMona B kpoBu (mpu XbIIT
craguu C2- C5/1 — 1 pa3 B 3 mec.)

Jla/Het

Brimonnena perucrpanus 3JICKTPOKaApANOI'paMMbl

Jla/Het

BrimonHeHo  cyTouHO€  MOHHMTOPUPOBAHHE  APTEPHAIBHOTO  JIABJICHUSA
nanuentam ctapiie 5 yet ¢ XbII 4-5 ct. 1 pa3 B 6-12 mec. u aetsim ¢ XbII 1-3
CT. TIPH BBIABICHWUU O3MH30J0B moabema AJl w/mim W3MEHEHW# cepama
(runepTpoduu MUOKapAA, paCIIMPEHUs A0PTHI) IO IAHHBIM dXOKapauorpadun

Jla/Het

BrimosiHeHa 3xokapuorpadusi TpaHCTOpaKaIbHAsI

Jla/Her

Boimonnen  mpueM  (KOHCynbTalus)  Bpada-oTambpMoiiora  JeueOHO-
JMAarHOCTHYECKUH MEPBUYHBIA M 0D TATbMOCKOIIHSI

Jla/Het

BrImonHeH eeTHeBHBI OCMOTP BpadyoM-HEQpOJIOroM C HAOIIOACHUEM U
YXOZOM  CpE€OHEro ¥  MIAJIIEr0o  MEJUIUHCKOIO  IEepCcoHala  Ha
HG(i)pOJIOFH‘IGCKI/IX KOMKax B CTallMOHAPHBIX YCIOBUAX WA G)KGI[HGBHHﬁ
OCMOTp BpadOM-IIeIUATPOM € HAOIIOAEHUEM M YXOA0M CPEAHEro U MIIAJIIEro
MEIULMHCKOTO IEpCOHAJIa B  CTAlMOHAPHBIX  YCIOBUSAX U INPUEM
(KoHCyJIbTaLMs1) Bpada-HedpoJiora JieueOHO-TMarHOCTUYECKUN IepBUYHBIH

Jla/Het

BrImonHeHO HcCieI0BaHUEe KUCIOTHO-OCHOBHOTO COCTOSIHHS M T'a30B KPOBH
(mpu XBII C3-C5)

Jla/Het

BoinonHena peHTreHorpadus BepXHEM KOHEYHOCTH W/WIIM PEHTTreHorpadus
HIDKHEH KOHEYHOCTH (TMpH NpPU3HAKaX KOCTHO-MUHEPAIbHBIX HapyIIEHUH y
nanuenToB ¢ XbII craguu C3-C5D)

Jla/Het

Boinonneno wuccnepoBanue tupeorponHoro ropmoHa (TTI) B kpoBu u
ucclieioBaHle comaromenuHa A (MHcynumHononoOHoro gaxtopa pocra II)B
KpOBH (TIpH 33€pKKE pOCTa, Eepe]l HauajIoM JEUEHUEM COMaTpOIIMHOM™** )

Jla/Het

BrinosiHEH nepUTOHEANBHBIA JUAIU3 WIM TeMOAHAIINA3, WIM TEeMOJHAIIN3
WHTEPMUTTUPYIOIIHI BBEICOKOITOTOYHBIH, 1583071 reMouann3
WHTEPMUTTUPYIOIINY HU3KONIOTOYHBIN, UIIA TEMOANAIIN3 HUHTEPMUTTUPYFOLIUI
MPOJJICHHBIN, WIM TEeMOAHAIN3 C CEJICKTUBHOW IUIa3MOPMIbTpAIUCH U
ajcopOrment, umu remoananu3 npoaomkurenbHbii (mpu XbIT ctanun CS5/1)

Na/Her
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IMpunoxenue Al. CocraB padoueil rpynnsl 1o pa3padoTke U nNepecMoTpy
KJIMHUYECKHUX PeKOMeHIauii

OmupoBa X.M. n.Mm.H., ipodeccop kadenpsl neauatpurn I'bOY BO Poccuiickoro yHuUBepcurera
MeaunuHel Mun3zapaBa Poccum; Bpad-Hedponor LleHTpa TpaBUTAIMOHHON XUPYpPTUHM KPOBH U

remoauanusa ['bY3 «Jlerckas ropojackas kinHu4deckasi 6onpHUIA cB. Bagumupay [I3M, unen PJ1O.
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«HarmonanbHbii MEIULNHCKUI HCCJIEI0BATENbCKUI LEHTP peabunuTanuu u
Kypoprosnoruu» Munsapasa Poccuu, A.M.H., wieH HanuoHaJIbHOM acconuanuy SKCIEPTOB 110
CaHaTOPHO-KYPOPTHOMY JIEUEHUIO

BapanoB A.A. akaa. PAH, npodeccop, a.mM.H.; moyeTHsiii npe3ugeHT Coroza meauatpoB Poccuu,
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BHEILTATHBIN cenuaiucT neauarp Munsnpasa Poccun

Bumnésa E.A. n.m.H., npodeccop PAH, 3amecturens pykoBonutens HUW nemuatpuu v oxpansl
snopoBbst gereid HKL[ No2 ®I'BHY «PHIX wum. akan. b.B.Ilerposckoroy», mpodeccop kadenpsr
¢dakynprerckorl memuarpuu MucTuTyTa MatepuHctBa u nerctBa @TAOY BO «PHUMY umm. H.U.
[Tuporosa» (ITuporosckuii Yuusepcurer) Munsnpasa Poccun, unen Coro3a neauarpos Poccun
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®enoceenko M.B. K.M.H., 3aBeqyOIIas OTIEIOM Pa3paOOTKH HAayYHBIX MOAXOJ0B K MMMYHHU3ALUU
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VYuusepcurer), wieHn Coro3a neauatpoB Poccun



Hpirun A.H. — 1.m.H., podeccop, 3aBeayromuii Hedposorudeckum otaeneaneM HMMULL 3mo0poBbst
neredd, mpodeccop kadeapsr Hedpposornn HOWM Kiumnwmueckoit memuumusl uM. H.A.Cemamko

Poccuiickoro yausepcurera meauuunel, MOO «TBopueckoe 0ObeqMHEHUE IETCKIX HEPPOIOTOBY.

Kondmukr MHTEPECOB: ABTOpBI IIOATBEPKIAIOT OTCYTCTBHE ¢buHaHCOBOM

MO PKKH/KOH(INKTa HHTEPECOB, KOTOPBIH HEOOXOAUMO 00OHAPOI0BATH.



Ipunoxenue A2. MeTom0s10rusi pa3padoTKu KINHHUYECKHX PEKOMEHIAMH

IleaeBasi ayIUTOPHS JAHHBIX KJIHMHNYECKUX PEKOMEHIAIMIM

1. Bpauu-nedpoinory;
2. Bpauu-neguatpsr;
3. Bpaum oOmieli BpaueOHOM MPaKTUKH (CEMEHHBIC Bpayn);
4. Bpauyu-gueronoru
5. Bpauu-anecte3nonoru-peaHMMaToNoru
6. Bpauu-kapauonoru
7. Bpauu-perckue KapauoIoru
8. Bpauu-nerckue xupypru
9. Bpauu-yponoru
10. Bpauu-gerckue ypoiaoriu-aHapoaoru
11. Bpauu- matonoroaHaToMbl
12. Bpauu-knuHudeckue papmakonoru
13. Cryaentsl MeauunHckux BY3oB
14. OOy4aromuecs: B OpJMHATYPE U aClIUPaHType
MeTo/1b1, UCTIOTB30BaHHbBIE AJIs COOpa/CeNeKInu JOKa3aTeIbCTB:
-TIOMCK B AJIEKTPOHHBIX 0a3ax JaHHBIX.
MeTto/1b1, NCIIOJIB30BAHHBIE U1 aHAIM3a J10Ka3aTeIbCTB!
-0030pBI OITyOJIMKOBAHHBIX METa-aHAIU30B;
-CUCTEMHBbIE 0030pbI ¢ Ta0IMIIaMU J10Ka3aTEIbCTB.
MeTo/1b1, UCTIOTB30BaHHbBIC AJIs (HOPMYITMPOBAHUS PEKOMEHIAIIHIA:
-KoHceHcyc 3kcnepToB;
-O11eHKa 3HaYUMOCTH B COOTBETCTBUHU C PEUTUHTOBOM CXEMOH.

Cuma 1 Ka4ecTBO peKOMeHI[aI_II/Iﬁ B COOTBCTCTBHU C IMPOBCACHHBIM AHAJIM30M HOKa3aTCJIbCTB

(tabm. I11, [12) mpuBeACHBI B TEKCTE.

Tadoauna 1. [llkama omeHku ypoBHEH nocTOBepHOCTH nokazatenbcTB (Y /)ans mertonos

ANarHoCTUKHU (I[I/IaFHOCTI/ILIeCKI/IX BMGIHaTeJ'II)CTB)

YA Pacuugposka
1 Cucrematudeckrie 0030pbI UCCIECOBAHUIA C KOHTPOJEM pePEepeHCHBIM METOAOM HITU
CUCTEeMAaTU4YeCKUi 0030p paHAOMHU3HPOBAHHBIX KIMHUYECKHUX HCCIEAOBAaHUN C
IPUMEHEHUEM MeTa-aHajIn3a
2 OtnenpHBIE WCCIIENOBAHMS C KOHTPOJEM pe(EepeHCHBIM METOJO0M WJIH OTIEIbHBIC

PaHAOMU3HUPOBAHHBLIC KIMHUYCCKHUE HMCCICAOBAHUA MW CHCTCMATHYCCKUC O630pBI

HCCIeI0BaHUM 11000r0 ,HPI3aI>iHa, 3a UCKIIIOYCHUCM PAHAOMU3UPOBAHHBIX KIIMHHUYCCKUX




HCCHGHOBaHHﬁ, C IPUMCHCHUECM MCTa-aHaJIM3a

3 HccnenoBanust 0€3 MOCIENOBATEIBHOIO KOHTPOJS pePepeHCHBIM METOJOM MU
UCCIIEIOBAaHUS C pedepeHCHBIM METOAOM, HE SBISIOIUMCS HE3aBUCHUMBIM  OT
UCCIIElyeMOI0 METO/la WJIM HEepaHIOMM3HPOBAHHBIE CPAaBHUTENIbHbIE HCCIEIOBaHUSA, B
TOM YMCJI€ KOTOPTHBIE UCCIIEI0BaHUS

HCCpaBHI/ITeHBHHC HCCICO0BAHUs, OIIMCAHUE KIMHUYCCKOTO Cliydas

5 Nmeercs nuiib 000CHOBaHUE MEXaHU3Ma JAEUCTBUSI UM MHEHHUE IKCIIEPTOB

Tadauna 2. Illkana oueHku ypoBHEH gocToBepHOCTH JokazatenbcTB (Y /)ans meronos
npoQUIAKTUKH, JICYCHUS M peadmiuranuu (TMpOoPUIAKTHUECKUX, JICYEOHBIX, pPeabUIUTAIIMOHHBIX

BMEIIIATEIILCTB)

YA Pacungposka
A

1 Cuctemarnueckuii 0030p PKU ¢ npuMeHeHneM MeTa-aHaan3a

2 | Ormensuble PKM u cucremarmyeckue 0030pbl HCCIeIOBaHMN Jt00Oro au3aiiHa, 3a
nckioyenneM PKH, ¢ npuMeHeHneM MeTa-aHanusa

(O8]

HepaHI[OMI/ISI/IpOBaHHLIC CPaBHHUTCIIbHBIC UCCIICA0OBAHMSA, B T.4. KOTOPTHBIC UCCICAOBAHHA

4 HeCpaBHI/ITCJH)HI)IG HCCIICAOBAHUsA, OITMCAHUEC KIMHUYCCKOIO Ciydas HJIKM CCpUH CJIydacB,
HCCICOOBAHUA ((CHy‘l&fI-KOHTpOJIB»

5 | Umeercs numib 0OOCHOBaHHME MEXaHM3Ma JEMCTBHUS BMEIIATENbCTBA (JIOKIMHUYECKHE
UCCJIEI0BaHMsI) WJIM MHEHUE 3KCIIEPTOB

Ta6auna 3. lllkana ouenku ypoBHel yOeautenbHOcTH pekomeHmanui(YVYP) mns meromos
MPOPUIAKTUKY, JUATHOCTUKH, JICUYCHUS U peaduauTarnuu (MpoPrIIaKTUHYECKUX, JTHArHOCTUYECKHUX,

Je4eOHBIX, peaOMIUTAIIMOHHBIX BMEIIATEIbCTB)

YYP Pacuiugposka

A CunpHasi pekoMeHJalus (Bce paccMaTpuBaeMble KpUTEpUU IPGEKTUBHOCTH
(McXonbl) ABISAIOTCA BaXXHBIMHM, BCE HCCJIEIOBAaHUS HMEIOT BBICOKOE WIH
YAOBIETBOPUTEIIBHOE  METOAOJOTMYECKOE  KayecTBO, MX  BBIBOABI IO
MHTEPECYIOIIMM UCX0aM SIBIISIFOTCS COTJIACOBAHHBIMHU )

B VYcioBHas pekoMeHaalus (He BCe paccMaTpuBaeMble KpUTepuu 3(pQeKTHuBHOCTH
(MCXOJbl) SIBJISIFOTCSL Ba)KHBIMM, HE BCE HCCIIEIOBAaHUS HMEIOT BBICOKOE WIIH
yIOBJIETBOPUTEIBHOE METO/I0JIOTHYECKOE KauyeCTBO W/WIM HUX BBIBOJBI IO
MHTEPECYIOIIMM HCX0JIaM HE SIBJIIIOTCSI COTJIACOBAHHBIMHU)

C Cnabast pekomeHaanus (OTCYTCTBHE J0KA3aTeNbCTB HAJICKAIIETO KadecTBa (BCe
paccMmaTpuBaemMbie KpUTepuu 3(G(HEKTUBHOCTH (MCXOJbI) SIBISIFOTCS HEBAXKHBIMHU,
BCE MCCIICJIOBAHUS UMEIOT HU3KOE METOJIOJIOTHYECKOE KaueCTBO M UX BBIBOJBI TIO
WHTEPECYIOIINM UCX0JIaM He SIBJISIOTCSI COTTIACOBAHHBIMHU )

ITopsinok 00HOB/IEHMS KIMHUYECKUX PeKOMEHIalHii.

MexaHu3M 0OHOBJICHHS KIIMHUUECKUX PEKOMEHIAUi MpeyCMaTpUBaeT UX CUCTEMAaTHUECKYIO
aKTyaJlM3allil0 — HE pEeXe YeM OJMH pa3 B TPU IroJla, a TaKXKE MPU IOSBICHUM HOBBIX JAHHBIX C
MO3UIUHN JIOKA3aTeNbHOM MEIUIUMHBI 10 BOMNpPOCaM JIUArHOCTUKH, JI€UeHUs, NPOPHIAKTUKH U
peadunuTalii KOHKPETHBIX 3a00JIeBaHUN, HATMYMKU 00OCHOBAHHBIX JIONOJHEHUI/3aMedaHnii K paHee

yrBepxkaAEHHBIM KP, HO He yamie 1 pa3a B 6 MecsiieB.



Ipuioxkenue A3. CipaBoYHbIe MaTePHAJIbI, BKIIOYasi COOTBETCTBHE MOKA3AHUN K
NPUMEHEHUI0 W NPOTUBONMOKA3AaHUI, CHNOCO00B TNPUMEHEHMS H 103
JIEKAPCTBEHHBIX NMPENaparoB, MHCTPYKIUM 110 NMPUMEHEHUIO JIEKAPCTBEHHOTO
npenapara

Hopsiaku okazanus MeIUIMHCKOI MOMOIIIHU:
1. [Ipuka3z MuHucrepcTBa 3ApaBOOXpPaHEHUS U COLMAIbHOTO pa3BuTus PD ot 16 anpens 2012 r.
N 366H "O06 ytBepx)aeHuu [lopsika okazaHus meauaTpuIecKoi momonu'")
2. Wudopmanus o JeKapcTBEHHBIX Mpemnaparax: | ocylapcTBEHHBIH peecTp JIeKapCTBEHHBIX
cpencts: https://grls.rosminzdrav.ru
3. Oenepanpubiii 3ak0H oT 21 HOsOps 2011 r. Ne 323-d3 «O06 ocHOBaxX OXpaHbBI 3J0POBBS
rpaxkaan B Poccuiickoit denepanun» (Codbpanue 3akoHomarenbcrBa Poccuiickoit ®eneparuu, 2011 r.,

No 48, cT. 6724);

4. MexnyHapoaHas KiaccuUKaus OoJie3HEH, TpaBM W COCTOSHUMN, BIUSIONIUX Ha 30POBBE
(MKB - 10);
5. [Tpukaz M3 PO ot ot 2 mas 2023 1. Ne 2051 «O0 yTBep>KIeHUH HOMEHKIATYPbI JOIKHOCTEH

MEIULUHCKUX PAOOTHUKOB U (hapMalleBTUYECKHX PaOOTHUKOBY.

6. [Tpuka3z M3 P® ot 23 wmrons 2010 1. Ne 541n. Enuneni kBanmuKaMOHHBIA CHPAaBOYHUK
TOJDKHOCTEH  PYKOBOIWTENEH, CIEMUATUCTOB W CIOyXamuxX, pasgen KsamudukanmoHHbIE
XapaKTePUCTUKH JOJDKHOCTEH paOOTHHUKOB B cepe 31paBoOOXpaHEHHUs.

7. ®enepanbHbiil 3ak0H OT 25.12.2018 Ne 489 489-D3 «O BHeceHMM U3MEHEHMH B crarbio 40
®enepanbHoro 3akoHa "OO0 00s3aTeNbHOM MEIUIIMHCKOM cTpaxoBaHuu B Poccuiickoit denepannn" u
@enepanbHblii 3akoH "OO OCHOBax oOXpaHbl 3/10pOBbs TpaxnaaH B Poccuiickoit ®denepauun" mno
BOIIPOCaM KJIMHUYECKHUX PEKOMEHAALNINY.

8. ITpuka3 Munzapasa Poccun Ne 1031 ot 28.02.2019 1. «O06 yTBepkIeHUH MOPAIKA U CPOKOB
pa3paboOTKM KJIMHUYECKUX PEKOMEHJAlUH, HUX MepecMoTpa, TUIOBOM (OpMBI KIMHUYECKUX
pEeKOMEHIaluii U TPEOOBAHUI K UX CTPYKTYPE, COCTAaBY M HAyYHOW OOOCHOBAHHOCTH BKJIFOYAEMOU B
KJIMHUYECKUE PEKOMEHAAluU HUH)OPMALUID.

9. ITpuka3z MunsnpaBa Poccum ot 13.10.2017 N 804n "OO yTBepXkIE€HHMH HOMEHKJIATYpPHI
MEIHUIIMHCKUX YCIIyT".

10. [Tpuka3z MunucrepctBa 3npaBooxpaneHusi P® ot 14 supaps 2019 r. Ne 41 «OO0 yTBep:KIeHUU
Mopsiika Ha3HaYeHHUs JIEKApCTBEHHBIX MpPenaparoB, (GopM peuenTypHbIX OJIAHKOB Ha JIEKapCTBEHHbBIE

npemnaparel, MOpPAaAKa O(I)OPMJ'ICHI/ISI YKa3aHHBIX 6J'IaHKOB, HX y4u€Ta U XPpaHCHUS»



11. MeauuuHCKME  TPOTHBOINOKA3aHHWsI K  MPOBEIEHUIO  MPOPMIAKTHUYECKUX  IPUBHBOK
MpernaparaMu HalMOHAJBbHOrO KaJeHJaps NpUBUBOK: Meroauueckue ykazanus.—M.: DenepanbHblid
LEHTp roccansnuaHaa3zopa Munsapasa Poccun, 2002.— 16 c.
12. «Mertonnueckue peKOMEHIalKH 110 BBISBIECHUIO, PACCIEI0BaHUIO U MPODUIAKTUKE TOOOYHBIX
MIPOSIBIICHUH MOCIE UMMYHU3AILIUN

OcHOBHbIE HOPMATHBHO-NIPABOBBIE AKThI, peryJIHPYIOIIHE OKA3aHUe

NAUIHATHBHON MeIHIHHCKOI MOMOIIU
1. ®enepanbHblii 3ak0H "O BHeceHWH u3MeHeHu B DenepanbHblil 3akoH "OO OCHOBaX OXpaHBI
310poBbs rpaxkaan B Poccuiickoit denepanuu' mo BornpocaM Oka3zaHHs NaUIMATUBHOM MEIMIIMHCKOMN
nomoun" ot 06.03.2019 Ne 18-@3.
2. [Tpuka3z MunzapaBa Poccum Ne 345H, Muntpyna Poccum ot 31.05.2019 Ne 372m «O6
YTBEPKACHUMU TIOJIOKEHUs OO0 OpraHu3alMy OKa3aHWsA NaJUTMATUBHOW MEAMIMHCKOW TOMOIIH,
BKJIIOYAsl TOPAOK B3aMMOJICHCTBHS MEIULMHCKUX OpraHM3alii, OpraHu3aluil COLUAaILHOIO
oOCTyXKMBaHUSI W  OONICCTBCHHBIX OOBCIMHEHUH, WHBIX HEKOMMEPYECKUX  OpraHU3alui,
OCYIIECTBISIONINX CBOIO JACATEIBHOCTD B Chepe OXpaHbl 3T0POBbSD).
3. [Ipukaz MunznpaBa Poccun Ne 348 ot 31 mas 2019 roma «OO0 yTBep:KIEHUU MEpEUHS
MEAUIMHCKUX M3JENUi, MpelIHa3HAuYeHHBIX [UIS MOJJCpXKAaHUS OpraHOB U CHUCTEM OpraHu3Ma
YEJIOBEKA, MPEOCTABIISIEMBIX JIJIs1 UCIIOJIb30BAHUS HA JOMY.
4. [Ipukaz MunsnpaBa Poccun Ne 5051 ot 10 urons 2019 roma «OO0 yrBepxkaenuun Ilopsaka
nepenayv OT MEIULMHCKON OpraHM3aluy MaueHTy (ero 3aKOHHOMY MPEICTaBUTENI0) MEAUIIMHCKUX
W3JIeHA, TpelHa3HAYeHHBIX NI MOJAepKaHus (PYHKIMI OpraHOB M CHUCTEM OpraHM3Ma YellOBeKa,
JUTSI ICTIOJIb30BaHUS HA JIOMY IIPH OKa3aHWUU MAJUIMATUBHOM MEIUIIMHCKOMN TTOMOIITIY.
5. [Tpukaz M3 P® Ne 831 ot 3 oxTs6ps 2019 rona «OO0 yTBep:KI€HUU BETOMCTBEHHOM I1€JIEBOI

porpamMmaI «Pa3BuTHe CHCTEMBI OKa3aHHUS MAJUTMATUBHOM MEIUIIMHCKON ITOMOIITH .

Jiis1 KoqUPOBaHUSA dTHOJIOTHYECKOro (pakTopa (0os1e3HM, npuBeameil k pa3sutuio XbII)
WIH cocTosiHui, accouuupoBaHHbIX ¢ XBII ¢ ykazanuem «®OHOBOE COCTOSIHME» WJIU
«OcJ10:kHEeHne» cJieAyeT HCN0Jb30BaTh cooTBeTcTByI0IMe KoAbl MKB-10.

B cnydasix moAaroToBku k 3amectutenbHol nmoyeuHoit tepanuu (3I1T)HeoOxonuMo nmpuMeHsTh
KoJbl Z49.0-Z49.2.

749.0 — [ToaroroBuTEIBHBIC MPOIIEAYPHI JIJISI TPOBEICHUS TUaTN3a (COCYIUCTHIN TOCTYT

JUIS TeMOIMANIN3a, IEPUTOHEAIbHBIN KaTeTep) npu

XBII: N18 (N18.4; 18.5)

7Z49.1 — DkcrpakopnopalibHbIN AUanu3 (reMoanain3, reMoanadubTpanms)

749.2 — Jlpyro#i Bua nuanu3a (MepuToHEaNbHbIN 1UaIN3).



799.2 — 3aBUCUMOCTH OT TOYEYHOTO Avain3a (KO UCIOJIB3YEeTCs IJIs MAIMEHTOB, NJIUTEIHHO

HaxONAIIUXCSA Ha 3aMECTHTENbHOW moueyHor Tepanuu)CoorBeTcTBytonme koapl MKB-10

MPUMEHSIOTCSA 7151 KOJUpoBaHus ocyiokHeHu XBI1 1 accounmpoBaHHBIX COCTOSTHUM:

D63.8 — Anemus mpu Ipyrux XpPOHHYECKHX OOJIE3HSIX, KIACCH(DHIIMPOBAHHBIX B IPYTUX

pyOpuKkax

E21.1 — Bropuunslii runiepnapatupeos, He Kiaccu(PUIIMpOBaHHBINA B IPYTUX pyOpHKax

E43 — Tsxenas 6e1KOBO-3HEpreTHYecKasi HeIOCTaTOYHOCTh

E44.0 — YMepenHnas 0e1KoBO-3HEpreTuyecKasi HeZJOCTaTOYHOCTh

E44.1 — Jlerkas 6e1xoBO-3HEpreTHYECKast HEJJOCTATOYHOCTh

E45 — 3anepkka pa3Butusi, 00yciIoBICHHAs OCIKOBO-IHEPIeTHYECKON HETOCTATOUHOCTHIO
AnMMeHTapHas: HU3KOPOCJIOCTh (KapJIMKOBOCTH), 3aJIepKKa pocTa
3anepkka (PU3MUECKOr0 Pa3BUTHS BCICACTBHE HEIOCTATOYHOCTH MTUTAHHUS

E46 — benkoBo-3HepreTuueckasi HEI0OCTATOUHOCTh HEYTOUHEHHAs

E83.3 — Hapymenue oomena docdopa

E83.5 — Hapymienue oOMeHa KaJlbIus

E83.8 — [Ipyrue HapylieHIsI MUHEPAIbHOIO 0OMEHa

E87.2 — Auunos

E87.5 — 'unepkanuemus

E89.2 — N'mnmonaparupeo3, BOZHUKIIHKI MTOCTIE MEAUITUHCKHUX MTPOLIETYD

[15.1 — TunepTeH3us mpu APyrux 3a00IEBAHUAX MTOUEK

143.8 — KapauomuonaTust mpu pyrux 00JI€3HsIX, KIACCH(PHUIMPOBAHHBIX B APYTUX PyOpUKaxX

N25.0 — [Toueunas ocreoauctTpopus

N39.1 - Croiikas npoTeUHYpHUsl HEYTOUHEHHAs!

Q60.0 - AreHe3ust TOYKH OJJHOCTOPOHHSS

Q60.3 - 'mnormuiasust MOYKU OJTHOCTOPOHHSIA

Q63.1 - CnuBascs, Aoiabp4aTas u MOJKOBOOOpa3Hasl MOYKa

Q61.4 - Tucninasust NOYKH

Q63.0 - JIo6aBoyHas moyka

IIpumepsl AMarHO30B:

Ipumepuvr popmyruposku ouaznosa y nayuenmos c XbII 6 éospacme 3 mec — 2-x nem Hcuznu:
AyTOCOMHO-pEIIECCBHAs TIOJUKUCTO3HAsT OO0JIe3Hb: TOJUKHUCTO3 TOYeK WU medeHn. XbII ¢
ymepeHHbIM cHkeHrneM CK®. Bropuunas aprepuaibHas runepreHsus, 2 CT.

Bpoxxnennas anomanust MmoueBbix nmytei u nmouek (BAMII): runomnasus nesoit mouku. XBII ¢
HopmasibHOU CKO.

BAMII: nucrene3us npokcMManbHBIX KaHabIeB. Bpoknennast XbI1, TepmuHanpHas cTaaus.



e Bpoxnennsiit Hehporrueckuii cuaapoM ¢punckoro tumna. XbII ¢ pe3ko camkennoit CKO.
8 o3pacme cmapuie 2-x 1em:

e Kucra npasoii mouxu. XbII Cl1.

e BAMII: my3sipHOo-MoueTouHHKOBBIM pedmokc cimeBa 3 c¢r. XBII Cl1Al. CocrosiHue mocie
3HJ0CKONMYEeCKOH Koppekiuu (12.02.2018).

e  XpOHHUYECKHI rJIIOMepyJIoOHEDPUT (Mopdonornyecku: (hokabHO-CErMeHTapPHBIN
rJIOMepyJIOCKIepo3), Hepporudeckuii cuaapom. XbIT C3aA3.

e Xponuueckuii raomepynonedpur (mopdonornuecku: IgA-Hedpomarus), perHUIUBUPYIOIIAs
cundapunreanpHas remarypus. XbII C1A1. BAMII: rumomnnactuyeckas AWCIUIa3us 00enx

nouek. XBII C5/1 (mporpammusblil remonuanus ¢ 14.02.2010).

e XpoHHYECKUN TJIOMEPYJIOHEPPUT (Mopdomornyeckn: (hoKabHO-CErMEHTapHBIN
rinomepynockiepo3). XbIT C5. AnnorpaHciutaHTalysi MOYKM OT POJACTBEHHOIO JOHOpPA OT
15.06.2011. XBIT C3aA3T. STEC-I'YC, tsxenoii crenenn B (2012 r.). XBII C36A2.

BropuuHnas aprepuanbHas TUIIEPTEH3US, 2 CT.

Ipuioxenue A3.1 Ouenka pusn4eckoro pasBuTHus aereu

[[TerepkoBa B.A., Haraesa E.B., IlupseBa E.O. Metonuueckne pexomenmanun «OieHKa
¢busnueckoro pa3ButHs aererd u noapoctkory OI'bY «HMUL] Dunoxpunonorumn», 2017r., Mockaa,
98c]

I[MTOKA3ATEJIN AJIMHBI TEJIA/POCTA MAJIBYUKOB 0-5 JIET (KPUMBBIE POCTA)

125 — : : : : : : : : 125
1 - i 1 1 1 1 1 1 1 3
SESSEE: SEE= HH =. 5 See=c===

120 = = i i T ! ! i T =] 2120
T I 1 I I 1 I I T L= T — 1

M54 ==t t 1 t 1 1 3 - t 1115
SS2SeS S22 S555 | "":/5,:—‘"”7/ |

WESEEs=sssss=sseses EEsEssezoasscoce s==2c i

105 == ' e = = ' 105

. ] EESESERE 2. 100

95! | . e / - ESCCEs 3| g

— 1 — i 1 1 i R

5. 90— = f 7 2 / ,: - ""‘f 90

- i T i . e I e e i = i

nB- 85 7 = S=o= ] ' 85

i e B

2 EeEseecsas SS88 | | | Sl

g 19 /// . : ] : : : 75

I T T T I I T T T

é 70 ;/ ' ] ' | ! : | {70

65 : | 65
60 | 60
55 | 55
50 50
45 45
Mecay 2 4 6 8 10 ' 2 4 6 8 10 ' 2 4 6 81 ' 2 4 6 810 ' 2 4 6 8 10

lop 1rop 2ropa Jropa 4ropa 5 ner
Boapacr (roabl U mecaLbl)

sD)

Konu4yecTEO CTaHAAPTHLIX OTKNOHEHWA OT cpegHen (



(as) veHado L0 MMHOHOLHLO XI9HLdETHELD 08.LI8hHMLIO)Y
= =] =)

= = =
g & 8 £ &8 B8 § 8 8§ g &8 8
L I~ R S
11 -
I - 2
[ - ©
[ -
TN -
[ | - 2
| 1 \ -
. 1 \
I [ \ -
\ | L W . it
R A °
< A \ TN -
= A\ \ AY A\ Y -
@) NN L I W ©
e LY L O L W ¥
= LN VI A N\ -
NN N NN 2
e \ \ SN N o
3 AN NN LVEREAY
m NN NN -
= AN SN ST NN i
AN AN SCONTN ©
H NN AN SN
X NG N N B WA -
A EAN AN AN it
= AN AN AN ¥ -
m AN AN \
= N AN N\ -
o NN N \ i
0 N R -
' A} \ \ -
m N \ L\ it
o AN RV WA B VR e
< NN \

\ -
=~ NN LN >
=X NN NN\ °
) NN L Y
= NN AN -
< NN ANA s
= X N -
< NS LY -
= NN \ \ o

AR AEAWAY -
9 NS LS LN TSN
o ANEAVERY \ -
[a W A Y M, -
~ ANEANE AN AN AN AAY -
AVEAVEANEAVERY ELVELY
& NN N -
= ANEVAVANAWAY °
< N % NTNON
T § &8 28 g g8 8 £ 8 8§ 2 B 3
=
% (w2) 100 deualL eHMLg g
]
H =

11 12 13 14 15 16 17 18 19

BospacT (rogkl  Mecaubl)

10



[TOKA3ATEJIU AJIMHBI TEJIA/POCTA AEBOYEK 0-5 JIET (KPUBBIE POCTA)
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ITOKA3ATEJIM POCTA AEBOYEK 5-19 JIET (KPUBBIE POCTA)
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ITOKA3ATEJIM MACCBI TEJIA MAJIBUMKOB 0-5 JIET (KPUBBIE MACCBI TEJIA)
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ITOKA3ATEJIM MACCBI TEJIA JEBOYEK 0-5 JIET (KPUBBIE MACCEHI TEJIA)
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Ipunoxenue A3.2 IlapaMeTpbl M 4HACTOTA OLIEHKHA HYTPUTHBHOI'0 CTATYyCA y AeTeil

¢ XBII 36-5/1 crannu. AHTponoMeTprUYecKHe n3Mepenus [293].

Bo3spacr 0-1 rog**

Bospacr 1-3 rona

Bo3spact >3 ner

N MuHUMaTbHBIN MuHUMaTbHBIN
MuHuManbHBIN
WHTEpBAJ WHTEpBAJ
[TapameTpsl UHTEpBaJ (HEJIEIH) (Mecsp) (MecApI)
XBII XBII XBII
3.5 XBIT 511 3.5 XBIT 511 3.5 XBIT 511
Poct/nnmuna ms Bo3pacra
(nenTmib wim SDS) 6 2-4 2 ! 3 3
Poct/muna (neHTUIb uin
SDS) 8 4 3 2 6 6
CxopocTs pocta Jist He He
omnpeze | ompenen 3 2 6 6
Bospacta (SDS) J'ISIIG)TC}I }IIC)TC}I
«Cyxas» mMacca Tena Win
Macca Tena JJis Bo3pacta 6 4 2 1 3 3
(uentuas wim SDS)
HNMT puis pocta k BO3pacty He He
* *
(uenrib i SDS) ompene | ompexaen 2 1 3 3
nsieTcst sercs
He He
Macca Tena Kk AnuHe 6 5 % 1* onperne | ompexen
(uenTmib uim SDS) R qeres
OKpy>KHOCTH TOJIOBBI AJIs1 He He
Bo3pacta (1ieHTuib win SDS) 6 4 2 2 ?;Esf: 022 :f:fﬂ

Mpunoxenue A3.3 Oxugaemas eskeJHeBHAsA MPUOABKA MACChI TeJIA M0 BO3PACTy

(r) [293]

Bospact/mapamerp E>xenneBHas mpubaBka Macchl Tena (T/Kr/cyT)
Henounomennslii (o 37 Hen), <2 xr 15-20

Hepnonomennsrii (o 37 ven), > 2 xr 20-30

0-4 mecsua 23-34

4-8 mecsieB 10-16

8-12 mecsitieB 6-11

12-16 mecsiieB 5-9

16-24 mecsueB 4-9




Ipunoxenune A3.4 Cogep:xxanue kajausi BO ppykrax

[IpoaykT nutanus | Pa3smep nopruu | K+ mr/mopumst | K+ mr/100r

Dpyxkmwl (CbedobHbIe, cpedHe2o pasmepa, ceedcue, eciii He YKA3aHo UHoe)

Buicoxoe cooeporcanue kanus (> 117 me (3 mmonnv) na nopyuio)

Kypara 20T (3) 208 1039
AbGpukoc 80r (2) 216 270
ABoOKaJ0 75 (1/2) 380 507
banan 80 r (1 mameHbKu) 264 330
(DUHHKH, CBIPbIC 30r (2) 123 410
Wwxup (moaycyneHblin) 40 (2) 314 784
BuHorpan 60r (12) 129 215
Kusu 601 (1) 173 289
Jpias 150 r (1 1OoMTHK) 315 210
Hekrapun 90T (1) 231 257
Anenbcrs t20r 146 122
(1 maneHbkuil)
ATIeTbCHHOBBIN COK, OXJIQXKICHHBIN 100 mn 158 158
[Tepcuk 110 (1) 176 160
UepHocaus 301 (4) 220 734
N3siom 30 1 (1 cT.10%KKa) 267 889
Kiy6nuka 80r(7) 136 170
ApOy3 120 r (1 1oMTHK) 120 100
Ymepennoe cooepocanue kanus (39-117 me (1-3 mmonv) na nopyuio)

SA6110K0 100 (1) 100 100
ExeBuka 40 (8) 62 154
Bumias 40 (10) 95 238
Manapun 50 r (1 ManeHbKui) 64 128
['pelindpyt 80r(1/2) 103 129
Manro 75T 113 150
Mapakyiis 30r (2) 60 200
['pymia 100 (1) 105 190
AHaHac 80 (1 1oMTHK) 97 121

CnuBa 55r(1) 105 190
Manuna 601 (15) 98 164

Huskoe codeporcanue kanus (< 39me (1 mmonwv) na nopyuio)
UepHuka 45 1 (2 cT.JI0KKH) 30 66
OnuBkH, 0€3 KOCTOYEK 30 (10) 27 91




Ipunoxenue A3.5 Cogep:xanue Kajusi B 0BoOIIAaxX U 0000BbIX

MpoayKT NUTaHuA | Pasmep nopuum | K+ mr/nopumsa | K+ mr/100r
Osowu u 6bobossle (cbedobHas yacme)
Boicokoe codepxaHue Kanaus (>117 me (3 Mmosb) Ha nopyuro)
CBeK/ia, BapeHas 75 r (1 maneHbKas) 106 302
Bobbl, BapeHble 60 r (1 cT.N0KKa) 248 413
BptoccenbcKas KanycTta, OTBapHas 40 (1 cT.n0KKa) 161 404
Ipnbbl, 063KapeHHble B macne 40 r (4 cpepHunx) 217 542
MacTepHaK BapeHbI 40 (1 cT.n0KKa) 128 319
Momunzaop, cbipoit 65 r (1 maneHbKui) 145 223
TomaT KOHCEePBUPOBAHHbIM 100 r (1/4 6aHKku) 212 212
YmepeHHoe codepxcaHue kanus (39-117 me (1-3 mmosb) Ha nopuyuto)
BbaKknaxkaH, o6KapeHHbI B Macie 65 r (1/4 cpegHunin) 111 170
BpokKosn, oTBapHan 40 r (1 cT.N0KKa) 85 212
KanycTa 3eneHan, oTBapHan 40 r (1 cT.Nn0KKa) 75 187
MopKoBb, OTBapHas 40 r (1 cT.Nn0XKKa) 66 166
LiBeTHaa KanycTta, oTBapHaA 40 r (1 cT.Nn0KKa) 86 215
Kabauku, oTBapHble 40 r (1 cT.Nn0XKKa) 95 238
Orypeu, cbipoi 40 r (6 NOMTHKOB) 62 156
HyT cyweHsbIiA, oTBapHOM 40 r (1 cT.Nn0XKKa) 112 281
Xymyc 30 r (1 cT.N0%KKA) 57 190
Jlyk-nopei, oTBapHoW 401 (1 cT.N0%KKa) 68 169
YeyeBuua KpacHan, BapeHasn 40 r (1 cT.n0oXKKa) 88 220
JlyK, 063KapeHHbI B macne 301 (1 cT.n0KKa) 57 189
lopox BapeHbIit 301 (1 cT.n0KKa) 69 230
MepeLw, KPacHbIN, }KeNTblin, CblPoW 30 r (3 kKonbua) 61 203
LnuHaT oTBapHOM 40 r (1 cT.n0oXKKa) 64 230
Huskoe codepxcaHue Kanua (<39 me (1 Mmosb) Ha nopyuro)
PocTtku daconm, coipblie 201 (1 cT.n0KKa) 15 74
MepeL 3eneHbli, Cbipoi 30 (3 Konbua) 36 120
TbiKBa BapeHan 40 r (1 cT.Nn0XKKa) 34 84




IIpuioxenue A3.6 Cogep:xxaHue KaJusi B APYrUuX rpynmnax npogyKToB

MpoAyKT NUTaHUs Pasmep nopumm | K+ mr/nopumsa | K+ mr/100r
Mos10KO U MOs104HbIE MPOOYKMbI
lpygHOE MonoKo, 3pesoe 100 mn 58 58
MonoyHas cmecb ¢ npeobnagaHnem 100 mn 70 70
CbIBOPOTOYHbIX HeNKOB
MoAn0oKo KopoBbe LenbHoe 100 mn 157 157
MopoeHoe, BaHUb, MATKoe 60 r (1 mepHana noxKa) 98 163
MorypT 13 uenbHOro MoaoKa ¢ ppyKTamm 125 r (1 maneHbKan 213 170
6aHouKa)
KapTodenb monoaoi c Koxuuen 60 r (1 maneHbkuin) 226 377
KapTtodenb B MyHAMpe 6e3 WKypKK 100 r (1 maneHbKuiA) 360 360
KapTtodenbHoe ntope 45 r (1 cT.N0KKa) 151 337
apeHbiit KapTodenb 60r 358 597
Yuncol, dactdya, 75 r (1 man.nopums) 408 544
Xneb: 6enbii, YepHbI, LeIbHO3EePHOBOM 40 r (1 TONCTbIN NOMTUK) 54,86,101 134,216,253
Cyxue 3aBTPaKM, KYKYpPY3Hble X/10MbA 20 1 (3 CT.NI0XKKMK) 18 88
Cyxue 3aBTpaKu, BO34yLIHAA NWeHNLa, 20t (3 cT.nOMKM) 38 188
NOKpPbITble MeA0oM
Cyxue 3aBTpaKu, MIOCIn 30 r (2 cT.I0XKKN) 87 290
MeyeHbe BUCKBUTHOE, NMOKpbITOE 17 1 (1 w) m 558
LOKO/1IaA0M
TopT: BUCKBUT C AKEMOM U C/IUBOYHBIM 60 1 (1 oMTUK) 79,214,231 132, 357, 385
Kpemom, LOoKoNaAHan nomasgkKa, GpyKTbl
MakapoHbl 6esnble, OTBapHble 90 r (3 cT. NOXKKM) 103 114
Puc: 6enblii, KOPUYHEBLIN, OTBAPHOM 80 r (2 cT. NoXKKM) 10, 50 12,62
MuHganb 13 r (6 uenbix) 95 733
Kewblo, pyHAYK 10 (10 uenbix) 72 720
Apaxuc HeconeHbli 13 (10 uenbix) 87 670
lpeLKne opexmu 20 (6 NONOBUHOK) 90 450
CemeHa TbIKBbI 201 (1 cT.n0KKa) 164 820
CemeHa NoACco/HEeYHMKA 16 r (1 cT.N0KKa) 114 710
Byprep, rossavHa, Ha rpune 35 r (1 kKoTneta) 133 380
Kypuua, 6apaHuHa, roBagmHa, CBUHWHA, 50 r (TOCTbI NOMTHK) 165, 180, 185, 330, 360, 370,
apeHble 200 400
KypuHble HarreTchbl 70T (4) 195 278
Tpecka Ha napy 60 (1/2 pune) 254 424
Tpecka B Knspe, 3aneyeHHan 60 (1/2 pune) 138 230
Jlococb 3aneyeHHbli/>kepeHblit 50r(1/2 pune) 206 412
KaptodenbHble ynncol 25 r (1 maneHbKni Naker) 332 1328
LLokonag npocToi, MONOYHbIN 50 r (1 maneHbkuin) 150, 226 300, 451
Kode pactBopuMmbIii, NOPOLLOK 2r(1u.n) 76 3780
Kakao, nopouok 6r(1u.n.) 90 1500

Ipuioxenue A3.7 Coaep:xxanue pocopa B OCHOBHBIX NPOAYKTAX MU TAHUA

Conepxanne Hons cyTouHOM
Ha3Banne nmponykros o
docdopa B 100 r (mr)| morpedHOCTH (%0)
PocTku nreHuIsI, OTpyOH MIIICHWYHBIC, CEMEHA
tH, O1PY ' > 1100 > 95
TBIKBBI
[TnaBneHsbIi ChIp, KYHXYT, CEMEHa TO/ICOTHEYHHUKA




@aconbu, OBEC, poccnvﬁcxm?l U TOJUIAHJICKUH CBIPHI, 500-600 10 60
IPELKH U KeIPOBBIM Opex, UKpa 0CETPOBasi, KEIIbIO

MoJioko cyxoe 920-790 92-79
I'pulsI cynieHsie 606 61
ZKenTok KypuHOTO siina 542 54
Wkpa xkpacHas 490 49
Coip «CynyryHu» 420 42
Myka (oBcsiHas1, IepJI0Basi, IpeYHeBasi, MNIIEHUYHAs) 336-350 35
OBcsiHBIE XJIONBS 328 33
Myka pxaHast 256 26
MuHraii 240 24
Tsopor 11-4% 224 22
Msico (nHaeiika) 200 20
Siio KkypuHoe 192 19
Horypr, xedup 1-3,2% 95-90 10-9
Monoxko 1,5-3,5% 90 9
Cwmerana 10-30% 62-59 6
ABoKazo 52 5
SAb6a0k0 11 1

IIpuaoxenue A3.8 SDI (pexkomMenayemMoe nueTnyeckoe norpedaenne) kaapbuuga u pocdara vy

aereii ¢ XBII 2-5D cr [221].

Boszpact SDI kanpuui (Mr) SDI docdar (mr)
0 —<4 mec 220 120

4 — <12 mec 330-540 275-420

1 -3 roga 450-700 250-500

4 —10 ner 700-1000 440-800
11-17 ner 900-1300 640-1250

IIpuaoxenne A3.9 Pexkomenayemoe norpediaenne gpocopa nas aerei ¢ XbII [178]

Macca Tena (Kr)

Pekomenyemoe notpebnenue gocdata (Mr)

<10 <400
10-20 <600
20-40 <800
>40 <1000

IIpunoxenne A3.10 Pekomenganum no norpedJieHUI0 HATPUA 1Jis1 ieTell B 3aBUCUMOCTH OT

Bo3pacra (KDIGO, 2024
Bospact Pexomenayemoe nocrarounoe norpediaenue Hatpus (r/ cyTt), 1 ©
HaTpust = 2,5 T coyu

0-6 Mmecs11EeB 0.110

7-12 mecseB 0.370

1-3 rona 0.370

4-8 ner 1.0

9-13 ner 1.2

14-70 met 1.5




Ipunoxenue A3.11 PekomeHayemoe CyTo4HOe MOTPedIeHHe KaJIus I JeTeil ¢
XBII [178]

Bospacr Pexomenayemoe norpedienue
K+ (Mmoib/cyT)
0—3 mec 20
4 — 6 mec 7
7—9 mec T
10— 12 mec T
1 -3 rona 20
4 — 6 et >3
7—10 ner 50
11—18 ner 20




Ipunoxenune A3.12 IlorpedHocTs B Oenke y nereii ¢ XBII (DRI) [4].

Bo3zpacr Cyrounas XBII 3 cr. XBIT 4-5 ct XbITI 5 cr, | XBIIS cr,
HOpMa (100-140% (100-120% rj* TTI**
oTpeOICHUs CHII r/kr/cyt) | CHII r/kr/cyT) (T/kr/cyT) (r/kr/cyT)
(CHII r/kr/cyT)

0-6 mec 1,5 1,5-2,1 1,5-1,8 1,6 1,8

7-12 mec 1,2 1,2-1,7 1,2-1,5 1,3 1,5

1-3 rona 1,05 1,05-1,5 1,05=1,25 1,15 1,3

4-13 net 0,95 0,95-1,35 0,95-1,15 1,05 1,1

14-18 net 0,85 0,85-1,2 0,85-1,05 0,95 1,0

*CHII+0,1 r/kr/cyT nyst BocrionHeHust noreps Ha ['J] (remonuanuse)

** CHII+0,15+0,3 r/kr/cyt mis BocrionHeHus noteps Ha [1/] (meputoHeansHOM quanuse)

Hpunoxenue A3.13 IlorpedHOCTH B 3Hepruu 1 0eJike JJIsl MJIAJICHIEB, eTell U
noapocTKoB 0T 0 10 18 jer ¢ XBII 2-5D cr cragun [162]

Pexomenayemas auera - SDI (Suggested Dietary Intake)
Mecsubl SDI sneprus SDI bexnox SDI 6enok (r/cyT)
(KKaJI/KT/CyT) (T/Kr/CyT)
0 93-107 1,52-2,5 8-12
1 93-120 1,52-1,8 8-12
2 93-120 1,4-1,52 8-12
3 82-98 1,4-1,52 8-12
4 82-98 1,3-1,52 9-13
5 72-82 1,3-1,52 9-13
6-9 72-82 1,1-1,3 9-14
10-11 72-82 1,1-1,3 9-15
12 72-120 0,9-1,14 11-14
Togst SDI sHeprus (kkan/Kr/cyT) S(BII(E/EJ;%( SDI 6enok (1/cyT)
Masibunku JleBouku
2 81-95 79-92 0,9-1,05 11-15
3 80-82 76-77 0,9-1,05 13-15
4-6 67-93 64-90 0,85-0,95 16-22
7-8 60-77 56-75 0,9-0,95 19-28
9-10 55-69 49-63 0,9-0,95 26-40
11-12 48-63 43-57 0,9-0,95 34-42
13-14 44-63 39-50 0,8-0,9 34-50
IOnomm: 52-65
15-17 40-55 36-46 0,8-0,9 Temynu: 45-49




Hpunoxenue A3.14 KodppuuueHTsl nepeBoaa eIMHUILl U3MEPEHUS U3
METPHYECKOIl CHCTEeMBbI B MeKAYHAPOAHYIO cucTtemy enunnn (CH) [6]

ITokazarens Enunuibr Koadpduuuent | Enquanns CU
U3MEpEHUs nepeBosa
Anb0yMHUH (CBIBOPOTKA) T/t 10 r/n
A3OT MOYEBHHBI B KPOBU MT/ 1T 0,357 MMOJIB/JT
KpeaTunus (cpiBOpoTKa) MT/ 1T 88,4 MKMOJTB/T
Kimpenc kpearnauna MJI/MUH 0,01667 MJ1/c
I'emornobun r/nn 10 r/n
docdop (CBIBOPOTKA) MT/ 1T 0,323 MMOJIB/JT
[TapaTupeou1HbIN TOPMOH (CHIBOPOTKA) T/ MJT 0,106 TIMOJIB/J
MoueBuHa (CBIBOPOTKA) MT/MJI 0,167 MMOJIB/JT
MoueBast KHCI0Ta MI/ 1 59,485 MKMOJIB/JI
Burtamun /I, 25-OH But. /] HI/MII 2,496 HMOJIb/JT

[Tpumeuanue: enuHUIa U3MEpPEeHHS X KO3 pumueHt nepepoaa = enuauna CU

Ipuioxenue A3.15 B3aumocBs3b MeKAYy KATErOpUAMHU AJIbOYMUHYPHH H

nporevnypuu [6, 110]

TECT-IIOJJOCOK

CJICAbI

Kareropun
Hopmanwhas nnu
[TokazaTtenn YMepeHHo 3HAUYUTENBHO
HE3HAYHUTEIILHO
noBellieHHast (A2) | moBbimieHHas (A3)
noBbleHHast (Al)
CDA, mr/cyt! <30 30-300 >300
CDB, mr/cyt? <150 150-500 >500
An/Kp, mr/r? <30 30-300 >300
MT/MMOJIb <3 3-30 >30
OB/Kp, mr/r* <150 150-500 >500
MTI/MMOJTh <15 15-50 >50
YpoBeHb Oenka npu
OTPULIATENIBHO WU
HCCIIEOBAHUU C IIOMOIIBIO cienpl wim 1+ 1+ u BhILIE

! — cyrounas skckpenus ans0ymMuHa

2

3

— CYTOYHaA SKCKpeIu-d Ocika

— anbOyMHH/KpeaTUHUH

4 — 00mwmit Genok/KpeaTHHUH




IMpunoxenue A3.16 Iloporospie 3HaUeHHUSI TeMOTJIO0OMHA IJIA THATHOCTUKHU
a”HeMuHu 1o JaHHbIM BcemupHnoit Opranuzanum 3apaBooxpanenus (BO3).

Bospacr (rosr) I'emorno6un (/1)
0,5-5 <110
5-12 <115
12-15 <120
>15: roHomm <130
> 5: NeBYIIKU <120

Ipunoxkenue A3.17 LlesieBble moKa3aTe/id reMorJI00MHA y B3pOC/bIX U JeTel ¢
XBII, nosnyyawummx noaAepKUBAKIIYI0 TEPANMIO IPeNapaTaMu IPyIIbI
«/lpyrue anTuaHeMu4iecKue npenaparb» (3pUTPONO3ITHHLI) [295, 296]

PyxoBonsiue LleneBon Hb' s
3aMeuaHus
yKa3aHus nojAep>KaHus

Bepcus 2006 2. Pykosoocmea KDOQI:

Henmocratouno noka3arenbCTB, 4TOOBI PEKOMEHI0BAThH
B3pOCJIbIE 211,0 r/gm
noaaepxkuBath yposeHb Hb Ha yposue >13,0 r/an

HenocraTouHo 10Ka3arenbCTB, 4TOOBI PEKOMEHI0BATh
JeTH 211,0 r/gm
nojaepxuBath yposeHs Hb na yposne >13,0 r/min

Bepcus 2007 . Pykosoocmea KDOQI

B3POCIIBIC 11,0-12,0 /o0 He nomxno Ob1Th >13,0 r/m1.

JIETH 11,0-12,0 r/nn He nomxno obTe >13,0 /101,
Pykosoocmeo KDIGO 2012 2.

B3POCITIBIC 10,0-11,5t/ nn He nomxno obTe >13,0 /1.

neTu 11,0-12,0 v/ on He ynomsinyTo

! remoro6un



Ipunoxenue A3.18 PedepencHbie 3HaUeHHsI YPOBHEN Heoprann4ieckoro gpocdopa

1 0011ero KajabUus B KPOBH y AeTeil

Bozpacr Docdhop Kanpunii Kanpuunii-noHN3upOBaHHBII
(MMOTB/IT) (MMOITB/IT) (MMOTB/1T)

0-3 mec 1,55-2,39 2,05--2,73 1,1-1,48

1-5 ner 1,45-2,1 2,25-2,75 1,16-1,22

6-12 ner 1,16-1,87 2,2-2,7 1,12-1,23

13-18 ner 0,74-1,45 2,1-2,55 1,2-1,38

Ipunoxenue A3.19 LeneBoe 3nauenne IITT, o0mero kajabuus u

HEOPraHN4I€CKOro (l)OC(l)Opa B CBIBOPOTKE KPOBHU B 3aBUCUMOCTH OT CTa/ 1NN

XBbII
Pexomenpannu T S— Hanwonanpurie PeKoMeH TaLiHn
ITokazarens NFK-KDOQI, KDIGO, 2009 PEKOMEHJAN U KDIGO, 2017
2003 2010
Wuraktaenm IITT
(ir/™moT)
CK®: 30-59 35-70 130-585 35-70
15-29 70-110 N3berate  ypoBHS 70-110
<15Mi1/MuH 150-300 IITI'<2N u >9N 70-130
Jwnanu3 130-300
dochop 0,81-1,45
(MMoIB/T) 1,13-1,78 (1.55-2.4 510 3 Mec) 0,81-1,45 0,81-1,45
Kanpmouit
MOHU3WPOBAHHBIN 2,10-2,37 ?2,125'_22,85€ 0 3 Mec) 2,1-2,55 2,15-2,55
(MMoOJITB/1T) <750 Ul
CaxP <4.4
(Mmonp?/ 11 %) (<55 m?/nn?)

Ca koppurupoBanHbiii (MMoJb/11) = Ca oOmruii + 0,02 mmons x (40— A[r/a]);

Ca xoppurupoBannbiit (mr/nn) = Ca o6mwuii + 0,8 mmons X (4 — A [1/nm])




Ipunoxenue A3.20 KoncepBaTuBHOe JiedueHue runepkaauemuu [138, 315, 341]

ElCTBUE
[Ipenapar Ho3za A
Hay4aJo JUIUTEIHbHOCTh

10% pactBop | B/B pactBop: 0,5 w™i/kr B/B

#KambIHs (makcumanbHas mo3a 20 mia (2r), B 5-10 muHyT o 2 gacos

rIIOKoHaTa* * TeueHue SMuH, 3-4 pasza B CyTKH

1 mu/kr (MakcumanbHas no3a 50
8,4% pactBop #HaTpus ( A
s MOKB) B TeueHue 10-15 mun 30 MUHYT 1-2 gaca

rupokapOoHara

20% pactBop | 2 mur/kr (0,5 r/Kr) B/B, KameibHO B

JEKCTPO3bI** ¢ | reuenue 30 MUHYT ¢ 10OaBJICHHEM

H#UHCYJTMHOM 0,1 En/xr H#UHCyIMHA

Y ’ Y 60 MUHYT 5-6 yacoB

pPacTBOPUMBIM pPacTBOPUMOrO [genoBedecKoro

(4eoBeYECKUM TeHHO- | TeHHO-uHXeHepHoro|** (1 Ex Ha 4

WH)KEHEPHBIM ) * * ' IGKCTPO3BI**)
Keokcasar (axTHBHOE
BEIIECTBO: Cy.]‘IB(bOHaT Kamuii <5 MMoJIB/11 3HTepOCOp6HHIO

O3UPOBKM W  TPUMEHEHHE B

IOJIUCTEPOIA HanI/ISI)H p P KaJlns OTMEHUTD

(6ronornYecKn aKTHBHAS

no0aBKa)

COOTBETCTBUM U HMHCTPYKIHMEN K

OHOJIOTMYECKN aKTUBHOU NOOaBKe

(MonooOMeHHast cMouta)

Kamuit >5 MMOJIB/JT SHTEPOCOOIIHIO
KaJTusl BO30OHOBUTH




Ipunoxenue A3.21 JlekapcTBeHHbIE CPpeACTBA, o0Jaanawmue gpocdar-
CBSI3BIBAIOIIUMHM CBOMCTBAMM [4, 129, 162]

aKTHBHAas J00aBKa)

CpenctBo Conepxa [IpeumyiecTBo Henocrarok
HUE

KaJIbIIHS
Kanpmmst kapOoHaT
(3apeructpupoBan B PO 40% TlocTymHOCTS Jlucriencusi/3amnopsl,
KaK OMOIOTHYeCKU PHUCK KanbIUpUKaLUN
AKTUBHas J0OaBKa)
Kanpuus anerar
(3apeructpupoBan B PO 25% TlocTymHOCTS OTHOCUTENBHO 10POXKE,
KaK OMOIOTHYeCKU PHUCK KalbIU(pUIAKCUU
aKTUBHas J0OaBKa)
Kanpuus JIAKTaT
(3apeructpupoBan B PO 13% Menbmast abcopOrus PHCK KaJbIi(HIaKcHn
KaK OHMOIOTHYECKU KaJbIuUs

#CeBenamep™* (1103bl cM

MOo>KHO IPUMEHSTH PU
TUNEPKAIbIIMEMUN, HE

Hucnericusi, 60JbII0e
KOJIMYECTBO TAOJIETOK JIJIst
MOJIy4EHHUs JOIHKHOTO

B nojpazaeine 3.1.4 [169, 0 BCACKIBACTCSI, CHUXKACT
pe3yibpTaTa; Ha3HAuYCHUE
342] YPOBEHB JIMIIHJIOB .
off label y neteit mnaame 6
CBIBOPOKH KPOBU
JeT
be3onacHocTs u

Keneza [III] rugpokcun N

N e 0 Huzkas abcopbius 3¢ HeKTUBHOCTD y NeTeil He
CaxapO3HbIA KOMILIEKC

YCTaHOBJICHBI

IIpuao:xenne A3.22 Ctatyc ButamuHa D 1 ero anaJjoros [4, 129, 310]

Konnenrpanusa Butamuna D B
CBIBOPOTKE KpOBH
(MccnenoBanue ypoBHs 25-OH

Onpenenenue

CraproBas q03a Butamuna D u
€ro aHaJloToOB
(#2prokansiiudepon wim

BuTaMuHa /[ B KpoBH) (HI/M) #Konekanpiudepona**)
. 8000 En/cyT - 4 Hen,
<5 Tsoxenslit nepuuuT nance 4000 Ex/cyT

<20 Jebunur 4000 En/cyT 12 Hen
20-30 HenocraTo4HOCTB 2000 Ex/cyT 12 Hen
30-100 Hopma B03M0KHO CHHYKEHUE O3Bl
>100 Bo3MokHa TOKCHIHOCTH OtmeHa




IIpuaoxenne A3.23 @opvmbl ButamMuHa D ©W  ero aHajoroB, HNPOYHX

AHTHIAPATHPEOWIHLIX mpenaparoB, npuMeHsonmmxcd npu XbII v nerei
[129, 206, 210, 223, 310, 352, 353]

BapuanTsl
BuTamuHa D Haspamue Dopmyia [lokazanus B
ATX rpynma Ilo pMy tepanuu XbII
MPOHCXOXKACHUIO
Butamun D wu ero 0 #3Oprokanprubepon D2 B koMOuHAIMH C
ATHBHBIC . .
aHaJIoTu #KoneKaHLuI/I(bepon** D3 AKTUBHOU Qopmoit
Yame - npenapar
Anbdaxamsrmmon** 1a(OH)D3 B perap
BEIOOpA
AKTUBHBIC #Kanprmrpuom**
MeTabOIUTHI (ITlpotuBomoka3aH 1mo
IIpu coueranuu c
(craproBas mo3a WHCTPYKIHH IeTsIM 110 18 1,25(0H)2D3 o
TIATOJOTHH TICUYCHH
0,02-0,04 Mxr/kr) JIeT, T03BI CM. B TIOJpa3elie
3.14)
[poune #IlapukampuTon™*
aHTUIIAPATHPEOUTHbIC [IpoTHBONOKa3aH AETAM J10
PATHPEOHIL (Ip A A . [Ipenapart 2-ro psina,
IIpenaparsl 10 ner B ek hopme- CuHTeTHYEeCKUH
AHanoru npu BI'TIT u
Karcyibl ¥ 10 18 neT B BUje aHasnor D
HOpMaJIbHOM BUT.D
pacTBopa B/B, TO3BI CM. B II.
3.1.4)

Ipuiaoxenue A3.24 PacmindpoBka npuMedyanui

** _ JlekapCTBEHHBIM mperapat, Bxoasmuid B Pacropsbkenue IlpaBurensctBa PO ot 12.10.2019
Ne 2406-p (¢ m3menenusmu) «OO0 yTBEP)KICHHU TEPEUYHs KU3HEHHO HEOOXOAMMBIX M BaXKHEHIIMX
JIEKapCTBEHHBIX IpPENapaToB, a TaKXKe NEpEeyHEHl JIEKApCTBEHHBIX MPENaparoB A MEAULIMHCKOTO
IPUMEHEHUsT U MUHUMAJIbHOIO AaCCOPTHUMEHTAa JICKApCTBEHHBIX NpenapaToB, HEOOXOIUMBIX IS
OKa3aHUs MEAUIIMHCKON TTOMOIIIN»

# - IlpumeHeHHe JIEKapCTBEHHOTO Tpernapara B COOTBETCTBUM C MOKa3aTeIsiMU (XapaKTepUCTUKAMU),
HE yKa3aHHBIMM B MHCTPYKIMHU 10 ero npumeHeHuto (off-label), ocymecrsnsercs cornacao @3 Ne323-
®3 or 21.11.2011r. (¢ W3MEHEHUSMH) NpU YCIOBUU TMOANUCAHHOTO HH(POPMHUPOBAHHOTO

,Z[O6pOBOJ'IBHOl"O coryiacusd, a B Cjiydac HGO6XOI[I/IMOCTI/I, 10 PCIICHHIO Bpa‘le6H0fI KOMHUCCHH.




Ipunoxenue b. Anropurmsl aeiicTBUil Bpadya

[Tpunoxenue b1. Anroputm nuarnoctuku XbI1 y nereit

Maprepsl- TOBpEXIEHHA TOYEK B TedeHHe =3 Mec.|
IMpuzEaKy -HeodpaTHMED - M 3MeH eHHI -To¥er T pH -Busvamizanun -(Y3H - I OT .-
mopdomorngeckoe - HooIemoBaHe B -ap)T

At HETY
PCKD<60- At PCKD<60-
»'MHHE L, 73Mm mMvEH, T3M
HETY
JAT HETY
v
AT k.
AmeovMHHEYVDHE - &
N 4" XEl'Ii -
(A1-A3)T 3 v
- AmEOVMHEEYDHE
A4 =3 -mec.
HET® (Al-A3)
v
KEBIT "1™ JHardoCcTHEA OGO HEHHH -
- XBII:-B3H, -anemuag, -amumosT

MEH-XFEII, - zagepsxka-pocra¥

Tat

L

L 4

Jameaeiimes HabmomeHneT

JMarHoCTHEA CTaaMil -

. . ~
Mepentunad TpoPraaKTHE XBIIT | Jleuenue-ocnoxHeHuit -XBI1T

NBII-4-Cr.+Tasensle

ocnoxHeERA XBIIT

Jameaelimes HabmomeHne] [ epuToHCATRHEN - mramisT
MpodunakTua/ TedeHne - ‘reMonHanmIz’

ocnoxEeHnl - XBIIT TPaHCILTAHT AN - o9




Ipuioxenue B. Uudopmanus 1/ naumeHTa

Xponuueckasi 00JIe3Hb MOYEK — COCTOSHUE, IPU KOTOPOM IOYKH HE BBITOJHSIOT B HOJHOM
oobemMe cBou (DyHKIMH. B HOpMe MoukH (pUIBTPYIOT KPOBb U yIANAIOT U3 HEE NUIAKH, JTUIITHUE COIH U
BOY.

[Ipu xpoHuveckol OOJE3HUM TMOYEK MOYKH IIOCTENIEHHO TEPSIIOT CIIOCOOHOCTh K OTOM
¢unpTpanuu. Co BpeMeHeM MOYKU MOTYT COBCEM IEPECTaTh BINOJIHATH CBOM (DYHKIIUH.

[TosTOMY Upe3BBIYAHHO BayKHO MPOBEACHUE MEPOIIPUATHH /IS 3aMEJJICHUS TIPOTPECCUPOBAHUS
XPOHUYECKON O0JIe3HH MOYEK.

XpoHuyeckasi 0oJie3Hb IIOYEK MOXKET H3HAYaJlbHO HUKAaK ce0s He mposBiaTh. [lpu
MPOTPECCUPOBAHUH OOJIE3HW MOTYT IOSBUTHCS OTEKHM Ha HOTax, YyBCTBO YCTAJOCTH, IMOBBIIIATHCS
apTepuaNbHOE JaBlICHNE, HAPYIICHHUS B KOCTHOM TKaHU

O ToMm, 4TO HEOOXOAMMO JIeNaTh paccKaxeT Bpau-Hedponor. Heobxoaumo 00s3aTeaIbHO YE€TKO
COOJIIOIATh €r0 PEKOMEHIAINH, HallpUMep:

[TpuHMMaTh npenapaTsl OT ApTEPUATBLHON TUIIEPTOHUH, €CIM OHU Ha3HAYeHBI B TOU J103€ U TOM
peKuMe, KOTOPBII MPOITUCAH JOKTOPOM.

[Tpy BO3HUKHOBEHUH MTOOOYHBIX PEAKIHIA — 00S3aTEIBHO COOOIIUTH Bpady.

W3beraty mpuema psja JIGKAPCTBEHHBIX MpPENapaToB, B TOM YHKCIE, HEKOTOPBIX JIEKapCTB,

obnanaromux 060e300IUBAIOLINM U JKapoNOHMKAIUM 3 dekToM (Hanpumep, uoynpoden™*).

OO0s13aTeIbHO  COBETYWTECh C JIeYalldM BpauyoM €CIH IUIAHUpPYeTe JICYeHHE JIFOOBIMH

npernapaTamu.

B caywae ecnu moukuM coBceM IMEpecTaroT paboTaTh CYLIECTBYET HECKOJIBKO MOJXOAOB K
JICYEHHIO:

- TeMO/INAaJIH3
-IIEPUTOHEATIbHBIN THAIIN3
-TpaHCIUTaHTALHS TOYKH.
Kax1plif 13 METoJI0B MMEET CBOM MIPEUMYIIECTBA U HelocTaTKu. [lepen npuHATHEM pelleHus —

HOCOBeTyﬁTGCB C JicyalmuM BpadyomM YTOOEI BI)I6paTI> ONITHUMATEHEIN BapHaHT JICUCHUS.

Mpunoxenune I'I-I'N. IIkajabl OLEHKH, BONMPOCHUKH M JPyrue OLEHOYHbIE
HUHCTPYMEHTbI COCTOSIHUSI NANUEHTA, NPHUBEACHHbIE B KIMHHUYECKHX
PeKOMEHAAUAX

He npumensaromcs



