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Pa3paboTunk KIMHUYECKOW PEKOMEHIalluN

- Coro3 nenuatpoB Poccun

- TBopueckoe 00ObeIMHEHUE IETCKUX HEPPOJIOTOB
- Poccuiickoe TpaHCIIIIaHTOJIOTHYECKOE 00IIeCTBO

Cnucok cokpameHui

AJl - apTepuasibHOE J1aBIeHUE

Al - aprepuanbHas TMIepTEH3Us

AI'C - aHTUTHIIEpTEH3UBHBIE CPEICTBA

al'VC - aTUnM4YHBIA FeMOJIUTUKO-YPEMHUYECKUN CUHIPOM

ATX - aHaTOMO-TepaneBTUYECKO-XUMHUECKas KJIacCU(UKALINS J€KaPCTBEHHBIX MIPEenapaToB

BOH - GenkoBo-3HEepreTnyeckas He10CTaATOUYHOCTh

BAPMC - BpoxJieHHasi aHOMaJIMs pa3BUTHSI MOYEBOM CHCTEMBbI

BI'TIT - BTOpHYHBINI TAIIEpIIAPaATUPEO3

BO3 - Becemupnas Opranuzanus 31paBoOOXpaHeHuUs

I'/1 - remoauanus

I'1® - remoanaduibTpanus

['JIX - runeptpodus 1eBoro xemyj0uKa

I'P - ropmoH pocta

I'VC - reMONUTHKO-ypEMUYECKUI CUHIIPOM

['OP - ractposzodaranbHbiii pedirokce

JAJl - nnacTonm4eckoe apTepuabHOE 1aBJIEHUE

JADIIK - nuacTonuueckast GyHKIHS JIEBOTO KETyJ0UKa

3IIT - 3amecTUTENpHAS IOYEUHAs TEPAIINS

uAIl® - wuHruOutopsl aHruoTeH3uH-npeBpamammero ¢epmenta (ATX kiaccupukanms:
"NUuruduropsr AITD")

ullTT' - uWHTaKTHBIM NapaTUPEOUAHBIH TOPMOH (HAUMEHOBAHHWE YCIYTH [UIsl OMNpEeNesIeHus
nokasarenst B KpoBu corsacHo [Ipukasy MwunsapaBa Poccun ot 13.10.2017 N 804H: "HccnenoBaHue
YpPOBHS IapaTUPEOUTHOTO TOPMOHA B KPOBH'"')

HNMT - unpnexc maccel Tena

N®P-1 - uacynunonomo6ubIi (hakTop pocta 1

3P - 3aneprkka pa3BUTHUSA

KBb - kapaunoBackymsipHast 00J1€3Hb
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KT - xomnbroTepras Tomorpadus

JDK - neBblii xemynouek

MKH - MuHEpalIbHO-KOCTHBIE HAPYIICHUS

MKH-XBII - MuHepano-KOCTHbIE HApyLIEHUS, aCCOLUMUPOBAHHBIM C XPOHUYECKOW OOJIE3HBIO
MOYeK

MIIK - MuHepanbHast INIOTHOCTh KOCTH

MPT - marauTHO-p€30HaHCHAsT TOMOTpadust

HK - HepocTaTogHOCTH KPOBOOOpAIICHUS

OIIIT - ocTpoe noBpexkIeHUE TOYEK

OLK - 06beM HUPKYJIUPYIOUIEH KPOBU

I1/] - nepuTOHEanbHBINA TUATN3

IITA - nocrrpaHCUIaHTalMOHHAS] aHEMHUS

IITT - napaTupeongHbIN TOPMOH

I1TD - mapaTupeouIPKTOMHUS

MIIK - MuHepalibHas IJIOTHOCTh KOCTH

PAAC - peHMH-aHTMOTEH31H-aJIb/IOCTEPOHOBAs CUCTEMA

CA/l - cucronnueckoe apTepuaibHOE JIaBIeHUE

CK® - ckopocTb KITyOOUKOBOH (HIIBTPAITIH

CMA/I - cyTouHO€ MOHUTOPUPOBAHHUE apPTEPUATIBHOTO TaBJICHUS

CH - cepaedHast HEIOCTaTOYHOCTh

CHII - cyrounas Hopma noTpeOaeHus

CCC - cepaedHO-COCYyAUCTAsI CUCTEMA

V3U - ynpTpa3ByKOBOE UCCIIEI0BAHHE

OHO—a _ dakTop Hekposa OTYXOTH—a

OCI'C - pokanbHbII cerMEHTapHBINH ITTOMEPYIOCKIEPO3

XBII - xponueckas 607€3Hb MOYKH

OKT - sanextpokapauorpadus

OIIO - 3puTpono3TuH

OCC -  ospurponoss-ctumynupytoue  cpeactBa  (ATX  kmaccudukaums:  "pyrue
aHTHaHEeMHYEeCKHe mpenaparsl”)

9x0-KI" - axokapauorpadus

Ca - xanbuui

CAKUT - BpoxxIeHHbIE aHOMAJINU NIOYEK U YPOJIOTUYECKOTO TPaKTa

CaSR - kanpLUui-4yBCTBUTENbHBIN pelenTop

CKiD - Xponuueckas 6one3nb nouek y aereit (Chronic Kidney Disease in Children)

DRI - Dietary reference intake - pexomenayemoe notpediaeHue oenka

FGF-23 - ¢paxTop pocra ¢pubdpobdiactos 23

IDMS - tanmemHas Macc-CHEKTPOMETPHUSI ¢ M3O0TOIMHBIM pazdamieHueM (isotope dilution mass
spectrometry)

IL - nHTEpNEiKnH

K - kanuif (HauMeHOBaHME YCIIyTW Ui ONpeAeTeHUs IOKa3zaTelss B KpoBH coryiacHo [lpukazy
Mumnznpasa Poccum ot 13.10.2017 N 804H: "MccnenoBanre ypoBHs Kaius B KpoBu'")

KDOQI - uHMnuaTuBHas TpyIa Mo KayecTBY McxoioB 3abosieBanuil mouek (Kidney Disease
Outcomes Quality Initiative)

KDIGO - Kidney Disease Improving Global Outcomes - HMHunuatiBa 1O YIyYIICHHIO
[J1I00aJIbHBIX MUCXOIOB 3a00JI€BAHNUI [TOYEK

Klotho - TpancMemOpanHbIil 6e510K, HeOOXOAMMBII 11 akTHUBanuu peuentopa FGF23

Na - Harpuil (HaMMEHOBaHUE YCIyTU MPHU ONpeAeSICHUH MoKa3aTessi B KpoBU coryacHo [Ipukasy
Mumnznpasa Poccun ot 13.10.2017 N 804H: "HccnenoBanue ypoBHs HaTpusi B KpOBH'")

NAPRTCS - North American Pediatric Renal Transplant Cooperative Study -
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CeBepoaMepUKaHCKUIM TMeIUaTPUUYECKUN PETUCTP HCCIIEeNOBaHUI 3a00jeBaHUil MOYEK W COBMECTHBIX
UCCIIEI0BAHUI

NKF - HanioHanbHbIN (HOH MTOYEK

P - docdop (pocharsr) (HaumeHoBaHME YCIYTH TPU ONpPEACIICHUS MTOKA3aTelNsi B KPOBU COTIIACHO
[Tpukazy Munzapaa Poccun ot 13.10.2017 N 804n: "HccnenoBanue ypoBHs HeopraHudeckoro ¢gocdopa
B KpoBH")

Hb - remornoOuH (HauMEHOBaHHME YCIYTHM MpPH OINpEAENCHUH IOKa3areias B KPOBH COIJIACHO
[Tpukasy MunsnpaBa Poccun ot 13.10.2017 N 804n: "MccnenoBanue ypoBHSI OOIIETO TeMOrIoOMHA B
KpoBu")

HIF-PHD - runokcus-uHayumOensHbIil gakrop - nponmia-4-ruapokcuinaza (hypoxia-inducible
factor - prolyl-4-hydroxylase domain)

HL - Bepxusist rpanuia uenesoro yposss (High Level)

rHUEPO - pekoMOMHAHTHBIN 3pUTPONOITUH YeTIOBEKa

RNI - pexomenoBanHOE OTPEOICHHE HYTPUEHTA

SD - crannapTHOE OTKIIOHEHHE

SDS - ko3¢ dumment crangaptHoro otkiaoneHus (Standart Deviation Score)

SDI - Suggested Dietary Intake - pekomenayemast fuera

TSAT - kodddunmeHT HachlIeHUs TpaHCcheppuHa 3Kene30M (HaMMEHOBAHWE YCIYTH NpU
omnpezaeeHuy nokaszarens coriacHo [Iprukasy Munzapasa Poccun ot 13.10.2017 N 804n: "HccnenoBanue
HACBIIIEHUS TpaHcpepprHa xene30M")

VDR - peuentop BuramuHa D

TepMI/IHbI U onpeacjacHus

AprepuajibHas runeprensusi - AJl, nmpesblmatomee 95-i mepueHTUIb Ui JAaHHOTO MMojla U
BO3pacTa Mpu 3-X BU3HUTAX K Bpauy.

AnnHamuyeckasi 00JIe3Hb CKeJleTa - COCTOSHHME, XapaKTepu3ylolleecs CHUXKEHHeM oObema U
MUHEpATU3alUU KOCTH MapajleIbHO CO CHH)KEHHUEM KOCTE0Opa30BaHusl.

BeikoBo-3Heprernyeckast HeA0CTATOYHOCTD - HEJOCTATOK SHEPTUU U HYyTPUEHTOB MUTAHUS JUIS
obecrieueHuss MOTpeOHOCTEW (uU3MYECKOro pa3BUTHs pedeHka (mainutrition - B aHTJIOA3BIYHON
JaUTEparType)

BHekocTHas kaabuudukanms - otnoxenue ¢pocdaroB u Kanblys B popMe rHApoKCHANIaTUTA B
KOXe€, MBIIIIAX, BHYTPEHHUX OpPraHax, BOKPYT CyCTaBOB.

BropuuHblii runepnapatrupeo3 - BTOpUyHas runepyHKIMsS U THUIEpIUIa3us MapaliuTOBUIHBIX
KeJe3, pa3BUBAIOIIAsACA Ha (POHE MPOrPECCUPYIOIEr0 YMEHbIIEHHSI MacChl AEHCTBYIOIUX HEPPOHOB MpU
XpOHUYECKOW OOJIe3HWM ToueK, BclenacTtBue rumnepdochareMun, yBeIU4YeHHsS ¢dakTopa pocTa
¢ubpobiactoB 23, nepununTa KaJIbIUTPUOIIA, THITOKAIBIIUEMHH.

I'unepronnyecknii kpu3 - BHe3anHoe noBbimieHHe AJ[ >30% oT 0OBIYHOTO YpPOBHS,
COIIPOBOKAAIOIIEECS KIMHUYECKOH CUMIITOMAaTUKOM.

I'mneprensus 0esioro xaJjara - nossimieHue A/l npu M3MepeHNH B MEAMIIMHCKOM YUPEKICHUH,
HOpMaJIbHBIN YpoBeHb A/l toma, B criokoiinoi ooctanoBke (MB npu CMAJL <25%)

3anep:kka pa3sBUTHS - TEPMUH, HUCIOJIB3YEMbIN IS ONMUCAHMS JETeH, (Pu3znueckoe pa3BUTHE
KOTOPBIX, B MIEPBYIO OUEPEIb POCT, HMXKe oxkugaeMoro (failure to thrive - B aHrmos3p19HON TUTEpATYpE)

3amecTUTe/IbLHASA TOYeYHAs1 TePaNMs - KOMIUIEKC CIELHUaIN3UPOBAHHBIX METOJOB 3aMEIIeHUs
GyHKIMH Mouek (reMoauanu3, MEepUTOHEATbHBINH IHain3, TPAaHCIUIAHTALUS TMOYKM). TpaHCIIaHTanus
MOYKH MO3BOJISIET BOCCTAHOBUTH BECh CIEKTP YTPAaUeHHBIX (PYHKIIMNA MOYEK.

KapauoBackyasipuast 00J1€3Hb npu XbII - MpOrpeccupyrouiee MOpaKEHUE
CEpJICYHO-COCYIUCTON CHUCTEMBI BCJEACTBUE BO3JEHCTBUS KOMIUIEKCa (PaKTOPOB, aCCOIMHUPOBAHHBIX C
XBII.
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MackupoBannasi Al - HopMalibHBIN ypoBeHb AJl pu u3mMepeHrun B MEAUIIMHCKOM YUPEXKICHHH,
HO noabeMbl A/l noma (1o nanubiM CMAJL nnu perynapHeix "nomamHux" uamepenuii A/l

MuHepaibable W KoOcTHble Hapymenusi npu XbII - cuHIPOM CHCTEMHOW MATOJOTHH,
BKJIIOUAIOLIMI J1a00paTOpHbIE OTKJIOHEHUS B MHHEPAIbHO-KOCTHOM METa0O0JIM3Me, KOCTHBIE aHOMAJIUH,
AKTOIMHUYECKYIO KaibIudukaiuto, conyrcrpyromnie XbII.

Hounas AT (""'non-dipper") - orcyrctBue cHmxenus cpeaero CAJl u JIA/] Houbto BO BpeMs CHa
(mopma - 10-20%).

HyrpuTHBHBII (Tpodoornueckmii) craryc - 3TO KOMILJIEKC KIIMHUYECKUX,
AHTPONOMETPUYECKUX U JIA0OPATOPHBIX MOKa3aTesel, XapaKTepU3yIOINX KOJIUYECTBEHHOE COOTHOIICHUE
MBIILIEYHOH M JKUPOBOM Macchl Tejla MalMeHTa. Takxke ynorpeOisercss TEepMUH ''HTUTATENbHBIN
cratyc"/"cocTossHUE TUTaHUs".

Octpoe mnoBpexnenne mnouex (OIIII) - ocrpoe, MOTEHIMATBLHO OOpaTHMOE H3MEHEHHE B
MOYCYHON MapeHXHUMe, COMPOBOXKIAIOIIEECsS CHIDKEHHEM (DYHKIMHU MOYEK Pa3IUYHOU cTerneHu. TepMmuH,
OOLIENPUHATHIM B HACTOSIIIEE BPEMsI BMECTO yCTAapEBLIETO - ocTpas noueyHas HexocrarouHocTs (OITH).
[locnennee npennoxkeHue 1mo cBoei cyTd HeBepHoe, Tak kak TepmuHbl OIIIl m OIIH nHe sBastorcs
cCUHOHMMaMu. MexayHaponHble kputepun koHceHncyca st OIIIl mpeaHa3sHaueHbI 1S ONMHUCAHUS TPEX
YpOBHEH MOYEYHON HEAOCTATOYHOCTH (PUCK, TPaBMBI, HEJJOCTATOYHOCTh) U ABYX KIMHUYECKHX HCXOJOB
(moTepst mo4YeyHOH PYHKIIUHN U TePMUHATIBHAS CTaIUs).

I[apaTupeon3KTOMHUSA - XUPYPIrUUECKUN METO/1 JIeUeHHs rurneprapatupeosa npu XbII.

IlepuToHeaJbHBIH AUAJM3 - METOJX 3AMECTUTEIBHONM IIOYE€YHOM Tepanuy, OCHOBAHHBIA Ha
npunnune audpdy3noHHOro oOMeHa, (WIBTPAIIMOHHOTO M KOHBEKIIMOHHOTO TepeHoca 4Yepes
"mepuToHeabHy0 MeMOpaHy" (OpIOIIKMHY) HU3KO- U CPEIHEMOJIEKYJISIPHBIX U O€IKOBBIX CyOCTaHIMM, a
TaKKe KUJIKOCTH U3 KPOBU B JUAM3UPYIOMIUNA PACTBOP, HAXOSIIUICS B MTOJIOCTH OPIOIIMHEI.

IlepuToHea/qbHBI JAMANH3 € HCHOJb30BAHHEM AaBTOMATH3HMPOBAHHBIX TEXHOJIOTMM
(aBTOMATH3MPOBAHHBIN TEPUTOHEANbHBIH AWANN3) - METOJA INEPUTOHEAIBHOTO [Maln3a, KOTOPBIN
OCYIIECTBIISIETCS C TOMOUIbIO CIEUMAJIbHBIX alnaparoB (LUKIEPOB AJis MEPUTOHEATHHOTO AHANN3a),
o0ecreynBaroOIUX BBEACHWE M BBIBEJCHHE TUAIM3HOTO pacTBopa 0e3 yuyacTus mauueHTa. Lluknep mo
3a/laHHOM MporpaMMe BpauoM OCYIIECTBIISIET aBTOMAaTMUYECKHE I[MKJIbl 3aMEHbl pacTBOpa B OpIOIIHOMN
MIOJIOCTH.

IlocTosiHHBIN aMOy/1aTOPHBIA NEPUTOHEAIbHBIN AUAJN3 - METOJ IIEPUTOHEAIBHOIO NAIN3a, B
KOTOPOM 3aMeHa JUaIM3UPYIOLIEr0 pacTBOpa B OPIOLIHOMN MOJOCTH (HECKOJIBKO pa3 B CYTKH) MPOBOAUTCS
CaMOCTOSITENIbHO OOJIbHBIM B aMOYJIATOPHBIX YCIOBUSX (B IOMAIIHUX YCIOBHSIX).

Pe3ucrentHasi AI' - ypoBeHb A/l Bbllle IIeNEBBIX 3HAUYEHUI, HECMOTPS Ha mpueM 3-x u Oolee
AT'C (B onTUManIbHBIX J103aX), OJMH U3 KOTOPBIX - TUYPETHUK.

CepaedyHasi HeJOCTATOYHOCTH - CHHJAPOM, Pa3BUBAIOIIMNCA BCIEIACTBHE CTPYKTYPHOTO WIIN
(GYHKIIMOHATIBHOTO MOBPEXKACHHUSI MUOKap/Aa, IPUBOSIIETO K CHUYKEHUIO HACOCHOM (DYHKIIMH cepLa.

"Cyxoii Bec" - Bec MalMeHTa B COCTOSIHUM HOPMOTHIpPATALIMH; Y MALMEHTOB HAa TeMOAHAIIN3E -
MUHUMAaJbHBII BEC, MPU KOTOPOM €Ile HET CUMITOMOB rumnoBosiemMuu (maaeHue AJl, cyaoporu MbIIIil
KOHEYHOCTEH, 00JIH B )KMBOTE)

1. Kparkast undgopmanus no 3a00J1€eBaHUI0 UM COCTOSTHUIO (TPyNNbI 3200/1eBAHUA WJIN COCTOSTHU)

1.1 Onpenesienune 3a00J1€eBaHUS WIH COCTOSIHUA (TPyNNbI 3200/1€BaAaHUI UJIM COCTOSIHU )

Xponunueckas 6oe3ub nouek (XbII) - croiikue HapymieHUs pyHKIMU TOYEK, MPOJODKAIOLINECS B
TedeHue 3-X MecsleB U Ooliee, onpenesieMble KaKk CTPYKTYpHbIE W/ (PyHKIHOHAIbHbIE U3MEHEHHUS C
pa3IMYHON CTENeHbI0 CHIKEeHUs KiaupeHcHo ¢yHkimu [1]. XpoHumdeckue 3aboseBaHusl TOYEK,
HE3aBUCHMO OT 3THOJIOTMH, UMEIOT OOIIMEe MEXaHU3Mbl IPOTPECCUPOBAHUS U TPEOYIOT OINpeaeIeHHbIX
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TEparneBTUYECKUX YCUIIMA, HAIIPaBJIEHHBIX Ha OTAaJICHHE HACTYIUIEHUs! TepMuHanbHou craguu XbII.

Pexomennamuu o onpexaenenuto u kinaccudukanuu XbI1 6pun BBeaensl HarmonanbHbM hoHIOM
nouek (NKF) u mHUIIMaTHBHON I'PYIIION 10 Ka4ecTBY UCcX010B 3a0oeBannii mouek (KDOQI) B 2002 romy
Y BIIOCJICJICTBUU OBLITU MPHHSTH ¢ HEOOIBITMMH U3MEHEHUSMU MEXTYHAPOIHON TPYIIION PEKOMEH IaIHid
M0 YJIYYIICHHIO II100aJbHbIX UCX00B MmovyeuHbix 3aboneBanuii (KDIGO) ¢ agantanueii B 2012 roay (cM.
pazjies AMarHoCTUKA).

XBII MoxeT mnposABIATHCA Pa3HOOOPa3HBIMU CHUMIITOMAaMH M CHUHAPOMaMH. MaKcHUMalbHOE
YBEJIMYCHUE JITIMTEIbHOCTH XKU3HU MAlMEHTAa IIOCJE pa3BUTHUS TepMuHanbHOU ctaguu XbII onpenensercs
HE TOJIbKO BO3MOXKHOCTSMHU JIMAJIM3HOM Tepamud, HO M COXPAHHOCTHbIO 0OIIero (QU3U4ecKoro Hu
COMAaTHYECKOTO COCTOSIHUS PEOCHKA.

Jnst 0003HaYeHUS HapyIIeHUN HYTPUTHUBHOTO cTaryca UCIONB3YIOT  TEPMHH
"OenkoBo-aHEpreTHueckas HexocraToyHocTh" (BOH) - HemocTaTok HEPruu M HYTPUEHTOB HMHUTAHUS IS
obecrieueHnuss TOTPeOHOCTEH (¢u3MYeckoro pa3BuTHs pebeHka (malnutrition - B aHIJIOA3BIYHON
nuteparype) [2, 3].

3anepxkka pa3Butus (failure to thrive) - TepmuH, UCHOIB3yEMBIN NI OMHMCAHUS JETEH, KOTOpHIE
pacTyT He Tak, Kak oxupaaiock. Jmarnoctmka BOH (malnutrition) ocHOBaHa Ha aHTPOIIOMETPHYECKUX
U3MEpEHUsIX, a HejaocTtaTouyHoe mnuTaHue (undernutrition) ompeaensieTcs Kak AucOanaHc MEXIy
NOTPEOHOCTSIMHM B MHTATEIBHBIX BEIIECTBAX M MX MOTPEOJIEHUEM WM JIOCTAaBKOM, YTO B CBOIO OYepElb
OPUBOIUT K JAepUIUTY OHHEpruu, OenKka WM MNUTATENbHBIX MHKPOAJIEMEHTOB, KOTOPBIA MOXKET
OTPUULATENIBHO CKa3aThCA HA POCTE U Pa3BUTHH [4].

PazButne XBII B meTckoMm Bo3pacTe OKa3bIBae€T HEraTUBHBIN 3P (GEKT Ha JTUHEHHBIN POCT KOCTEH H
HEpEAKO TPHUBOJUT K BBIPAKEHHON 3aJepKKE KOHEYHOIO pOCTa Yy MAIMeHTOB. 3aJepikKKa pocTa
yBenuuuBaercs co craaueit XbII [5].

Anemus npu XBII - pe3ynbrar HUCXOIAIIMX CHUTHAJIOB, BO3SHUKAIOMIMX H3-3a JIUCPETYJISIIUU
CHCTEMBl THUIOKCHUS-UHAYIHOenbHOro (akropa - mpoimi-4-ruapokcunasza (HIF-PHD), nocnencreusimu
KOTOPBIX SIBJISIIOTCS YMEHbLIEHHE MpoayKiuu sputponostuHa (3110), uamenenue oomena xenesa (Fe) u
camkenue remornodouna (Hb). Hedporennas anemus 3akoHomepHo ocnoxkHseT TedeHue XbBII, koropas

yaie quarsoctupyercs npu cHkeHun CK® no 40-60 mn/mun/1,73 w’ , XOTSI MO>KET OBbITh BBISIBJIEHA Ha
OoJiee paHHUX CTaausAx 3a0osieBaHus [6, 7]. AHEMUS CBsS3aHA C TUIOXMMH MCXOJIaMH, TIJIOXUM KadueCTBOM
KHU3HU U HEMPOKOTHUTUBHBIMU cITOCOOHOCTAMH y nanuenToB ¢ XbBIT [8].

ITo mepe Toro, kak mporpeccupyeT XbII co camxennem CK® 1o 50% ot HOpMBI, METa0OIUYECKHIT
aluI03 NPUBOIUT K CHIDKEHHIO pOCcTa W YCWJICHHIO Karabonu3ma Oenka 3a cyeT peaOcopOuuu
OTQWIBTPOBAHHOTO OWKapOOHAaTa, CHUKEHUS CHHTE3a aMMHaKa, CHIDKEHUS BBIBEJACHUS TUTPYyeMOM
KHCJIOTHl M 3aKHUCJIEHUS KaHAJIbLEBOW XUAKOCTH. XPOHUYECKUH METaOOJMYECKUH alu103 MNPUBOJIUT K
U3MEHEHUSM HOHHOTIO COCTaBa, PE30pOLMM U OTJIOKEHHIO KOCTHOM TKAaHM, 3aMeUIEHHI0 3(QeKToB

(oH),D
ropmoHa pocra. IIpum amuposze nonasnsiercss cuHte3 1,25 27 B mMOYKax, 4TO B COYETAHUU C
OCTAaTOYHBIM (ocaroM U TUMOKATbIUEMHEH B KOHEYHOM HTOre MPUBOAUT K BTOPUUHOMY
runepnaparupeosy [9].

Pabouas rpynma KDIGO pexomennoBaiia B 2006 romy TepMHH '"MuHepajbHble U KOCTHBIE
Hapymenuss npu XbII (MKH-XBII)" ans onmucaHusi CHCTEMHOM MaTONOTHH, BKIIOYAIOIIEH OJUH WU
HECKOJIBKO JIMAarHOCTHYECKH 3HAYMMBIX KOMIIOHEHTOB: HapyllIeHHe MeTabonm3ma Kaublwus, (ocdopa,
napatupeougHoro ropmona (IITT), d¢axrtopa pocra ¢ubpodnacto 23 (FGF23), Burammna D c
KJIMHUYECKUMH TPOSBIICHUSMU TAaTOJIOTMM KOCTHOM TKaHM (HU3KMHA POCT, CHWKEHHE MHMHEpaln3aluu
KOCTEH M HapylleHUE IeIOCTHOCTH KOCTH) M AKCTpAcKeJeTHON KaiblMdukanueit. Panee npuMeHsemblit
TEPMHH "TIOUEUHAsI OCTEOTUCTPOUS" OTHOCUTCS TOJIBKO K OMMCAHUIO KOCTHOM MaTOJIOTUH, BO3HUKAIOLIEH
kak ocnokHeHue XbII, u ocHOBaH Ha OIEHKE JAaHHBIX OWOINCHHM KOCTH. buorcus B HacTosimee BpeMs He
UCTIONb3YeTCs Ul Bepu(uKaluy naToorui KocTHOH Tkanu npu XITH.

KapmuoBackynsipnass Oosnesus (KBB) npm  XBII - »T0 mporpeccupyioimiee mopaxeHue
CepACYHO-COCYTUCTON CUCTEMbI, OOYCJIOBJICHHOE BO3ACUCTBHEM KOMILIEKCa (DaKTOPOB, CBS3aHHBIX C
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XbII. KBb sBasercssi OCHOBHOM NPUYMHOW COKpAIICHUS MPOJOJDKUTEIBHOCTH KWU3HU B 3TOW TIpymme
00abHBIX. KapanoBacKysipHbIE OCIIOKHEHUS SIBISIFOTCS] IPUUMHOM cMepTu jeTeil u noapoctkoB ¢ XBII 5
cT. B 25-32% ciyuaes [10, 11, 12].

1.2 DTHoJIOTHS M TaTOreHe3 3200/1eBaHUs MJIN COCTOSIHUS (TPYNIbI 3200/ 1eBaAHUI WJIM COCTOSIHMIA)

Xorts konueniua XbII y nereil anagornyHa KOHLUENIMU Y B3pOCIIbIX, neauarpuyeckas XbII nmeer
HEKOTOpbIe 0COOEHHOCTH, MEHBIIIE JI0KA3aTeILCTB U MHOTO (PaKTOPOB, KOTOPBIE 710 KOHIIA HE U3YUYCHBI.

B nmerckom Bo3pacte ocHOoBHON mpuunHOW XbBII sSBAsStoTCS BpOXKACHHBIE 3a00JE€BaHMS TOYEK.
[puunnsr gerckoit XBII Takke 3aBHCAT OT BO3pacTa W CTpaHbl HpokuBaHusi. Hambonee wacTeiMu
sTHojorndeckumMu Qpaxtopamu HeoHatanbHOM XBII sBnsitOTCA: THMOIUIA3Us/IUCIUIA3Us MOYEK, KIaraH
3aHel ypeTpsl U JIpyrue BPOXKACHHbIE aHOMAJIMHM MOYEK M MOYEBBIBOJAIIMX MyTel. [pyras sTuonorus
BKJIIOUAET MOJIMKHUCTO3 MOYEK, KOPTUKAIBHBIM HEKPO3 M TPOMOO3 mouedHbIX cocynoB [13]. HauGomnee
yacTbiMU npuunHamu pa3utus XbII B Urtanuu u ctpanax CeBepHOll AMEpHKHM MO JaHHBIM PErucTpa
NAPRTCS (North American Pediatric Renal Transplant Cooperative Study) siBisitoTcs:

- Bpoxxnennsie anoManuu novek u yposiorudeckoro tpakra (CAKUT), kotopeie coctaBisitor 60%
cinyuyaeB XbBI1 y nerei.

- I'momepynspubie npuuunbl coctaBisitor oT 10-20% pereit ¢ XBIl B 3aBucuMoOCTH OT
reorpaduueckoro mnojoxeHus. [lopakeHne KiIyOOYKOBOTO ammapaTa B OCHOBHOM BCTpeyaeTcs y jerei
crapiue 12 net, uro cocrasiser 45% ciyuaeB maruenToB ¢ XbII B Coenunennnix llltatax AmMepuku, rie
Haubosee  YacThM  TJOMEpYJSpHBIM  3a00jeBaHHEeM  ocTaeTcsi  (POKaNbHBIM  CerMeHTapHbIN
riomepynockiepo3 (PCI'C), Berpevaromuiicss B 9% y neTeil eBporneonHol pacel U B 1/3 cinydaeB cpean
adpoamepukaHieB-noapocTkoB. Taxxke npuunHamu XbII y neteit MOryT OBITH TEMOJIUTHKO-YPEMUYECKUN
CUH/IPOM, BTOPUYHBIE INIOMEPYJISIpHbIE 3a00J€BaHus (HapUMep: CUCTEMHBIH BOT4aHOYHBIN Hedput). B
OTIIMYME OT B3POCIBIX AraOeTH4ecKast HepomnaTus U TUIIEPTOHUS ABIsIOTCS penkumu npuarnHamu XbI1 y
JIeTeN.

- Hpyrue 3a06oneBanus coctaBisitoT 20-30% Bcex cimyuaeB XbBII y nereit n BkitowaroT B ceOs:
TEHETUYECKU JIETEPMUHHUPOBAHHYIO TATOJOTHIO (LMCTHUHO3, OKCajlo3, HAaCJIEICTBEHHBIM HePpUT),
UHTepCTULIMANbHBINA HedpuT [14, 15].

B pape cinywaeB stuonorusi XBII ocrtaercs Hepacmo3nanHoW. OupeHHE y JAeTe - HoOBas
npobiema Bo BceM Mupe. HenaBHue uccienoBaHus MWASHTU(QHUUIMPOBAIM paHHEe HapylleHHe (yHKIHUU
nouek M puck pasButusi XbII y nereit ¢ u3dbbITouHOM Maccoi tena [16, 17]. Kpome Toro, mMiaaeHusl ¢
HU3KOW Maccod Tena MpHU POKIEHUU U MaJIOBECHBIE I TE€CTAllMOHHOIO BO3pacTa UMEIOT IOBBIIICHHbIN
puck pasButusi TepmuHanbHOM cranguu XBII B moxpoctkoBom Bospacte [18, 19]. Ilo mepe pocra
poOJIeMbl IE€TCKOTO OXKUPEHMS U CTApEHMs HacelleHUsl ¢ HU3KOW Maccoil Tena MpH poXKAEHUHU MUPOBOE
COOOIIIECTBO MOXKET CTOJIKHYTHCS C MOTEHIIMAIBHBIM CABUTOM B anuiemMuonoruu aerckoi XbI1.

TepmunansHast cragus XbBII. TnomepynsipHble HapylIeHHS COCTaBJIAIOT OOJIBLIYIO JIOJIIO
OCHOBHBIX MPUYUH Yy JIeTeil ¢ TepMUHaIbHOI cTtagueil 6one3nu noyek (ESKD). Oto cBsizano ¢ ObicTpoii
CKOpocCThIO mporpeccupoBanuss XbIl y manueHToB ¢ HapymeHUsIMH KITyOO4YKOBOM (DYHKIIMM B CPaBHEHUH
¢ OOJIbHBIMU, UMEIOIIMMHU HETJIOMEPYJISpHbIE TPUYNHBI.

CornacHo exxerongHoMy otuery cucteMbl gaHHbIX noyek CIIA (USRDS) 3a 2017 roa, ocCHOBHBIMU
npuunHamu XITH y marmentos B Bo3pacte ot 0 7o 21 net B 2011-2015 romax, kak v B mpeAbIIyIIME TOMIBI,
ObUTM BpOXXICHHBIE aHOManmuu Touek u MoueBbBOmsmux myTedt (CAKUT, 22%), nepBuuHbIe
riomepysipublie 3aboneBanus (21,8%), kucTo3HbIe/HaCIEACTBEHHbIE/BpOXKAeHHbIE HapyeHus (12,5%) u
BTOpPHUHBIE TJIOMepyJsipHble 3abosieBaHus/BackynuTsl (10,7%). Haubonee wactble MHIMBUAYAJIbHBIE
JINAarHO3bI, CBSI3aHHBIE C TepMuHanbHOW cramuer XbBII y gered, BKIOYamyM OYaroBbI CErMEHTapHBIN
riomepynockiepo3 (11,6%), runomnasuto/mucriazuto modek (10%), BpokaeHHbIE OOCTPYKTHUBHBIE
yporatuu (9,7%) 1 cUCTEeMHYI0 KpacHYI0 BoJdaHKy (6,3%) [20].

HeanexBaTHOEe nuTaHue - XOpOLIO M3BECTHAas NpuuuHa Iwioxoro pocrta y aered ¢ XbII. BOH
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ACCOLIMUPYETCS C MPOrPECCUPOBAHUEM YPEMUYECKUX CUMIITOMOB, IPUBOJIUT K OEIKOBO-3HEPT€TUYECKOMY
UCTOIIEHUIO U YBEIMUEHHIO JIETAIbHOCTU y 3TOM Kareropuu nanueHtos. B uccnenosanuun CS Wong et al.
IIPOJIEMOHCTPUPOBAHO, YTO JUIsl KaKJOT0 CTAaHAAPTHOIO OTKIOHEHUS Z-SCOr€ CHUKEHUS POCTa y JETeH C
XBII o cpaBHEHUIO €O 310POBBIMH JI€TbMHU, PUCK CMEPTH NOBBIIIAeTcs Ha 14% [21].

BOH acconuupyercs He TONBKO C NOBBIILIEHUEM PUCKA TOCIUTAIN3AUNN U CMEPTHOCTH Y J€TEH, HO
TaK)K€ CO CHHIKEHUEM JIACTUYHOCTH apTEPHUM C MOTEHIIMAIIbHBIM PUCKOM KapJHMOBACKYJISIPHON NATOJIOTUU
U cHWKeHneM koHreHTpauuu 25-OH Buramuna J[. bonemue nccnenoBanus, Takue kak, Kidney Disease
Outcomes Quality Initiative (KDOQI) pexoMeHAyIOT MpoOBeICHHE PaHHEH, HHTCHCUBHOW HYTPUTHBHOMN
nogaepxxku y aerei ¢ XbII. Psa uccnenoBanuii y mnagenieB ¢ XbII nmoka3anu 3Ha4uTEIbHOE YBEIUUCHUE
CKOpPOCTH POCTa MpHU 00ECTICUCHUH aJIeKBATHON HEPreTUYeCKON [EHHOCTH MUTAHMsI, YTO 00ECTIEYHBAIIOCh
KOpPMJIGHUEM 4Yepe3 Ha30racTpajbHbId 30HJ WM TacTpocTomMy. Takum o0pa3oM, obecriedeHue
aJIcKBaTHOTO MHTAHUS SIBISIETCS OJAHMM M3 BAKHEHIIMX AacCIEKTOB JIEUEHUs peOEHKa C XPOHUYECKOU
00JIe3HBIO MTOYEK.

BOH, cBs3anHas ¢ 3a0oieBaHHMEM, WMEET HECKOJBKO BO3MOXKHBIX MEXaHW3MOB: CHIDKEHHE
noTpeOsieHus] MUK, TOBBIINIEHUE MOTPEOHOCTH B HYTPUEHTAX, YBEIMUYEHUE MOTEPh HYTPUEHTOB H
HapylLIeHUE WX UCIOJIb30BaHUs Oprannu3mMoM. Baxknas ponb B pasButuu bOH, cBsa3aHHO ¢ 3a00eBaHueEM,
NPUHAJICKUT BOCHajeHut0. BocrniaieHne paccMaTpuBaeTcss B HOBOM KayeCTBE, TaK KAK MOXKET SIBJIATHCS
npuunHOW BOH, a Taxyke BHOCUTH BKJIAJl KaK OJWH U3 MeXaHU3MOB ¢opmupoBanus bOH. Bocmanenue
MOJKET BIIMATh Ha ANNEeTHT W HapyllaTh YCBOCHHE HYTPHUEHTOB, UTOTOBBIA 3(P(EKT 3aBUCUT OT TOTO,
ABJIIETCS JIM BOCHAJIEHHUE OCTPBbIM (KJIACCUYECKOE BOCIHAJICHHE) WM BSUIOTEKYIIUM XPOHUYECKUM
(meTtaBocnanenue) [22].

[Tpuuunsl BOH y nereit ¢ XbII:

- Ilnoxoit ammeTut, MOXXET OBITH CBSI3aH C W3MEHEHUSMU BKYCOBBIX OIIYIICHHH, MPUEMOM
0OJIBIIOrO KOJMYECTBA JIEKAPCTB, MPEANOYTEHUEM BOJbl Yy JAETed C MOJuypuell; IOBBILIEHUEM
UPKYJIUPYIOUIMX LHUTOKMHOB, Takux Kkak JjentuH, P®HO-a (pakrop Hekposa omyxomm a), IL-1
(uHTEpseHKUH-1) U -6, KOTOpBIE AEUCTBYIOT Yepe3 TMIOTANIaMyC, BIIUsSA HA alleTUT U YyBCTBO CHITOCTH.

- PBora, cBs13aHHas ¢ ractpor3odaraibHbIM peIIIOKCOM U 33JepKKOW OMOPOKHEHUS XKeTyJKa B
CBSI3M CO CHHYKEHUEM KJIMPEHCa MOJIUIENTHIHBIX TOPMOHOB.

- Hapymenne abGcopOuuy HYTPHUEHTOB MNUTaHMSA, CBS3aHHOE C YPEMHUYECKUM IOBPEkKIAECHUEM
MHTECTUHAJILHOTO SIUTENNS U HapyIlIeHHEM MUKpPOOHOMA.

- Ilpucoenunenne octpoii BOH B cBA3M ¢ snu3onamMu  HMHTEPKYPPEHTHBIX HHQEKIUA,
XUPYPrU4eCKUX BMEIIATEIbCTB U T.1.

- AcconrpoBaHHbIe KOMOPOHIHBIE COCTOSIHUSA, BIMSIONINE HA TUTaHue [3, 23].

Anemus - gactoe ocioxkHenue y aereit ¢ XbII, pacnpocTpaHeHHOCTh KOTOPOTO YBETUYUBACTCS 110
Mepe MporpeccupoBaHus 3a00eBaHNs. AHEMHUs CBSI3aHa C Pa3BUTHEM OCJIOKHEHUH, BKIIIOYas yBEJINUEHUE
YacTOThl TOCHUTANIM3AllMM U CMEPTHOCTH, a TaKKe [MpOrpeccupoBaHus  (aKTOPOB  pHCKa
CEpJICYHO-COCYIUCTHIX 3a00JeBaHMM, TaKUX Kak kKak runeptpodus neBoro xemymouka ([JDK) [24, 25].
OCHOBHOM TPUYMHOW aHEMHUM SIBJISIETCS  HapymieHne oOpaszoBaHusi sputponodtuHa (OI10)
nepuTyOyIsipHBIMU (GUOpOOIAcTaMu KOpTEeKca mouek [26].

[Tpnunnamu anemun npu XbII y nereit saBnstores:

1. Hapymenue w/unu aucperynsuus oopasosanus 9110

2. XKenezonepuuutHelil 3puTponod3 (abcomotHelil nepunut Fe, dpynkunonansueiii nepunur Fe,
HapyueHue metabonusma Fe)

3. Bocmanenue u 6;10kHpoOBaHUE Kene3a TEICHINHOM

4. XpoHHYeCcKHE IMOTEPU KPOBM (YacTble BEHENMYHKIMHM, NOTEPU B TIEMOJUAIN3HOM KOHTYDE,
notepu uepe3 JXKKT, MeHcTpyanbHbIE TOTEPH)

5. Ypemus 1 OKCUJATUBHBIN CTpece

6. 'unepnapatupeos u muenopudpo3

7. dedpunuraeie coctosuus (Butamud B12, honuesas kuciora, kapHUTUH, BuUTaMuH C)

8. JlekapcTBeHHBIE CpencTBa (MHTHOMTOPHI aHTHMOTEH3WH mpeBpamiatoniero depmenta (MAIID),
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HEIIPUBEPKEHHOCTh K TEpallMd aHEMHH, JIEKAPCTBEHHAs: TOKCHUYHOCTb, KPACHOKJIETOYHAs aIlla3us
KOCTHOT'O MO3ra).

Cpenn mexaHu3MOB pa3BuThUs aHeMud npu XbII omucan rencuanH-onoCpenOBaHHBIN, KOTOPBIM
OJIOKMpPYET JOCTYNHOCTh J>Kelie3a JUIsl SPUTPOIIOd3a Ha Pas3IMuYHBIX JTamax, OoT abcopOuum xenesa
SHTEPOLUTAMHU JI0 BHICBOOOXK/IEHHUS JETIOHUPOBAHHOTO JKejie3a B KOCTHOM Mo3re [27].

Mupkymupytomuit OI1O perynupyer mnpoaudepaiuo SpUTPOUTHOTO POCTKA, JEHCTBYET Kak
dakTop pocra, CHOCOOCTBYIOIIUNA CO3PEBAHUIO IPUTPOIUTOB. [lepBuuHbBIA cTuMyn A sxcupeccun 110 -
runokcusi, obpasoBanue II1O mMOBHIIACTCS T'HUIOKCUSA-MHIYNIUOCTBbHBIM (DAaKTOPOM TPAaHCKPUIILUH,
koTopbiii KoHTpoaupyeT ren DI10. ObpazoBanue D110 mpu XBII cHmkaeTcs kKak 3a cUeT pa3pylIeHUS
nepuTyOysipHBIX (UOPOOIACTOB M HAPYIICHUS PETYISLUU TOYEYHOTO KHUCIOPOJ - YyBCTBUTEIBHOTO
MEXaHHU3Ma, TaK U 3a CUeT HapylleHus TyOylspHOU peaOcopOIMM HATPHs B IUCTAIBHBIX KaHAJbIaX MpH
camkennu CK®, xotopoe sBIsieTcsl CUTHaiIOM Juisi mojamieHus oopazoBanus DI1O. Yposenp DIIO y
naiueHToB ¢ XbBII oOblYHO HOpMaNbHBIA WM HE3HAYUTEIbHO YBEJIWYCHHBIH, HO y MAI[MEHTOB C
HOpMalIbHOHU (yHKIHEH nmodek u anemueit yposerb D110 nosermaercs ot 10 mo 100 pa3 [28].

Pa3Butue XBII B geTckoM Bo3pacTe MOXKET MPUBECTH K BBIPAXKEHHOU 33JIEPKKE KOHEYHOI'O0 POCTa
y nanueHtoB. YcrtaHosneHo, yTo npu XbBII 3B-5 cr. orcraBanue B pocte umeer 50% nereil. Ilpu
HeneueHod XbBII, o0ycrnoBiieHHON BpOXKICHHOW MAaTOJNOTHEH, 3aJepiKKa pocTa MOXKET HaOIroJaThCs B
TE€YEHUE IEPBBIX JBYX JIET JKU3HH, TaK KakK IEpUOJ] MJaJIeHYECTBA XapaKTepU3yercs Haubojiee BbICOKOM
CKOPOCTBIO pOCTa. 340pOBbIe MIIaJIeHIIbl JOCTUTaloT 50% pOoCTOBOro MoTeHIMaNa K JBYM roJlaM >KU3HH,
takuM oOpa3om, XBH B panHeM Bo3pacTe MOKET OKa3aTh BAYKHOE BIUSHUEC Ha KOHEYHBIN pocT. B mepuon
¢ 3 nmo 10 ner mabmromaeTcsi MPUOIUZUTEIHLHO MOCTOSIHHAST CKOPOCTh pocTa 5-7 cMm/Toa. DTo, TIIaBHBIM
obOpasomM, 3aBucutT OT ropmona pocta (I'P) u ropmonoB mmuToBuaHOM >xene3bl. B mociennune 2-3 rona
nepen my0epraTtoM CKOPOCTh pOCTa MagaeT HempomnopuuoHanbHo y OonbHbix ¢ XBII. Hawamo
myOepTaTHOrO POCTOBOIO CKayKa 3aJ€pXKUBAETCS, a €ro aMIUINTYAA CHUXKAETCs, IPUBOJS K AajbHEHIIeH
NIOTEpPE POCTOBOTO MOTEHIMAA.

[TpruunHBI 3a1€p>KKH pOCTa MOTYT OBITH Pa3HOOOPa3HBIMU:

- TeHeTH4ecKue GakTopsl (POCT pOJUTENEH, IO, CHHAPOMBI)

- HEJIOHOIIEHHOCTh

- (huznyecKoe pa3BUTHE, HE COOTBETCTBYIOIIEE T€CTAIIMOHHOMY BO3PACTY

- He0OXOIMMOCTh B UHTEHCUBHOM Tepanuu Mpu poKIeHUH

- CONYTCTBYIOLIME 3a0oieBaHus (CHCTEMHas NaToJIOTusl, IeHeTHueckue cuHapomsl: Illumke,
bapne-bunna u I'amnoyas-Moyata)

- Bo3pact Havyana XbII

- creneHb TspkecTd XbBII u octaTouHOM PyHKIMK OYEK y MALMEHTOB HA JUalln3e

- JIEYEHUE TIIIOKOKOPTUKOUIAMHU.

Takxe (axkTopamu, BIMSIONIMMH Ha IPOLECCH pOCTa, SIBISIIOTCS: AeUUUT Oenka U KaJopuil,
BOJIHO-3JIEKTPOJIMTHBIE MOTEPU MPH MOJUYPUN U COJNBTEPSIONIUX COCTOSIHUAX, METAOOIMYECKHH alumao3,
anemust, MKH-XBII u pe3ucTeHTHOCTh K TOPMOHAM, OMOCPEIYIONTUM pocT pedberka [29, 30, 31, 32].

Amnabonnyeckuii 3¢dext I'P Ha ypoBHE TKaHeW peann3yercss yepe3 MHCYJIMHOMOAOOHBIN (akTop
pocta 1 (U®P-1). XBIl - 310 cocTtosHue HeuyBCTBUTeNbHOCTH K [P, koTOpoe xXapakTtepusyercs
negunuroMm GpyHkunoHaiabHoro MOP-1 u3-3a cHmkenus skcnpeccun perentopa ['P B opranax-mMuiieHsx,
TaKUX Kak II€YeHb, U HapyLIeHUs nepenadn curHanos penentopa ['P gyepes SHyc-kuHa3y2, sBistonieincs
CUTHAJIBHBIM TIpeoOpa3oBaTeleM M aKTUBATOPOM MYTH TPAHCKPHUILUMU S5 H3-32 HHIYIMPOBAHHOTO
BOCMAJIEHUEM CYyIIpeccopa SKCIPECCHM Iepelayd CUTHAJIOB IUTOKHMHOB W MOBBIIIEHHONW CHOCOOHOCTH
N®OP B ycnoBusax wu3dbitka MOP-cBs3piBarommx OenkoB [33]. CHUXEHHE TUNOTATIaMHYECKOTO
BBICBOOOKIEHUS TOHAAOTPOIIUH-PUIU3UHT TOPMOHA MIPU YPEMHH CBSI3aHO ¢ (paKTOpaMu MHTUOUPOBAHUS -
aHTHOTEH3UH Il 1 jeyeHne TIOKOKOPTUKOUIAMH, YTO MOXET NMPUBECTH K CHUKEHMIO LIUPKYIHPYIOIIETO
OMOAaKTUBHOIO JIOTEMHU3UPYIOLIETO0 TOPMOHA, TUIIOTOHAJAU3MY U CHUKEHHMIO pOCTa B MyOepTaTHOM
nepuojsie. B nauane monoBoii 3penoctu npoduias ['P/UDP-1 aktuBu3upyeTcsl YBEITHMUECHHEM CEKpEIHH
IIOJIOBBIX TOPMOHOB - 3CTPOT€HOB M TECTOCTEPOHA Yy JI€BOYEK M MaJIbUYMKOB, COOTBETCTBEHHO. Hauamno
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MIOJIOBOM 3pesiocTH  3aepxkuBaercs y mnofpoctkoB ¢ XbBII, mukoBasg CKOpOCTb pocTa OTCPOYEHA
npubimsuTensHo Ha 2,5 roxa. [lyOepTaTHblii CKauoK poCTa 3aras[blBaeT, YMEHBIIACTCS U CBS3aHHAs C
HUM CKOPOCTh pOCTa, YTO OOYCJIOBJIEHO COKpAaIeHHEM BPEMEHHM pPOCTOBOro ckauka. llyGepratHoe
yBenmmueHue pocta y aereid ¢ XbBII cocraBnser mpubmusurensHo 65% 0T myOepTaTHOro CKayka pocra y
3m0poBbIX Aerert [34]. CiemoBarenbHO, oTcTaBanue B pocte npu XbII 00ycinoBieHo, r1aBHBIM 00pa3oMm,
MOJaBJIIEHUEM pocTa B 2-X MepHojax: MIaJeHUYECKOM (KOTJa pOCT 3aBHCHUT B OCHOBHOM OT (DakTopoB
MUTaHUA) U TyOepTaTHOM (3aBUCHMOM OT ITOJIOBBIX TOPMOHOB).

KitoueBbiM  dakTopom dopmupoBanus u mnporpeccupoBanuss MKH-XBIT smusiercss pasButne
HedpOCKIIepo3a 3a CUeT CHIDKEHUS KoJM4yecTBa (YHKUMOHHPYIOIIMX HedpoHOB. PesympraT 3THX
U3MEHEHHI: CHIDKEHHE SKCKpeuuu ¢docdopa ¢ MOUOiA, MOBBIIIEHNE YPOBHA (GochaTeMUn U MOBBIIICHUE
nponykiuu (akropa pocra ¢udpoodmacroB 23 (FGF23); cHmkeHnne cuHTe3a akTUBHOW (DOPMBI BUTAMHHA
D (xanpuuTpuosna), CHUKEHUE KOHLIEHTPALMM KajblUs KPOBHU, MOBBIIIEHUE MAPATUPEOUIHOIO TOpMOHA
(ITTT"). IloBbimenue ypoBHs Gochopa U CHIKEHHE KallbLMi KPOBH - KIIFOUEBbIE MYCKOBBIE (DAKTOPHI
U3MEHEHUs1 romeocrasa KocTHou TkaHu npu XbBII. [TapatupeonnHblii TOPMOH SABIISIETCS LEHTPAIBHBIM U
BEIyIIMM B MEXaHHU3ME PEryJsilMyd YPOBHS KaJbliMs B OPraHU3Me: HOPMOKaIbLUMEMHUs BakKHA MJId
o0ecrieyeHnss HOPMaJIbHBIX BUTAJIBHBIX (YHKIUH (TPEXkIE BCEro CEpleYHO-COCYIMCTON M HEHTPAIbHON
HEpBHOU cucTeM). J(nutenpHas runep@yHKINs MapaliuTOBUAHON KeJle3bl IPUBOJUT K €€ TUIIePTPOPUH U
THNEpIUIa3uu ¢ (HOPMHUPOBAHHWEM aJeHOMBL. HempeppiBHas CTUMYJSIMS KOCTHOrO oOMeHa Ha (oHe
TUIIEpHapaTupe03a BEAET K HApYIIEHUIO MOACIIUPOBAHUS CTPYKTYPbl KOCTH, HAPYIICHUIO €€ MPOYHOCTHU C
nocneayomuM (GopMupoBanueM nedopManuii U repesioMoB. [IoMUMO IMAaTONIOTHYECKUX H3MEHEHUI
KOCTHOW TKaHU MPH BTOPHUYHOM HE(PPOTEHHOM THUIEPIIapaTHPE03e Pa3BUBACTCS TAKOE MATOIOTHYECKOE
COCTOSIHUE, KaK KaJbUU(UKALKA COCYTUCTBIX CTEHOK, CTPYKTYp MUOKap/a U PasiIMYHbIX MATKOTKaHHBIX
CTPYKTYp [35].

CoBpemennas konnennus naroreneza MKH-XBII Bkimrouaer B ce0st TakyKe CpaBHUTEIHLHO HOBBIC
OuoMapKepbl, peryIsaTopbl 1 MEXaHU3MBbI, TakHe Kak: ¢akTop pocta pubdpodnacros 23 (FGF23) - onun u3
caMbIX paHHMX OHWOMAapKepoB; MENTU], CEKPETHUPYEMbIH OCTEOKJIACTaMU M OCTe00JacTaMH, KOTOPBIN
peryiaupyet metabonusm (ocdaroB u Butamuna D, Hanpsimyro uaruoupyet cexpeuuto I1TI; penentops
FGF23; Klotho (TpancMeMOpaHHbIil Oeiok, HeoOXonuMBIM Ay axkTuBauuu penenrtopa FGF23 B
OopraHax-MHILIEHSX: T[OYKa M HapalluTOBUAHAs kenes3a); pemnentop BuramuHa D (VDR);
KaJnbluii-uyBCTBUTENbHBIN penentop (CaSR); ckiepocTuH; cyOKapOOKCHIMPOBAHHBIA OCTEOKAJIBIUH.
ITpoBeneHHbBIE HCCIENOBAHUSA Y JETEN U B3POCIBIX IMOKA3aJlu MOBBIIEHHBIH YpoBeHb FGF23 B chIBOpOTKE
KpOBU ¥ TOBBIIIEHHYO0 3Kcrpeccuio FGF23 B koctsix Ha pannux craausx XbII, korna yposens ¢gocdopa,
kanpuuii u [T ocratorcs eme B npememnax Hopmbl [36, 37, 38, 39, 40]. FGF23 MoxHO cuuTaTh
YYBCTBUTEJIbHBIM CKPUHUHIOBBIM TecToM Juisi BbisiBieHus MKH-XBII na pannux srtanax. Jledunur
KAJIBLIUTPUOJIA TaKXke cCTUMyJHpyeT cekperuto IITI uepes aktuBanuio VDR B mapamiMToBUAHBIX XKelle3ax
U KOCBEHHO CIOCOOCTBYET pa3BUTHIO THIOKAIBLIMEMUHU, KOTOpasl SBISETCS €HIe OJAHMM CHJIbHBIM
ctumysoM st cekpeunu IITT [41, 42]. CHM)keHMEe KOHIEHTPAIMHU KalbLKs B CBIBOPOTKE TAKXKE MOITHBIH
crumyn st cekperuu  IITT, d4ro, cBsizaHo co cHWxKeHHOM odkcrnpeccueir CaSR B kieTkax
napamuToBUAHbIX kene3 [43]. Crolikas rumnopeaktuBHOCTh VDR u cHuxenue skcnpeccun CaSR
MPUBOAAT K TMIEPIIA3UH MAPANUTOBUIHBIX XKEJI€3 U Pa3BUTUIO TPETUYHOIO rurepnaparupeosa [44].

[Tatodusuonornyeckue acnexktel MKH-XBII mpenctaBieHbl CIOKHBIM KacKaJoM COOBITHIA,
BKJIIOUAIOLIUX  B3aMMOJEWCTBUS  TOYKH,  HApalIUTOBUJIHOM  JKene3bl, KOCTHU,  KHIIECYHHKA,
CEPJEYHO-COCYAUCTON CUCTEMBI.

Crneunduueckre acrnekTbl KOCTHOrO MeTadoyiu3Ma y JeTeil BKII0YAlOT HE TOJbKO HEMpPEephIBHOE
KOCTHOE DPEMOJICIMPOBAHUE, COYETAIOIIee IPOLECChl OCTEO0NaCTUUECKHE U pe30pOTHBHBIE, HO U
HENPEPBIBHBIA BBICOKOJIMHAMUYHBIN IPOLIECC TMPOJIOJIBHOIO pOCTa CKeJleTa JI0 3aKPbITHS POCTOBOM
IUTACTUHKH, YTO CYILIECTBEHHO YCIIOKHSAET MOHUMaHNe MUHEPAIbHOTO U KOCTHOT'O TOMEOcTa3a y pebeHKa ¢
XBII. Hapymenue pocta pedbeHka - oqHo u3 ocHOBHBIX nposiBiennit MKH-XBII. Tlpu atom noctmxenue
HOPMAaJIbHOT'O KOHEYHOT'O pOCTa SIBJISETCS cephe3HON MpoliaeMoil i kaxaoro nanuenta ¢ XbI1.

B passutun KBb y gereit ¢ XBII urparoT pons Kak TpaaullMOHHBIE (AKTOpHl PHUCKA, TaK U
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dakTopbl, 00yCIOBIECHHBIE CHW)XEHHEM IMoueyHol QyHkimuu. K mepBbIM OTHOCATCS apTepuaibHast
THIEPTEH3US, TUIIOJUHAMUS, OXKUPEHHE, TUTIEP- U TUCITUIHIEMUS, HApyIIECHHUs YTICBOAHOIO OOMEHa; KO
BTOpbIM - akTuBanusi PAAC, napymenus (ochopHO-KaIbLIHEBOro 0OMEHa, XpOHHYECKOe BOCHAJICHUE,
SHJIOTEIHNATIbHAS JUCQYHKIUSA, OKCUAATUBHBIA CTPECC, THIIEPBOJIEMHUSI BCIEJACTBHE 3aJCPKKH HATPUS U
BO/JIbI, aHeMusl [ 12, 45].

OcnoBHBIM (akTopom nporpeccupoBanusi XbII u KBb sBisercs aprepuanbaas runepreHsus. Al
BO3HUKAET BCJEJICTBUE IOBBIIICHHUS] COCYIUCTOro TOHyca (ueMy crocoOctByer aktuBauus PAAC,
OKCHJATHUBHBI  CTpecC, MPOBOCHAIUTENbHbIE LMUTOKHUHBI, IPOBOLUPYIOIIUE  HHAOTEINAIBHYIO
muchynkimio) u ysenuuenus OLIK (k yeMy mnpuBoauT 3ajiepkka HaTpusi M BOABI, OOYCJIOBIECHHAs
3a00j1eBaHeM MOYeK u/uiu aktuBaiueii PAAC).

Hapymenust dhochopHo-kanprueBoro oomena npu XbII (runepnapartupeos, runepdocharemus,
noBeiienne  ypoBHs FGF23, octeokanbliuHa, a Takke CHIKEHHE AaKTUBHOCTU HWHTHMOUTOPOB
KanbIU(UKALUK) CIIOCOOCTBYIOT PEMOJICIHMPOBAHUIO COCYAMCTON CTEHKH: YTOJIICHUIO MHTUMBI-MEIIUH,
¢ubpo3y, a 3aTeM KaJbIIMHO3y MBIIIEYHOTO CIIOS CTCHKH apTepuid (B TOM 4YHCIE KOPOHAPHBIX),
runeprpodun u kanpiuHo3y Muokapaa JDK. B pesynbrare pemoaenupoBaHus CHHKAETCS 3JIACTUYHOCTH
apTepuil M HUX CIIOCOOHOCTH CMSTYaTh MYJbCOBBIE KOJIEOAHHS CKOPOCTH KPOBOTOKA, MOBBIIIACTCS HX
XKeCcTKOCTh (stiffness), yBennunBaeTcsi CKOPOCTh pacHpoCTpaHeHHUs MyJIbCOBOM BoiHBI [46]. Hapacranue
nepuepuIecKoro COCyIMCTOro CONMpOTUBICHUs ycyryomser Al', koTopas B CBOIO ouyepenb MPUBOIUT K
JaIbHEUIEH MepecTpoiike MBILICUHOTO CIIOSI ApTEPUid U IPOTPECCUPOBAHUIO TUIEPTPOHUN MUOKAP/A.

['uneprpodust MHOKapna acCOMMpPOBaHAa CO CHH)KEHHEM IUIOTHOCTH KamWUISIPOB, YTO
crocobcTByeT uiemMuu. Miemusi mpoBOLUPYET arnonTo3 MUOKAPAUOIUTOB, HAKOTIIEHUE MEKKIETOYHOTO
MaTpukca U (GpuOpo3 MHOKapja, 4To, B CBOIO OYepelb, ycyryouser umemuto. ['uneprpodun u hpudposy
MHOKap/ia CIocOOCTBYET TaKKe MOBBILICHHBIA ypOoBeHb anruotreHsuna Il u anbnocrepona [47].

[To mepe mnporpeccupoBanusi XbBII Bbllleyka3aHHbIE HapylIEHUs YCYTyOJSIOTCS, AOCTUIas
MaKCHUMaJbHOW BBIPA)KEHHOCTH Ha JUAIN3HOM CcTaaud. JlIUTENbHOE, CHUHEPrMYecKOe BO3JEHCTBUE
(GakTOpoB pHCKAa NPUBOIAT K BbIpakeHHOW rumneptpoduu u/mnu nunarauuu JOK, nuactonmudeckol, a
3aTeéM U CHUCTOJNIMYEeCKON auchyHKIMHU. BO3HUKaeT HeI0CTaTOYHOCTh KPOBOOOpAIllEHHs, 3HAUUTEIBHO
BO3pacTaeT PUCK HApYIIEHUH CepJeYHOro pPUTMA, MIIEMHUYECKHX aTaK, KOTOpble B UTOI€ MOIYT CTaTh
npu4arHoOi cMeptu pedenka ¢ XBII 5 cr. [12, 46].

1.3 DnuaeMuosiorus 3a00/1eBaHNs HIH COCTOSIHUSA (TPYNIIbI 3200/1€BAHUI HJIH COCTOSIHUI)

B nureparype nanuble o pacnpoctpaHeHHocTd XbII cpeau nereii HemHOrouucieHHsl. McTuHHas
yactora XBIl B geTckomM Bo3pacTe HE HM3BECTHA, MOXET MOCTHTaTh 1% B mgerckod momyisuuu [48].
Heonaranpnas XBII BcTtpewaercs mpumepHo y 1 m3 10 000 XMBOpPOKIEHHBIX, TOTrJa KakK 4acToOTa
TEPMHUHAJILHOM CTaJIUU B 3TOM BO3pacTe COCTABJIAET OKOJIO 7,1 Ha MUJUIMOH BO3pacTHOro HaceseHus [13].
B paznuunbix crpanax mupa XBII Bapbupyet or 2 10 16 Ha 1 MiIH JIeTckoro HaceneHHs/Tol. bombias
yacTh Jered ocTtaerca 0e3 AuarHosa 10 B3pocioro Bo3pacta. Ilo naHHBIM HallMOHAJIBHBIX PETHUCTPOB:
gacrota aerei, Hyxparomuxcd B 3IIT or 9-10 HOBBIX cioyuyaeB Ha MJIH AETCKOI'O HACEJIEHUS B TOJ
(BenukoOpuranus, Asctpanus u Hosas 3enanaus) no 15 - B CIHA [15, 49, 50].

12591 nereit ¢ mompaBKOi Ha BO3pacT, MOJ U PacOBYIO/3THUYECKYIO MPUHAIEKHOCTh. CpeqHuit
Bo3pact naereir ¢ XbBII coorBerctBoBan 6 (1-13) romam. Yactora BcTpewaemoctn y neredd a0 1 roma
cocraBuna 20,2%, B Bo3pacte 1-3 net - 17,8%, 4-6- ner - 12,0%, 7-10 net - 14,8%, 11-14 ner - 15,2%,
15-17 net - 19,9%. Ilpu stom XBII 1-2 cr. qmarnoctupoBana y 20,0% narnuentos, XbII 3a u 36 cT. -y
9,1% u 4,0%, XBbIT 4 ct. - B 1,5% cnyuaeB, XbIl 5 cr. (6e3 muanuza) - 0,7%. B 64,7% ciayuyaeB
nuarHoctupoBaHa XbII ¢ HeyrounenHo craguent [51].

Pacnpoctpanennocts XbII y nmereit B crpanax EBponeiickoro Coro3a xonebinercs ot 55-60 no
70-75 cnydaeB Ha MWUIMOH HaceneHuss B Mcnmanum u WTtamuu, B 3aBUCHUMOCTH OT KIMHHUYECKOIO
onpenenenuss XbII, koTopoe HCHONB30BANIOCh B KaXJI0M uccieaoBaHuu [15]. Mexnay Tem, B cTpaHax
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bmmxuero Boctoka (KyseiiT) u FOro-Bocrounoit Azuu (bpysneii-Jlapyccanam) pactipoctpaneHHOCTh XbI1
3HAUYMUTENILHO BbIlIE U cocTaBisier 329 u 736 ciydyaeB Ha MWUIMOH HaceneHus [15, 52]. [lo nanHbiM
CepOckoro neauaTpuueckoro perucrpa pacnpocrpaneHHOCTh XbBII 2-5 cT. cocraBmser 96,1 ciaydaeB Ha
MWUIMOH HaceneHus |[53]|. Beicokas pacnpoctpaneHHocTs XbBII B crpanax bmmxnaero Boctoka u
FOro-Bocrounoit A3un MokeT ObITh 00OBsICHEHA OOJNBIINM KOJTMYECTBOM HACJIEICTBEHHBIX 3a00JIeBaHUN B
OJIHOM CEMEE.

PazButne tepmunaneHOl craguu XbBII B aeTckom Bo3pacTte ObUIO CTaOWIBHBIM B TCUCHHE
nocineaHux 30 JeT BO BCEM MUpE, HO PaclpOCTPAHEHHOCTh YBEIMYMBAJIACh BMECTE C YAaCTOTOM CIIydacB
JIMalii3a U PEUUIIMEHTOB MOYEYHOr 0 TpaHCIianTara [8, 54].

Pacnipoctpanennocts u  3aboneBaemocts XBII 1-4 cr. y pereit P® He ycraHOBIEHa.
Pacnipoctpanennocts XbBII 5/ cocraBmser 20,2 : 1000 000 nacenenus. Ha 31.12.2015 r. B P® 6bu10
3apeructpupoBano 626 nereit, nonyuatomux 31T (nepuroneansubiit auanus (I11), remognamuz (I'/),
tpancruianTanuss nouku (TID)): ma I'J[ - 6,06 manmeHToB/MJIH AeTckoro Hacenenms, mist IIJ] - 5,0
MAIUEHTOB/MJTH, JUISl TPAHCTUIAHTAIUY ITOYKH - 9,13 manuenTta/MiH. [55].

BrisiBneHue 1 perucTpaius MexayHapOoIHbIX JaHHBIX 00 snuaeMuonoruu nerckoit XbII susercs
cnoxHoi 3anadeil. Coobuaemoe konuuectBo Aerei ¢ XbBII, BeposTHO, 3aHMKEHO, MOCKOJIBKY paHHHE
cTaauu 3a0oJieBaHUsl OOBIYHO MPOTEKaT OeccuMITOMHO. KpoMe TOro, MoxeTr MMeTh MECTO HEIMOJIHOE
IPEOCTaBIICHUE NaHHBIX M3-32 AeUIINTa METUIIMHCKUX YCIYT B PalOHAX C OrpaHUYECHHBIMHU PECYpPCaMHU.
B pesynbrare TpymHo cpaBHuBaTh mokaszarenu aerckoid XBII Bo Bcem mupe u3-3a pasHooOpaszus
JIOCTYIIHBIX PECYPCOB 3paBOOXpPAHEHUS KaK I yxona 3a AetbMu ¢ XbBII, Tak u nis orciexxuBaHus u
cOopa TOYHBIX MOMYJSIMOHHBIX JaHHBIX W HCIOJNB30BAHMS pPAa3NUYHBIX onucanuii. Kpome Toro,
OITy0JIMKOBaHHasl UH(OPMaLIKs YaCTO OCHOBaHA HA OTYETaX U3 KPYIHBIX CIPABOYHBIX LIEHTPOB, U HEACHO,
JEMCTBUTEIILHO JIM 3TU JaHHBIE OTPAXKAIOT MOIYJISIIUOHHBIE PUCKH.

ITonyIAIMOHHBIE OLICHKM YMEpeHHOM M Tspkesnod XDbBII minm TepMUHAJIBHOW CTaguu MOYECYHOU
HEJIOCTaTOYHOCTH Yy JeTed, KOTOpeIM TpeOyercst 3amectuTenbHas mnodeuyHass tepanus (3I0T),
paccUMTHIBAIUCh IO CpeAHEW ToA0BOH 3a00JIeBA€MOCTH HAa MHUJUIMOH BO3PACTHOIO HACEIEHUS U
BapbUPOBAIN CIEAYIOUIMM 00pa3oM:

- EBpomna - 11,9 ciiyuaes

- JlJatunckas Amepuka - ot 2,8 1o 15,8 cirydaes.

- B crpanax Adpuku k tory ot Caxapsl, Iie pecypchl 3ApaBOOXpaHEHHS] HauOoJiee OTpaHUUYCHBI,
ObuUl OTMEYEH caMblii HM3KUM omyOsnkoBaHHbIM ypoBeHb XbBII mo pesynbTaraM OJHOLEHTPOBBIX
uccien0Banui u kosebancs ot 1 1o 3 cimydaes.

[IpencraBiennble aaHHble 1O pacnpoctpaHeHuto XbBII, TpeOyromeit ucnonb3oBanus 31T,
BapbUpyeT u3-3a pasHoro ypoBHs joctynHoctd 3IIT ang nereit B cTpaHax, NpeACTaBUBIIMX OTYETHI:
Hogsas 3enanaus - 18 ciyuaes, CLLA - 15,5, 3anannas EBpona u ABctpanus - 9,5, Poccus - <4 ciyuaes.

PacoBeie, monoBele u Bo3pacTHble pasznuuus. JlanHele peectpa CeBepoaMepUKaHCKUX
NeauaTpUUeCKuX UcciaeqoBaHui nouek u coBMecTHbIX uccienoBanuii (NAPRTCS) u peectpa quanusza u
TpaHcmianTaiuu Actpanuu u Hoo#t 3enanauu cooOunin o nosbiieHHOM pucke XBII y aTHHuecknx
MEHBIIIUHCTB.

B Cesepnoit Amepuke uyacrora XbIl y appoamepuxaHiieB B 1Ba-TpH pa3a BbIIIE, YeM Yy JeTel
eBporeoniHoi pacbl. B ABctpanuu u HoBoll 3enanany J€TH KOPEHHOM HAIlMOHAIBHOCTH (HAIIpUMeEp,
abopureHsl © Maopu) uMeroT Oonee BbicOkmi puck OIIIl m nHexotopeix TmoB XBII. Ilokazarenm
tepMuHanpHOM craguu XbBII cpean KopeHHOro HaceleHMs 10 CPaBHEHHIO C HEKOPEHHBIM HAaceJIEeHUEM
aHAJIOTMYHBI B Bo3pacTe 110 14 jeT, HO 3HauUnuTeIbHO BO3pacTaroT nocie 15 ser.

VY adpoamepukanineB renotun anonumnonporenHa L1 (APOL1) mMoxeT 0O0BACHATH MOBBIIICHHBII
puck XBII. I'enotun Beicokoro pucka st APOL1 (romo3uroTtHsiit o amiensm pucka "G1" wimm "G2" wnn
rerepo3urotHoctu coeauHeHus (G1G2) cBA3aH ¢ TMOBBILIEHHBIM DPHUCKOM pAa3BUTHUS TJIOMEPYJIIPHON
601€3HU, 0COOEHHO (oKaIbHO-cerMeHTapHoro rioMepyiockieposa (OCI'C), mo cpaBHEHUIO C TAKOBBIMU
c# TeHoTHn HU3Koro pucka (umerommii 0 win 1 amnens pucka). B o0beauHeHHOM aHann3e XpoHUIECKON
6ome3nn nouek y nered (CKiD) m Ceru uccnemoBanuii Heporudeckoro cunapoma (NEPTUNE) 104
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IeTel ¢ TIoMepylsapHOW O0oJe3Hbl0 U adpoaMEepUKAHCKUM IPOUCXOXKIECHUEM, JIeTH C TEHOTUIIOM
BBICOKOTO PHCKa HCIBITad OoJiee OBICTPOE CHWKCHHE (PYHKIMH IMOYEK C TEYCHHEM BpPEMEHH II0
CPaBHEHHUIO C TPYIION JeTei ¢ TeHOTUIIOM HU3KOIO PHCKA.

3aboneBaeMocTh U pacnpoctpaHeHHOCTh XbBII y nereit Beille y JHMII MYKCKOTO TIOJa.
[ToBbrmennsii puck XbI1 y MyxunH cBsizaH ¢ 0oJiee BBICOKOW YaCTOTOM BPOXKICHHBIX aHOMAJIUI MMOYEK U
moueBbiBoAMX 1myTed (CAKUT), Bkitouas OOCTpYKTHBHYIO YpPOIATHUIO, JUCIUIA3UI0  TOYEK,
TUIOILIa3UI0 MTOYEK U CUHAPOM CIMBOBOTO KUBOTA.

[MarmmenTs! ¢ XBII obpamatoTcst 3a TOMOIIBIO B AeTCTBE. B 0a3ze MaHHBIX XPOHUYECKOH MOYeuHOU
HenpocrarouHoctu (CRI) NAPRTCS, kortopas comepxkut cBeaeHuss o 6onee 7000 mamumentoB ¢ XBII,
BO3pacTHOE pacnpenerncHne Ha MOMeHT BoisiBiieHUs: XbII O6buto crnenyromum: <12 mecsiies - 15%, ot 12
1o 23 mecsnes - 5,2%, ot 2 go 6 aet - 15,7%, ot 6 go 13 mer - 32,1%, ot 13 go 18 ner - 28,3%, ot 18 1m0
21 roxa - 3,7%.

Onucath maToreHe3 JAHHOTO COCTOSIHMSI HE MPEICTaBISETCS BO3MOXKHBIM, MOCKOJbKY XBbBII
SBISICTCS MCXOJOM JIIOOOTO IMOYEYHOTO0 M BHEMoueyHoro 3aboneBaHus, a ¢opmupoBanue XbII
MPOUCXOUT B paMKax MMaTroreHe3a MpeaiiecTBYIONEero 3a00aeBaHusl.

Yactora BOH cpenu nereit ¢ XBII 5 cr. mupoko pacripoctpanena u Bapsupyet oT 20 10 80%. Ito
MaTOJIOTUYECKOE COCTOSTHUE BEET K MOTEepPEe MBIIICUHON MAacChl, dKUPOBOI MACChl, 3aMEIJICHHIO POCTa CO
CHIIKEHUEM BEIMYMHBI KOHEUHOTO pocta [56]. [Ipubnusurensuo y 40% nereit ¢ TepMUHAIIBHON CTaaUeH
XBII umeroT MEHbLIUH KOHEYHBIH POCT (HUXKE TPETHEro MEPLEHTHIIS) MO0 CPaBHEHHIO CO 3I0POBBIMU
JIOJIBMH TOTO %K€ BO3pacTa M 1Mojia KOHTPOJIbHOM rpynmsl [57, 58].

JlaHHbIE MHOTOLIEHTPOBBIX MCCJIEAOBAHUI MOKa3bIBAIOT, uTo y 73% nererr ¢ XbII 3 ct., 87% - 4
cT., 1 93% - 5 ct. nuarnoctupyercsa anemust (NAPRTCS) [59].

Hapymenue pocra, Bcrpeuatomeecs y 35% nereit ¢ XbII 2-4 cr. aBnsercs Haubomnee TpyAHOH JUis
JICUCHUSI M CaMOW CEephe3HOH Icuxojorudeckor mpobnemoii [5]. Tlo mamaem J.Harambat et al., 43%
MAIMEeHTOB C TePMHUHAIBLHOUN cTagueil moueyHoi HemocTarouHocTH (ESRD) B mercTBe HE gocTUraroT
HOPMAaJILHOT'O POCTa B3pOCIIOTO uenoBeka [58]. bonee Toro, peanpbHOe Ha3HAUYEHHUE COMATPONUHA™* neTsIm
c 3anepxkoi pocra ¢ XBII nesenuko [60]. ITo nannueiM peructpa CKiD y netell ¢ HU3KUM POCTOM 10
TpaHCIUIAaHTAIIMU BpEMs BEDKHBAHUS TPAHCIUIAHTATa MMOCJe TpaHCIUianTauu novyky Ha 40% mensie [61].

AptepuanbHas runeprensus (Al) peructpupyercsi, B 3aBUCUMOCTH OT cTtaauu, y 40-80% nerteii c
XBII, ¢ MakcuManbHOM pacnpocTpaHEeHHOCThIO cpeau nanueHToB Ha 3IIT. B 3Toil ke momynsuu yarie
BCEro BBIABJISIOTCS TaKWe MapKepbl KapAHOBaCKYJSIpHOI Oomne3nu, kak runeprpodus muokapaa JOK (mo
92%), yTonieHue HHTUMBbI-MEAMHM BHYTPEHHEN COHHOM apTepuu (10 89%), KanblupUKalus KOPOHAPHBIX
aprepuii (1o 20%) [10, 12, 46].

[To panubiMm EBpomelickoro oOmiectBa jaerckoi Hedposnorun u  EBpomeiickoil modeyHou
accouuanuu - EBpomelickoit accomumanuu nuanu3a u  TpancmiaHtonoruu (ESPN/ERA-EDTA),
pactipoctpanennocts neauarpuydeckoi 31T B 2012 roxy B EBpomne cocraBuna 27,9 ciydyaeB Ha MUJUTMOH
HaceneHus [62].

1.4 OcobeHHOCTH KOAMPOBAHUSA 3200/J1€BAHUS U COCTOSIHUSA (TPYyNIIbI 3200/1eBaHUI HIIH
COCTOSIHMI) 0 MeXAyHApOAHOH CTATHCTHYECKOH KiIaccuukannu 0oJsiesHel u nmpodJiem,
CBSI3AHHBIX CO 310POBbEM

B MexnynaponHoit cratuctuueckoi knaccudukanuu Oonesneir (MKDB) 10 BHeceHBbI
COOTBETCTBYIOIINE M3MEHEHHS, KACAIOIIUECs 3aMEHBbl YCTapeBIIEro TEPMHUHA "XPOHHYECKas IMOYeUHas
HEJOCTAaTOYHOCTh'" Ha TepMUH "XpoHuueckas 6one3Hs mouek" (kox N 18.1), a Taxxke kogupoBanus XbII.
B nactosmee Bpems muist o6o3nauenus craguii XbII cnenyer ncmons3oBars koapt N18.1-N18.5.

N18.1 - Xponuyeckasi 601€3Hb MOYEK, cTagus 1

N18.2 - Xponnueckas 607€3Hb MOYEK, CTATUS 2

N18.3 - Xponunueckas 601e3Hb o4ek, cragus 3 (3a u 30 cranun).
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N18.4 - Xponnueckas 60J€3Hb MOYEK, cTaaus 4

N18.5 - Xponnyeckasi 601€3Hb OYCK, CTATUS 5

N18.9 - Xponundeckas 00JI€3Hb TOYEK C HEYTOYHECHHOM cTauein

Jlis komupoBaHUs 3THOJOrHYEcKoro (akropa (0one3Hu, nmpuseaieil K pa3Butuio XbIT) momkHbI
OBITH MCIIOJIB30BaHbI COOTBETCTBYIOIIHME KOABI MKb-10 B monosHenue k ocHoBHOMY Koay XbII.

B cnyuasx moaroroBku k 3amecturenbHo modeuHoi tepanuu (3IIT), xkox XBII C5 cragum
(N18.5) Heobxoaumo TONOJHUTH Kojamu 749.0-749.2.

749.0 - IlogroroBuTeiabHbIE MPOLEIYPHl ISl MPOBEACHUS JUaiu3a (COCYAMCTBIA JTOCTYN MAJis
reMoinanu3a, mepuToHeanbHbIi KaTeTep) (mpu coctosiHuAx pu XBIT N18 (N18.4; 18.5))

749.1 - DKCcTpakopHopaIbHBIN 1uanu3 (TreMoauanu3, reMoauagpuiIbTpars))

749.2 - Ipyroii Bua nuanusa (MepuTOHCATbHBIN JUATH3)

B nononaenne x koay XBII 1omkHBI OBITH HCIIONB30BaHBI COOTBETCTBYIOMME KObI MKb-10 mus
KoaupoBaHus ocyioxkHeHuil XbII u acconuupoBaHHBIX COCTOSHMIA:

D63.8 - AHemus pu APYTrUX XPOHUIECKUX OOJIE3HSX, KIIAaCCU(PHUIIMPOBAHHBIX B IPYTUX PYyOpUKax

E21.1 - BropuuHsblii runiepnapaTipeos, He Ki1acCu(UIUPOBAHHBIN B IPYTHX PyOpUKax

E43 - Tsaxenas 6eKOBO-3HEPreTUYCCKAsT HEIOCTATOYHOCTh

E44.0 - YMepenHas 0e1K0OBO-IHEpreTHYECKas HeJJ0OCTATOYHOCTh

E44.1 - Jlerkast 6eKOBO-9HEpreTHYecKasi HeJJOCTaTOYHOCTh

E45 - 3anepxka pa3BuTHsi, 00yCIOBICHHAsI OEIKOBO-IHEPreTHUECKON HEI0CTATOYHOCTHIO

- AnlMMeHTapHas: HU3KOPOCIOCTh (KapJIMKOBOCTD), 3aJIepKKa pocTa

- 3azepkka (U3NYECKOT0 Pa3BUTHUS BCIIEACTBUE HEAOCTATOYHOCTH MTUTAHUS

E46 - benkoBo-3HepreTuyecKas HeJOCTaTOYHOCTh HEYTOYHEHHAas

E83.3 - Hapymenue oomena ¢ocdopa

E83.5 - Hapymenue oOMeHa KaJbIus

E83.8 - JIpyrue HapyleH!s] MUHEPaIbHOTO OOMEHa

E87.2 - Aunnos

E87.5 - 'nnepkanuemus

E89.2 - 'mnonapaTupeos3, BO3HUKIINN MOCIE MEAUIMHCKUX TPOLETYP

[15.1 - I'unepreHsus npu Jpyrux 3a00JeBaHUAX ITOYEK

143.8 - KapauomuonaTus npu Apyrux 0oJyie3HsIX, Kilaccu(UIMPOBaHHBIX B IPYTHX pyOpHKax

N25.0 - [Toueunas octeoaucTpopus

1.5 Kunaccudgukanus 3a001eBaHUA WIH COCTOSTHUSA (TPyNnbl 3a00/1eBaHU UJIM COCTOSTHUI)

Kpurepun aquarnoctuku u onpeznenenus craauid XbI1 y nereit anantuposansl B 2012 roxy KDIGO
[6]. Kputrepuu XBII npencrapnens: B Tabnure 1.

Taouauua 1. Kpurepun onpenesienuss XBbII (ecoiu 06a coxpansiroresi 0oj1ee 3-x MecsileB)

Mapkepbl TOBpeXIeHUS | AnbOyMuHYpPHs (CKOPOCTh SKCKpEIUH anbbyMuHa ¢ Moyoi =30 wmr/cyr;
nouek (1 u boee) otHomenue An/Kp moun =30 mr/r [ <3 mr/mmons])

M3MeHeHus ocajika MO4X (M30JIMPOBAHHAS MUKPOTEeMaTypus C
HapylIeHueM MOP(OIOrHH 3PUTPOLIUTOB (AaHU30LIUTO3) IPU
MOBPEXICHUN Oa3abHON MeMOpPaHbl KITyOOUKOB; SpUTPOLUTAPHBIE
WIMHAPHI IPU TPoSTUepaTHBHBIX (hopMax TIIOMEpYIIOHEPPUTOB,
JICUKOIUTapHBIE IIMJIMHIIPHI IPH MTUEIOHS(PPUTE WM HHTEPCTUITHATEHOM
He(pUTE; OBAIBHBIE KUPOBbIE TEJIbLIA WU KUPOBBIE IIMITUHIPHI TIPU
POTEUHYPUH; TPAaHYJIIPHbIE INHAPBI U KJIETKU [I0YEYHOTO
KaHAJIBLIEBOT'O SMUTENHI IPU MHOTHX MAPECHXMUMATO3HBIX 3a00JIeBaHUSIX
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(Hecnerupuyeckre MprU3HaKH))

DNEKTPOIUTHBIE U IPYTHe HapYLIEHUs BCIIEICTBUE KaHAJIbLIEBON
nucHyHKIUY (TOYSYHBIA KaHATBIICBBIM ali103, He(POTCHHBIN MTOYCUHBIN
HecaxapHbIi auader, cuHapoM PaHKOHHU, IUCTHHO3, U IP.)
['ucTonornueckre N3MEHEHUS

CTpyKTypHBIEC HapYyIICHUS IPU BU3yATU3ALUPYIOMIMX METOAaX
uccaenoBanus (Y3U, KT u MPT ¢ koHTpacTHBIM ycUJIeHHEM Wi O€3,
M30TOITHBIE METO/IbI, aHTHOTPA]S)

TpaHcruiaHTalys NOYKH B AHAMHE3E

Crmxerne CK® CK® <60 mn/mus/1,73 M (kareropun CK® C3a-C5). CK® <15

2
mia/mMud/1,73 M (C5) paciieHMBarOT KaK oYe4YHasi HEJIOCTATOYHOCTh

Cumwxenne CK® MOXXHO BBISBUTH C TOMOIIBIO COBpeMEeHHBIX (opmyn mis pacuera CKD Ha
OCHOBaHUHU CBHIBOPOTOYHOTO KpeaTWHWHA WM muctatuHa C, HO HE TOJIBKO IO OJHOMY H3 JTHX
roKaszareJeu

Crenyer NOAYEPKHYTh, YTO KPUTEpUM "MPOJOIDKUTEIBHOCTh >3 MecsleB" He NPUMEHUM K
HOBOPOXXJICHHBIM WJIM MJAJEHIIaM B BO3pacTe <3 MecsieB, Takke kak W kputepuid "CKOD <60

2
mi/mua/1,73 M " He puMeHHM K AeTSM B Bo3pacte <2 JIET, y KOTOPBIX CJIEAyeT MPUMCHSATh 3HAUCHUS,
COOTBETCTBYMOIIKE Bo3pacTy. OOmmii 6enok B Moue/FKCKpelus albOyMHHA C MOYOW BBINIE MPEAETIOB

HOpMAaJIbHBIX 3Ha4YCHMUI AJI1 COOTBETCTBYIOIICT'O BO3pACTA MOXKET OBITH 3aMEHEH Ha aJ'IB6YMI/IHypI/IIO >30

Mr/24 4. Bee 35eKTposInTHBIE HAPYLIEHUS Y JeTel JOJKHBI PACCMATPUBATHCS C TOUKH 3pEHHS BO3PACTHBIX
HOPM.

Baxuoctp kinaccuduxanun XbII 3akiatodaeTcst B CIeAyOMUX MPEUMYIIECTBAaX: €€ KOPPelsuus ¢
TaKUMH HMCXOJaMH, KaK MPOTrpPecCHpOBaHUE 3a00J€BaHMs, PUCK CEPJIEYHO-COCYAMCTHIX 3a00JeBaHUN U
CMEPTHOCTb OT BCEX IPUYMH; U BO3MOYKHOCTH TEPANCBTUYECKUX BMEIIATEIBCTB HA PAHHUX CTaAUAX
0OJIe3HM IS 3aMEJICHHsI €€ TIPOTPECCUPOBAHUS U YIYUIICHUSI KaYeCTBA KU3HU M BBIKUBAEMOCTH [6, 63,
64, 65]. Ha HayanbHOM 3Tane HEOOXOJMMO OIIEHHWTh HAIWYME MAapKEpOB MOYEYHOTO MOBPEXKICHHS, a B
nanpHelmem onpenenuts craauio XbII no CK® u crenens anb0yMuHypUn/IipoTENHYpPUH.

[TporpeccupoBanue XbBII ompenensercs Ha ocHoBaHuM BenuuuHbl CK® (cramus C) u ypoBHs
ansoymunypun (cramusi A) (Tabmuma 2, Tabmuma 3). YpoBenr CK® ompezensieTcss Ha OCHOBaHUH
KOHIIEHTPAllMM KpeaTHHUHA WiM nuctatiHa C B CHIBOPOTKE. YPOBEHb albOYMHUHYPHUHU ONpeEAesseTcs Ha
OCHOBAaHUHU COOTHOILLIEHUS aJIbOyMHH/KPEATHHUH B Pa30BOM MOPLUUHM MOYM WM CYTOYHOH 3KCKpELHH
anpOymuHa ¢ Mouoi. [Tonneid nuarno3 XbII cogepxut HazBaHue 3aboneBaHus modek (nmpuuuHy XbBII,
€CJIM U3BECTHA) BMECTE C Ha3HAYEHHOW cOOTBETCTBYIoIIEH cTaauel C u anbOyMUHYPHH.

Taouauua 2. Kareropum (cragun) CK® npu XBII [6]

Kareropus CK® CK® m/vu/1,73 M2 Onpenenenue
Cl >90 HopManbHasi uiin nOBBILIEHHAS
C2 60-89 He3HaunTenbHO CHUKEHHAs!
C3a 45-59 YMeEpEeHHO CHM)KEHHAs!
C3s 30-44 Cyl11ecTBEHHO CHUYKEHHAs!
C4 15-29 Pe3ko cHmkeHHas
C5 <15 TepMmuHaIbHAast MOYEYHAsE HEIOCTATOYHOCTb

An/Kp - anp0yMHH/KpeaTUHUH.
1 - OTHOCHUTENBFHO YPOBHSI, XapaKTEPHOTO JUIS B3POCIIBIX MOJIOZOTO BO3PACTA.
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2 - Bxmouas HeppoTHYECKMH CHHAPOM (SKCKperus anb0ymuHa o00bdyHO >2200 wMr/cyt
[orHOIEHHEe AN/Kp >2220 mr/r; >220 Mr/mMMoIb|).

O0630p, mpoBeneHHbIi M.Murton et al., BKIrOYan [ecsiTh HAOMIOAATEIBHBIX HCCICIOBAHUU C
yuyactueM ot 3033 nmo 46949 uenosek, npoBeneHHbix B CIIIA, Kurtae, ®panuuun, Utanuu u Mcnanuu.
HaubGonee gacteiM ucxonom Obuta pacmpoctpaneHHocTh XBII 3-5 cr., Bappupyromas ot 2% mo 17%.
BonbIIMHCTBO MAMEHTOB ObUIM C HOPMaJIbHBIM YPOBHEM aJIOYMUHYPHH, CO 3HAUUTEIHHO MOBBIIIEHHON -
0,4-3,2%. IlpenmyIiecTBEHHOE OOJBIIMHCTBO IMALMEHTOB OBUIM OTHECEHBI B TPYIIBI HU3KOTO WU
yMepeHHoro pucka mnporpeccupoBanus XbII. Cornacno pexomenmamuam KDIGO 2012 B rpynmy
BBICOKOTO pricka oTHeceHo 0,9-5,6%, ouens Bbicokoro pucka - 0,3-4,8% y4acTHUKOB UCCleIoBaHuUs [66].

2 SD - kak pe3ko cHmxkeHHyto CK® [6].

TAPAHT:
Hywmepanus Tabaun npuBoaAUTCS B COOTBETCTBUU C HCTOUHUKOM

51
Taoauna 4. Kinupenc Cr—EDTA y 310POBBIX JieTeil B Bo3pacTte 10 2 JieT [67]

Bospacr (mecsiibi) Cpennee snauenne CK®ESD (vn/mun/1,73 M)

—12 52,0290

1,2-3,6 6174143

3,6-7,9 7174139

7,9-12 8262173

12-18 91,5£17.8

18-24 9452181

>24 104,4£19,9

[Ipy mnoBbIlIEHHOM MOTpeOaeHUH Oenka ¢ mnuiied, MHPEKIUs MOYEBBIX IyTeH, JIMXOpalke,
TSOKETON (PU3MUYecKor Harpyske 3a MpeamecTByomme 24 yaca, mpueMe psjia JEKapCTBEHHBIX CPECTB,
MEHCTpPYAaLMH U Jp. COCTOSIHUN MOXET OTMEYaThCsl TPAaH3UTOpHAs allbOyMUHYpHUs [68].

Tsokecte BOH (nerkasi, ymepeHHast WM TsbKenasl) MOXKET ObITh ONpejesieHa MyTeM HAaHECEHUs
z-0ayna (cTaHmapTHoe OTKJIOHeHue [SD] oT cpemHero) uis KaXAOro M3 3THX aHTPOIOMETPHUYECKUX
3HavueHui (Tabmuma 5) [69].

Ta6auna 5. llokazatenun BIH, eciin 1ocTynHbI pe3yabTaThl 0HOI0 HAOII0IeHHUS

[Tokaszarenn Jlerkast BOH Ywmepennast BOH Tsxenas BOH
Bec/poct, z-onieHka Ot -1 5o -1,9z Ot -2 o -2,9z -3Z U HUXKE
UMT nisg coorBercTBytomero | Ot -1 go -1,9z Ot -2 10 -2,9z -3Z WIN HUXKE
BO3pacTa, Z-OlIeHKa
JmuHa/poct uist Het nagueix Het nanneix -3Z WIN HUXKE
COOTBETCTBYIOLIErO BO3pacTa,

Z-OlICHKa
OxkpyxHocTb mieya B cpennend | Ot -1 go -1,9z Ot -2 no -2,9z -3z UM HUXKeE
TpETH

BOH onpenensercs mo npoaoKUTENBHOCTH (0CcTpast, <3 MecCsIeB; XpoHUUYecKas, >3 MecsIeB) U
CTETIEHU TsDKeCTH (JIerKas, yMepeHHas, Tshkenas). Y TMalMeHTa ¢ XPOHHYECKUM 3a00JieBaHUEM U
xponuueckor BOH, moxer mnpucoeaunutbes octpas BOH mnpu uHTEpKYppeHTHOM HMHQEKIIMOHHOM
3a00JIeBaHUU, XUPYPTHUECKOM BMEIIATENbCTBE UITH "0o0ocTpeHuu" 3a001eBaHusl.
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Knaccudukanmss KBb B menom y nereii He pa3paboTaHa, OJHAKO HMEETCS KiaccHuHKanus
OTJENBHBIX ee mposiBiieHuH (Al', HenocTaTouHOCTH KpoBooOpamenus) (Tabmmma 6, 7, 8).

Tadoauua 6. Knaccupuxanusa Al [70]

Kareropust AJ] 0-15 ner, 216 nper CAJ] w/wim A,
nepuentian CAJ[ w/vm JJA ] MM PT. CT.
HopmanbHoe <90-ro nepueHTuIs <130/85
Bpicokoe HOpMaIbHOE Ot 90-ro 10 95-ro NepueHTuIs 130-139/85-89
['uneprensus >95-ro nepueHTuIs >140/90
I'uneprensus 1 crenenu Ot 90 10 95-ro nepuentunst + S mm | 140-159/90-99
pT. CT.
['uneprensus 2 cTeneHu >95-ro nepueHTuiIs + 5 MM pT. CT. >160/100
N3onupoBannas cucronunueckas | CAJl >95-ro nepuentunsa u JAJL >140/<90
THIEPTEH3Us <90-ro nepueHTuIs

Taoauna 7. Knaccugpukanus cepaednoii HegocrarounocTu y aereid no H.A. besokonn (1987)
[71]

Cragus JleBoKenyJOUKOBasi HEAOCTATOYHOCTh | IIpaBoxely104KOBAasi HEAOCTATOYHOCTD
I CeplieuHasi HeIOCTaTOYHOCTh OTCYTCTBYET B IIOKOE U MOSBIISETCS [OCIIe HAarPy3KH B BUJIE
OJIBIIIIKU M TAXUKAPJIUU
ITA YCC ysennueno Ha 15-30% B 1 mun [leyens BbICTyHAeT Ha 2-3 cM
Y11 yBenmueno Ha 30-50% W3-TI0J1 Kpasi peOepHO AyTH
1B YCC ysennueno Ha 30-50% B 1 mun [Ieyens BbICTymaeT Ha 3-5 cM
Y/ yenmaeno Ha 50-70% M3-TIOJT Kpasi peOepHOM AyTH, BO3MOXKHA

Bo3MoskeH akponnaHo3, HaBA3YMBBIN Kalllelb, | MaCTO3HOCTh, HaOyXaHHe MIEHHBIX BEH
MEJIKOIY3bIpUaThle XPHUIIbI
III YCC ysennueno Ha 50-60% B 1 mun I'enaTomeranusi, OTEUHBIN CUHIPOM,
Y1 yeenmaeno Ha 70-100% TUAPOTIEPUKAP]I, ACITUT

KnmHnueckasi KapTuHa NPeJoTeKa JETKUX

Tadmmma 8. Kuaccupukanusi (QyHKIHOHAJBHBIX KJIACCOB XPOHMYECKON cepaedHOi
HegocTtaTouHocTH o Ross R.D. [71, 73]

Kiacc HNurepnperanus
I Her cumnromoB
II Hebonpioe TaxumHos Win NOTAUMBOCTH MPU KOPMJIEHUHU Y TPYIHBIX JETEH.
JucnHo? npu Harpyske y cTapuimx Jeren
III BeIpaxxeHHOE TaXUITHOD WIH NTOTIIMBOCTD IIPU KOPMIICHUH Y TPYIHBIX JETEH.

VY nnvHeHHoe BpeMs KOpMIIeHU. 3aJepKKa pOCTa BCIEICTBUE CEPICUHON
HEJ0CTAaTOYHOCTHU. BhIpa)k€HHOE NHUCIIHO? MTPU HArpy3Ke Y CTAPUINX AETEH.
v B nokoe nmeroTcs Takre CUMIITOMBI KaK TaXUITHO?, BTSXKEHUE MBIIIII,
"XprokaHbe", HOTIMBOCTh

1.6 Kiilunnyeckasi KapTHa 3200J1eBAHUS WM COCTOSTHUSA (TPyNIbl 3200/1€eBAHUI UM COCTOSIHUI)

Knuanueckue nposiBnenust XbII 3aBucsaT oT xapakrepa 3abosieBanus (6€3 mopaxeHus: KIryOO4KoB
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Wik Ha (hOHE TIOMEPYJISIPHOro 3a00JIeBaHNUs) U THXKECTH MOYEUHOM HeloCTaTo4HOCTH. [lanueHTs MoryT
UMETh JAUCMOpPPHUUECKHE OCOOCHHOCTH WM (DM3NYECKHE TPOSBICHHS, MPEACTABIAIONINE 0COOEHHOCTH
FeHEeTUYECKUX HapyIICeHUH, KOTOpbIe CBsI3aHbl ¢ aHoMainusmMu nouek u XbII (Hanpumep, HacneACTBEHHbIN
HEPPUT U HUCTUHO3).

XBIT gomxHa OBITH 3aM0103peHa Y JTI000T0 peOeHKa C:

XBII B ceMeliHOM aHaMHe3€e

nepeneceHHbIM pannee Ol

AHEMHEN HEACHOTO IPOUCXO0KICHUS

KpEaTHHUHOM IJIa3Mbl BBIIIE€ BO3PACTHON HOPMBbI

IIOJINYPUEN U HUKTYPHUEHN

HU3KUM yAEJIbHBIM BECOM MOYH

NIEPUCUCTUPYIOLLEH IPOTEUHYpUEH

JBYCTOPOHHEH MaToJIO0rHei movek npu anrenarainbHoM Y3/ mpu UMC

apTepuaIbHOW TUIIEPTEH3UEH

nedopManusaMu KOCTHON CHCTEMBI

OTCTaBaHUEM B POCTE

Hernomepynspusie npuunasl XbII BiusoT Ha TyOyJIOMHTEPCTUIMANIBHOE IMPOCTPAHCTBO U B
ocHoBHOM cocTosT 3 CAKUT u kucro3nsix 3a0oneBanuii mouek. [Ipumepno 60% nerckux ciydaeB XbI1
BbI3BaHbI BPOKJAeHHBIMU aHoManusMmu. Kak npasuno, XBII B 3Toii nomynsuuu OyAeT acCOUUPOBATHCS C
MaJlo3aMETHBIMM IpU3HAKAMU JUCPYHKIMM NOYEK HAa paHHEH CTaJuM M 4Yallle BCEro BBISBIISIETCA C
MOMOIIbI0 BU3yalM3allK, BKJIIOYas OOBIYHOE JOPOAOBOE YIBTPAa3BYKOBOE HCCIIEOBAHHE, KOTOPOE
BBISIBJISIET CTPYKTYPHbBIE aHOMAJIMH.

[Tonuyputo, koTopas MOXKeT ObIThb paHHeH Haxoakol, mockonbky mHorue CAKUT (nampumep,
00CTpYKTHUBHAs ypOIaTHs, IBYCTOPOHHSISI TUCIUIa3Hsl MIOYEK), HACIEICTBEHHbIE 3a00eBaHusl (HalpuMep,
HEPPOHO(PTH3) U TyOYJIOMHTEPCTUIIMATIBHBIE PACCTPONWCTBA CBSI3aHBI CO CHM)KEHHOM KOHIIEHTPALMOHHON
CIIOCOOHOCTBIO  (HampuMep, HecaxapHbli TmoyeuHbli auaber). B 3Tux ycnoBusx HapylleHue
KOHIIEHTPUPYIOLIEH CIOCOOHOCTH MOYEK OOBIYHO MpeIecTBYeT 3HauuTeNbHOMY cHIbkeHHio CK®. Takue
NAUEHThl MOJBEpKeHbl BhICOKOMY pucky OIIIl ¢ ocTpbIM 31mH30/10M 00€3BOKMBAHMSI, KOTOPOE MOKET
BO3HUKHYTb IIPU TaCTPOIHTEPHUTE.

[ToBbIlIEHNE KOHIIEHTPAIMK KpEaTMHWHA B CHIBOPOTKE ¢ Bo3pacToM. Cliefyer MmoayepKHyTh, YTO
naueHTsl co spina bifida, mapannyoM HIKHUX KOHEUHOCTEW WU JPYTMMHU 3a00JI€BaHHUSIMHE, CBI3aHHBIMU
CO CHI)KEHHMEM MBILIEYHOM Macchl, MOTYT MUMETh pUCK HegocTaTouHoi auarHoctuku XbII m3-3a Ooinee
HU3KOTO YPOBHS KpEaTMHHUHA, KOTOPBIN 3aBbliiaeT 3HaueHuss CKO.

ITnoxon poct npu XBII cBsA3aH ¢ HEIOCTATOYHBIM MUTAHUEM, DJIEKTPOJIMTHBIMA HAPYLICHUIMU,
TyOynspHbIM arno3oM u XBIT-MKH.

Jetu c rnomepyinsipHbIM 3aboneBaHueM, sBisgromumMca npuduHoi XbBII, yacto umeror Oonee
BbIpa)KEHHBIE MPU3HAKU U CUMIITOMBI 3200JI€BaHUS ITOYEK:

MO4Ya I[BeTa 4das/IBeTa "KOKa-KOJbI' MOXET OBITh JHUIUPYIOIIMM cUMOTOMOM. [losiBieHue
SPUTPOLIMUTOB B MOUYE MOXKET YKa3blBaTh Ha riomepyloHedpuT. B npyrux ciydyasx MUKpPOCKONHUYECKas
reMaTypusi MOXKeT OBITh CITy4ailHONH HaXOAKOM.

NPOTEUHYPHUS SBISETCS TECHO CBsA3aHHBIM Ouomapkepom XBII u MoxkeT OBITH NPHU3HAKOM

OCHOBHOTO 3a00J1€BaHUs KIYyOOUYKOB WK MUCPYHKITMU KaHabIeB. CTOWKOE (23 MECSIICB) MTOBBIIICHHOE
BBbIBE/ICHHE Oelka ¢ Mouoil cBuaeTenbcTByeT 0 XbII.

OTEYHBIH CHHJIPOM MOXKET OBITh BTOPHUYHBIM IO OTHOIICHHWIO K MPOTEHHYPHH HE(HPOTHUECKOTO
YPOBHS.

MOBBIIICHUE KOHIIEHTPAIIMU KPEATUHUHA B CBIBOPOTKE KPOBH C TEUEHUEM BPEMEHHU.

MOBBILIEHHOE APTEPUAIIBHOE JIaBIIEHUE B COOTBETCTBUM C BO3PACTOM.

CHMITOMOKOMILIEKCHI crienupuIecKux MPOSIBJIICHUH, CBSI3aHHBIE co BTOPUYHBIM
IJIOMEPYJIOHE(PPUTOM, KOTOPHI BiMseT Ha QyHKuuioo mouek u npuBoauT K XBII, nHampumep,
BOJIYAHOYHBIA HE(DPUT WM TpaHyJIeMaTo3 ¢ MoJUaHruuToM. KinHudeckue mposBiIeHUsT MOTYT BKJIIOYATh
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Kap, apTpaJIruu, JIMOO apTPUT, ChIIb W/WIIA JIETOYHBIC CHMIITOMBI.

Knuaudeckre naHHBIC pa3IMYarOTCs B 3aBUCUMOCTH OT TSDKECTU AUCQPYHKIMH TOYEK (CM. pazjiern
"JluarHocTuka 3aboyieBaHus"):

Ha pannux cragusx XBII (C1 u C2) 3aboseBanue 4acTo MpOTEKaeT OSCCUMITOMHO, €CIIHA HET
MPU3HAKOB W/WJIM CUMIITOMOB, KOTOPBIC SBISAIOTCS MPSAMBIM PE3YJIBTaTOM OCHOBHBIX CTPYKTYPHBIX
AHOMAJMH TMOYeK WM CHUCTEMHBIX 3a00JIeBaHWUH C TOpakeHHeM modYek. [lalueHThl, HEe HWMEIOIIHe
CHUMIITOMOB, MOT'YT OBITh UJICHTU(DHUIIMPOBAHBI 10 MOBLIIICHHOMY KPEAaTHHHHY CHIBOPOTKH B 3aBUCHMOCTH
OT BO3pacTa, OTKJIOHEHUSM B aHaiu3e MOYM (IPOTEUHYPHUsS, TeMaTypus WM HapylIeHHUE
KOHIICHTPAIIMOHHOW CHOCOOHOCTH TIOYEK) WJIM BBISBJICHUIO 3a00JICBaHUS IIOYEK C IOMOIIBIO
BU3YAJIM3UPYIOLIMX MCCIEAOBAaHUM, BKJIIOYAas MPEHATAJbHOE YJIBTPAa3BYKOBOE HCCIEIOBAHUE. Y
MalMEeHTOB MOTYT OBITh NMPU3HAKK aHEMHUU W Aeduinta ButamMuHa D. B 3TOT mepuos ecTh BO3MOXKHOCTH
BBUICYUTHh JIOOYI0 OOpaTUMYyH MPUYHHY IUCHYHKIMKA TIOYEK U MPEAOTBPATHTh WM 3aMEJINThH
MIPOrPECCUPOBAHME XPOHUYECKOTO 3aboieBaHus modyek. HaunmHaercs mpocBeTuTenbckas padorta, 4ToObI
peOEHOK W CEMbsl MOTJIM TOHATh U PEATM30BaTh MEPHI MO MPEIOTBPAIICHUIO (PAKTOPOB PUCKA, KOTOPHIE
MOTYT YCKOpUTH nporpeccupoBanue XbIl (Hampumep, oTka3 OT HEDPOTOKCHUYECKHX MPEnapaTos,
peuuauBHUpytone HHpEKIru, 00e3B0KMBAHNE, OKUPEHUE U KYPEHHUE Y MOAPOCTKOB), U BKIIIOUUTH MEPHI
(Hampumep, CTpOTUi KOHTPosb Al 1/uiu CHIKEHUE MPOTEHHYPHH ), KOTOPbIE MOTYT 3aMEe/JIUTh MIPOLIECC.

XBII nerxoit u cpenneit crenenn Tsokect (C3a u C3b). Y jmerelt, KOTOPBbIE MPOTPECCUPYIOT 10
cranuii G3a u G3b, MoryT Havatbcs ocnoxHeHwus:, cBsizaHHble ¢ XBII. K HUM OTHOCSTCS: moOsiBIEeHUE
OTEKOB, DJJIEKTPOJIMTHBIC HapylieHus, aHemus, Al, IUCIUNUAEMUS, DSHIOKPUHHBIE HAPYIICHHUS,
HapylLIeHHE pOCTa, MUHEpAbHbIE M KOCTHBbIC HApYILIECHUS W CHUKEHHE KIMPEHCa BEIIECTB, OOBIYHO
BBIBOJAMMBIX W3 OpraHuM3ma Moykamu (ypemwusi). Y TakuxX NAIMEHTOB JIEYEHUE COCPEIOTOUYCHO Ha
npoduIakTUKe W JIEYEHUH OSTUX ocioxHeHuil. Kpome toro, crmemyer wusberath (hakTOpOB pHCKa,
ONMCAHHBIX BBILIE, U1 3aMeIeHus porpeccupoBanus XbII.

Tsoxenast XbBII u TepmuHaneHas craaus nodedyHoit Hepoctarounoct (C4 u CS5). IlamueHTos, y
KOTOPBIX MPOJODKAETCS MPpOTrpeccupyroliee 3adoieBanne, HEOOX0UMO BBISIBIISITH 3a0JIarOBPEMEHHO 10
Toro MomeHta, koraa norpedyercs 3IIT, uroObr obecreynTh aJeKBAaTHYIO MOATOTOBKY U OOydeHUE Kak
manuenTa, Tak 1 ero ceMbd. Iloaroroska k 3IIT oOwruno Haunnaetcd ¢ XbII 4 ct., korma CK® magaer

ke 30 ma/mun Ha 1,73 M

Ocnoxunennst XbI1

Knunnueckumu  mposiBnenusimu  BOH  sBnsiroTcs:  HeajekBaTHas — macca  Tejla  Ha
CKOPPEKTUPOBAaHHBIA BO3PAcCT, IJIOCKas BecoBas KpuBas (HEJOCTaTOYHas CKOPOCTh Habopa Beca),
HeaJ/IeKBaTHasi CKOPOCTh pPOCTa, HEAJJEKBATHOE COOTHOILIEHNE MACCHI TeJla K POCTY, HEaJeKBAaTHBIM MHAEKC
maccol Tena (MMT), 3agepxka pa3BUTHSL.

AHeMusi MpOSBIISAETCS PSIIOM CHUMITOMOB, KOTOPbIE TPYAHO AU(GEepeHInpoBaTh OT CUMITOMOB
ypemun. Yacto manueHT oOpalaercss K Bpauy B CBS3M C CUMIITOMaMU aHEMMHM, HE 3Has O 3a00JeBaHUU
nouek (OJeTHOCTh KOKHBIX MOKPOBOB U CIM3UCTBIX 000si0ueK). KiimHn4YeckuMu nposiBICHUSIMH aHEMHH
npu XBII gBASAIOTCA: yTOMIISIEMOCTH, COHJIMBOCTH, MBIIIEUHAs CJIA0OCTh, OJIBIIIKA, OOJIM B Cepile,
cepauedreHne, TaxuKap/aus, MOBBIIIEHHAs YyBCTBUTEIBHOCTh K XOJIOAY, MOTEps amnmeTuTa, CHUKEHHE
NO0JI0BOH (PyHKIINH, JUCMEHOpPEs, HapyIlIeHHEe NaMsITH U KOHIEHTPAIUH.

OcHoBHbIMU KITuHUYecKUMHU nposiBieHussMu MKH-XBII sistorcs: paxutonogoOHas aegopmarius
CKeleTa y JIeTel pa3HbIX BO3PACTHBIX KaTeropuii; dyamie 3T0 mporpeccupytomee O-o0pa3Hoe WK
X-o0pa3HO€ HCKpUBJIEHHE HIWKHUX KOHEYHOCTEH; yToimeHue wmetadusapHblXx 30H (momobue
"paxuTnyeckux OpacieToB"); HapylIeHHE MMOXOAKH, OCOOCHHO MPH 3aMHTEPECOBAHHOCTU Ta300€IPEHHBIX
cycraBoB ("yTuHas moxojka'); 00K B KOCTSX IMPH JABH)KEHUHU; MOBTOPHbBIE MEPEIOMBI; 3MU(PHU3EOTU3bI
KOCTeH B KPYITHBIX U CPETHUX CyCTaBax; HapyIllIeHHE TEMIIOB pocTa peOeHKa; pa3pylIeHne KOCTHOW dMalu
U riotepst 3y00B, HapyIIEHUE MOPsAKa U TeMIIa IPOpe3bIBaHUs 3y00B; MPU3HAKN TPOPHUECKUX HAPyIIEHUN
JIpYTUX IPHUAATKOB KOXH (CyXHe, JJOMKHE, IJIOXO PacTyLIME BOJOCHI U HOI'TH); CHMIKEHUE MBILIECUYHOMN
CHJIBI B pyKaxX M HOTax; Cla3Mbl B UKPOHOXKHBIX MBIIIIAX, KAPHAIbHBIN Ca3M; apeOpuiIbHbIe TOHUUECKUE

27.09.20222 Cucrema TAPAHT 18/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

CYJOpOry; crneuupuuecKue MPU3HAKW KOXKHOM KalbUU(UKAUUKU (JETO3UThl KPUCTAUIOB KaJIbLUs),
AHTYJISIPHBIN CKJIEPUT U BBISIBIEHUE JENIO3UTOB KPUCTAJIOB KaJIbLUs B CKIIEPE.

Knunnueckue nposisnenuss KBb y nmereit ¢ XBII 3auactyro ckyaneie. Al npu mocTeneHHOM
pa3BUTHH TPOTEKAET, KaK MpPaBUJIO, OECCHMITOMHO M BBISBIISICTCS TOJbKO mpu u3mepenun AJl. [pu
pPE3KOM, BHE3allHOM NOBbIIeHHMH AJl (TMIIEPTOHMYECKOM KpHU3€) MOXKET OTMEuYaThCsl TOJIOBHAas OOIb,
rOJIOBOKPY>KEHHE, TOLIHOTAa U PBOTA, HAPYLIEHUS 3peHMs (IeleHa, "MyHKu" mepes riia3amu), 4yBCTBO
CTpaxa, CyJOpOry, HapyllleH’e co3HaHusl. MoxeT oTMeuaTbest TMCKOM(OpT, 4yBCTBO IepeboeB B 001acTu
cepana, 00yCIOBICHHBIC HAPYIICHUSIMH CEPJCUHOTO PUTMA C PA3BUTHEM TaXUKAPIUH, IKCTPACHCTOIUH.

IIpu nporpeccupoBannn XbII u KBbB, pa3Butum BTOpHYHOM KapAHMOMHONATHUU, CHUKEHUU
cokparuMocTu Muokapaa JIK npucoeuHsA0TCs CUMITOMBI HEIOCTATOYHOCTH KPOBOOOPAILEHUS: BAJIOCTD,
YTOMJIIEMOCTb, CHM)KEHHE TOJIEPAHTHOCTH K (PU3MUYECKUM HArpy3kaM, HOTJIMBOCTb, OABINKA. Y HeTei
rpyaHoro Bo3pacta HK MoxeT mnposBiasTbCS OECHOKONWCTBOM, BSUIOCTBIO, TPYIHOCTSAMU IpHU
BCKAPMIIMBaHUH, AaHOPEKCHUEN, PBOTOM.

bonu B obnactu cepaua y nereit ¢ XbII ObiBatoT penko, HO MOTYT BO3HMKATh KakK MpPOSIBICHHE
UIIEMUHN MUOKap/a (Hanpumep, MpH KaJblIMHO3€ KOPOHAPHBIX apTepuil).

VY nereit ¢ XBII 5 cr1., nomywaromux 31T, MoxeT HaOII0AaTHCS BHE3AIMHOE YXYAIICHUE COCTOSHUS,
CBSI3aHHOE C MEperpys3Koil cepana u JeKoMIeHcanued Ha (oHE SIBHOM WIM CKPBITOW TMIEpruipaTalyu:
0ECIOKONCTBO, HapacTawllas OABIIIKA, TaXUKAPAMS, IIIyXOCThb CEpJE€YHBIX TOHOB, "pUTM rajomna’ mpu
ayCKyJbTallUM CepALa, KpenuTauus B JErkux. [Ipm HECBOEBPEMEHHOM OKa3aHUM IIOMOILIM MOXKET
Pa3BUTHCS abBEOJIIPHBIN OTEK JIETKUX C JIETAIbHBIM UCXO/I0M.

IIpu stom runeprugparauus y gereid ¢ XbII 5/ cr. peaxo mnposiBAseTCs OYEBUIHBIMU,
pacnpocTpaHEeHHBIMH OTeKamH. Yarie oTMedaeTcsi MacTO3HOCTh BEK, JIMIA M TOJIEHEeH, mpubaBKa Beca,
KOTOPYIO0 MHOr/a (0cOOEHHO y JeTell paHHEero BO3pacTa) TPAKTYIOT KakK (PU3MOJOTHYECKYIO0 NPUOaBKY
Macchbl Tena.

[Tpu ¢usuxanpHOM 0OCnenoBaHuu y pedbenka Ha ¢oHe cumnTomoB XbBII (oTcraBaHue B pocte U
(Gu3NYECKOM pa3BUTHM, OJIETHOCTh WM crHenu@uueckas MUTMEHTAlMs KOXKH, KOCTHbIE AepopMaluu u
T.J1.) MOXHO BBIABUTH CHUMIOTOMBI, oOycioBieHHble Al, Kapauomnatuei, HeIOCTATOYHOCTBIO
KpPOBOOOpAIIEHUS: TAXUITHOD WJIM OJBIIIKY C BTSYKEHHEM YCTYIUUBBIX MECT IPYAHON KIIETKH, "CepAeUHbIN
rop0"; MEepKyTOPHO - pACHIMPEHHE TPaHMIl OTHOCUTENBHOW CEepAEYHOM TYMOCTH; ayCKYJIbTaTHBHO -
M3MEHEHUE 3ByUYHOCTH TOHOB cepna (ocnabnenue I Tona, akient Il Tona Ha aoprte), 100aBOYHBIN 3-i TOH
("putM™ ranona", CBHIETENbCTBYIOUIMH 00 00BEeMHOI meperpy3ke cep/ua), GyHKIHOHATIbHBIE IIYMbI HaJ
o0JjacThio cepaua, TaXUKApAMIO, SKCTPACUCTONHIO. IIpu TOHOMETpPHUM MOYHO BBISBUTH IOBBIIIEHHBIH
ypoBeHb A/

Hern ¢ XBII 5 cT. HaxomATcss B pUCKE >KU3HEYTPOKAIOIIMX HAPYUICHUH CEPAEYHOr0 pUTMa
(ubpumIALUM >KETyA0UYKOB, ACHUCTOJIMU), KOTOpPbIE MPOSBISIOTCS BHE3AaIHON OJIEAHOCTHIO, IIMAHO30M,
noTepeil Co3HaHus, U TPeOYIOT PeaHUMALlMOHHBIX MEPOTIPUSATHI.

Hesponornyeckue HapylieHUs! BKIIOYAIOT B Ce0sl pa3IMYHbIE CUMIITOMBI OT CYJOPOT M TSDKENOM
YMCTBEHHON OTCTAJIOCTH 10 0oJjiee TOHKUX HApYLIEHUH, MPUBOIALINX K IUIOXOH YCIIEBAaEMOCTH B IIKOJIE.
Hetn ¢ XBII umeror Gosee HU3KHE MOKA3aTeNN WCHOIHUTENbHON (YHKINU, BepOATbHOW U 3pUTENBbHON
naMsTH, OBICTPYIO YTOMJIIEMOCTD [0 CPAaBHEHUIO C HACEJIEHUEM B LIEJIOM.

Jletn, HaxonsmMecs Ha JUalin3e, UMEIOT Oojiee HU3KHE MOKa3aTed KOTHUTUBHOIO BOCHPUSTHS,
yeM ety ¢ Oonee nerkoi popmoit XBII. Dta cBsI3p MOXKET ObITh YACTUYHO OOBSCHEHA BIUSHUEM YPEMUU
Ha IIO3HAHUE M Pa3BUTHE HEpBHOM cuctembl. Kpome Toro, k ocnoxxknenusM XbBII otHocutcs ypemus,
BKJItOUaroias B ce0s Takue MpOsBIIEHNUS, KaK aHOPEKCHs, TOIIHOTA, PBOTA U IPYTUE€ CUMIITOMBI, HCXOAaMHU
KOTOPBIX MOTYT OBITh CyAOpOTH, KOMa M cMepTesbHble UcXolbl. Ha (oHe ypemun MoxeT BO3HHKHYTh
TUCHYHKIUS TPOMOOIIUTOB, IEPUKAPIAUT U YPEMUYECKOE KPOBOTEUEHHE.

2. lnarHocTuKa 3a00JIeBaHNsl WM COCTOSTHUA (TPynnbl 3a00/1eBAHUI WJIM COCTOSIHM )
MEAUIMUHCKHUE NMOKA3AHUA U MPOTUBONMOKA3AHUA K IPUMEHCHUIO METOA0B THAIHOCTHKH
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Huarno3 XBIl ycraHaBiuBaeTcs TMNpU HAIWYUHM CTPYKTYpPHOTO WM  (DYHKIIMOHAJIBHOTO
MOBPEXKJICHUS TOYEK, COXPAHSIOIIMXCA B TEUYEHHE, KaK MUHUMYM, Tpex MecsueB. i1 NMOCTaHOBKH
muaraosa XbII, o nanasiM KDIGO, Heo0X01uM0 COOTBETCTBUE OJTHOMY U3 CIIEIYIOIINX KPUTEPHUEB [6]:

2
- CK® wmenee 60 mur/mun/1,73 M B teuenne 3 MecsaueB u 0olice HE3aBUCHMMO OT APYIUX
MapkepoB XbIT;

- CK® wmenee 60 wmur/mun/1,73 W’ , COIMPOBOXKIAIOMIASICS HAIMYUEM MAapKEPOB MOYCYHOTO
MOBPEXK/ICHHS, TaKMX KaK MPOTCHHYpHUS, CTOMKHE W3MEHEHHS B OCAJKE MOYM, M3MCHEHHs IOYEK IO
JAHHBIM  JIy4eBBIX METOJOB HCCIICJOBaHUS, MNATOMOP(OJOTHUECKUE HW3MEHEHHS 10  JIaHHBIM
Hedpobduorcuu.

2.1 ’Ka100bI 1 aHaAMHE3

Cwum. paznen "Knunudeckas kaptuna". [Ipu cOope xanob u anamHesa cieayeT oOpaTuTb BHUMAaHHE
HAa W3MCHCHHE AaKTHBHOCTH peOCHKa, TEPEHOCHMOCTH (DM3MUYECKUX HArpy30K, CHUIKCHHE AlllleTUTa,
U3MEHEHHEe "MHIIEBOT0" MOBEICHHS, MOBTOPHYIO PBOTY, 3MH30/IbI TOJIOBHBIX 0OJEH, TOJIOBOKPYKEHHUS,
MBILLIEYHON c1abocTH, Ooyiell B KOCTAX, B OOJACTH cepila, OJBILIKM, OTEPU CO3HAHUS WM CYJOpOT.
HeobOxonuMm neranpHBINA aHAU3 MUIIEBOrO, MPEHATAIBHOIO U CEMEHHOr0 aHaMHe3a; OIICHKa KOJUYeCTBa,
KauecTBa M PETYJSPHOCTH TpHEeMa MUIIM; TOJyYeHHEe HWHQPOPMAIMH OTHOCHTEIHLHO CPOKOB Hadaia
3azepkku pocta. Y Beex manueHToB ¢ XbII 4-5 ct. (ocobenno nonyuatomux 3I1T) Heobxonumo cobuparthb
cBeZicHHsI 00 00beMe BBIMMUTON M BBIICTICHHON KHJIKOCTH, BKIIFOYAS JUYPe3 U 00beM yIbTPaQIbTpAIHH
BO BpeMs MPOLEAYp Auain3a, a TakKe O JUHAMUKE Beca.

- Pexomenayercst KoHCyNIbTalMs Bpada-Hedposiora BceM manueHTam ¢ ¢pakropamu pucka XbII npu
MIOCTAHOBKE JIMAarHO3a C I1IEJIbI0 CBOEBPEMEHHOI'O YCTAaHOBJIEHHUS JUarHo3a W MPOBEACHUS Teparuu,
HaIpaBJIEHHOM Ha COXpaHeHue noyeyHor ¢pyHkuuu 121, 72].

KommenTapuii: paxtopsl pucka XBII cM. B noapaznesne 1.2 "Otuonorus u naroreHes 3ad601eBaHUs
WJIM COCTOSIHUSA (TPYIITIBI 3200JIEBAHUM HIIA COCTOSTHUH)"

2.2 duzukajabHoe 00cae10BaHue

[Tpu pusukansHOM 0OcnenoBanun pedenka ¢ XbII cienyer oOpaTuTh BHUMaHUE Ha CIEQYOIINE
MIOKa3aTeNn:

- dusznyeckoe pa3BuTHE pebeHKa (BEC, ITTMHA TEIa/POCT, OKPYKHOCTH TOJIOBBI)

- TonmuHa KOKHOM CKJIAIKU

- OKpY’>KHOCTb CpEeIHEH TPETH TUIeUa

- [IBeT KOXHOTO MOKpOBa (07€THOCTh, INAHO3, TUTMEHTALIN)

- Hanmmume orexon

- Hannaue nedopmarnmii ckenera

- Bugumeie n3menenus obsactu cepana ("'cepaeunbii Topo", mybcariusi)

- HacToTa ¥ pUTM JIBIXaHUS, HATUYNE OABIIIKU C YYaCTUEM BCIIOMOTaTEIbHBIX MBI U BTSHKEHUN
YCTYMYUBBIX MECT I'PYAHON KIETKU

- 'paHuIBI OTHOCUTENBHOM CEPAEUYHOMN TYyNOCTH (IEPKYTOPHO)

- XapakTep JbIXaHUs MPU ayCKYJIbTallMH JETKUX

- 3BYYHOCTb CEpACUYHBIX TOHOB, HAJWYME€ AapPUTMUU WM "puUTMa rajona’, ILIYyMOB IpHU
ayCKyJIbTaIlMH CepAlla.

2.3 JlaGopaTopHble TUATHOCTHYECKHE HUCCJIeIOBAHUSA
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- Pexomennyercsa Bcem manuentam ¢ XbBII HccienoBanue KUCIOTHO-OCHOBHOIO COCTOSIHUS U
ra3oB KpOBU C LIEJBI0 JMAarHOCTUKHA HAPYIIEHUH KHCIOTHO-OCHOBHOI'O COCTOSIHUSI KPOBHU, KOHTpPOJISI B
nuHaMuke [74].

YYPC,yad4)

KommeHnrapuii: Hactora ucciieIOBaHMNH B JUHAMHUKE OIPEIEIACTCS KIMHUYECKOM CUTyalHe.
Hapymienre KHCIOTHO-IEIIOYHOIO COCTOSIHUSL KPOBH MOJKET CBUJAETENIBCTBOBATH O META00IMYECKOM
anua03e, KoTopbld nporpeccupyert npu cHkennn CK®. V nereit Ha no3anux craausx XbII pa3BuBaercs
METa0OJIMYECKU alugo3 € BBICOKOM AHMOHHOM pa3HUIEH, KOorja CIOCOOHOCTh IIOYEK BBIBOAMTH
OpraHUYeCcKHe KHUCIIOTHI CTAaHOBUTCS orpaHmdeHHoil. Korma mupkymnupytomme Oydepbl HCTOMIAIOTCS,
KOCTh HAQUMHAET HaKaIUIMBaTh W30BITOUHBIE HOHBI BOJOPO/JA, YTO NMPUBOJUT K BHICBOOOXKIECHUIO KaJIbIUS
u3 Koctu. Eciin He kopperupoBaTh anuj03, MOXKET Pa3BUTHCS OCTEOIIEHUS, HAPYLIAThCS TEMII pOCTa, a
TaKX€ TIOBBICUTCS PHUCK BTOPUYHOrO TuUIleprapatupeo3a U nporpeccupoBanuss XbII  [75].
Merabonmmueckuii anuno3 mpu XbII MokeT crocoOCTBOBATh Pa3BUTHIO THIEPKATMEMHUH, OTPUIIATEIIEHO
BIMATH Ha MeTa0omu3M  OE€IKOB M MbIUIL, CTUMYJIMpPOBATh  BOCHAJEHHE U  IOBBIIIAThH
MHCYJMHOPE3UCTEHTHOCTH [76]. Tekymme pykoBojacTtBa KDOQI u KDIGO pexomMeHAYIOT MOAACPKUBATh
ypoBeHb OukapOoHaTa B ChIBOpOTKe Yy nanueHToB ¢ XbII Ha ypoBHe 22 M3KB/1 miu Bble (20 M3KB/IT 115
neteit mutaame 2 ner) [4, 6].

- Pexomenayercsa BceM manueHTtaM mpoBeieHue OOmero (KJIMHUYECKOr0) aHaluu3a KpOBU
pPa3BEpPHYTOrO C WCCIEIOBAaHHEM OHPUTPOIMTAPHBIX HHAEKCOB (cpemHuit odwbem spurporura [MCV]
(Ompenenenue pa3MepoB 3pUTPOLUTOB), cpenHee coxaepkanue Hb B spurpounte [MCH], cpennss
KOHIIEHTpaIusl reMorioouHa B aputporuTapaoit Macce [MCHC] (Onpenenenue cpeHEro CoaepKaHus u
CpeAHel KOHLEHTpallUuu IeMorioOMHa B 3puTpouuTax)), MccinenoBanue ypoBHS JIEHKOLMTOB B KPOBH,
JuddepeHmpoBaHHBIA TOJCYET JICHKOIUTOB (JNeiikoruTapHas Gopmyna), HcecnemoBanue ypoBHS
PETUKYJIOIMTOB B KpoBH, VccienoBanue ckopoctu oceanust sputporutoB (COD) ¢ 1enpio TMarHoCTUKU
anemuu nipu XbII, koHTpOJNIS B TUHaMuKe, B T.4. Jeuenus [77, 78, 79].

YYPC, YA 5)

Kommenrtapuii: YactoTa uccieaoBaHUl B TUHAMUKE ONPEAEISAETCA KIMHUYECKOW cuTyanuen. s
JMarHOCTUKU aHEMUH B JIETCTBE MCIIOJIb3YIOTCS] BO3pACTHBIE 3HAUEHUs TeMorIo0rHa 1o faHHsM BO3 (cm.
npunoxenne A3.16). Ilogpodbno anemust mpu XBII paccmartpuBaercs otnenbHO (cMm. KnumHuueckue
peKoMeHIaluu AHEMHUs IPU XPOHUYECKOM 0one3HU mouek) [79].

- Pexomennyercs y gereii ¢ XbBII 0e3 ycraHOBIEHHOro JuarHo3a aHeMuu YypoBeHb Hb
KOHTPOJIMpOBaTh He pexxe | pasza B rox y mauueHtoB ¢ XbII 3 cr., He pexe 2-X pa3 B roJ y NalMeHTOB
XBIT 4-5 cT. ¢ 11enpI0 CBOEBPEMEHHOTO BBISIBJICHUST aHeMuu [ 121].

YYPC, YA 5)

KommenTapuii: 00p1yHO He pexe 1 pa3a B 3 mecsma y TeX, KTO Hyxjaaercss B auanuse. Yacrora
u3Mepenust Hb Moxer onpenensTecst KIIMHUYECKOH cutyanuei y namuenton ¢ XbI1.

- Pexomennyercs nuarnoctupoBaTh aHemuto y nereit ¢ XbIl, ecniu konuentpauus Hb wimke 110
I/ y nereit ot momyroaa jao S jer, ke 115 r/n y nereit 5-12 net n mmxe 120 r/n y neteit 12-15 ner ¢
LETTbI0 CBOEBPEMEHHOM KOppeKuuu [77].

YYPC, YA 5)

KommenTapwuii: ¥V nereii 6€3 yCTaHOBIEHHOTO JMAarHo3a aHEMUU ypoBeHb Hb momkeH u3aMepsaThes
He pexe | paza B ron y nanuentoB ¢ XbII 3 craguu, He pexe 2 pa3 B roj] y NalUEHTOB ¢ 4-5 cTagusiMu
XBII u He pexxe 1 paza B 3 mecsina y nanuentoB Ha 3IIT. Yposens Hb cienyer uame usmepsars 1o
KIMHUYECKMM TIOKa3aHUsAM M y JeTedl ¢ JAuarHoctupoBaHHoil aHemueil npu XbBII. Anemus
muarnoctupyercs y netei ¢ XbIl, ecnu konnenTpanus Hb nike 110 r/n y nereit ot nomyrozga o 5 jer,
Hwke 115 r/ny nereit 5-12 ner u uuxe 120 r/n 'y gereit 12-15 ner.

Kontpons ypoBus Hb cnemyer mpoBoauTh oauH pa3 B Heaento npu moadope ao3sl OCC u
nepeBojie ¢ DnodTuHa 6era**) Ha 7apOaM03TUH anbda™**, 3arem oauH pa3 B 2 HEJENU, HO HE PEKe OJTHOTO
pasa B MecsL.
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VY mnamuentoB XbBII, y kKoTOpbIX remMoawain3 HE MPOBOAMTCH, KOHTpoib ypoBHs Hb Ha done
nojanepxuBatoiero jsedeHuss DCC cieayer NpoBOAUTh HE PEXE OJHOTO pa3a B 3 mecsna. Y MalueHToB,
KOTOPBIM MPOBOJUTCS remMoauanus, yposenb Hb Ha done mogmepxkusaromiero sedenuss ICC cuemyer
IIPOBOAMTH HE PEXKE OJJHOTO pa3a B MECLI.

- Pexomennyercsa nanuentam ¢ XbII u aneMuel onpenenuTs ee NpUUKUHY, HE3aBUCUMO OT CTA/IUU
XBIT wm norpedHoctH B 31T, ecnu ypoBens Hb cocraBnsier <110 r/1 (<105 r/n y nereit <2 net) wiu npu
pa3BUTUM CUMNOTOMOB, cBsizaHHbIX c aHemuel (MccrnemoBanue ¢deppuruna kposu, Omnpenenenue
kodd¢uimenTa HacwimeHus Tpancheppuna xene3om (TSAT), HccrnenoBanue ypoBHs BuTamuHa B12 B
KkpoBH, McciaenoBanre GpomeBol KMCIOTHI B KPOBH) € LIEJIBIO TUarHOCTUKYU U jiedeHus [80].

YYPC; YIA5)

KommenTtapuii: Anemus y neteit ¢ XbI1 moxket ObITh 00yciioBieHa He ToJbKO ¢ aeduiurom I110.
@eppuTHH CHIBOPOTKH OTPa)KAeT 3aIachl )Keje3a B OpraHu3Me, U €ro Heo0X0IMMO TMOAIEPKUBATh MEKIY
100 u 500 mxr/n. OgHako 3T0 ocTpo(da3oBbIil OENOK, TOITOMY PE3YJIbTAThI CI0KHO HHTEPIPETUPOBATH HA
¢done mHpEKIMOHHOTO Tporecca. PekoMenayercs oqHOBpeMeHHO m3MepsaTh ypoBeHb CPb. Hacwimenue
TpaHcepprHa OTpakaeT KOJIMYECTBO Kele3a, JOCTYIHOTO IS SPUTPONO33a M JOKHO ObITh >20%.
AOCOIIOTHBIN AeULNT kKene3a - ITO 001ee CHUKEHHUE 3aI1acoB JKeJIe3a B OpraHu3Me, oNpeaessieMoe Npu
cHkeHuu ¢epputrHa chiBOpoTkH <100 Mkr/n. Merabonusm >kene3a Hapymiaercs y nanuentoB ¢ XbII, B

YaCTHOCTH, HW3-3a IOBBIIIEHHOTO YPOBHS rencupma’ , TOPMOHA TI€YE€HH, KOTOPBIA IpPEIOTBpAIIaeT
BBIXOJ] JK€JIe3a M3 KJIETOK 3a CUET CBA3BIBAHUS C DKCIOPTEPOM kemesa, ¢pepponoptunoM [81]. M30bITok
refcujMHa MoJaBisgeT a0copOLuIo jKele3a M HPUBOAMT K CEKBECTpallMM Xele3a B Makpodarax u
rernaTouuTax, 4Yro NPUBOAUT K (QyHKOMOHanbHOMY Aeduuuty skemeza mnpu  XbBII [82]. Ilpwm
(GYHKUHMOHAIBHOM JleUIUTE CYLIECTBYeT NOTPeOHOCTh B OOJbIIEM KOJMYECTBE Keleza s
nojyepxkanus cuHre3a Hb, yeM MoxkeT BBICBOOOIWTHCS W3 jaeno. OYHKIMOHAIBHBIN NepUIHT Kee3a
JTUArHOCTHPYETCST Ha OCHOBaHHM YpoBHS ¢epputuHa cbiBOpoTku (>100 wmkr/m), TSAT (<15-20%),
KOJJMYECTBO THUIMOXPOMHBIX J3puUTpolToB (>5-10% mpu HopMme <2,5%). JlaHHBIE uCCIIEIOBaHUS
HEOOXOMMBI ISl OLIEHKM cTaTyca oOMeHa »Xele3a, JUarHOCTHUKU ero JeuiuTa U MPOTHO3MPOBAHUS
SPUTPONOITHUECKOTO OTBETA HA TEPAITHIO KEIIE30M.

[Tpu nnTepnperanu ypoBHs (eppUTHHA ClIeAyeT IIOMHHUTb, YTO JaHHBIA MOKa3aTesb MOBbIIIACTCS
npu  BocmanmuTedbHOM  mporecce. [lockonbky — deppuTuH  gBisieTcss  OCTpo(dasHbIM  OeKOM,
JIMarHOCTUYECKOE 3HaYeHUE CIIeAYeT OLIEHUBATHCS OTJIMYHO OT MALMEHTOB, HE CTPAAAIONINX XPOHUYECKUM
3a00JIeBaHUEM TOYEK.

Haceiuenue tpanceppuna (TSAT) paccuntsiBaercs o ¢popmysie:

TSAT = Fe (Mmxmonw/m) / 2 X Tpancdeppur (MkmMob/1) (%)

Heduuut donatoB n ButamuHa B12 - Hewacras, HO BaxkHas KOppEKTUpyeMas MpUYMHA aHEMUH,
OOBIYHO COYETAIOIIEHCS C MAKPOLIUTO30M, y narueHToB ¢ XbII.

- Pexomennayercst Bcem mnamueHtaM ¢ XbII mpoBenenue AHanmza KpoBH OHMOXMMHUYECKOTO
obmerepaneBTrueckoro (MccnenoBanue ypoBHsS KpeaTHHUHA B KpoBH, McciemoBannue ypoBHS MOYEBUHBI
B KpoBH, MccnenoBaHnue ypoBHS MOYEBOM KHCIOTHI B KpoBH, VccriemoBanue ypoBHS oOIero Oeika B
KpPOBH, WCCJEIOBaHWE YPOBHS albOyMuHa B KpoBH, lcciemoBaHwe YpOBHS XOJIECTEpHHA B KPOBH,
HccnenoBanue ypoBHS TPUTIIMLEPHUIIOB B KpoBH, VccienoBaHHe ypOBHS XOJECTEPHHA JIMIIONPOTEHHOB
BBICOKOW TJIOTHOCTH B KpOBH, VccremoBaHue ypoBHsSI JTUIIONPOTEHHOB B KpOBH, McciemoBanue ypoBHS
XOJIECTEpUHA JIMIIONPOTEMHOB HU3KOH TmoTHOCTH, MccnenoBanue ypoBHS (POchOIUNHUIOB B KPOBU
UccnenoBanue ypoBHs ofOmiero OwnupyOuna. HccnenoBanue ypoBHS OwinpyOuMHA CBSI3aHHOTO
(KOHBIOTHPOBAHHOT0) B KpoBH, MccnenoBanne ypoBHs OminpyOrHa cBOOOAHOTO (HEKOHBIOTHPOBAHHOIO)
B KPOBH, OINpENeIeHNe aKTHBHOCTH acmapraTaMuHoTpancdepassl B KpoBH, OmpeneneHne aKTUBHOCTH
aJlaHMHaMUHOTpaHc(depa3sl B KpoBH, MccinenoBanue ypoBHs Kaimusi B KpoBH, VcciemoBaHue ypOBHS
HaTpHs B KpoBH, MccnenoBanne ypoBHS XJiopa B KpoBH, MccineoBanue ypoBHS 00IIET0 KaJbIHs B KPOBH,
HccnenoBanne ypoBHS Heopranuueckoro (ocdopa B kpoBHu, OrpeneneHue akTUBHOCTH IIEIOYHOU
¢docdaraszel, OnpeneneHnue akTUBHOCTH aMMiasbl B KpoBH, VcciienoBaHue ypoBHS TJIIOKO3bI B KPOBH,
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Hccnenoanne ypoBHs C-peakTHBHOrO Oeika B KPOBM) JUIsl OLIEHKH CTEIEHU BBIPAXKEHHOCTH a30TE€MUU,
BBISIBJICHHSI  OJIGKTPOJMTHBIX  HAapyIIeHWH, HapylleHnd OenkoBoro oOMmeHa, oOMeHa Jkenesa,
Kanpuii-pocopHoro oOMeHa, TUNEPIUNUACMHUN C 1EJIbI0 JUATHOCTUKHU IMPOrPECCUPOBAHUS TOYEYHOTO
npoiecca, ocioxHeHui XbII, kouTposs B tuHaMuke B mporecce jeuenus [4, 78, 83, 84, 85, 86, 87, 88,
89, 90].

YYPC; YA 5)

Kommenrapuii: Yactora HCCieIOBaHUW B JUHAMUKE OIPEAENAETCS KIMHUYECKOW CUTyaluei.
MoueBrHAa ¥ KpEaTHHHUH CHIBOPOTKH KPOBHM OOBIYHO HCIIOJIB3YIOTCSI B KadeCTBE MAapKEpOB MOYECYHOMH
TUCHYHKIMHM, HO HAKOIJICHHE YPEMUYECKUX TOKCHHOB JIMIIL YacTUYHO KoppenupyeT co CK® y nereit ¢
XBII [91]. Tepmun "azotemust" UCONB3yETCS sl 0003HAUCHUS MPUCYTCTBUSA "yPEMUUYECKUX TOKCHHOB',
TOT/Ia KaK TepMHUH "ypeMusa'"' OObIYHO OTHOCHUTCS K KIMHUYECKHM MpOsBIeHUsAM azoreMun. XbII ygacto
CBsI3aHa C HapyLMICHUSIMA MHHEPAJIHLHOTO M KOCTHOTO OOMEHA, KOTOPBIE MOTYT MPOSBIATHCS U3MEHEHHUEM
MeTabonu3ma Kaibius u ¢pocdopa. [92]. YpoBeHs ob1iero 0enka u anb0yMHHAa MOTYT OBITh CHUKEHBI KaK
IPOSIBJICHUS] HApyLIEHUNH HYTPUTHUBHOIO CTaTyca, TaK U TEYEHMs] XPOHUYECKOro 3a00sieBaHMs IMOYEK,
npusenmeii k XbII. B nHacrosiee Bpems anb0yMuH U npeanbOyMuH OOJIbIIE HE CUYUTAIOTCS 3HAUUMBIMU
ouomapkepamu i nuarHoctukn BOH. HeratuBHbie OTKIIOHEHHS OEIKOB OCTPOH (ha3bl, TaKMX Kak
anbOyMUH, peanbOyMuH U TpaHCQEeppHH, HE OTPaKalOT U3MEHEHUI HYTPUTHUBHOTO CTaTyca M 3aBHUCSAT OT
BBIPQKEHHOCTH BOCHAJICHHSI, BOJHO-3JIEKTPOJIMTHOTO OajlaHca W ApYrux (axTopos. M3-3a moTepu macchl
He(poHoB XBII yacTo MpuBOAUT K HEAIEKBATHON MTOYCYHOUN IKCKPEIUH Kanus. | uIepKaueMust iBIsIeTCs
oOmIenpu3HaHHbIM ()aKTOPOM PHCKAa ApUTMHUH M OCTAHOBKH CEplla M IpeacKa3yeMo BelneT K Ooiee
BbICOKOM cMepTHOCcTH [93, 94]. IloBbimienue koHuneHtpauuun CPBb B kpoBu npu XBII moxer
CBHUJICTEJILCTBOBATh O TEUCHHH WH(EKIIMOHHOTO IMpoIecca W MopakeHMH MHokapaa. OmHako ocraercs
HEU3BECTHBIM, BiMsieT 1 nuciaunuaemus y nereit ¢ XbIl Ha cepreyHo-cocyucTyo 3a00/1eBaeMoCTh U
cmeptHOCcTh. KDIGO pexomenayeT nueTHdeckre Mepbl M KOHTPOJb Beca B KAayeCTBE IEPBOM JIMHHUU
JIEYEHUs] JUCIMNUIAEMUN Yy JeTedl. M3-3a o4eHb OrpaHMYEHHOIO KOJMYECTBA JOCTYNHBIX JAaHHBIX HE
PEKOMEHIyeTCsl MCII0JIb30BaTh TUIIOJIUIUACMUYECKUEe cpencTBa (ctatunbl) y neteit ¢ XBII B Bo3pacTe 1o
10 net [95].

- Pexomennyerca Bcem mnanuentam oueHuBath CK® Ha ocHOBe CHIBOPOTOYHOIO KpeaTMHHHA U
nepeMeHHoi pocra no "mpuxpoBatHoil" ("bedside") popmyne IlIBapua (2009) u popmyne IlIBapia-JInona
(2012) ¢ uenpro nuarHocTuku wian MoHuTopuHra XbBII, a Taxke OLEHKM NMPOTHO3a B KIMHUYECKOU
npaktuke [6, 96, 97, 98, 99, 100, 101, 102].

(YYP B; Y11 3)

KommenTapuit: CK® sBisercs nokaszareneM (yHKIMM MOYEK U OMpPEIeNseTcss Kak KOJIUYECTBO
I1a3Mbl, PUIBTPYEMOM MOYKaMHU B TEUEHUE ONPEEIEHHOr0 epUoaa BpeMEHU (0OBIYHO OTHON MUHYTHI).
3n0opoBble AeTH Miajume 2 jeT uMmeroT ¢usuonornyecku o6omnee Huszkyro CK®. CK® paBHa cymme
cKopocTel (unpTpauuu BceX (YHKIUOHHUPYIOIMX HE(OPOHOB M, CIIEJOBATEIbHO, KOPPEIUPYET C
KOJINYECTBOM (DYHKIIMOHUPYIOLUIMX HE(YPOHOB. 310pOBbIE MOYKH 00Ia1al0T 3HAYUTEIHHBIM PE3EPBOM IS
nopnepkanus anekBatHol CK® B paznuusbiXx (usmonormdeckux ycnoBusix. O06nagas OrpoMHBIM
OMOJIOTHYECKUM MPEUMYIIECTBOM, (PYHKIMOHAIBHBIM "H30BITOK" HEPPOHOB 3aTPyAHSIET KIMHUYECKYIO
oneHky panHHux craauii XBII. D10 cBsi3aHO € TeM, 4YTO HEMOpa)XeHHble HEPPOHBI CIIOCOOHBI
KOMIIEHCUPOBAaTh MOBPEXKJCHHbIE HEPPOHBI. MOXKET BO3HUKHYTh THIEPTPOQHs OCTABIIMXCS HE(DPOHOB,
YTO MPUBEAET K YaCTUYHOMY BoccTaHOBIEHUI0 CK®. CnenoBarenbHo, HET TMHEHHOM KOPPEIALUN MEXKTY
notepeii HeppoHoB u morepeit CK® [103, 104]. Cekpernusi KaHAIBIIEBOrO KPEaTMHUHA yBEIUYMBACTCS
npu cHkeHun CK®. CnenoBarenbHO, KIUpeHC KpeaTMHUHA MoXkeT 3aBblmare CK® y nereit ¢ XbBII.
Jlpyrue orpaHu4eHHs CBHIBOPOTOUHOTO KpeaTWHMHA KaK Mapkepa (YyHKIMHM IMOYEK BKJIIOYAIOT €ro
3aBUCHUMOCTh OT MBIIIEYHOM Macchl U (PU3NYECKON aKTUBHOCTU. MHOrue (pu3noiornyeckue BellecTBa U
JIeKapcTBa MELIAOT aHalu3y KpeaTuHuHa [ 105].

Tpamummonno ucnonb3yemas gopmyna llsapma (1976) u Kynaxana-bappara, (1976) kotopas
paccuMThIBaJlaCh Ha OCHOBE KpeaTWHUHA, W3MEPEHHOI0 HECTaHAAapTU3UPOBaHHBIM MeTonoMm Sdde,
npuBOAUT K 3aBbimieHUt0 3HaueHuid pCK®. Vcnonb3oBanue B opurnHanbHO# hopmyne [IBapma (1976)
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KPEaTUHUHA, HW3MEPEHHOI0 € IOMOIIBIO  METOAMK, CTaHIAPTU3UPOBAHHBIX IO  TaHAEMHOU
Macc-CIIeKTPOMETPUM C HM30TONMHBIM pazbaBienueM - IDMS (isotope dilution mass spectrometry)
MPUBOJUT K 3aBbIlIeHUI0 UICTUHHOU CK® Ha 20-40% [107].

Jus  ucknrouenuss Heroynocted mipu  omeHnke CK® crmenyer wcmonb3oBath  "Bedside”
(mpukpoBaTHasg) ¢opmynsl IlIBapua Ha OCHOBaHMM 3HAUY€HUM KpeaTMHHWHA KPOBU, H3MEPEHHOI'O
HH3UMATHYECKUM METOJIOM U CTaHAapTu3upoBaHHbIM 1o IDMS [96, 97]:

pCK® = 36,5 x Ht / Crp (7)

rae, Ht - poct (cm), Crp - KOHLIEHTpaIHs KpeaTHHUHA B CBIBOPOTKE KPOBU (MKMOJIB/T).

V. De Souza et al. B 2012 r. "npukpoBartnas" ¢opmysa [lIBapia 6si1a MogudunpoBaHa, MoJIyIHB
Ha3Banue LlIBapua-JInona (Schwartz-Lyon, popmymna 10) [99].

pCK® =k x Ht/ Crp

rze, k - BozpactHoit ko3 unmeHT nepecyera (171 1€BOUEK BCEX BO3PACTOB U MABYMKOB <13 jet

- 32,5; mist MajJb4uKOB >13

KpOoBHU (MKMOJIB/JT).

"IlpukpoBatnas" ¢opmyna IlIBapua wu dopmyna [IBapna-JIluoHa BamuAUpPOBaHBI B
nenuatpudeckoil momymsimun ¢ XBIT 2-4 c1., a 3QQeKTUBHOCTh ITUX ypaBHEHHH Y 3OPOBBIX AETEi
HEU3BECTHA.

Cnenyer NOIYEpKHYTh, YTO JIaDOpATOPHOE H3MEpPEHUE KOHLEHTPALMUd OCHOBHBIX SHJOTE€HHBIX
MapkepoB CK® nomxHO OBbITH CTaHAAPTU3UPOBAHO Il kKpeatunuHa o IDMS [98, 108].

Ecnu onpeneneHrne KpeaTHHWHA KPOBU OCYHIECTBISIETCS CTaHIAPTHU3UPOBAHHBIM MeTosioM Sdde,
HEOOXOJMMO TIOMHHUTh O TICEBIOXpPOMOreHax (TJIoKo3e, OunupyOuHe, psijie APYrux OeTa-TaKTaMHBIX
AHTHOAKTEPUATBHBIX MpenapaToB (me(aloCIOPHHOB) U Jp.), KOTOPBIE MOTYT HCKaXaTh €r0 MCTUHHBIC
3HaueHusl. CylIecTBEHHbIE OIIMOKA B HW3MEPEHUU KpEeaTMHHMHA MOTYT OBITh B JIMIIEMHUYECKOM U
TeMOJIN3UPOBAHHON CHIBOPOTKE, MOITOMY HHM SH3MMATHUYECKH Meron, HU peakuus dde He nomKHBI
MCIIOJIb30BaThCA B TaHHOM cutyauuu [ 109].

- Pexomenpayercs paccmotpers MccnenoBanue ypoBHs mucratuHa C B KpOBHM B KauecTBe
NOJATBEPXKIAIOIUX TecTOB, eciii CK® 1o ypoBHIO KpeaTHHMHA B CBIBOPOTKE KPOBH J1a€T MEHEE TOYHBIN
pe3ynbTar ¢ IeNbl0 JIONOJHUTENbHON JauarHocTuku/MoHutopunra XbBII u omeHku mnporHosa B
KJIMHUYEeCKOU npaktuke [96, 97, 108].

(YVYP B; Y11 3)

KommenTapuii: CsiBopoTouHblii muctatuH C - OIMH U3 Haumbojee IIUPOKO HCIOJIb3YEMbIX
anbTepHaTUBHBIX OuomapkepoB g ouneHku CK®. [ucratun C, B oTiauuMe OT KpeaTWHUHA,
IPOAYLUPYETCS BCEMU SAPOCOAEPKAIIUMHU KIETKaMU U HE 3aBUCUT OT MBILIEYHON Macchl. PopMyIibl Ha
ocHoBe muctaTiHa C 0COOCHHO TOJIE3HBI IS IETeH C TOHMKEHHOW MBIIIEYHOW Maccom. 11 HCKITFoueHust
HetouHocTtedd mpu oneHke CK® pexkomennyercs ucnoib3zoBanue CKiD ¢dopmyny, Britouaromyro
3HaueHus nucratuHa C (M3MEPEHHOIo ¢ MOMOIIbIO TypOOJIMMETPUUYECKOr0 METO0J/1a) U a30Ta MOYEBUHBI
[95, 97]:

net - 36,5), Ht - poct (cM), Crp - KOHIIEHTpalusi KpeaTHHUHA CHIBOPOTKH

] 0,516 ] 0,188

pCK®=39,1 x[Ht/Crp] ****x[1,8/Cys €] **** = [30/BUN | *** = [1,009] " x[Ht/1,4

rae, Ht - poct (M), Crp - KOHLIEHTpaIMs KpeaTHHUHA CBIBOPOTKH KpoBH (Mr/mi), Cys C - nucratud
C (mr/m), BUN - a30T MoueBHHBI (MT//1J1), * - HICTIOJIB3YETCSI TOJIBKO JJISI MATbYUKOB.

Take GJ Schwartz et al. (2012) pa3paboranu omHodakTopHoe ypaBHeHue pacuera CK® Ha
ocHoBe 1uctatuHa C [101]. JlanHas opMyia nMeeT BBICOKYIO TOUHOCTD:

pCK® = 70,69 x Cys C -0,931 (11)

rae, Cys C - muctatun C (Mr/m).

Crnenyer mog4epKHYTh, UTO JaOOpaTOpPHOE HM3MEpPEHHE KOHIIEHTPALlMM OCHOBHBIX HHJIOT€HHBIX
mapkepoB CK® nomxno ObiTh crangaptuszupoBano: ans nucratuHa C mo IFCC (International Federation
of Clinic Chemistry - crangapTusupoBanHoro kanudparopa ERMDA471) [98, 108].
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GJ Schwartz et al. ycranoBunu pCK®uuc Moker ObITh MEHEE TOYHOM TOJIBKO TPH OJIHOM
NEPEMEHHOM, OOBSCHAIOUICH aHOMaJbHbIE BBHIOPOCHI TOKa3aTelel pacuyeTHOW, MpHu OOJIBIIOM Bece.
PacoBbie paznuuus, Bbicokoe AJl, ypoBeHb anbOyMuHa W MPUMEHEHHE TIIOKOKOPTUKOCTEPOUIOB HE
BiusatOT Ha ypoBeHb pCK® Ha ocnose nuctatuna C [101].

KoadduuumenTtsl nepeBoja eAUHHUI U3MEPEHUS U3 METPUUYECKOM CHCTEMBI B MEXIyHAPOJHYIO
cuctemy enunui] (CH) - B npunoxennn A 3.14.

- Pexomennyercs Bcem nersm ¢ CK® <60 mn/mun/1,73 e (wm camxenueM CK® Gosee uem Ha
1 craHzapTHOE OTKJIOHEHHE OT OKUAAEMOro 3HAYCHMs JUIsl COOTBETCTBYIOIIEIO BO3pacTa W IO0Ja) WIN C
NpU3HAKAMU TOPAXKEHHUS NOYEeK M3Y4YCHHE aHaMHe3a, NPEIbIAYIIMX IoKa3zaTenell (QyHKIUH MOYeK,
IPOBE/ICHUE aHaIM3a KJIMHUYECKOH CUTyallMH C LENbI0 YCTAaHOBJIEHUS NMPUUYMHBI (IPUYMH) 3a00J1€BaHUsS
nouek [6, 110].

YYPC, YA 5)

KommeHnTapuii: aHanu3 KIMHAYECKOW CUTYallid BKIIIOYAET JIaHHBIE O BHYTPUYTPOOHOM Pa3BUTHH,
JIeKapCTBEHHBIX BO3/AEHUCTBUAX Ha IJIOJ MM HA MaTh, TEHETMUYECKUX HAPYIIECHUSIX, aHOMAIUSAX Pa3BUTHUA
OpraHoOB, pe3yJbTaThl (PU3MKATBLHOTO 00CIe0BaHNs, Ja0OpaTOPHbIE MTOKA3aTEd BO BHYTPUYTPOOHOM U
[OCTHATaJIbHOM MEepHOax (BKJIIOYas aHaIU3 aMHUOTUYECKOH JKUIKOCTH), PE3YJIbTaThl BU3YAIU3UPYIOIIUX
UCCIICIOBAaHWI B TIpe- W IMOCTHATaJbHOM TMEpUOJE, a TaKXkKe JaHHBIE MaTOMOP(OIOTHUECKUX
UCCIIEIOBaHUM, B TOM YHCIIE IJI0Ja U TUIALEHTBHI.

- Pexomennayercs nposenenne OO0mero (KJIMHUYECKOT0) aHaiu3a Moun BceM naruentaM ¢ XbII u
B JMHAMHUKE C LEJIbI0 KOJMYECTBEHHOM OIIEHKM Oelika, OPHMEHTUPOBOYHOM OLIEHKE BOCHAJIEHUS II0
XapakTepy U3MEHEHUN B MOYEBOM Ocajke [78].

YYPC, YOI 5)

KommeHTapuii: dYacToTa WCCICIOBaHHUA TMpPH JUHAMHYECKOM HAONIONEHUH  ONpeAesseTcs
KJIMHUYECKUM T€YEHUEM 3a00JIeBaHMU.

- PexoMeHayeTcs YCTaHOBUTH KaTETOPUIO aJbOyMHHYpHHM B COOTBETCTBHHM C W3BECTHBIMH
kputepusmu XbII (paznen 1.5 Knaccuduxanms 3aboneanus) [6, 110].

YYPC; YA 5)

KommeHnTapuii: kareropusi adbOyMHHYpUH CIIY’KUT BaKHBIM HPEAMKTOpOM Hcxona. s Bcex
kareropuii CK® moka3aHO CTyleH4YaToe yBEeIMYEHHE PHCKA MPH BBICOKUX KAaTETOPHUSIX albOYMUHYPHH,
IPY ATOM KaKOT0-T100 YeTKOTO YCTaHOBJIEHHOI'O TIOPOrOBOr0 3HAYEHHUS HET.

Opnaxo y nereit ¢ XBII npu oOHapyx’eHHH 1000 MAaTOJOTHYECKON KCKpeluuu Oenka ¢ MOYon
HE3aBUCHMO OT MapKepoB HEOOXOJIMMO YUHTBIBATh Pa3/IMuMe MoKa3aTeled B 3aBUCHMOCTH OT BO3pacTa,
MoJia, CTaIMM TIOJIOBOTO Pa3BUTHS H/WH pazMepa Tena (pocrta, Beca, UMT), BO3MOXKXHOCTB MpeodiaaHus
CKOpee KaHaJIbLIEBOM, YE€M TJIOMEPYJISPHOM MPOTEHHYPUU B 3aBUCHMOCTH OT IMPEACYIIECTBYIOLIETO
3a0oneBanusd. Takxe y gereit ¢ XBII MOXXHO OpHEHTHPOBATHCA HA MPOTEUHYPHUIO BMECTO AJIbOYMUHYPHH.

Y HOBOPOXJIEHHBIX M JIETEH paHHEro BO3pacTa JIOMyCKarTCs Ooiee BbICOKask Kak IIIOMepyJisipHasi,
TaK ¥ KaHaJblEBas MPOTEHHYpUS H3-32 HE3PEJIOCTU MPOKCUMAIBHBIX KaHAIbLIEB, OTBEYAIONIMX 3a
peabcopOruto 6enkoB. [IpubausuTensHble 3kBUBaNIEHTHI A7 oTHoweHui An/Kp u OB/Kp B moue y nereit
ONTM3KH, HO HE WICHTHUYHBI 3HAUSHUSIM, TIPUBOIUMBIM ISl B3pOCIBIX. J(Mana30Hbl HOpMAITbHBIX 3HAYEHUH
BapbupytoT. A.S. Brem (1981) npemioxun cuutath NpueMiIeMbIM YPOBEHb MPOTEUHYPUHU B Ipeaenax 6-8

2 2
Mr/M iy >040 MU/MT/CYT |y nereji <6 MecsLeB; HOpMaIbHBLE 3HAYEHHS albOYMUHYPHH JUI 3TOLO

BO3pacTa Heu3BecTHHI [111].
HopmanbHble YpOBHM CyTOYHON 3KCKpEIMH Oenka y nerell B Bo3pacTe 6-24 MecsIeB COCTaBISIOT

2 2
<4 mr/M"[4 (<150 mr/v”/ CYT) npu mccnenoBaHuK CYTOYHOM MOYH, B TO BPEMs Kak B MEPBOM mpoOe
yTpeHHEeH MOUM HOpMalibHBIM cuuTaercs yposeHb Ob/Kp <500 mr/r (<50 mr/mmons). ¥V nereii crapuie 24

2 2
MeCALIEB 9TH 3HaUeHHs cocTaBisior <4 MI/M /4 (<150 Mr Im"/cyr ) B cyrouHoit Moue, Ob/Kp <200 mr/r
(<20 Mr/MMoB) B epBOi mopiuu yrpennend Moun, uid An/Kp <30 mr/r (<3 Mr/Mmodib) B IepBOi OPIIAH
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2
yTpeHHedl Moun. B nro6oii Bo3pacTHOM rpymme oOmias moreps o6enka ¢ Moyon >40 mr/m /4 >3 1/1,73

w* /eyt ) CuMTaeTcs NPOTEUHYpUEH HE(PPOTHYECKOro ypoBHs; 3HaucHus 4-40 mr/m [ OTpPaXKarT
HaToJIOTUYECKYI0, HO He "HedpoTuueckyro" norepro 6enka [112, 113].

Y nereit B Bo3pacTe >24 MecsleB I ONPENEJICHUS KaTeropuu '"MPOTEHHYpPUU'"' MOXKHO
UCIIOJIb30BaTh YPOBHM, PEKOMEHIOBAHHbIE B PYKOBOJCTBAaX [UIsl B3pOCHbIX, 3a HCKIIOYEHUEM
MOCTYPaJbHOM TOTEpPH TIIOMEPYJAPHBIX OenkoB [albOymMHHA], T.€. OPTOCTATHUYECKOH MPOTEUHYPUH,
Habmoaromeiics y 2-5% noapoctkos [ 114, 115].

B3anumocBsI3p MEXIy KaTeropusMu aJbOyMUHYpPUU U MIPOTEUHYPUU MPEACTABICHA B MPUIIOKEHUH
A3.15.

- Pexomennyercs yaiie koutponaupoBate CK® u ans0yMUHYpHIO Y MAallMEHTOB C BBICOKUM PUCKOM
nporpeccupoBanust XbIl w/mnm xoraa pe3yibTaThl U3MEPEHUsS JTOJDKHBI YUYUTBHIBATHCS NMPH HAa3HAYCHUU
Tepanuu I OIEHKH CKOPOCTH IIPOrpecCUpOBaHus U 3(PPEKTUBHOCTH MPOBOAUMOTO JiedeHus [6, 110].

YYPC; YA 5)

- Pexomennyercs Bcex nanueHToB ¢ XbII paccmaTpuBaTh Kak MaliMeHTOB C MOBBIILIEHHBIM PUCKOM
passutus OIIII [6, 110].

YYPC, YA 5)

Kommenrapuii: XBIl npusnana ¢akropom pucka passutus OIIIl u3-3a smuaeMuonorudeckon
acconmanuu Mexay Humu [116, 117]. XBII sBugercs momHbM npenuktopom OIIIl mpu Bo3aeicTBUM
KOHTPACTHBIX CPEJACTB, MPOBEACHUU KPYIHBIX XUPYPTrUYECKHMX BMEILATENbCTB, a TaKXKe IpPHU APYTUX
MenuiuHckux coctosaHusax [118, 119, 120]. IIpu Begenuu namueHToB ¢ XbII u MOBBIIIEHHBIM PUCKOM
OIlIl Ha ¢doHE MHTEPKYPPEHTHBIX 3a00JI€BaHWI WIM TIPU TMPOBEIACHUW HCCIEIOBAHUN W TPOLEAYD,
COTMPOBOXKAAIOIIMXCS MOBbIIEHHBIM puckoM OIIIl, HeoOXoaMMO clenoBaTh peKOMEHAANUIM, MOAPOOHO
onucanHbIM B Knnnanueckux npakrudyeckux pexomenganusax KDIGO no OIIII [6, 110].

- PexoMeHayeTcs KOHTPOJIMPOBaTh CBHIBOPOTOYHBIE YPOBHHU Kajblis, (ocdopa, MIen0dHOMl
docdarassl, [ITI" y Bcex nereit ¢ XbIl, naunnas co 2 craguu, ansa nuarnoctuku MKH-XBII, onenku B
JUHAMUKE U KOHTPOJIs jeueHus [ 122].

YYPC; YIA5)

Kommenrapuii: ¥V nanuento ¢ XbBII, momyvarommx nedenne or MKH-XBII, umm y xoTopbsIx
BBISIBJIEHBl OMOXMMHYECKHE OTKJIOHEHHS, 1el1eco00pa3HO YBEIUYUTh YAacTOTy M3MEpPEeHHH Uit
OTCJIEKUBAHUS TEHICHUUH, 3(pPEKTUBHOCTH JiedeHus: U nobouHbIx 3¢ ¢ekros. [larorene3 MKH-XBII Bce
emie JajieKk OT IIOJHOrO NOHMMaHuA. W3BECTHO, YTO CYOKIMHUYECKHE HW3MEHEHHS KOCTHBIX H
MHUHEpaJIbHBIX OMOMapKepoB MOI'YT ObITh OOHapy>KeHbl Ha OueHb paHHell ctaguu pasButus XbII (Ha
craguu C2), 10 najeHus ypoBHs Kampuutpuona [123, 124]. OnHuUM U3 TaKUX PaHHUX COOBITHH SBIISICTCS
nosbiieHne ypoBHs FGF23, ¢docdaronnna, mpoaynupyeMoro ocTeouuTamMH, KOTOPBIM yCHIMBAET
BbIBeieHHE (hocdaTa moukamu. Ponb nossieHHoro ypoBHst FGF23 na pannux cragusx XBII moxeTt ObITh
3alIUTHOM, TOCKOJIBKY OH, BEpOSITHO, IOMOTaeT OTCPOUYUTh pa3BuTHe Tunepdocdaremun. OmHaKO
MOCTETIEHHOE CHIKEHHE KoiudecTBa (yHKIMoHHpyromux HedporoB u aedunut Klotho, xopemenropa
FGF23, B xoHeuyHoM wurore mnojaaBisiioT (ocharypuueckuit s¢pdexr. Takum obpaszom, FGF23.
CIOCOOCTBYET paHHEMY TIaTOreHe3y BTOPUYHOIO THUIIEpHapaTHpeo3a 10 pa3BUTUS MHUHEpPATbHBIX
aHoMaJIuii B ChIBOpOTKe KpoBH [125]. I'mmepdochatemus oObruHO pasBuBaerca Ha 4 cragun XbII u
CTUMYJUpPYET (YHKIHUIO MapalluTOBUIHBIX >K€Jle3, YTO CIOCOOCTBYET BTOPUYHOMY THUIIEpPHApaTHPEO3y.
Yucteiii 3¢pPeKT 3TUX CHUCTEMHBIX M3MEHEHMH B COUYETAHWU C TEKYUIMMH METOJIAMH JICYCHHS] MOXKET
napajoKCaIbHBIM 00pa3oM MPUBECTH MO0 K Ype3MEPHOI pe30pOIuu KOCTH, TNO0 K 00pa30BaHUIO KOCTH.
OpnnHako B cilydasiX SBHOI'O YBEIMYEHHUS KOCTHOM MacChl IPOYHOCTh KOCTEHM BCE )K€ CHMIKAETCS, IIOTOMY
YTO OTJIOKEHHBIE KOCTHBIE KOJUIar€HOBBIE BOJIOKHA SIBJISIFOTCS HE3pebIMU [ 126].

- Pexomennayercs y manuentoB ¢ XbBII C3a-C3b cT. MOHUTOPHUHT CHIBOPOTOYHOTO KajlbIHs U
Heopranuueckoro (ocdopa kaxasie 6-12 mecsues; a mus IITI Ha OcHOBE HCXOTHOTO YpPOBHS U
nporpeccupoBanus XbII. Ilpu XBII C4 cr. oueHWBaTh YpPOBEHb CBHIBOPOTOYHOTO KalbLUS |
Heopranuueckoro ¢ocdopa kaxnapie 3-6 mecsues, asa 1T kaxasie 6-12 mecsues. Ilpu XBII C5 cr.
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(Brimrovass C5D) MOHUTOpPHpPOBaTH YpPOBEHb CBHIBOPOTOYHOTO KalbliMsi M HeopraHudeckoro docdopa
kaxasle 1-3 mecsaua; mist IITD kaxnaeie 3-6 mecaues. Ilpu XBII C4-C5D cr. oneHuBaTh aKTUBHOCTD
niesioyHoi Qocdarasbl Kaxapie 12 MecsIeB Wid 4aimie npu nosbimieHHOM ypoBHe IITIT mns omneHku B
nunamuke MKH-XBII u kouTposs neuenus [ 122].

YYPC; YA 5)

- Pexomennyercs mnamuentam ¢ XBII C3a-C5D cr. ompenenste ypoBens 25 (OH) D
(UccnemoBanne  ypoBHs  25-OH  Butammna JI B KpoBH) C  LEIb0  OOHApyKEHUS
HEJOCTAaTOYHOCTH/NePUIIMTa BUTaMUHA D, C TOBTOPHBIM TECTUPOBAHHWEM TIOKa3aTelii Ha OCHOBE
MCXOJHBIX 3HAYECHUM U TEPANeBTUUECKUX BMEIIATENbCTB [ 122].

YYPC; YIA5)

Kommenrtapuii: FGF-23 ycyry6nser nedumut 1,25 (OH) 2-Butammunra D, Hanpsamyroo UHTHOUpYS

SKCTpeccio reHa 1O THAPOKCHIA3BI  yepes agxtuaumio curHaishoro nytn ERKI1/2  [127].
Konnenrpanus 25 (OH) 2 -Butammuaa D B CBIBOpOTKE KpOBH JOJDKHA ObITh Bbime 30 Hr/MiI Ha Bcex
cragusax XbII [128].

- He pexomeHyeTcst ornpeielieHue OCHOBHBIX METa00INYECKHX MapKepoB 0OMEHa KOCTHON TKaHU
(ocTeokanbpliMHa U OeTa-TenonenTuaAoB KojutareHa) y nanueHToB ¢ XbII ans BeisBnenus MKH-XBII [129,
130].

YYPC; YA 5)

KommenTapuii: Otu nokaszarenu Oojiee 3HauuMMBl Ui onpeaeneHus 3((EeKTUBHOCTH Teparnuu
MUHEPAIBbHO-KOCTHBIX HApYILIEHUH.

- Pexomennyercs nanuentam ¢ XbII u3mepsATs ypoBHH FOPMOHOB IIUTOBUAHOM XKEJIE3bl, BKIIIOYAs
ceiBopoTounblii TTI' (MccnenoBanue yposHs TupeorpornHoro ropmona (TTI') B kpoBu) u cBobGoHbIil T3
(UccnenoBanue ypoBHs cBoboHOro tpuitoaruponrta (CT3) B kpoBH), a TaKKe CHIBOPOTOUHBIH YPOBEHb
N®P-1 no nayana tepanuun ComatponuHoM™* (pekoMOMHaHTHBII ropMoH pocta pI'P) [131].

YYPC, YA 5)

Kommentapun: Yactora uccieoBaHMN B JUHAMHUKE OIPEACHSAETCS KIMHUYECKON CUTyalueu.
['unotupouansm U JeGUIUT TOPMOHA POCTa MOTYT BBI3BIBATh 3a/IEP’KKy pocTa y JeTei, He3aBUCHUMO OT
nexaien B ocHoBe XbII.

2.4 UncTpyMeHTAIbHbIE THATHOCTHYECKHE HCCIIeI0BAHUS

PexoMennyercs ynbTpa3ByKOBOE MCCIEIOBAaHHWE IOYEK C JYIUIEKCHOM jomiuieporpaduei,
MOUEBOTO Iy3bIpsl BCEM MALMEHTAM C ITOA03pEHUEM WK JuarHoctupoBaHHoW XbBII ¢ menpro quarHocTuku
MaTOJOTUYECKUX U3MEHEHUH, KOHTPOJIS B TMHAMUKE, B T.4. JIeueHus [6].

YYPC, YA 5)

KommeHnrtapuii: Yactora uccieoBaHMN B JUHAMHUKE OIMPEACISAETCS KIMHUYECKON CUTYyallueu.
VYbTpa3ByKOBOE MCCIIEOBAHUE TOYEK MO3BOJISET YCTAaHOBUTH MX Pa3MeEpbl, MOJI0KEHUE, OCOOCHHOCTU
CTpOEHHS, OLUEHUTHh cocTosiHhe mapeHXuMbl U UJIC mouek, BhIpaXKEHHOCTh HEPPOCKIEpO3a, a TaKxKe
3aMo/I03pUTh COCYAUCTBIE AHOMAJIMHU, KOTOPbIE MOTYT OBITh NPUYMHOM Ba3OpeHAIbHOW THIIEPTEH3UU
(CTEeHO3 TOYEYHOW apTepuu, TPOMOO3 MAaruCTPATBbHBIX MOYEUHBIX cocyaoB). [lommieporpadudaeckoe
UCCIIEOBAHME OLIEHUBAET COCTOSTHUE PEHAJIBHOIO KpoBOTOKa. IlpeHaTtanbHas yibTpa3ByKoBas
JTUArHOCTHKA MOKET BBISIBUTH HOBOPOXKJIEHHBIX ¢ pUcKoM pa3BuTHs XbII, ocobeHHo ecnu ecTh aHOMaIuu
00enx moyex.

[Ipu ynpTpa3ByKOBOM HCCIEAOBAHUU CIEAYET CPaBHUTh W3MEPEHHYIO JIMHY KaXKIOW MOYKHU C
HOPMAaTUBHBIMM 3HAYEHHMSMH, COOTBETCTBYIOLIMMH BO3pacTy. Pa3mep modyek MeHblle HOPMBI YKa3blBaeT
Ha yMmeHblieHHe macchl nodyek u3-3a CAKUT (Hanmpumep, rumormia3uio 1movex), MeUIEHHBIH pocT WIn
MOTEPIO MMOYEYHOM MapeHXUMBI, CBI3aHHYIO C OCHOBHBIM 3a00JI€BAHUEM HJIU TPaBMOM.

Jetu ¢ BpOKI€HHOUN €MHCTBEHHOW MOYKOW MOABEPKEHBI pUCcKy CHIbKeHUs CK®. dakTophl pucka
camkeHuss CK® i eQUMHCTBEHHONM IIOYKM BKJIKOYAIOT JIOMOJHUTEIBHBIE AaHOMAJINWU IIOYEK H
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MOUYEBBIBOJAIIMX IIyTed W JJIMHY IIOYKH, HE COOTBETCTBYIOINYIO OKHUIACMOM KOMIICHCATOPHOMN
runepTpoduu.

- He pexomennyercs npoBezieHre 0030pHOM peHTreHorpaguu Movek, SKCKpeTOpHOM yporpaduu,
MarHuTHO-pe3oHaHcHoU Tomorpaduu (MPT), komnbrorepaoit Tomorpaduu (KT) mim n30TOMHBIX METOI0B
MCCIICIOBAHMS C LIETIbI0 IEPBUYHON IMArHOCTUKU Ui ckpuHuHra XbBII [6].

YYPC, Va1 5)

KommenTapuii: OOG30pHas peHTreHorpadus mnoyek o0jazaeT HU3KOH HMH(GOPMATHUBHOCTHIO B
OTHOLIEHUM BBISBICHMS M3MEHEHMH IapeHXuMbl opraHa. KoHTpacTHble HcCClIenOBaHUS U
HEO0XOIMMOCTH ClIelyeT IPOBOIUTH 110CIIE OLEHKH (QYHKLUH MTOYEK Ul IPUMEHEHUS Mep NPOPHIAKTUKU
OCJIO)KHEHUH 3TUX MPOLIEAYD.

- He pexkomennyerca y mamuentoB ¢ XbBII mpoBeneHue wucciienoBaHU C BHYTPUCOCYAUCTHIM
BBEJICHUEM KOHTPACTHBIX CPEJCTB, IPUMEHEHHE KOTOPBIX MOXKET OBITh MPUUYMHON MOBPEKICHUS IOYEK.
Pemienue 06 nCnonab30BaHUN TAKOM JUArHOCTUKU JOJKHO OBITh MPUHATO HA MHIUBUAYaJbHONW OCHOBE C
Y4ETOM I0J1b3bl PE3YJIbTATOB UCCIIET0BAHUS AJIs NAMEHTa U NOTEHLIUAIbHBIX IOYEYHBIX PUCKOB [6, 133].

YYPC, YOI 5)

Kommenrapuii: YV nanmeHtoB ¢ XbII npu auarHocTuke, CBA3aHHOM C  HCIIOIB30BAHHUEM
KOHTPAaCTHBIX CPEJICTB, CIEAYeT TILATEIbHO B3BELIMBATh PUCK PA3BUTUS OCTPOIO HAPYLICHUS (YHKLUHU
MIOYEK C TUArHOCTUYECKON IIEHHOCThIO MCCIEAOBAaHUS U €r0 BO3MOXKHBIM BIIMSHUEM Ha TAKTUKY JICUYEHUS
JUIsl CHUPKEHHS pPUCKOB HEOIaronpHusTHBIX MOYEYHbIX 3((EKTOB TAKOTO BUA UCCIICAOBAHUM.

- Pexomennyercsi n3mepeHue apTepuanbHOrO JABJICHUS Ha NEpU]PEpUUYECKUX apTepUsx y BCeX
nereit ¢ XBII npu kaxjoM BU3UTE K Bpaudy-leauarpy/Bpauy oOIel MpakTUKH (ceMeiiHOMY Bpauy) UM K
Bpauy-Hedpouory [6, 132].

(YYPC, YOI 5)

KommenTapuii: moapo6HO wuHpOpManusi o0 usMmepenuun AJ] y nereil npu apTepuanbHOU
TUIIEPTEH3NUN U3JI0KEHA B KIIMHUYECKUX PEKOMEHAALNAX 10 apTEPUAJIBHOM TMIIEPTEH3UH Y AECTEH.

- Pexomentyercs npoBeneHrne CyTOYHOIO MOHUTOPUPOBaHUS apTepraibHoro aasiaeHus (CMAJ) ¢
HOMOIIBIO TIepeHOCHBIX MOHUTOpOB A/l (Peructparop amOynaTOpHBIH JUIs MOHUTOPHHTA apTePUATBHOTO
naBiieHust, Peructparop amOynaTOpHBIM A7 MOHUTOPHHIA apTepUAIbHOIO JABJIEHUS C ONpPEJCICHHUEM
aputMun) namuentam crapue 5 sger ¢ XbII 4-5 cr. 1 pa3 B 6-12 mec. u nersm ¢ XBII 1-3 c1. mpu
BBISIBJICHUH 3MK30J0B noabema AJl u/unum m3MeHeHui cepaua (runeptpouu MUOKapna, pacIlupeHUs
aopTBhI) M0 JJAHHBIM 3X0Kapauorpaduu [46, 134].

(YYPC, Va1 5)

Kommenrapuii: leram mnanme 5 et nposenenne CMAJL 3aTpyiHEHO, IOCKOJIBKY OHU HE MOTYT
CIOKOMHO MEPEHOCUTH MPOLIETYPhI YacThIX aBToMaTnueckux usmepenuii AJ[. CMA/] mo3BosisieT BbISIBUTD
MackupoBaHHyto Al', runeprensuto "Oenoro xanara", HapymeHus cyrouHoro purma AJl ("non-dipper"), a
TaK)K€ YTOYHHUTH CTENEHb apTePUAIbHON THIEPTEH3UH, OLUEHUTh IPPEKTUBHOCTh AHTUTHUIEPTEH3UBHON
tepanuu. [Ipu mHTepnperanuu pesynabtatoB CMAJ[ ouenuBaror cpeanue BenuuuHel CAJl m TAJl 3a
CYTKH, B JJHEBHOE M HOYHOE BpeMs. VX 3HaueHHs OLIEHMBAIOTCS C YYETOM II0Jia, BO3pacTa M pocTa IO
NPOLIEHTUIIBHBIM Ta0uIiaM, pa3paboTaHHBIM Ha OCHOBAaHMM OOCII€OBAaHUS BBIOOPKH 370POBBIX JETEH OT
5 no 16 ner [70, 135].

[Tomumo cpennux 3Hauenut CAJl u JHAJl, nmpu CMAJ] oneHUBalOT MaKCHUMallbHble W
MUHUMaNbHbIE 3HaueHUs AJl B pa3Hble mepuoibl CYTOK, IOKa3aTeNu "Harpy3Ku JaBlieHUEM' - MHIEKC
BpPEMEHHU TUIEpTeH3uH, BapuadenbHocTh AJl, cTeneHb HOYHOTO CHIKeHHs AJl, BETMUMHY U CKOpPOCTh
yTpeHHero noabema AJl, IIUTeNbHOCTh TUIIOTOHUYECKUX SIHU300B.

Crnenyet y4ecTh, YTO B HACTOAILEE BPEMS HET CIIPAaBOYHBIX JAHHBIX JUIS JETeW pocToM MeHee 120
CM, YTO 3aTpyJHSET MHTEpIpEeTalio pe3yibTaToB. JlaHHBIE MO LEHTHWIbHOMY pacrpeneneHuo AJl y
JeTel Npu pa3oBbIX u3MepeHusx u npu CMA/I cm. B npunoxenuu 1 [46].

CM. KIMHUYECKHE PEKOMEHIAIMY TI0 ApTEPUAIIBHON TUIIEPTEH3UH Y IETEH.

- Pexomennyercs IIPOBEJICHUE AIIeKTpoKapauorpadhuu (OKI) (Perucrpanus
JIEKTpOKapaAnorpaMMsel, PacimmgpoBka, omnucaHue W HMHTEpIpeTanys 3JIeKTpOoKapAHOTrpapUUECcKUX
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naHHbIX) BceM netsMm ¢ XbIT 3-5 cr. mist peructpanuu 3IeKTPUIECKON aKTUBHOCTH CEPACUYHON MBIIIITBI,
JMAarHOCTUKU HApPYLICHUH CEepACYHOr0 pPUTMAa, BBISBICHUS HIIEMHH, H3MEHEHHUH METab0IMYecKoro
xapakTepa (runepkaauemus) [136].

(YYPB, Va1 3)

Kommentapuii: ¥V nereii ¢ XbBII 3 c1. nenecoo6paszno BemosHATh IKI' 1 pa3z B 6 mec., y aeTeit ¢
XBII 4-5 cT. - xaxaple 3 Mec., a IpU HE0OXOIUMOCTH (HAJIMYME CHUMIITOMOB apUTMUHU, IKCTPACHUCTOJINH,
AT, HeIoCTaTOYHOCTH KPOBOOOPALIEHHUS) Yallle.

CM. KIIMHUYECKHE PEKOMEH 1ALl 110 apTEpUAIbHOM TUIIEPTEH3UH Y AETEH.

- Pexomenpayercss nmpoBeneHUE XONTEPOBCKOTO MOHUTOPUPOBAHUSA CEPACUYHOIO PUTMA B TCUCHHUE
cytok netsim ¢ XBII 3-5 cT. ¢ mpu3HakamMu HapylmIeHUs pUTMa IO JaHHBIM (U3UKAIBHOTO 00CIIeI0BaHUS
u/unmu pytunnon OKI [137, 138].

YYPC,Vaa4)

KommeHTapuii: 1aHHOe HcCle0BaHHE IO3BOJIAET BepU(UIUPOBATh XapaKTep M BBIPAKEHHOCTb
HapyLIeHU CEepAEYHOr0 pUTMa M NPOBOJAMMOCTH, BBIIBUTH 3IH30/bl HIIEMHM MHOKapaa. Yacrora
IIPOBEJCHUS XOJTEPOBCKOIO MOHUTOPUPOBAaHUS CEPACUYHOTO pPHUTMA ONPEACIACTCS KIMHHUYECKOU
CUTYyalHE.

CM. KIIMHUYECKHE PEKOMEHIALlUNU 110 apTEPUAIbHON THIIEPTEH3UH Y ACTEH.

- Pexomennyercst mposenenue sxokapaunorpaduu (3xo-KI') marmentam ¢ XBII kaxasie 6-12 mec.,
a mpu HeoOxomumocTH (pe3ucteHTHas# K Tepanuu Al, knuHuyeckue npuszHaku HK, BeisgBieHue
M3MEHEHUH cep/illa Mo JIaHHBIM paHee npoBeAeHHoN Dx0-KI') kaxkapie 3 mec. uiu yaie, B 3aBUCUMOCTH
OT KJIMHUYECKOM cutyauuu | 138].

(YYPC, Va1 5)

KommenTapuit: 9xo0-KI' mo3Bosser BbIABUTH: rumneprpoduio Mmuokapaa (yronmenue MXKIIL,
3CJIDK, ysenmuenue wunuexkca maccbl muokapna JDK), napymenue HDJDK; HapyiieHune MmexaHUKH
pacciabinenuss Muokapnaa, auiaramuio JDK, CHuXKeHHMe COKpaTHTENbHOM CIIOCOOHOCTH MHOKapAa,
M3MEHEHUs a0pThl (pacliupeHne, yIJIOTHEHNE CTEHOK ), JIETOUHYI0 TUIIEPTEH3UI0, U3MEHEHUS! KOPOHAPHBIX
aprepuil (YIUIOTHEHHE CTEHOK, KaiblM(pukatel B cTeHKax KA), HeZOCTaTOYHOCTh KJIAlaHOB CepAla,
ruaponepukapa. CHUWXKEHHE TJ100aJbHOM COKPaTUMOCTH MHUOKapJa IUAarHOCTHPYIOT MpH (pakuuu
BbIOpoca MeHee 55%, ¢pakuuu ykopodeHus menee 35%. IIpu Dxo0-KI' BO3MOXKHO BBIIBUTH HpPU3HAKU
KaJbIU(UKALUN COCYAUCTON CTEHKH, KJIAaIaHOB U MANMIISIPHBIX MBI MUOKap/a.

- Pexkomennyercss mpoBesieHHE peHTreHOrpaguM JerKux/peHTreHorpaduu Jerkux nudposoit y
nanueHToB ¢ XbII npu yXyameHuu coctosiHus pedeHKa, MosiBJIeHU: oabIkH [ 139, 140].

YYPC,YOAI5)

KommenTapuii: pentrenorpadus Jerkux/peHTrenorpadus Jerkux HugpoBasi Mo3BOJSET OLIEHUTh
pa3Mepsl cep/lia, COCTOSHUE JIETOYHOM TKaHU (TMPU3HAKK OTeKa JIETKMX), BBIABUTh HAJM4ME )KUJIKOCTH B
IUIEBPAIbHBIX MOJIOCTSX.

- Pexkomennyercs mnpoBeneHHe peHTTeHOrpapuu KOHEYHOCTeH (peHTreHorpadus BepxHel
KOHEYHOCTH, peHTreHorpadusi HIKHeH KoHeuHoctH) Yy mnanueHtoB ¢ XbBII mpu  npusHakax
KOCTHO-MUHEPAIBHBIX HapylIeHui [131]

(YYPC, YO/ 5)

KommenTapuii:  Penrrenonormueckumu  npuzHakamu  MKH-XBII  gBngercs  pacmmpenue
Jloo3zepoBckux 30H (TOPU30OHTAIbHBIE 30HBI MPOCBETJICHUS B JUIMHHBIX TPYyOUaThIX KOCTSX), HapylIEeHHE
CTPYKTYp MeTapu30B TpyOuaThix KocTeil; snuduzeonussl ("cockanpzaBanue" snudusza ¢ auadusa);
NepesoMbl CaMOM pa3HOM JIOKaJIW3al[iH, MOBTOPHbIE M CIIOHTaHHBIE MeperaoMbl (Hepeako 0e3 6oseBoro
cugapoma). ¥ nereit ¢ XbII 5 cT. HaxoagmMxcs Ha TUanu3e B TEUEHUE HECKOJIBKHX JIET, MOYKHO BBISIBUTH
KaTpbUU(UKALKWI0  MarucTpajbHBIX  apTepuil  KoHewyHocTed.  KampuuduuupoBaHHblE — apTepuu
BU3YaJIM3UPYIOTCS HA PEHTIT€HOTpaMME B BUJI€ PEHTT€H-TIO3UTUBHBIX TS)KEH HEPABHOMEPHOM INIOTHOCTH.

(YYPC, Va1 5)

- Pexomennyercss mpoBeneHue OuommIieqaHcHou cnekTpockonuu (OmnpenesneHne MpoLeHTHOTO
COOTHOILEHUS BOJbI, MBIIICYHOW U JKUPOBOW TKaHM C IOMOULIbIO OHMOMMIIENAHCMETpa) (aHAJIN3aTop
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cocTaBa Tena OMOPJEKTPUYECKUN) manueHTam cTapmie 2-X jeT ¢ XbIl 4-5 cr. mpu mojgo3peHuu Ha
CKPBITBIE OTEKH, JUIsI OIpesiesieHus "cyXxoro Beca" y maiueHToB Ha nquanuse [ 142].

YYPC,YAI5)

Kommenrapuii: ~ CoBpeMeHHBbIE ~ OMOMMIICHIAHCMETPhl  (@HAIM3AaTOpPBl ~ COCTaBa  Tela
OMOAJIEKTPUYECKUE) TO3BOJSIOT ONPEACTUTh TOILIYID Maccy Tella, MacCy >XUPOBOH TKaHU, 00beM
HEKJICTOYHOW M BHYTPHKJICTOYHON KHJIKOCTH, M30BITOK BHEKJIETOUHOW KUAKOCTH. OTHOCUTEIHLHBIM
IIPOTUBONOKA3aHUEM CITY>KUT BO3pacT pedeHKka miajiie 2-X jeT u Bec meHee 10 Kr.

- Pexomennyercs mnpoBeneHune KommbroTepHOH ToMorpaguu TOJIOBHOTO MO3Ta, W/WIH
MaruutHo-pe30HaHCHON ToMOrpauu TOJOBHOIO MO3ra IpuU KpU30BOM TeueHUU Al, BOSHUKHOBEHHH
CYJIOpOT WJIM 0YaroBbIX HEBPOJIOTMYECKUX CUMIITOMOB y nanueHToB ¢ XbII mist uckitodyenus HapyuieHus
MO3TOBOTO KPOBOOOPAIIICHHS, HIIEMHYECKOTO WJIM TeMOopparnueckoro uHeybTa [ 143, 144, 145, 146].

(YYPB, Va1 3)

KommenTapuii: [etsm g0 5-Tu neT Ans MpOBENEHUS ATHX MPOLENyp, Kak MpaBuio, Tpedyercs
MeAMKAMEHTO3Hasl CeJallysl, YTO HECKOJIBKO OIPaHMUYMBAET UX IPUMEHEHUE.

Hapko3 - o nokazanusim.

- Pexomenpyercs  mammentam ¢ Al npm  XBII  mpoBenenme — (yHmockonum
(odranbmockonus/Onomukpodororpadus TIIa3HOTO JHA C HCHOJb30BaHHEM (yHOyc-KaMmepsl) Ui
BBISIBJICHUS TUTIEPTOHMYECKOM PETHHOMATHU M OLICHKH €€ BBIPAKEHHOCTH, a TaKXke OCIOoXHeHuH Al
(KpOBOM3JIMSHHIE B CETYATKY/CTEKIIOBUAHOE TENO, OTCIONKY ceTyatku) [ 147, 148].

(YYPB, Y/ 3)

KommenTapuii: OcMoTp Bpaua-odTanbMoiora clieyeT MpoBOAUTh HE pexe 1 pa3a B ron y JeTei B
CTaOUIILHOM COCTOSIHUH, a TAaK)KE MPU PA3BUTUHU TMIIEPTOHUYECKOTO KpU3a, HAPYIICHUX 3PEHMUSL.

CM. KITUHUYECKHE PEKOMEH/IAllUU TI0 apTePUAIbHON TUIIEPTEH3HUH.

2.5 Nuble fMarHocTuYecKue UccieJ0BaHus

- Pexomennayercs nmanuentam ¢ XbBII u3amepenue Beca, AJTUHBI TeNa/pocTa, TONIIMHBI KOXHON
CKJIa/IKH, OKPY>KHOCTHU CpeJIHEl TpeTH Iuieda ¢ 1enbto auarHoctuku bOH [149].

(YPPC YIAS)

KommenTapuii: ObGecrnieueHne cOanaHCHPOBAHHOTO NHUTAHMS SBISETCS OJHUM M3 BaKHEHUIIUX
acriektoB JieyeHusi pebenka c¢ XBII. BOH accoummpyercst ¢ mnporpeccHpoBaHHEM YPEeMHUYECKHX
CUMITOMOB, IPUBOJIUT K OEIKOBO-IHEPreTHUECKOMY HCTOIICHHUIO M YBEJIMYEHUIO JIETAIbHOCTH Yy 3TOH
KaTeropuM IMalMeHTOB. Y JAeTell B BO3pacTe A0 2 JIET U3MeEpseTcs IJIMHA Tella B IOJOKEHUU Jieka Ha
CIUHE, Y JieTell cTapiie 2-X JeT U MOJAPOCTKOB POCT U3MepsETcs B MOJOKeHUU cTos. Ecnu pebeHok He
MOJKET CTOSITh, TO BO3MOKHO U3MEPEHUE B MIOJIOKEHUU JIEXKA.

- Pexomenayercs nmanmentam ¢ XbII usmepenue Beca, aymnbl Tena (o 2 jet)/poct (ot 2 net), SDS
pocTa, CKOpocTH pocTa, SDS CKOpOCTH pocTa, pacyeT C LeJIbI0 IUArHOCTUKU 3aepKKH pocTa [ 149].

(YPPC VYA S5)

KomMmeHTapuii: 3TH aHTPONOMETPUYECKHE MapaMeTpbl HEOOXOIMMO H3MEPSTh PETYJSpPHO U
HAaHOCUTh Ha TpaQUKHd pOCTa, COOTBETCTBYIOIIME IOy, BO3pacTy peOeHka (C KOoppekiuen y
HEeOHOIIEHHBIX) [149]. JleTh ¢ mOpu3HAKaMU 3aJEpPKKH POCTa, COMYTCTBYIOIIMMH 3a00J€BaHUSIMU
(mopaxxenue IHC, cepnaua, meyeHw), ¢ HapyUIEHHMEM COCTOSHHUS 3J0pOBbsl, M3MEHEHHEM palloHa
IOUTaHUS, MOTYT ToTpeboBaTh Oosee wacrtoro obcimemoBanus [4, 150, 151]. SDS - kos¢pdunument
CTaH/JAPTHOIO OTKJIOHEHUS, SBIISIOLIUNCS HHTETpaibHbIM IIOKa3aTelieM, MPUMEHSIEMBbIM [UIsl OLIEHKH
COOTBETCTBUS MHAMBHUIYATBHOTO POCTa peOeHKa peepeHCHBIM Ul COOTBETCTBYIOLIETO BO3pacTa U IMoja
naHHbIM. SDS 1eMOHCTpUPYET CKOJBKO CTaHJAPTHBIX (CUTMajbHBIX) OTKIOHEHUH COCTaBISIET pa3HHUIlA
MEXY CpEAHUM apu(METHUECKUM U U3MEpEeHHBIM 3HaueHueM. Pacuer SDS npousBoautcs no gpopmyie:

SDS pocta = (x-X) / SD,

rae X - poct, X - CpeJHUI pOCT sl XPOHOJIOIMUYECKOTo Bo3pacTa W moisa, SD - cranmapTHOe
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OTKJIOHEHHE POCTa JJis JAaHHOT'O XPOHOJOTHYECKOro BO3pacTa u moJja.

SDS = -2 cootBercTBYeT 3-eif nepuentwin, SDS = 0 coorBeTcTByeT 50-0if nepuenTwiu, SDS = +2
COOTBETCTBYET 97-€li MepLICHTUIIH.

AHaIu3 CKOPOCTHU POCTa MO3BOJISIET BBISIBUTH OTKIOHEHUE OT KPUBOM pocTa B paHHUE cpoku. [l
OILICHKH CKOPOCTH POCTa HEOOXOIMMO pacrojaraTh JAHHBIMH KaK MUHUMYM JBYX TOYHBIX HW3MEpEHUM.
JUis MUHMMU3AIUHM TOTPEUTHOCTEH PAcYeTOB MPEANOYTHTEIbHEE, YTOOBI HHTEPBAT MEXAY M3MEPECHUSIMU
ObL1 He MeHee 6 MecseB. CKOPOCTh pOCTa pacCUUTHIBACTCA MO PopMmyJie:

Ckopoctb pocta (cm/roa) = (pocT 2 - poct 1) / (XpOHOIOTHYECKHA BO3pACT 2 - XPOHOJIOTUICCKHIA
BO3pacT 1)

CKopoCTh pOCTa U POCT CIAEAYET CPAaBHUBATH CO CTAHIAPTHU30BAHHBIMU AUarpaMmmamu pocta [131].

Pexomenpayercs narmentam ¢ XbII, numeronum 3aaepKKy pocTa, OLIEHUTh TOTEHLIUAI POCTa IMTyTeM
pacueTra TeHETHYECKOW LIeJIeBOM BBICOTHI Ha OCHOBE POCTAa POAUTENEH M CTENEHH OTKPBITOCTH 3Mupu3a
JIEBOTO 3aITSICThS IPH peHTreHorpaduun [129].

(YPPC; VIAS.)

KommenTapuii: Pacyer neneBoil reHeTHUECKON BBICOTBHI MPOBOAUTCS 1o (Gopmyne TaHHepa i
neBouek (ypaBHeHue 1) ¥ 11 MaIbYMKOB (ypaBHEHUE 2):

POCT marepu-+POCT otma—13
2 ()

POCT marepu-+POCT otma+13
2 @)

OreHKa CTENeHU OTKPHITOCTH 3MU(HU3a JIEBOT0 3aMsICThs Ha peHTTeHOrpaduuecKoM U300paKeHUN
SIBJISICTCS] CTAHIAPTHBIM TIOJIX0JIOM K OIIEHKE MOTeHIInana pocra pedbenka [ 152].

- Pexomennyercs y mauuentoB ¢ XbBII m3mepsars syBoiemudeckuil ("cyxoil'") Bec UIsl OLEHKH
HYTPUTHBHOTO CTaTyca ¢ Koppekuuen seca [ 153].

YYPC,YOAI5)

KomMmeHnTapuii: 1aHHYI0 peKOMEHAIHIO CIEeyeT BBIIOIHATD B CIy4asiX, €CIi peOeHOK HaXOAUTCS
Ha JMaju3e WIN CTpajgaeT He(PpOTHYECKUM CHHAPOMOM. BakKHBIM MOMEHTOM il OLEHKH COCTOSIHUS
nutanus y neteit ¢ XbII, ocobeHHo Ha quanu3se, sIBISETCS OLIEHKA 2YBOJEMUYECKOTO Win "cyxoro'" Beca,
TO €CThb UCTUHHOTO Beca peOeHka. Y OOJbIIOro yucia jaeTeil ¢ 3a00sieBaHUSAMM MOYEK, KOI/la MMeeTcs
OJIUTYPHSI UM aHypUsl, IpU HEPPOTUUECKOM CHUHAPOME HMMeeTCsl runepruiparanus. B To xe Bpems, y
neTel ¢ MoJuypHel U moTepeil HaTpusi C MOUYOM, aKTyalbHbIM BeC MOXKET ObITh HHXKE 3YBOJIEMHUYECKOTO.
Pexomenaarnuu no yacTore U3MEPEHUH IPEICTABICHBI B IPWIOKEHUH [ 153 ].

- Pexomennyercs nanuentam ¢ XbII n3mepenue okpyKHOCTH TOJIOBBI y BCeX AETEH A0 2-3-X J€T,
€CJIM JJOCTYIHBI COOTBETCTBYIOIINE EHTHJIbHbIE TAOJUIbI C LEIbI0 KOMIUIEKCHON OLIEHKH aJIeKBATHOCTH
HYTPUTHUBHOTO cratyca [ 141].

(YVYP B, Y/ 3)

KomMmenTapuii: VYMeHbIIEHHE OKpPY)KHOCTH TOJOBBI MOXET YyKa3blBaTb Ha XPOHUYECKOE
HEa/IeKBaTHOE NMUTaHHE B OTCYTCTBHE OPYTrHX 3a00JeBaHUM, KOTOpbIe MOTYT 3TO 00bSICHUTH. CoCTOsIHUS,
KOTOpbIe BBI3BIBAIOT Makpolnedanuio (Hampumep, ruaponedanus) OrpaHMYUBAIOT 3HAYMMOCTD
OKPY’KHOCTH T'OJIOBBI KaK MapKepa HyTpUTUBHOTO craryca [ [53].

- Pekomennyercs nanuentam ¢ XbII nucnonbs3oBats rpaduku u Tabiuikl, pekoMeHaoBanHbie BO3,
JUISL OEHKU aHTPOIIOMETPUUECKUX TToKa3aTelel C 11eJIbl0 OLEHKU (PU3MUECKOTO Pa3BUTUS U HYTPUTUBHOIO
cratyca [149].

(YYPC, Va1 5)

KommenTapuii: Ilpu omenke pocrta M Beca y JAeTedl JODKHBI OBITh YUYTEHbI KOMOPOHIHBIC
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COCTOSIHUS, KOTOpPbIE HapyILIAIOT JIMHEHHBIH POCT (Hampumep, NETCKUN IepeOpaibHbIA mapaind), s
JeTeil C TeHeTUYECKMMU WM METa0OJMYECKUMH 3a00JIEBaHUSIMH HUCHOJB3YIOTCA crenuduyeckue
HOpPMaTHUBBI (hU3MUECKOro pa3BuThs (Hanmpumep, cuaapom Jlayna). ¥V nereit no 2-x jer, npubaBka B Bece
JIOJDKHA OLIEHHMBAThCA B I'paMMax exenHeBHO (cM. npwioxenue A3.3). B uneane netu ¢ XBII nomxHb
npuOaBIsATh BeC ¢ OOBIYHON CKOpOCThI0. ONIHAKO, y JeTel ¢ HapylIeHUEeM JIMHEHHOro pocTa, mprudaBka B
BECE JIOJKHA OILICHUBATHCS MPONOPLUOHAIBHO K pocTy [149].

- Pexomennyercst manrenTam ¢ XbBII Beraucisats unnekc macceol tena (MMT) mist neteit crapiie
2-X JIET ¥ MacCOPOCTOBOM MOKa3aTesb y JETeH MIaamie 2-X JIET C IeJbI0 OIEHKU (PU3HUECKOTO Pa3BUTHUS U
HYTPUTUBHOTO cTaryca [21].

YYPC, VO 4)

KommenTtapuii: Hecmotpst Ha orpannuuBaroniue ¢axktopbl, UMT wim Beco-pocTOoBOM moka3areib
JUIsL 1eTelt 10 2-X JIeT, ocTaeTcsi OCHOBHBIM nokaszateneM bOH win oxxupenus y nereit ¢ XbII. V nereit Ha
JalIi3e Kak ¢ BBICOKUM, Tak ¥ ¢ HU3KuM MMT moBbImaeTcss puck CMEpTHOCTH, XOTS MEXaHHU3M €ro He
siceH [21].

2

UMT = Bec (kr) / pocT (m)

- Pexomennyercs nanumentam ¢ XbBII paccuuThiBaTh CpeIHUM POCT POAUTENEHM M OTMeEuaTh
3HAYEHUE B BUJIC LICHTWIIS JJIsS OLICHKH MOTeHIuMana pocra [153].

YYPC, YOI 5)

- PexomenayeTrcs y HEJOHOLIEHHBIX AETEW OTMEYaTh BEC, JUIMHY U BECOPOCTOBOW IIOKA3aTelb IS
recTalMOHHOIO BO3pacTa U XPOHOJOTHYECKOr0 BO3pacTa: €ciiu peOeHOK pOXKJIeH Ha cpoke 32-37 Henens -
B TEUEHHUE TIEPBOTO TrOjla )KU3HU, €CJI 10 32 HEeAeNb recTalliu, TO B TeueHue 2-x jer [ 153].

YYPC, YOI 5)

- Pexomenayercss mpu OLEHKE NHUTAaHUSA PYKOBOJACTBOBaThCS TskecThio XbBII u mpobiemamu
IUTAHUs, BKJIIOYasi OTKJIOHEHHE [TapaMeTpOB pocTa, U30bITOUHOE WM HEJ0CTaTOYHOE OTPeOIeHUE MU,
HU3KOE€ KaYeCTBO JUETHI, TACTPOMHTECTHHAIbHBIE CUMIITOMBI M OTKJIOHEHHSI OMOXMMHMUYECKUX MOKa3aTenei
[153].

YYPC,YIAN5)

- Pexomennyercs mnamuentam ¢ XbBII onenka anmetuTa JUIsl ONpenesieHUs HEOOXOIUMOCTH
JIOTIOJTHUTEILHOTO TUTAHUS, €CJIM HE YAOBJIETBOPSIOTCS HYTPUTHUBHBIE TOTpeOHOCTH [ 153].

YYPC,YOA15)

- Pexomennyercst manenTam ¢ XbI1 BeeHne MuieBoro THEBHUKa MUHUMYM B T€UEHHE 3-X JTHEH
JUIs IOJy4YeHUsl TOYHOM nHpopMaiu o nutanuu [ 153, 154].

YYPC,YAL5)

KommenTapuii: Jlannsie nccnenosanust CKiD (Chronic Kidney Disease in Children) noka3zanu, uto
net ¢ XBII noTpebsitoT MHOTO IUIIY C BBICOKUM COZep)aHueM "MycThIX Kanopuil": dact-dya, yunce! u
npyrue "cHaku". Jlaxke eciau AeTH yHOTpeOJIIoT B JOCTATOYHOM KOJHMYECTBE MAaKpOHYTPHEHTHI, TO
MHKPO3JIEMEHTOB B MUIIE HE XBaTaer [ 154].

- PexomeHnayeTcs mpu OIEHKE MHUTAaHUS PYKOBOJCTBOBAThCs TsbkecThio XbBII m mpoGnemamu
MUTaHMs, BKIIOYasi OTKJIOHEHUE TapaMeTpOB POCTa, U30BITOUHOE UM HEJOCTATOYHOE OTpeOIeHUe MUILH,
HHU3KO€ KaueCTBO JMUEThI, TACTPOMHTECTUHAIbHbBIE CUMIITOMBI U OTKJIOHEHHS OMOXMMUYECKHX ITOKa3aTesei
[153, 154].

(YYPC, YA 5)

- Pexomennyercs mnpoBeneHue HedpoOuorncurd (OHOINCUS TOYKH, IATOJIOT0-aHATOMUYECKOE
uccieioBaHue  OuoncuiiHOro  (OmepalMoHHOIO)  Marepuaja Mo4Yek) ¢ MOpP(OJIOTHYECKUMHU
uccleIoBaHUsIMH Tpernapara y nanueHToB ¢ XbII co cToiikoi mporenHypueil u/uinm remMaTypuei, a Takxe
HEOOBSICHUMOM IPU KIIMHUYECKOM HccienoBannu cHbkeHn CK® npu oTcyTCTBUU MPOTUBONOKA3aHUHN C
LEJIbIO OIpe/IeTICHHs IPUYMHBI TOPa’KEeHUsl OpraHa, OLIEHKH MPOrHOo3a U BbIOOpa jedenus [ 155, 156, 157].

(YYP B, YA/ 3)

KommenTapuii: IlpoBenenue Ouorncuu modyku ¢ MOpQpOIOrHUECKUMH UCCIIEI0BAaHUAMU MpenapaTa
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ABIIIETCS. CTAHJAPTHBIM METOJOM JHUarHOCTUKU pPa3HOOOpa3HbIX Iu(dy3HBIX MMOpakKeHUH oOpraua,
BKJIIOYAIOIMX MMMYHHBIE, COCyAHMCThIe, nuabermueckue. IlpmxusHeHHble Mopdosornyeckue IaHHBIC
TaK)Ke HEOOXOAUMBI ISl ONPEENICHUs aJIeKBaTHOW ATHOTPOMHON U MAaTOr€HEeTHYECKON Tepanuu ¢ IeJIbI0
KyIUPOBaHUSl  aKTUBHOCTU  MATOJIOIMYECKOIO  Ipoliecca, TOPMOXKEHMSI IPOIPECCUPOBaHUS U
npeaynpexacHus HeomaronpusaTHeIX ucxonoB XbI1. Hedpobuoncus y manuentos ¢ XbII, He3aBucuMo ot
Bo3zpacta u CK®, sBuserca Oe3omacHOM M HEOOXOJUMOW U NOCTAaHOBKM IPAaBUJIBHOIO JUarHosa u
HayaJla MpaBUIIbHOMN TEPAINHH.

- Pexomennyercsa y nanuentos ¢ XbII npoBeneHne TeCTUpOBaHUs MUHEPAIBHON INIOTHOCTUA KOCTH
(MIIK) (peHTreHOJEeHCUTOMETPUHN ) AJIsl OLICHKH pUCKa MEePesioMa, €CJId Pe3yJIbTaT MOBIHUSIET Ha PEIICHUE O
nedenud [6, 110, 131].

(YYPC; YA 5)

KommenTapuii: CBoeBpeMeHHas quarHoctuka KoctHoi narosoruu npu MKH-XBII y neteit umeer
OYECHb BAXXHOE 3HAueHHE. BbIABIEHHE CTPYKTYpPHBIX HM3MEHEHMM KOCTHOW TKAaHW JI0 PAa3BUTHUSA
smuduszeonnsa/mepesoMa W IMPOBEACHWE KOPPEKUMH Tepanuy - BaKHAs 3ajava sl Hedposora u
opTole/a-crenuanucTa B obsactu Metabonnyeckoil Oone3nu koctu. I[lowyeunas ocreoauctpodust
orpeneNnsercss Kak M3MEHeHHe KadecTBa Kocred y mammentoB ¢ XbBII, xoropoe knaccuduuumpyercs Ha
OCHOBE 3-X THCTOJIOTUYECKUX XapaKTePUCTUK: MeTabOoJIM3M KOCTH, MHHepanu3alus u o0beM. B
HACTOSLIEE BpeMsi MHBA3UBHbBINA METOJ HCCIIEI0BAaHUS MUHEPAIBbHON INIOTHOCTH KOCTH C YCIIEXOM MOXKET
OBITH 3aMEHEH Ha METOH JIBYX3HEPreTUYeCKOn PEHTI€HOBCKOM abcopOLmomMeTpun
(pentrenoneHcutoMeTpusi). Meron o0jagaeT BHICOKOW TOYHOCTHIO, MUHUMAIBHOM JTy4eBOM Harpy3KoW,
YTO MO3BOJISIET NPOBOAUTH IMOBTOPHBIE CKAHUPOBAHUA ISl OLIEHKU CKOPOCTU MOTEPU KOCTHOM Macchl U
pHUCKa MEepesOMOB WJIM JUIS OLIEHKH BOCCTAHOBJICHHS KOCTHOM Macchl Ha ¢oHe Tepamuu. IIposeneHo 4
MIPOCIIEKTUBHBIX KOTOPTHBIX HMCCIEIOBAHUM, KOTOPbIE IMpOAEMOHCTpupoBaiu, yto uzMepeHue MIIK c
IIOMOIIBIO OCTEOACHCUTOMETPUU MOKET IPOTHO3UPOBATH PHUCKU IIEPEIOMOB KOCTEM y MALUEHTOB C
MKH-XBII. Pabouas rpynma KDOQI (2017) Tak:xe oTMeudaeT, 4To JaHHBIA METO/ HE MOXET ONPEAETUTh
THAN KOCTHOTO OOMEHa (BBICOKOOOMEHHast 00Jie3Hb KOCTH/(PUOPO3HBIH OCTEUT WM aJWHAMHYECKas
6one3np koctu) [6, 110]. Jlms oTBera Ha 3TOT BONPOC HEOOXOAMMO COOTHECTH KIMHHYECKUE,
1a00paTOpHbIE TaHHBIE U PE3YJIbTaThl PEHTI€HOJEHCUTOMETPHUH.

MeTo, pEHTreHOACHCUTOMETPUU B IEIUATPUYECKOW MPAKTHUKE IPOXOAUT TIEPBHIE OTaIbl
uccienopanuil. PykoBoactso KDIGO He naet moka KOHKPETHBIX PEKOMEHJAIMi s AeTel, npu3HaBas,
YTO HET JOCTATOYHOI'O KOJIMYECTBA UCCIIEI0BAHUM, N3YYalOIIUX CBS3b JAHHBIX PEHTIC€HOACHCUTOMETPUH,
XapaKTEPUCTUK MUHEPAIBLHOM INIOTHOCTH KOCTH M ITepenoMoB y aeter u nogpoctkos ¢ MKH-XBII.

OpnHo npocnekTuBHOE HccaenoBanue ¢ ydyactueM aereil ¢ XbII Ha 2-5D craamsx BBIABHIIO, YTO
Oosnee HHU3Kas MHUHEpalbHAs IUIOTHOCTh KOPKOBOI'O CIIOSI KOCTH acCOLMHUPOBAaHA C BBICOKUM DPHUCKOM
[IEPEIIOMOB.

- Pexomennyercst paccmotrpers y mauueHToB ¢ XBII 3-5D cr. BblmosHeHHEe OHOINCHU KOCTH C
[aTOJIOT0-aHATOMUYECKHUM HCCIIeIOBaHHEM OMOINCHUIHOIO (OmepalioHHOr0) MaTepuaiia KOCTHOW TKaHH,
€CJIM HEeT OIpeNIeJIeHHOCTH M OJHO3HAYHOCTH B XapaKTepe KOCTHOM Maroyioruu (Hampumep, MHpH
¢dopmupoBaHun "Oypoil omyxonu" W HEOOXOIUMOCTH MCKIIOYEHHS 3JI0KAaYECTBEHHOT'O OITyXOJIEBOTO
nporecca) [6, 110, 158].

YYPC, YA 5)

KommenTapuii: B 31Ol cuTyauuu naHHble OMONCHU KOCTH TMOBJIMSIIOT Ha JIe4eOHBIM Ipolecc.
Buoncuro koctu cremyer TakKe PpacCMOTPeTh Y TMAlMEHTOB C HEOOBSCHUMBIMH IEpEIOMaMH,
pedpakTepHOll TrUMNepKaTblUEMHUEH, MOJO03PEeHUEM Ha OCTEOMANALINI0, ATHUIMYHBIM OTBETOM Ha
CTaHJapTHBIE METO/bI JeueHus nosbimeHHoro IITIN win nporpeccupyromyM CHUKEHUEM MHHEpAIbHON
IUIOTHOCTH KOCTH, HECMOTpsI Ha cTaHJIapTHyio Tepanuio. P. Evenepoel et al. B 2017 roay npezacrasneHa
oOHOBJIEHHass WHpOpMAIMS O ponu Ouomncuu Koctu B BeaeHuM mnamueHToB ¢ MKH-XBII. 3omoTteim
CTaH/JapTOM JMArHOCTUKM U CHEIHaJbHOM KiacCU(pUKALUU TOYEHYHOH ocTeoaucTpoduu ocraercs
(KOIMYECTBEHHBIN) THcTOMOpdoMeTpruecKkuii aHanu3 Ouorncuu KocTH. JlaHHOE wuccienoBaHHE [aeT
Ipe/cTaBIeHUEe 0 MeTabonu3Me U MuHepanu3auuu kocted. [losTomy Ouorncusi KOCTH MOXKET NMOMOYb B
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NpoUITAKTUKE M JICUCHUU OCTeoaucTpoduu u ero mocienctsuii [158, 159]. B octanbHBIX ciydasx
O6uoncus KOoCcTH He TpeOyeTcs Ui JUarHOCTHKH MaTOJOTHH KOCTH y marmenTa ¢ u3BectHeiMu MKH npu
XBII u BbICOKUM pUCKOM IepesioMoB. [Ipu 3TOM KIMHULIKMCT TOJIKEH OBITh YBEPEH B CBOEH CIIOCOOHOCTH
JMarHOCTUPOBATh I1aTOJIOTUIO KOCTH HEMHBA3UBHO.

- Pexomenayercs neram ¢ XbBII, uMmerommuM 3aiepXKy pocTa, MEpel HadyalloM Teparnuu
ComatponmmHoM™* uccnenoBanue rinazHoro aHa (Odrampmockonus/OcMOTp mepudepun TIa3HOTO JHA C
UCIIONIb30BaHUEM  Tpex3epkasibHOi nuH3bl  [onpamana/buomukpodotorpadus rmasHoro aHa ¢
UCTIONIb30BaHUEM  (hyHIyc-KaMepbl/BHOMUKpPOCKONMST — TJIA3HOTO  JHA) €  I[ENbl0  HMCKIIOYECHUs
BHYTpUUEPEIHON runepren3uu [ 160].

YYPC, VO 4)

Kommenrtapuii: KocBEHHBIM NPU3HAKOM BHYTPUYEPENHOW THMIIEPTEH3UM SIBISIETCS OTEK JHCKa
3pUTENBHOIO HEpBAa II0 JAHHBIM OCMOTpa IJIa3HOrOo JHAa. BHyTpuuepenHas TIUIEPTEH3UsS MOXKET
nporpeccupoBath npu Tepanuu ComaTponuHOM™ *.

- Pexomenpyerca nersm ¢ XbBII, ummeronum 3anepkky pocra, Iepe; HAadajaoM Tepaluu
ComatponuHoM™* omeHUTh MyOepTaTHBI cTaTyc Mo TaHHepY C IeNbl0 BBISBICHHUS OTKJIOHEHUH,
CBOEBPEMEHHOM AMAarHOCTUKU UX IIPUYMH U OIIPEAEICHUs TAKTUKH Tepanuu [ 131].

YYPC, YOI 5)

KommenTapuii: Ouenky craauil mybeprara cieayeT IpOBOAMTH y NanueHToB crtapue 10 jer.
3amepkka TIOJIOBOTO CO3PEBAaHUS U YMEHBIICHHE BCIUIECKOB IyOEpTaTHOIO pOCTa  SIBISIFOTCS
XapakTepHbIMU Ipu3HakaMu JuMTesnbHOW XbBII M, BEpOATHO, SABIAIOTCS pe3yJbTaTOM CHUKXEHHOTO
BBICBOOOKJICHUSI TUIOTATAMHUUECKOTO TOHAOTPONHH-PUIM3UHT-TOPMOHA U CHIDKEHUS [UPKYIHPYIOIINX
ypoBHEH OHMOAKTUBHOTO JIIOTCHHU3HPYIOMIETO TOpMOHA U3-3a cBsi3aHHBIX ¢ XbBII  dakropos
UHrHOMpoBaHus, Takux kak anruoteHsuH Il [161]. Ouenka monoBoro craryca (rmo TaHHepy) mo3BoJsieT
OINpEeENUTh OTCTaBaHHWE B IOJOBOM pa3BUTUU. 3aJiepXKKa MyOepTaTa MpU OTCTABAHUM B POCTE MOXKET
OBITh KaK KOHCTUTYLHOHAIBHOM (MIpH KOHCTUTYLIMOHAIBHON 3aJepkKe pocTa W mybeprara), Tak H
MaTOJIOTHYECKON (MIPU TUIIOTOHAIU3ME), TpeOyroleld AOMOIHUTENBHOTO ob0cnenoBanus. IlanueHTsr ¢
3aJIepKKOH MOJIOBOTO CO3PEBAHUS JIOJKHBI ObITh HANpaBlIeHbl K AETCKOMY 3HJOKPHUHOJIOTY JUISl TIOJHOTO
o0crenoBaHusl.

3. JIetle}me, BKJ/JIKOYasi MCANKAMECHTO3HYIO H HEMECIUKAMEHTO3HYIO TEPAIIUU, JUETOTEPAIINIO,
06e360.111/13aﬂue, MEAUIMUHCKUE NMOKA3AaHUA U IPOTUBONOKA3AHUA K IPUMEHCHUIO METOA0B JICYCHUS

3.1. KoncepBaTuBHOe Jle4eHH e

Jleuenne XBII BkiarodaeT B cedsl JIedeHHE OCHOBHOTO NMEPBUYHOTO 3a00JIeBaHUs MOYeK, Oaronaps
KOTOPOMY BO3MOJKHO MPEAOTBPAaTUTh WM 3aMEIJUTh MpOrpeccupoBaHue 3a00JIeBaHUS, a TaKxKe
U3BECTHBIX OcyioxkHeHul pu XbII.

3.1.1. IIntanue npu XBII

3.1.1.1 OGmue nonoKeHus

3amauamu nutaHus pebenka ¢ XBIl sgBiAIOTCS: KOHTPOJIb CHMOTOMOB M MperyNpexaeHue
OCJIOHEHUH, OCOOCHHO YPEMUH (BOJAHO-3JIEKTPOIUTHBIN U KUCIOTHO-ILEIOYHON OallaHC) U MUHEPAJIbHBIX
U KOCTHBIX HapyllleHu# (TakuMm oOpa3oM oTkiaabiBas HeoOxoaumocts 3I1T); obecnieuenne onTUMalIbHOTO
pocta pebenka (mpunoxenne A3.1); coxpaHeHHE pe3uTyanbHON (QyHKIIMH TOYEK.

- PexkomeHnnyercs manweHtam rpygHoro Bospacta ¢ XBII  mpoBoauTe  ecTecTBEHHOE
BCKapMIIMBAaHKE KaK HanboJiee ONTUMAIbHBIA U MPEANOYTUTENbHBI MeTOI TuTaHus [ 162].

(YVP C, VI 5)
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KommeHnTapuii: I'pylHOE MOJIOKO - YHUKAQJIbHBIA MCTOYHHMK IUTAHUS, CO3JAaHHBIA JJIs1 MIIQ/ICHIIEB,
Biutovas aereit ¢ XBII 2-5 cT., Tak Kak s uX MOYeK OYeHb BaKHA HU3Kasi OCMOTUYECKAasi Harpy3Ka.

- Pexomennyercs mamuentam rpyaHoro Bo3pacta ¢ XbBII mpeamoureHue  oTnaBarth
QJalITUPOBAHHBIM ~ MOJIOYHBIM  CMeCsIM ¢ mIpeoOjajaHHeM  CBIBOPOTOUOro  Oenka — Tpu
HEBO3MOKHOCTH/HEIOCTYITHOCTH TPYAHOTO BCKapMJIMBAHUS B aJieckBaTHOM oObeMme [ 162].

YYPC,VIANO5)

KommenTapuii: AnanTHpoBaHHBIE MOJIOYHBIE CMECH C IpeoliajaHHeM CBIBOPOTOYHOrO Oerka
UMEIOT OCJTKOBBIN U JIEKTPOJIUTHBIA KOMIIOHEHT OJIMKE K TPYJHOMY MOJIOKY, YeM Ka3eHHOBBIC (JOPMYIIBI
U IpearnoyTuTesibHee Ha 1-M roay ku3Hu. He mokasaHo MCIONb30BaHHE CMecel Ha OCHOBE COM 110 12
MECSIIEB KU3HH U3-32 BBICOKOTO COJIEPKAHUS (PUTOICTPOTCHOB.

- Pexomennyercs mnauumentam c XbII goGaBnste doptudukarop B TpyJHOE MOJIOKO WIH
aJalITUPOBAHHYIO MOJIOYHYIO CMECh, €CIM MIIAJEHIy HEOOXOIMMO OIpaHMYEHHE KUAKOCTU WIH
YBEJIMYECHHUE SHEPreTUUECKOM [IEHHOCTH NMUTaHus [ 162].

YYPC, VAN 5)

KommenTapuii: Eciin Heo0XoquMo orpaHMuuTh 00BEM JKUIKOCTH MU KOTJa HOPMAaJbHBIM 00beM
IUIIK BBI3BIBAET PBOTY WJIM HMMeeTcs ractpoldsodareanbhbiii pedurokc (I'OP), cyxas amanTupoBaHHas
CMECh MOXKET PacTBOPATHCA B MEHbIIEM 00beMe BOJbl. BONBIIMHCTBO CTaHIAPTHBIX MOJOYHBIX CMeECei
uMeer KoHmneHtpamuio 13%, 1o ectb 13 rpammoB cyxoit cmecu Ha 100 M Boabl, oOecrieuuBas
KajmopuitHoCTh okono 67 kkan u 1,3 r 6enka Ha 100 mu. KoHIeHTpaluio cMec MOKHO yBEIMYUBATh HA
1-3% B nenb, BI1oTh 10 20%, T.e. 20 T cyxoii cmecu Ha 100 M1 BOJIBI B 3aBUCUMOCTH OT UHIUBHIYaTbHOM
nepeHocumoctu pebeHka. Cyxyr MOJOYHYIO CMECh MOXKHO J00aBISATh K TPYyAHOMY MOJIOKY B
KOHIIeHTpanuu 3-6% (1.e. 3-6 T cyxoit cMecu Ha 100 MJI TPYTHOTO MOJIOKA), TAKUM O0pa30M YBEITUYHBASI
SHEPreTUYeCKyl0 IEHHOCTh A0 1 KKkajn/mi. Y HEJIOHOIICHHBIX MIIQJICHIIEB MOXXET HCIOIb30BaThCS
dopTudUKaTOp TPYIHOTO MOJIOKA.

- Pexomennyercs manmentam ¢ XbBII yBennmuuBaTh KOHIIEHTPHPOBAHHOCTh MUTAHUS U J00aBOK
MOCTENIEHHO B COOTBETCTBUM C TEPEHOCHMMOCTBIO C IEJbI0 JOCTIKEHHS aJ€KBAaTHOTO HYTPUTHBHOTO
cTaTyca U MPeJOTBPALLCHUS HEXKENATEIbHBIX SBJIEHUN CO CTOPOHBI KEITYJOUHO-KHUILIEYHOTO TpakTa [ 162].

YYPC,YAL5)

KommenTapuii: KoHlleHTpalus MOJOYHONW CMECH JOJDKHA YBEIWYMBATHCS TMOCTENEHHO, YTOOBI
00€CTeunTh TOJEPAHTHOCTh K TMOBBIIMICHUIO OCMOJISIIBHOCTH, KOTOPasi MOKET BBI3BIBATH JHMAPEI0, PBOTY,
['OP. Cnenyer oOpamiaTh BHUMaHHE Ha TOBBIINIEHHE OCMOTHYECKON HArpy3KH HA TMOYKH, YTO MOXKET
OpPUBOIUTH K M30BITKY Qocdopa, Kamuss M OpyrMX MHUHEPAJIOB U DIIEKTPOJUTOB. AJBTEpHATHUBOU
n00aBICHHS CyXOW aAanTUPOBAaHHOW CMECH K TPYIHOMY MOJIOKY MOXET OBITh J00aBlieHHE OEeITKOBOTO
KOMIIOHEHTa W/WIM JPYrUX HUCTOYHUKOB SHEPruH (MOJMMEPHI TIIIOKO3bI, KUPOBBIE AIMYJIBbCUH) IS
obecrieyeHrs MAIMEHT-OPUEHTHPOBAHHOTO Mpoduis Oelka W dHEPruu, ¢ J00aBICHHEM BUTAMUHOB H
MUHEPAJIOB €CIN HEOOXOAUMO.

- Pexomenpayercst nerssm ¢ XbBII BBoaUTh B panuoH Oosiee TyCThIe TPOAYKTHI MPUKOPMA COTIACHO
pEeKOMEHAALUAM JUIsl 37J0POBBIX JIeTE€H C MOCTENEHHBIM pa3HOOOpa3sMeM TEKCTYphl U BKyca C LENbIO
(dbopMHpOBaHUs HaBbIKA MEPEKEBbIBAHUS UM [ 162].

YYPC,YAH5)

KommenTapuii: BeceM aetsmM He0OX0IUMO MPUAECPKUBATHCS 3I0POBOH, cOATaHCUPOBAHHOMN TUETHI
C MIUPOKUM BBIOOPOM OJIFO] U yY€TOM BO3MOXKHBIX TUETHUUECKUX orpaHudeHuil. Heo6xoaumMo nmpoBoauTh
MPOCBEIICHUE CEMbU OTHOCUTENILHO BBIOOpa O0JIee 310pOBOil MUIIK BO BpeMs BBEJIEHUSI PUKOPMA, YTOOBI
BIIUATH Ha (DOPMUPOBAHUE MUIIECBBIX TTPEATIOYTCHUH.

- Pexomennyercs mnepopanbHoe mnuTanue y aereil ¢ XbBIl kak mpeanouTHUTENbHBIH Crocod
KOPMJICHHS C IIEJIbI0 COXpaHeHUsT (DYHKITNI KeBaHUs U TiIoTaHus [ 162].

(YYPC, YA 5)

Kommenrtapnii: HoBopoxieHHbIe U neTn paHHero Bo3pacta ¢ XbII 2-5D mMoryT oTka3bIBaThCsl OT
NEepOpabHOTO MHTAaHUA. B TO ke BpeMs 30HIOBOE KOPMJICHHE CIIOCOOCTBYET Pa3BUTHIO MPOOIEM C
JKEBAHUEM U TJIOTAaHHEM, OTKa3y OT €bl, TAHUYECKUM aTakaM U c1aboMy pa3BUTHIO OpaIbHONW MOTOPHKHU.
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KenarenpHa opajibHas CTUMYJISILMS, JaKe €ClIU MepopaibHbIA MPUEeM OTpaHUYEH, YTOOBI MPEJOTBPATUTD
pa3zBuTHE OTBpalleHus K ene. 11o3ToMy Ba)KHBIM aclleKTOM HYTPUTHUBHON NOJJEPKKU SBISETCA Kak
cOOCTBEHHO ObOecrieyeHre MUTaHueM, Tak U (GOPMHUPOBAHKE MUIIEBOTO MOBEACHHUS.

- PekoMeHzyeTcsi HCMONBb30BaTh 24-4acoBOM MEpUOA Jisi OLEHKH JHEThl WU OLEHKU
TPEXHEBHOTO MUIIEBOTO JHEBHUKA, ieTei ¢ XBII 2-5D cT ¢ 1enbio onpeneneHus OCHOBHBIX HCTOUHHKOB
MUTaHUS B KOMIUIEKCHOM OLIEHKE HYTPUTUBHOIO cTaryca [4].

YYPC,YAI5)

- Pexomennyercs nmanuentam ¢ XbII cpouHoe BMemaTenbCTBO, €CIM IHATHOCTUPOBAHO CHUXKEHUE
BECOBOT0 LIEHTUJISI C LENbIO YIYUIICHUs HyTPUTUBHOTO cTaTyca pedeHka [4].

YYPC,VIALO5)

Kommenrapuii: [lepopaibHas KOppeKLus MUTaHUS JOHKHA IPOBOJUTHCA Y JETEH ¢ HEaleKBaTHBIM
JTUETUYECKUM TOTPEOJICHNEM HYTPHEHTOB, IIOCIE BBISABICHUS NPUYMH CHUKECHUS MOTpPEeOJeHUs U
BO3MOXKHON MEIMKaMeHTO3HOU Koppekuuu. Camblil OBICTPBIM POCT HAOMIOAAETCS B MEPBBIA TOJ KU3HU U
OTCYTCTBHE NPUOABKU B BECE - CUTHAI K BMENIATENbCTBY. Eciam mpubaBka B Bece OTCYTCTBYET BCETO 2
HEJIEJIM B MepBble 3 Mecdlla )KU3HH, TO Tepsercs 1 nentuwib. Ecnu B Teuenue 4 Henenp, To 2 neHtuisd. B
6-MeCSYHOM BO3pacTe K IMoTepe | LEeHTWISs MpPUBENET 3-HEJeNIbHOE OTCYTCTBHME NMPUOABKU Macchl, B 9
MecALeB 1 HeHTuIb TepsieTcs nocie 4 Heleab CTAaTUYHOM Macchl Tena.

V nereii 1-ro roaa xxu3nu ¢ XbII Oosiee 4yBCTBUTENBHBIMU MapKepaMH SIBJISIOTCS U3MEPEHHUE Beca
U/WIA OKPY>KHOCTH T'OJIOBBI, TOT/Ia KaK U3MEPEHHMsI ITMHBI/POCTA YaCTO HETOYHBI (LIEHTUJIbHBIE TEOIUIIBI
IIPEACTABIICHBl B NpuiioxeHnn A3.1, mapaMmeTrpsl M 4acTOTa OLICHKM HYTPUTHBHOI'O CTaTyca y AETEH C
XBIT 3b-5]] ctagusiMu TIpeACTaBICHBI B ITPUIIOKeHUH A3.2).

[lepBbIM 11arom mnpu IMJI0XOW MpUOaBKE B Bece SABISETCS MOUCK BO3MOYKHOM NMPUYMHBI CHUKEHUS
npueMa MuiM u ee Koppekuus. Hampumep, mpobnema ['DP/pBota (3arycturenu mutaHusi, albrHHATHI,
npenaparsl, oOJajarolue aHTAlUIHBIM JeWcTBUEM, OsokaTopel H2-rHcTaMUHOBBIX pPELIENITOPOB,
WHTHOUTOPHI MPOTOHHOTO HAcOca, CyKpalb(dar, CTUMYISTOPEl MOTOPHKH eIy TI0YHO-KUIIIEYHOTO TPAKTa),
anuao3, runepponemus, Al" win HeagexkBatHbI nuanu3. Jletu ¢ XBII MoryT umMeTs HapylieHHne BKYCOBBIX
U OOOHSATENBHBIX OILIyIIeHUH. B Tex cimywasx, Korja He yAaeTcs JOCTHYb aIeKBAaTHOTO MOTPEOICHHUS
Oenka M KaJoOpHii, B cilydae, KOrjia cTpajiaHus pedeHKa IpHu OpajibHOM KOpMJIEHUH peOeHKa ¢ aHOpEeKCHeH
BBI3BIBAET HAIIPSKEHUE BHYTPHU CEMbH, IPEJIAraeTcsl SHTEPAIbHOE MUTAHUE YEPE3 TACTPOCTOMY.

3.1.1.2 Dueprus

- Pexomennyercsa notpebnenue suHepruu y nereit ¢ XbII 2-5D cT., cooTBeTcTBYIOIIEE 3A0POBBIM
JIETSIM TOTO € XPOHOJOTHYECKOro Bo3pacra | 162].

YYPC,YOAI5)

KommenTapuii: HeanexkBatHoe MOCTYIJIEHUE IHEPIMM M3 HEOETKOBBIX HWCTOYHUKOB MPHUBOJIUT K
UCIIONb30BAaHUIO0 OenKa palMoHa aisi oO0pa3oBaHUs DHEPTUHM BMECTO POCTA, UTO TaKkKe MPHUBOIUT K
TUIEpKaTuEMUH.

- Pexomennyercst 6osee Bbicokoe norpednenue suepruu (SDI - Suggested Dietary Intake) utoOs
00€ecreunTh ONTUMATIBLHBIN POCT Y JETeH C CyOOnTUMaIhHBIM HA0OPOM Beca U TUHEHHBIM pocToM [162].

(YYPC, YA 5)

KommenTapuii: [l AOCTMKEHHUS ONTUMAJIBHOTO MOTPEOJIEHUs KaJopUil MOXKET MOHaJI00UThCA
nepopaibHasl WU SHTEpalIbHAs HYTPUTUBHAS MOJAEPKKa. DHTEPAIIbHOE MMUTAaHKUE TOKA3aHO U MIIaJICHIIaM,
U JIeTSIM, KOTJa OpajibHO€ MOTpebsieHue SIBISETCS] HealeKBaTHBIM Ul MOJAEpPKAHHUS pOCTa U JIOJKHO
HAaYMHATHCS KaK TOJIBKO CKOPOCTh POCTa CTAHOBUTCS HUXKE HOPMBI (CM. nipuiioskenune A3.3).

- Pexomennyercs npu XbBII y nereit ¢ U30BITOUHBIM BECOM M OXKHPEHUEM, CHU3UTh MOTpeOIeHne
SHEPTUU JI0 TOCTHKEHHUS COOTBETCTBYIOIIEH pubaBku Beca [ 162].

YYPC,YIAN5)

KommenTapuii: Jletn Ha neputoneansHoM auanuze (I1[1) amcopOHupyroT IUIIOKO3y BO BpeMms
9KCIIO3UILUHU AUATN3aTa, YTO JaeT JOMOIHUTEIbHYI0 dHepruto 10 Kka/Kr/cyT.

3.1.1.3 benok

- Pexomennyercs neneBoe nmorpedinenue 6enka y aereit ¢ XbII 2-5D cr. mo Bepxue# rpanutie SDI
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(Suggested Dietary Intake) nist obecrieueHust onTUMaabHOTO pocTta [162].

YYPC,VIALO5)

KommenTapuii:  Pexkomenayercst Gonee  BbICOKOE  MOTpebiieHHe  Oelka  OTHOCHUTEIbHO
pexkoMeHIoBaHHOTO ToTpebiaeHust HyTpueHnTta (reference nutrient intake - RNI) (cm. mpmiokenne A3.12,
A3.13). HwkHss TpaHHMIa PEKOMEHIOBAHHOTO IOTpeOJieHus Oeiaka sBJISETCS TeM Oe30macHbIM
MHUHHMYMOM, HHXE KOTOPOTO HEJb3sl yMEHBIIATh MOTpedIeHne OemKa.

- Pexomenayercs paccMOTpeTb BO3MOXKHOCTh YyBEJIWYEHHS MOTpeOieHus Oenka AETbMH Ha
Iuanu3e, T.K. MOKeT ObITh Bbie SDI y HeIuaqu3HOro maiMeHTa ¢ y4eToM HOTepb OejKa Ha Jualn3e
[162].

YYPC,VIALO5)

- Pexomennyercs y nmereit ¢ XBIl mpu MOCTOSHHO BBICOKOM YPOBHE MOYEBHHBI, KOPPEKIHUS
notpebienus 6enka B CTOpoHy 6osee HU3Kkoro SDI nociie nCKIIroueHus APYruX NPUYUH BEICOKOTO YPOBHS
MOYEBHHBI [23, 162].

YYPC, VAN 5)

KommenTapuii: [Ipu camkennun CK® <25 mn/mun/1,73 w’ HEO0OXOUMO CHU3UTH MOTpeOIcHHe
oenka 1o RNI. KDOQI pexomennyer 100-140% notpebnenus 6enka npu XbII 3 ct., 100-120% mpu XbIIT
4-5 ct. (em. ipuitoskenue A3.12) [162].

[{eneBoii ypoBEHb MOUEBUHBI IOJKEH COCTaBIATh <20 MMOJIB/I JUis MilaAeHeB u nereit go 10 ger
1 <30 MMoIs/1 1S netedt crapiie 10 1eT ¢ HopMaTbHBIM aIbOYMHHOM CBIBOPOTKH KpOBH [23].

TAPAHT:

Hywmepatust myHKTOB IPUBOAUTCS B COOTBETCTBUH C HCTOYHUKOM

3.1.1.3 Kanuii

VYV naunuentoB ¢ XIIb ciemxyer KOHTPOJMPOBaTh YPOBEHb KallMs, TaK KaK MOYKH OTBETCTBEHHBI 3a
BBIBEJICHUE KaJMs, MOCTYMAONIEro ¢ nuiiei. J(uckanueMmun MOryT NpOsIBIATHCS KAaK THIEpPKaTUEMus H,
pexe, TunokanueMusi. [ unepkanuemMus: onpenensieTcss Kak ypoBeHb K+ B CBIBOPOTKE KPOBU >S5 MMOJIb/J
JUIsE AeTed U TOAPOCTKOB (>5,5 MMONB/M Il HOBOPOKICHHBIX) M TUIOKaIHeMus <3,5 MMOJb/I.
BOnBIIMHCTBO MAaIMEHTOB C JMCKaIMEMUEH HE UMEIOT HHKAaKHMX CHMIITOMOB, HO TpPU TSDKEIOU
TUTEpKAIMEMUU MOTYT pa3BUBAThCs (aTalbHbIE CEpACYHBbIE apUTMHH. [ urepkanueMus OOBIYHO HE
BO3HHUKAET A0 TeX nop, noka CK® e craner <10% 0T HOpMBI.

Bo3MosxHbBIE TPUYHUHBI THIIEPKATUEMUU:

- HEJIOCTATOYHOE MOTPEOJICHHE SHEPTHH.

AHTUTUIIEPTEH3UBHBIC TIperapaThl U aHTArOHUCTHI aJbJAOCTEPOHA, HAMPUMEP, CIHUPOHOIAKTOH™**,
uHruourtopsl AIl®, Hanpumep, KanTonpui.

BBICOKOE TIOTpeOIeHe Kallus ¢ MHIen

aruI03

aJIeKBaTHBINA KOHTPOJIb YPOBHS Kalus B TIa3Me OOBIYHO JTOCTUTAETCs 3a CUET YIyUIIeHHUS

- MOTPeOJICHUS SHEPTUH, OTPAHUYEHHUS MMPOJTYKTOB C OY€HD BBICOKHM COJIEPKAaHUEM KaJTusl.

- (hypocemua ¢ 1eNb0 KOPPEKIUH TUTIEPKAIMEMUNN CIIEIyeT UCIOIb30BaTh C OCTOPOXKHOCTHIO,
cHKeHne oObema mupkynupyromeir kpoBu (OLIK) moxer nectrabunu3upoBath (QYHKIIMIO TOYEK H
npusectd K pazsututo OIIII na XBIT.

OCHOBHBIMH HMCTOYHUKAMH KaJlds JJIS MIIQJICHIIEB SIBIISIETCS TPYAHOE MOJIOKO WJIA MOJIOYHAS
CMECh, I JIeTell W TMOAPOCTKOB - MOJIOKO, KapTodeiab, OBOIIH, KPYIbI, GPYKTHI, Msico. [luieBbie
00aBKHU, COIEPKAIINE COTTU KaJusi, CTIOCOOCTBYIOT YBEIUUYCHHIO €ro MOTPEOICHUSI.

TpaBmatuyeckuit cOOp KpOBU M T€MOJIU3 SPUTPOIIMTOB - HAUOOIIee YacTasi IpUIruHa 1a00PaTOPHBIX
OTYETOB O TIOBBIIIIEHHOM YPOBHE Kayus y feTeil. UHTepmpeTamusi ChIBOPOTOYHOTO Kallvs Y JETeH JOHKHA
OCHOBBIBAThCSl Ha BO3PACTHBIX HOPMATUBHBIX Ipenenax. Jlern muanamero Bo3pacta U MIIAJEHIbI UMEIOT
busnomornuecku 00see BRICOKHI YPOBEHB KaJIUs B CBIBOPOTKE KPOBH.

- Pexomenayercss oneHuTh moTpebieHue Kamus y mnamueHtoB ¢ XbBII ¢ guckanuemuew, T.K.
TUIEpKAUEMUs y 3TUX MAI[MEHTOB MOXKET YCYTyOsThCS MPU HENPABUIBLHOM yHOTpeOIeHUH 1 00paboTKe
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umm [ 163]

(YYPC, Va1 5)

Kommenrtapuii: ¥V nereii KDOQI pekoMmenmyeT orpaHuyuTh mnoTpebieHue kamus go 40-120
MT/KT/JIeHb IUJIs MUTaJIeHIIEB W JeTei muammero Bo3pacta W 30-40 Mr/kr/meHb s ETEH CcTapIiero
Bo3pacta [4]. Kpome Toro, cempu IOJKHBI OBITH OCBEAOMJIEHBI O METOJAX MPUTOTOBJICHUS IHUIIH,
KOTOpBIE MOT'YT CHU3UTh COJAEP/KAHUE KU B €/1€, TAKUX KaK OYMCTKA OT KOXKYpbl, Hape3aHUEe KyOuKamMu
Y TIpeIBapUTEIIbHOE 3aMauyrBaHUe OOraThIX KaJueM OBOIIEH, a TAaK)Ke 0TKa3 oT OysboHa [ 163].

Kanuii conepXuTcs BO BCceX THUMAaX NPOAYKTOB nmuTaHusa. CriocoObl MPUTOTOBJICHUS MUILIHM, TaKHE
KaK M3MEJIbUCHUE, BapKa, IPUIOTOBICHUE B MMKPOBOJHOBOM II€4M, MOIYT 3HA4YUTEJIBHO CHU3WTH
KOHIEHTpaluio Kaiusa. CorjiacHO MpPOBEAEHHBIM HCCIEA0BAHUAM, B Bo3pacTe oT 18 mecsues ao 18 ner,
OCHOBHBIM HCTOYHUKOM KajUsl SBJIAIOTCA MOJOKO M MOJIOYHBIE INPOAYKTBI, KPaXMaJIHMCTbIE KOPDHH H
KIyOHH, Takue Kak KapTogenb, 3epHOBbIe, (QPYKTHI U MsCO. BONBIIMHCTBO MPOIYKTOB, "TOTOBBIX K
ynotpebnenuto" cogepxar nooasku coneir K+. IIpoaykTsl ¢ 1oGaBieHueM colielt Kajlus MOTYT COJEepKaTh
no0aBKku Ha OCHOBE (pocdaroB, HampuMep, MSCHBIE MPOIYKTHI, BHINEYKa, ChIphl. ColepkaHue Kaius B
MPOJYKTAaX MUTAHUs MTOKA3aHO B npuiiokenusx A3.4, A3.5, A3.6.

- Pexomennyercs y nanuentos ¢ XbII, nonyqaromux 3I1T, ycTpaHuTh NpUUYMHBI TUCKATUEMHH, HE
CBSI3aHHBIE C IMETOM, 3a CUET KOppEeKIMHU auanusa [93, 164].

(YYPC, Va1 5)

- Pexomennyercs y nereit ¢ XbBII npoBeneHue 3KCTPEHHOTO MEIUIIMHCKOTO BMELIATENIbCTBA U
IPEKpaLEHUs] MpUeMa BCEX HCTOYHMKOB KalMsl W3 JIEKAPCTBEHHBIX IPENapaToB, IapeHTEPAIbHbBIX
KUAKOCTEH, MOJIOUYHBIX CMECEH M NMPOAYKTOB NUTAaHUS IIPU Pa3BUTHUHU TSDKENION runepkanueMuu [93, 94,
164].

(YYPC, YOI 5)

Kommenrapuii: ['mnepkamuemus siBisieTcsi OOIIENpPU3HAHHBIM (DAaKTOPOM pHCKA ApUTMHHA H
OCTaHOBKHM Cep/lia, U Mpe/IcKa3yeMo BesleT K Ooiee BBICOKOH cMepTHOCTH [93, 94, 164].

['unepkanuemust - 3T0 MOOOYHBIN 3PPEKT HEKOTOPHIX JIEKAPCTB, OOBIYHO HCIHOJB3YEMBIX MpU
XBIl, Bxirouass uHru6uropel AII® u aHTaroHUCTHI pelenTopoB aHruoTeHsuHa I, kanumiicOeperaromiue
JUYPETUKU, HHTUOUTOPBI KalIbIIMHEBPHHA U MpOCTaryianuHbl [ 165].

Jleuenue runepkanueMuu cM. B npuioxennn A3.20. Ilpu ypoBHe kanus >7,5 MMOJIb/J TIOKa3aHO
IIPOBEJCHUE TNATH3a.

- PexoMenpayercss pacCMOTpPETh NPUMEHEHHME INPENapaToB, COACPKAIIUX KaJIUNHCBA3BIBAIOIINE
cMouibl 'y manueHToB ¢ XbBII W TsoKenol Wium CpeaHeTsDKENION Trunepkanuemued, B T.4., manueHtam
IPyAHOIO BO3pacTa - €CJIM HEJOCTYITHA MOJIOUHAsl CMECh C HU3KUM cofepxkaHueM Kanus. [4, 163].

(YYPC, Va1 5)

KommenTapuii: B neguatpudeckoil MNpakTUKE JOCTYMHO 2 JIEKAPCTBEHHBIX CPEACTBA  JUIA
SHTEPOCOPOLMM  Kalus: KalblMs MOJUCTHPOJICYIb(OHAT - KAaTHOHOOOMEHHas CMoJla, KOTopas
BBICBOOOKIaeT KAJIbLIMII B KUIIIEYHUKE U CBSA3bIBAET KaJIMi{; pe3oHMyM A/Keokcanar (aKTUBHOE BEILIECTBO:
cynbpoHAT TOJUCTEpoia HaTpus) (OMoiIorMyYeckn aKTHUBHas Jg00aBKa) - HMOHOOOMEHHAs CMOJa,
BBICBOOO)K/TAI0OIasi HOHBI HATPHUS M 3aMEHSIOIIAs UMH HOHBI KaJlusl.

Kanpuust monuctuponcynbonatr ucnonsdyercss B goze 0,5-1 r/kr/cyr. B 1 mepHoll mnoxke
copbucteputa conepxkurca 20 T mopomka. Paccuntanubiii 00beM moporka pazmermuBaercs B 150 mu
BoJbl. [I[ppyHMMaTh BO BpeMs €/1bl, B 3 pa3esIeHHBIX IpHUeMa B TeUeHHE 24 4.

Pezonnym A (keokcanaT) wucnoib3yercs Hu3 pacuera 1 r/kr/cyr. OpHa MepHas JIOXKKa
cooTBeTCTBYeT 15 r mopomka. Paccuntannsiii o0bem nopoika pazmemmubaercs B 100-150 m xuakoctu.
I'oTOBBII pacTBOp NpUHUMATE BO BpeMst €1ibl, 10 1-4 pas/cyT.

[Tpu ypoBHe Kanusi <5 MMOJIB/I Hpenaparsbl cielyeT OTMeHuTh. [lpu ypoBHe Kaiusg >5 MMOJIb/JI
CleyeT BO30OHOBUTS.

Ecnu npemnapar Henb3sl 1aBaTh NepopajibHO, 1032 MOXKET ObITh BBEJ€HA PEKTaJIbHO, B KOJUYECTBE
NEepOpPAbHOM, pa3BeICHHOM B TexX ke mponopuusx. OmHako 0cobas OCTOPOKHOCTH TpedyeTcs Npu
PEKTaJIbHOM Ha3HAUYEHUM JIETAM U HOBOPOKACHHBIM, T.K. N30BITOUHAS 103a WM HEaleKBaTHOE Pa3Be/IeHUE

27.09.20222 Cucrema TAPAHT 38/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

MOTYT MPUBOAUTH K 33JEpKKE KaTHOHOOOMEHHOM CMOJBI B KHILIEYHHKE. PHUCK KelyI04YHO-KUIIEYHOTO
KPOBOTEUCHHS MJIM HEKPO3a TOJICTOM KHUIIKH MOAPa3yMeBaeT, YTO 0CO00E BHUMAHME JOJDKHO YICNATHCS B
ClIy4asix Ha3HAY€HUs HEJOHOUICHHBIM JIETSAM WM HOBOPOXKJIEHHBIM C HMU3KOW MAaccCoOil Tela, yrpoKaeMbIX
10 HEKPOTHUYECKOMY SHTEPOKOJIUTY [166].

- Pexomennyercs mpoBeleHHE HEMEUICHHOTO MEIULMHCKOrO BMEIIATENIbCTBA C BHYTPHUBEHHOU
UHQY3HUeH Kalus Ipy OMACHOH JUTS dKU3HH TSKETIONW THITOKAIMEMHH C TEPAaIeBTUIECKO nemibio [4, 164].

YYPC,YAI5)

- PexomeHyercs nepecMOTpeTb M CKOPPEKTUPOBAThH JIEKAPCTBEHHbIE HA3HAYEHUS, CHUKAIOIINE
K, U pexuM auamusa AersM ¢ XbBII mpu rumep- WM TUNOKAaJIMEMUU C LENbK JOCTHKEHHS
IPUEMJIEMOTO YPOBHS Kajus B KpoBH [ 164 ]

YYPC,YAH5)

3.1.1.4 Kanwruit u dpochop

AnexBatHoe notpebnenue kanbius (Ca) u docdopa (P) - Baxknas yacts neuenust XbII y nereit
[167]. Huzkoe moTtpebnenne xanbius win (Gocdopa MPUBOIUT K HAPYIICHHIO MUHEPAIHU3alUU KOCTEH,
pPa3BUTHI0O MUHEPAJIbHO-KOCTHBIX HapymeHuil, accouuupoBanHbix ¢ XbII (MKH-XBII). Opnako
n30bITouHOE TocTyryienne Ca u P, Takyke ommacHO U MOKET CIIOCOOCTBOBATh PA3BUTHIO HE(DPOKATIBIIMHO3A
U KaJbIH(pUKAUU cocynoB [168].

OCHOBHBIMU AMETUYECKUMU UCTOUHMKAMU Ca /115 1eTel SBJISI0TCS MOJIOKO, MOJIOUHBIE ITPOIYKTHI,
IPpyAHOE MOJIOKO M AETCKHE MOJOo4YHble cMecH. OCHOBHBIMU JUETHUECKUMU MCTOUYHUKaMH (ocdopa s
JETEeH SIBISIFOTCSI MOJIOKO (BKJIFOYAsi MOJIOUHBIE MPOAYKTHI, TPYJJHOE MOJIOKO U T'OTOBBIE JETCKHE CMECH),
3MIaKM W KPYIIbI, a TaKKe MSACO W MsCHbIe TpoAyKThl (mpusoxenue A3.7). Heopranmueckuii P,
n00aBIIsIeMBbI B HEKOTOPBIE TPOYKTHI (10TypadpHUKaThl), MOKET 3HAUUTEIILHO YBEIUYUTH IOTPEOICHHIE
docdopa.

- Pexomenpayercst mcnonp3oBaTh 24-4acoBOW TEpHOJ Ui OBICTPOTO ONPEACICHHS OCHOBHBIX
ucrounukoB Ca u P, Bkimtovas no6asku P B oOpabGoTaHHbIe MUIIEBbIE MPOIYKTHI IS 310POBBIX JIETeH U
netewt ¢ XbII 2-5D cr. [4].

YYPC,YOA15)

- Pexomenayercsi mnpoBeleHHE OLEHKM TPEXIHEBHOIO MHUIIEBOr0 JHEBHHMKA JUIsl IOJy4YEHUs
nopo6Hoi nHpopmanuu 06 obmem norpedbiaenun Ca u P, BkiItovas AUeTHYECKHE UCTOYHHUKH, MHUILEBbIC
no0aBKM, JWanu3aT M JIeKapcTBa, B TOM 4MCJIE Mpenaparbl JUisl JICUEHUs TUIMEpPKAIUEMHUHU U
runepdocdaremun (pocdar-ounnepsr) [4, 163]

YYPC,YAL5)

- Pexomenayetcs y nauuenToB ¢ XbII cobmonate nuieBoit parrod, 4To0Osl ol1iee noTpediaeHue
KaJgplUsl C TMUOIEM | JIeKapcTBaMH, BKJOYas Mpernaparbl JUisl JIEYEHHs] TUIEPKAIMEMUH W
runepdocparemun, Obim B mpexaenax SDI m He OGomee uem B aBa pasza mpesblmianu SDI, kpome
HCKJTIOUYNTEIIBHBIX 00CTOSTEILCTB [4, 163]

(YYPC, YA 5)

KommenTapuii: B ocoObix ciydasix, Hanpumep, y mianeHueB ¢ XbII win y nereit ¢ BelpakeHHbBIM
0CTEOIIOPO30M, MPH TLIATEIHHOM KOHTPOJIE BO3MOKHO 00Jiee BHICOKOE MOTPEOICHUE KalbIIUs.

- Pexomennyercsa nauuentam ¢ XbII ckoppexTupoBaTh notpednenue Ca u P muist mogaepxanus ux
YpOBHS B TIpeJieax HOPMbI, COOTBETCTBYIOIEH BO3pacTy, 0e3 yiepoa s nutanus [4, 163]

YYPC,YIAN5)

KommenTapuii: M3mMeHeHMsI B TepanuM JOJDKHBI OCHOBBIBATHCS HAa CEPUNHBIX pE3yJsbTaTax, C
uHTerpamnueit ceiBoporoudoro Ca, P, IITT, II[® u 25(OH) Butamunaa D 1 ero aHaioros.

- Pexomennyercsa ma nereit ¢ XbII, y koTopbix ecTh runepdocdareMuss Wi runepnapaTupeos,
TpeOyrommue orpannueHus ¢ochopa B queTe UCnosib3oBaTh HIbkHUEN npenen SDI ¢ nenpro [lonnepsxanms
ypoBHs (hocdopa B KPOBH B Ipeeiax IpueMIeMbIX 3HaueHui [4, 163]

YYPC,YIAN5)

KommenTapuii: Crnenyer orpannuuth BkIan ¢ocdara dochatHsix nobaBok. McemonmbzoBaHue
npenaparsl s JIe4eHUs TunepkagneMun u runepdocdaremun tpeOyercs 1uid AalbHEHIIEr0 KOHTPOJIS
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ypoBHei P u IITI" B nonosiHeHUE OrpaHUYEHUSIM B JUETE.

- Pexomennyercs y nerest ¢ XbII co CTONMKOM TMIOKaJIbLIMEMHEN WIH BBICOKUM ypoBHeM IITIT
notpebaeHue Kanpius Beime 200% ot SDI ansa kanpius B TEUEHHE KOPOTKUX MEPUOOB BPEMEHH M IO
THIATEIBHBIM MEIUIIMHCKUM HaOmtoeHueM [4, 163 ]

(YYPC, Va1 5)

Kommenrapuii: Kanbiuii MOXKET DOCTyNaTh IIPU IPUEME IPENaparoB KaJbLUs BMECTE C
BUTaMMHOM D M ero ananoramu (0ObIYHO Kak B HaTMBHOM, TaK U B aKTUBHOU (opMe), a TaKkKe U3 IPyrux
MCTOYHUKOB KaJbIMsl, TAKUX KaK JUAJIN3AT C BBICOKUM COJIEP)KaHUEM KaJIbLUsl.

- Pexomennyercst nmersm ¢ XbBII ¢ ycroitumBoil rumodochareMueid yBeITUYUTh NOTPEOJICHHE
docopa c nuIei ¢ Henblo TOCTHKEHUS TPUEMIIEMOTo YpoBHs Gochopa B kpoBu [4, 163]

YYPC, Va1 5)

KommenTapuii: HekoTopsiM manueHTaM MOTYT OTpeOoBaThCs 100aBku P, B ciyyae MHTEHCUBHOTO
JMaJIA3a UM BBICOKUX NTOTEPh P ¢ MOYOH.

- Pexomennyercs y aereit ¢ XbBII co cTOMKON TruUnepKaJbIMEMHEN OT JIETKOW 10 yMEPEHHOMU
CTENEHM TSKECTH IIOJTAIlHO CHMJKATh WJIM IIPEKpallaTh IpPUEM IpenaparoB KaJbLUs, Mpenaparbl I
JCUCHHsT THUIEpPKATHEMUN M TuneppochaTeMud B COCTaB KOTOPHIX BXOAWT KaJblUH, HATUBHOTO M
aKTUBHOrO BUTaMuHa D 1 ero aHajioros 1 Ha3Ha4Y€HUE IMATIN3aTa C HU3KUM COAEpKaHUEeM Kaiblusd [129].

YYPC, VAN 5)

KommenTapuii: Moxer morpeOoBaTbcsi BpeMEHHOE CHIDKEHHE cojepxkanus Ca B panuoHe 0e3
ymep6a A aAeKBaTHOTO muTaHus. TpeOyercs peryisipHas MepeoleHKa, OCOOCHHO KOrja MOoTpediieHue
Ca mmxe SDI

Crnenyer n3z0eraTh MOJOKUTEIBHOTO OalaHca KalbIUs CBEpX TOTO, YTO HEOOXOIUMO PACTyIIEMY
peOGeHKy (orpaHuYeHHUe J03bl NPernapaToB sl JeUeHHs TUIepKalueMun u runepdocdareMur Ha OCHOBE
KaJblUsl, CBOEBPEMEHHOE BBEJCHHE HEKAJIbLUEBbIX IpErnaparoB Jis JIEYEHUS TUIEPKAIUEMUU U
runepdocdaremun, Hanpumep, #cesenamep** (0,4-1,6 r) [169]) nns mpenoTBpalieHus Kaablu(pUKAIUN
cocynoB [92].

3.1.1.5 Harpuii u GukapOoHaT

TpeboBanust xk moTpebneHuto Hatpusi (Na), Bombl W OuKapOOHaTa 3aBUCAT OT 3a0oJieBaHUS,
craBmero mpuunHoit XBII. Jlersm ¢ mucnnasueit ' CACUT oOpiuHO HeoOxomuma gortanus Na,
OukapOoHaTa M BOJBl. OTO CBSI3aHO C BBIPAKEHHOCTHIO TYOYJISPHBIX HApYyLIEHUH, NPUBOIAIINX K
CHIDKeHHI0 peabcopOuun Na, OukapOoHaTa W Boabl. s Takux jAeTed XapakTepHa MOJUYpHUS U
HOJIMAUIICHSI, OHM CKJIOHHBI K 3IM30JaM JeKOMIeHcauuu ¢ pazButueM rumnoBosiemun u OIIIl, ecnu nHe
nojyd4aroT goranuu Na, OukapOoHaTa U He UMEIOT CBOOOJHOIO JOCTyHa K Bojie. bosbie Bcero Tepstot
JJEKTPOJIUTHI AETU C TyOyJIONaTUsIMU, OCOOEHHO C IIUCTUHO30M; MO/AJIepKaHue aJIeKBaTHOrO YpoBHs Na U
OukapOOHaTa MOXKET OBITh TPYIHBIM.

TpeboBanust k morpebieHno Na MOryT ObITh OY€Hb BBICOKMMH Ha paHHMX cragusx XbII, Ho
nanatoT no mepe nporpeccupoanuss XbIIL. ITpu XBII 4-5 cT., kak mpaBuUI0, HEOOXOIUMO OrpaHUYECHUE
conu. Mcromenue 3anacoB Na NpuUBOAUT K XPOHUYECKOU TUIIOBOJIEMUH U CIIOCOOCTBYET IIOXOMY POCTY;
TUIIOHATPUEMHUsI HE SIBIIIETCS NpU3HAKOM HenxoctarodHocTH Na [170]. Upe3smepHoe orpaHudeHue coiu
MOKET TPHUBECTH K COOCTBEHHBIM pHCKaM, TaKUM KaK CTHUMYJISIIUS PEHUHAIbIOCTEPOHOBOI oOcCH,
BBIpa0OTKA KATEXOJIaMUHOB | quciunuaemus [171].

Jletu panHero Bo3pacrta, Haxojsuecs Ha neputoHeanbHoM auanuse (I1/]) Tepsror ypesmepHoe
KOJIMYECTBO HATPHsI C MOYOH M TUAIM3aTOM U HYXJalTcs B Jotaunu Na.

Hetn ¢ XBII BcineacTtBue rioMepysonatui, Kak MpaBUJIo, 3aAepKUBalOT Na U BOAy, 4YTO
crocobcTByeT pazputuio Al'. Takum AeTsM ciemyeT cobmoaTh aueTy 0e3 go0aBieHus coilu (0CoOEeHHO
MPOJYKTOB C BBICOKHM COJIEp>KaHUEM COJHM M 0e3 100aBlieHUs COJNU B MHILY NMPU TPUTOTOBICHUH MHILU
WJIM Ha CTOJIE).

- Pexomennyercs nersim ¢ XbBIl Ha ¢oHe mepBUYHBIX TIIOMEPYISIPHBIX 3a00JI€BaHUNA WIKM NpPU
OJIUTYpUHU OTpaHUUYUTh notpednenue Hatpus 10 1500-2400 mr/cyT Ansi CHMXKEHHS PHCKOB DPa3BUTHUS
OTEKOB M AapTEPUAIBHOM TUIEPTEH3UMM INPHU OTCYTCTBUM IPOTHUBOIOKA3aHUM, HAIPUMEpP TaKUX Kak,

27.09.20222 Cucrema TAPAHT 40/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

COJITEPAIONINE TYOyJIOMHTEPCTUIIMATIbHBIE HEPPOMATUH, JIMIA C TUIIOTEH3UEH TP OTCYTCTBHUH
Cep/IeYHON HEAOCTATOYHOCTH, WUJIH JIULIA, TPEAPACIIONOKEHHBIE K TUIOBOJIEMUN [4].

YYPC,YIAI5)

- PexomenayeTcs Koppekius MeTaboIruecKoro anuao3a (10 ypoBHs OWkapOOHATa B CHIBOPOTKE

>22 MOKB/J) ¢ HA3HAYCHUEM HaTpusl TUApoKapOoHaTa™* y nereit, Haxonammxcs Ha auanuse [5, 138].

YYPC, YA 5)
KommeHnTapuii: cieayer y4ecTb, YTO MCTOUYHHUKOM OHMKapOOHaTa MOTYT OBITh TaKKe IUAIN3HBIC

pacTBOPBI HA OCHOBE HCG, WJIM HATpUs JIAKTaTa PacTBOP CIOXKHBIN (Kalus XJIOPUA + KaJbILUs XJIOpUJ +
HATPHS XJIOPH]T + HATPUs JTaKTaT)**,

[Toukn UrparOT BaXKHYIO POJIb B MOAJACPKAHUN KUCIOTHO-IIEIIOUYHOTO OajaHca 3a CYET SKCKpPEIUH
HMOHOB BOJOpona, peabcopbiuu oTPUIBTPOBaHHOTO OHKapOOHaTa M TeHEpallud HOBBIX HOHOB
oukapOonara u npyrux Oydepos. XBII MoxeT BIMATH Ha BCE KOMIIOHCHTHI, YYaCTBYIONIUE B IMOYCYHOM
PEryJslMu KHUCIOTHO-IIEJIOYHOro OanaHca, 4TO MPHUBOJUT K MeTabonnyeckoMmy anuaos3y. CHMIITOMBI
METa0OIMUECKOTO alua03a He SBISI0TCA crenuduueckuMu. CTUMYIISIHS TBIXaTeIbHOTO IIEHTPA B CTBOJIE
MO3ra MPUBOAUT K TUIIEPBEHTHIISALIUU U KOMIIEHCAIIMU anuao3a mytem snumuHaimn CO2. B pesynbprate
y TalMEHTOB MOXeT HaOJII0AaThCsl pasiiMyHas 1O CTENEHH BBIPAXEHHOCTH ojblmKa. Kpome Toro, y
OOJBLHBIX MOTYT OTMEYaTbCsi OONM B TPYAM, TaXHKapIus, TOJIOBHas OOJb, CIYTaHHOCTb CO3HAHUS,
c11aboCTh, 00JIN B KOCTAX, CHIDKEHHE amnleTHTa, TomHoTa U pBota [172]. [Tomumo nmoreps OukapboHara ¢
MOUOM, MOXET HaONI0AaThCid HECIOCOOHOCTh MOJKHCICHUS MOYHM. 3aMeCTUTENbHas Tepanus HaTpus
rUIpoKapOoOHaTOM™* TPOBOAUTCS B HAYaIbHOM 103¢ | MMOJIB/KI/CYT pa3lelieHHbIe Ha JBa-4eThIpe
npuema. bonee TouHbI pacueT HEOOXOIUMOTO KOJIMYECTBA HATPHUS TUAPOKapOoHaTa™* mpou3BOIUTCS IO
dbopmyne Memnenraapaa-Acrpyna:

HCO3 (Mmoinb) = BE x 0,3 x m (Macca Tena naiueHTa B Kr),

npu 3ToM 1 mit 8,4% pactBopa paBeH 1 MMOJIb.

[Ipumenenue HaTpus ruapokapOoHaTa™* TpeOyeT MOHMTOPHUHIA KHUCIOTHO-IIEIOYHOIO U 00LIero
COCTOsIHMS nanuenTa [173].

3.1.1.6 Buramunsl

Jnsa nmamuentoB ¢ XBII xapakrepen neduiura MUKpoasneMeHTOB B nuTaHuu [174]. ITomyuyenst
JaHHbIE 0 JeduIuTe aCKOPOMHOBOM KUCIOTHI, THaMKHA (B1), mupunokcuna (B6), ponuesoit kucaoTsl.

- Pexomennyercs nmanuentam ¢ XBII 2-5D cragum npuem #tuamuna** B noze 0,2-1 mr/cyt B
3aBUCHMOCTH OT BO3pPacTa ¢ eIbI0 KOppeKInu ero nedumura [4].

YYPC, YA 5)

- Pexomennyercs y nanuentoB ¢ XbII 2-5D craguu npuem #nupunokcuHa™** B noze 5-25 mr/cyr B
tedenue 3 Henenb (moapoctkam 10-20 mr/cyt), manee - 2,5-5 mr/cyt [175] ¢ menpio KOPPEKIUU €ro
nedunmra [4].

YYPC; VI 5)

- Pexomennyercs y manuentoB ¢ XbII 5D poramus #donumeBoit kuciaoter** B mo3e 2,5-5 mMr/cyT ¢
[ENBbI0 KOPPEKIUU ee neduruta [4].

(YYPC, YA 5)

KommenTapuii: ¢onueBas kuciaota** tepsercs c auanuzatoM. llosTomMy s KOppeKIHMH
TUIPErOMOIIMCTEMHEMHUH, pa3BUBAlOLIEIiCs Ha 3TOM (oHe, TpedyeTcss mpuMeHeHne #PoanueBoil KUCIOoTh**
10 2,5-5 Mr/cyT. MoeT POBOANUTHCS] KOPPEKLUS B 3aBUCUMOCTH OT YPOBHSI TOMOIIMCTENHA B KPOBH.

- PexomenayeTcst paccMOTPETh TMETHYECKYI0 KOPPEKIUIO JKHPOPACTBOPUMBIX BUTaMUHOB A, D, E
u K nmarentam ¢ XBII 2-5 cT. ¢ 1e1bp10 KOPpEeKIUU BO3MOXKHOTO Jiehunura [4].

(YYPC, YA 5)

3.1.1.7 DHTepanbHOE IUTaHUE

- PekoMeH10BaHO paccMOTPETh B MHAMBHyAJIbHOM INOPSIKE Ha3HAYEHUE DHTEPAILHOTO IMUTAHUS

27.09.20222 Cucrema TAPAHT 41/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

netsam ¢ XBII 2-5 cr. npu HapyieHun HyTPUTHBHOIO CTaTyca C 1eJIblo ero koppekuuu [ 176, 177].

YYPC; YA 5)

Kommenrtapuu:

OHTepaJlbHOE NUTAaHUE MOXKET OCYLIECTBIIATHCA YEpe3 Ha3oracTpalbHbli 30HJ (YCTaHOBKa
HA30TacTpalIbHOTO 30HJa) Wiu uepe3 racrpocromy (I'actpoctomusi, ['actpocTomusi ¢ HCIONIB30BaHHEM
BUJICO3HIOCKOIIMYECKUX TEXHOIOIUH, JIamapockonuyeckas racTpoCTOMMS)

XOoTsi Ha30racTpajbHBIM 30H]I YCTAaHABIMBAETCS HA KOPOTKOE BpeMs, OOJBIIMHCTBO CeMei
IPEIIIOYNUTAET €ro racTpoCTOME, KOTOPYIO HE BMJHO IOJ OJEXI0il. PBOTa MOXXET MMETh peliarouiee
3HAYEHHUE B NIPEANOYTEHUH FaCTPOCTOMUMU.

Hazoracrpanbusiii 3ou1 (H3I)

[Ipeumyiecrna:

Merton BeIOOpa y neTei ¢ Maccoii Tena <4 Kr

YcTaHOBKa MPOCTa U CEMbs JIETKO 00yJaercs

Puck neputonuTa y aerei Ha neputoneanbHoM nuanuse (I11) orcyrcTByer.

HenocraTtku:

TpaBma yacToi 3aMeHbl 3HaUUTENbHA JUIsl peOCHKA U CEMbU

[IpensiTcTBYeT pa3BUTHIO OPOMOTOPHBIX HABBIKOB, BBI3BIBAS AAlbHEHIIINE MPOOIEMBI C Pa3BUTHEM
peuu U III0TaHUEM

Buemrnuii Bua pebeHka U3MEHEH, OKpYyKarollue 3aMeqaroT "00JpH0TO pedeHka"

Penxo moxer npuBecTy K nepdopanny NuIeBoa Ui Kemy1Ka

[ToBeimaercst puck ractpo33odareanbHOro pediarokca, pBOTHL M aCHHUpPAllUU U3-32 OTKPBITOTO
HIDKHETO c(pUHKTEpa MHUIIeBoaa

Tpancniunopudeckuii (Ha30€IOHAIBHBIIN ) 30HT

30H7 JUIsl KOPMJIEHUS MOXKHO IPOJIBUHYThH 3a HpPEIENbl JKeNyAKa B JBEHAALATUIIEPCTHYIO HWIU
TOILIYIO KMIIKY, YTOOBI MOMBITATHCS YMEHBIINTH pBOTY. Ho:

OHM JIETKO TIEPEMEIIAITCS U TpeOyIT pPEHTTeHOrpauieckoro oOCIeIOBaHMs, a TaKxKe
BMeIIATeNLCTBA 1101 00111el aHecTe3ue 1 epeycTaHOBKH

UX HEJb3sl UCTIOJIb30BaTh JIJIsl OOJIFOCHOTO KOPMJIEHUS, TOJIBKO JJISl JUIUTEIBHOTO HEMPEPHIBHOIO
KOPMJICHUS.

I"actpocTomust

VYcTaHOBKa racTpOCTOMBI MOXKET OBITh UPE3KOKHBIM 3HIOCKOMMYECKUM CIIOCOOOM, YpPE3KOXKHBIM
PaAMOIOrHYECKUM, YPE3KOKHBIM JIAapOCKONIUYECKUM CIIOCOOOM, a TakKe OTKPBIThIM. KakuMm Ob1 HU ObLI
TUI PAClOJIOKEHUS,, MECTO BBIXOAAa TaCTPOCTOMHYECKOM TPYOKHM OrpaHHYEHO JIEBBIM BEPXHHUM
KBaJIPaHTOM >KMBOTa WJIM CpeJHEN JTMHMEN 13-3a aHaTOMUH *kelyaka. Takum obpaszom, karereps! st 1]
HE ClielyeT pa3MellaTh B JIEBOM BEPXHEM KBaJ[paHTE Y JieTel, KOTOPbIM B HOCIEIYIOEM OHAI00UTCsS
YCTaHOBKA racTpoCTOMSHI [ 178].

HI'3 npennoururenen 1y KpaTKOCPOYHOTO SHTEPAJIBHOTO IIUTAHHUS.

JI1st U TENhbHOTO SHTEPATbHOTO MUTAHUS MPEANOYTUTEIbHA TaCTPOCTOMHUS.

YCTpolCTBO A UIMTEIBHOTO JHTEPAIBHOTO NUTAHWS JODKHO ONPEAENATHCS COBMECTHO C
POAMTENISIMH/OTIEKYHAMH.

Haubonpmero »s¢dexkra B mumaHe yiaydmeHHs (U3MYECKOTO pPa3sBUTHS OT arpecCUBHOM
HYTPUTUBHOW MOAJIEP’KKH OXKHIAETCS B BO3pACTe JI0 2-X JIET, KOTJa pOCT LETUKOM 3aBUCUT OT MUTAHUS
[179]. Ynydmenue pocta HaOIIOAANOCh B OOJNBIIMHCTBE MCCIENOBAHUN Y JeTel 10 2-X neT. B kpynmHoM
uccienoBanuu 153 mmanenueB Ha I1JI, poct ObLT Jdyduiie y neTell ¢ racTpOCTOMOM IO CPaBHEHUIO C
nutanuem yepe3 HI'3 [180].

3.1.2. Auemus npu XBII

IIpeumymecrBamu sedenust anemuu npu XbII saenstorcs: 3amemienue nporpeccupoBanust XblI,
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YMEHbIIIEHUE TUNEPTPO(PHUH JIEBOTO JKEIYyJOYKa, YIyYIlIeHHE KauecTBa >KU3HM M CHUKEHHE YacCTOTHI
TOCHUTAIM3AIMNA, CHUKEHUE TOTPEOHOCTH B TeMOTPAaHC(Y3HH, a CIIEAOBATENFHO, PUCKA UH(UIIUPOBAHUS
Y ceHCHOMIM3anuu JeikornurapasiM anturenom (HLA) [181].

Ha3nauenue npenapaToB jkene3a M Ipenaparbl Ipynisl "Ipyrue aHTHaHEMUYECKUE IpernapaTsl”,
oOnanaroniue 3puTponod3cTumynupyomumu cporictBamu (OCC) 1mo3BoJsieT MOBBICUTH ypoBeHb Hb y
OonbpmmHcTBa nanueHToB ¢ XbBII. Jleuenne anemum npu XBII BriIrowaer Takke KOPPEKLMIO MPOUYUX
yCTpaHUMBIX pU4uH cHikeHus Hb, nanpumep, nedpunura Butamuna B12 u ¢onueBoil KUCIOTHL, JIeUyeHHE
BOCHAJIUTENBHOIO IIpOLECCa.

[Togpo6HO Tepanuss anemunm 1pu  XbII paccmarpuBaercs otaensHO (cM. KimmHnueckue
pexoMeHaanuu AHEMUs IPU XPOHUUECKON 00s1e3HM ToveK) [79].

IleneBbIie moKa3aTenu reMorio0rnHa y B3pocibiX U gerer ¢ XbII, momydaromumx moaaepKuBaroIyto
tepanuto ICC npeacrapieHsl B ipuiioxennn A3.17.

3.1.3. Jleuenue kapauoBackyJasspHoi 0osie3nu npu XbIIT

[TpyunHON BBICOKOW CMEpPTHOCTH M HHU3KOH MPOJOJIKUTENBHOCTH >KU3HM OonbHBIX C XbBII
ABJIICTCS MMEHHO IIOpaXKCHHE CcepleyHOo-cocyaucTon cuctemsl. [loatomy Ttepanus XbII B nenom
HampaBiieHa Ha mnpoduiakTuKy u 3amemnenue mnporpeccupoBanus KBB. OcHoBHBIM  (akTopom
IIPOIPECCUPOBAHUS MOPAXKECHUsI MOYEK U cepiedHo-cocyauctoil cucreMsl npu XbBII sasisgerca AL C
ypoBHeM A/l accoruupoBaHbl Takue Mapkepsl KBbB, kak TonuHa HHTUMBI-MEIUU U CKOPOCTH ITYJIbCOBOM
BOJHBL [46, 182, 311]. [loka3ano, yto noctuxkenue ypoBHs A/l Huxke 90-ro nepueHTUsIss aCCOUUUPOBAHO
¢ 3amennenueM nporpeccupoBanus XbII y nereir kak ¢ rIIOMepyJISIpHBIMHU, TaK U C HETJIOMEPYJISPHBIMU
3a00JIeBaHUSIMU TTOYeK [ 182].

VYuuteiBas komiuiekcHbi naroreHe3 KBb y manmentoB ¢ XbBII, agexBaTtHas KOppeKLHs TaKUX
nposinenuit XbII, kak anemust, BOH, MuHepanbHO-KOCTHBIE HApYILIEHHSI TAaKXKe UMEET OOJIbII0e 3HAUCHNE
st npoduiaktuku KBB. CoorBerctBenno, npuniuns! Tepanuu KBb npu XbII:

Koppekuust aprepuanbHON THIIEPTEH3UN U THIIEPBOJIEMUN

AnekBaTHas ~ KOppeKkuuss  HapyumeHu  ¢ocpopHO-KalbLueBOro  oOMeHa. N30eratsb
TUMEePKAIbLUEMHUH, TuneppochaTeMun, UIMTEIBHOTO NPUMEHEHUS BBICOKUX /03 AaKTUBHBIX (hopMm
BUTaMHHA J| 1 ero aHajaoros!

HocTtuxenue nenesoro yposHs Hb

JloctaTouHoe MUTaHUE

AJIeKBaTHBIN THUann3

Kak MoxHO Oosee paHHSS TpaHCIUIAHTALIMS TOYKH

3.1.3.1 Jleuenue aprepuanbHoil runepren3un y nereit ¢ XbII

Hensimu neuenuss AI' y GonbHbix ¢ XBII sBistoTcs 3amensieHre IpOrpecCUpoBaHus MOPaKeHUs
[OYeK, IMpeJoTBpallleHHe MOpaKeHUs OpraHoB-MHILIEHeW (cepiaua, TOJOBHOTO MO3ra, TrJjas),
NPEOTBpAlleHHe OCTPBIX OclokHEHUH Al (rumepToHHYEecKOro Kpu3a, OCTPOM JIEBOXKEITYAOYKOBOM
HE/I0CTaTOYHOCTH, HAPYLIEHUsT MO3TOBOTO KPOBOOOpAIIEHUS) M, B UTOTE, YIIyUIlIEeHHE BHDKHBAEMOCTH U
KAa4eCTBA KU3HU MALUEHTOB.

3araya aHTUTUIEPTEH3UBHON Tepanuu - cHkeHue AJl 1o ypoBHsA Hmxke 90-ro mepueHTWIs Ui
JTAaHHOTO ToJa, Bo3pacta M pocta. B EBpomneiickux pekoMmenaanuax mno jedenuto Al y nerer [135] B
kauecTBe 1eneBoro i aerei ¢ XbII pekomennyercs ypoBeHb A/l Huxke 75-ro NEepUEHTUIIS y AllMEHTOB
C HENpPOTEHHYPUUYECKUMHU 3a00JeBaHUSMH TMO4YeK M Huxke 50-ro MepueHTusIs Yy NaIlUeHTOB C
NPOTEUHYPUYECKUMHU 3a0ojeBaHusMU. OJHAKO Ha MPAKTUKE IOCTHXKEHHE 3Toro ypoBHsS AJl moxer
noTpeboBaTh MPUMEHEHHS] HECKOIbKUX aHTUTUIIEPTEH3UBHBIX CPENICTB B BHICOKHMX J103aX, YTO CONPSKEHO
C PUCKOM MOOOYHBIX SIBJICHUH aHTUTHIIEPTEH3UBHON TEPaHH.

[Tonpo6Ho o Tepanuu Al mpu XBII y neteil cM. KIMHUYECKHE PEKOMEHAALMU MO apTepuaibHON
TUIIEPTEH3UHU Y IETEH U MOAPOCTKOB.
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3.1.3.1.1 Ocob6ennoctu neuenuss XbII Ha pone AT’

['uneprunparanus 1 o0beMHasi MEeperpy3Ka COCyAUCTOTO pycia BHOCUT CYIIECTBEHHBIM BKIAI B
natorene3 Al' y nereit ¢ XbII, ocobenno Ha 4-5 cr. [lpuunnoii runepruaparanuu npu XbII sBisercs
U30BITOYHOE M0 CPABHEHUIO C (DU3MOJOTUYECKHM MOTPEOJICHHE HATPHUS B YCIOBHUSX €r0 CHIDKEHHOTO
BBIBEJICHUS W TocieAyromas 3aaep:kka Boiabl. [lepBeiMu mMepamu no koppekuuu Al y nereir ¢ XbBII
JIOJDKHBI OBITH KOHTPOJIb TOTPEOJICHUS HATPUS M BOJBI M JIOCTHXKEHHE 'Cyxoro Beca' y JAMaIM3HBIX
NarueHToB. Mepbl 10 OrpaHUYEHHUIO MOTPEOIeHUsT HATPpUsi OCOOEHHO BaXKHBI I MALIUEHTOB C OTEKAMHU
(mpu HehpOTUUECKOM CHUHAPOME, TIIOMepyIoHepuTax) U sl TUAIM3HBIX TAIlMCHTOB C OJUTOAHYpHUEH, Yy
KOTOPBIX OallaHC KHUAKOCTHU MOJIHOCTHIO 3aBUCUT OT 00beMa yibTpaduiasTpauuu rnpu npoueaypax '] nim
I,

- Pexomennyercs Bcem aersim ¢ XbBIl m oTekamu w/uiau oimroanypued coOroAaTh AUETY C
COJIep’)KaHWEM HATPHSsl, HE MPEBHIMAIOIUM (U3NOIOTUISCKYIO MOTPEOHOCTh (B 3aBUCHMOCTH OT BO3pacTa
200-1300 Mr/cyT ¢ 11eNbl0 YMEHBIICHUSI/TIPEA0TBpaIlleHue MPOTrpecCUpoBaHus Tunepruaparanuu [ 183].

YYPC, VAN 5)

KommenTapuii: V gereii ¢ XBII 6e3 HapyiieHus: HaTtpuilype3a noTpebiieHre HaTpusl HE JTOJKHO
MPEBBINIATh MAKCUMATILHOE JIJIsI JAHHOTO Bo3pacTa (cM. npunokenne A3.10, A3.11) [294]

- He pexkomennyercss orpanumumBarth mnorpebneHue Hatpus aetsim ¢ XbBII u comprepsrommmu
coctossHusMU (cuHApoM bapTrepa, cunapom ['uTTeNnbMana, nMceBaOrunoabIOCTEPOHU3M | TuMa U T.11.) C
LENbI0 MPEOTBpAllleHUs yCyTryOJIeHnss MUHEpalIbHBIX HapymeHui [49, 138, 170, 184, 185].

YYPC,YANO5)

KommenTapuii: B coBpeMEeHHOM HHAYCTpUaIbHOM OOIIECTBE MOTPEOICHHUE COJMIM B OOBIYHOM
parone B3pociioro coctarisier 8,5-10 r/cyr. MaccoBas nonsi Hatpusi B moBapeHHoOU comu - 40%, T.e.
exenHeBHOe noTpebienue HaTpus coctaBiseT 3000-4000 Mr/cyT, HOMUMO coAepKallerocs B IpOAyKTax
nutanud. [10cKoIbKy OCHOBHOE KOJIMUECTBO HATPHS MOCTYIAET B MUILY MIPH €€ MPUTOTOBJICHUH (COJICHUH,
MCIIONIb30BaHUU BKYCOBBIX 00OAaBOK, KOHCEPBAHTOB M T.II.), YMEHBIIUTH COJEP>KaHUE HATPUS B PAlMOHE
MO>KHO CIIEAYIOIIMMH MEPAMH:

- TloaHOCTBIO  HMCKIIOUUTH  COJIEHBS, KOHCEPBBI, KOMYEHOCTH, KOJNOACHBIE  W3ENHUA,
nosrypabpukarbl, TpOAYKThl (acT-pyaa, CHIKM (YUIICHI, CyXapUKd U T.N.). OrpaHu4YuTh NOTpebieHne
xyie6a, 0COOEHHO PIKaHOTO.

- [Tunry rotoBsT 6e3 conu. [IpoayKThl JKMBOTHOTO MPOUCXOXKIAEHUS (MACO, phi0a, MOJIOKO, SHIIA)
COJIep’KaT JOCTAaTOYHO HATpus Ui YAOBJIETBOPEHHs] MOTpeOHOCTH. B0o3MOXHO [qocanuBaHuE €Ibl B
Tapesike, MpU 3TOM KOJIHMYECTBO MTOBAPEHHOM COJIM HE IOJHKHO MPEBHIMIATh 1-2 1/CyT.

[Tpu coOmrofeHUH MUEThl ¢ HU3KUM COJEpKAHUEM COJU yYMEHbBIAETCS KaXK[]a, MAaIUeHT Jierde
MEePEHOCHUT OTPAHWYEHUS MTUTHEBOTO peknuMa. [locTeneHHOe CHMKEHNE COJIEP KaHUs HATPUS B OPraHU3MeE
MPUBOJIUT K COKpAIICHUI0 00beMa BHEKIETOUHOM KUAKOCTH, cHUkeHnIo OLIK, uTto obneryaer KOHTPOIb
AT [186].

JetssiM ¢ CONbTEPSIOUIMMU COCTOSIHUSIMA OTpAaHMYEHUE HATpUs B JUETE MPOTUBOIIOKA3aHO,
MOCKOJIBKY MOJKET CITPOBOIIMPOBATH THMIOHATPUEMHUIO, IETUAPATAIINIO, a TPU JVIUTEITLHOM MPUMEHEHUH -
3az1epkKy pocta [170].

- PexoMeHnyeTcst KOHTPOIUPOBATh OOBEM BBITTUTON M BBIICIEHHOM skuakocTu manueHTam ¢ XbII ¢
EJIbI0 OIIEHKH HAWYHs/00beMa 3aePKKU KUAKOCTH, & TAKKE I KOPPEKIIUN HYTPUTHUBHON MOJIEPKKH
[4, 187].

(YYP B, YA/ 3)

KommenTapuii: 00bIYHO Ha 5 CT. 1Uype3 KOHTPOJIUPYETCS €XKEeIHEBHO, TaAKKe KOHTPOJIUPYETCS BEC
nersam Ha IIJ1 exxenneBHo, Ha I'/] - mepen kaxaoi Mpouenypou, ¢ LUEIbI0 CBOEBPEMEHHOTO BBISBICHUS
TUTIEPTUIpATAIIMd W COOTBETCTBYIOIICH aJanTalui peKWMa Iuajin3a, IO3BOJIIONICH 00ecrneyuTh
aJICKBaTHYIO YJIbTpaQUIbTPALIUIO.

- PexkoMmeHmyeTcss MPOBOAWTH OHOMMIIEAAHCHYIO CIEKTPOCKOIUIO/OMPEETICHHE MPOIIEHTHOTO
COOTHOIIIEHUS BOJIBI, MBIIIICYHOW M KUPOBON TKAHU C MOMOINBIO OMOMMIIEIaHCMETPa BCEM IMAlMEHTaM C
XBIT 5 cT. exxeMecsdHO, C IEIbI0 OICHKM TWHAMHUKH MacChl Telma U o0beMa 3KCTpaleUTIOJSIPHON
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)kuakocTu [ 188].

(YYPC, Va1 5)

Kommenrtapuii: mammentam ¢ XbII 51 cr. HeoOXomgumMo momoOpaTh peXUM JAHAIIN3A,
o0ecreunBarOIINi aICKBaTHYIO0 YIbTpauiIbTpanuio U noanaepxkanue "cyxoro Beca". OumeHHTh OanaHC
AKHUJKOCTH TOJBKO IO Y4Y€Ty BBINUTOW XHJIKOCTH, AUWype3a M oObema yibTpaduiabTpallMd HE Bceria
BO3MOYHO, IIOCKOJIbKY 3HAYUTEIbHBIN 00bEM XUAKOCTH yHnoTpedusercs ¢ nuiei (GpyKTbl, OBOIIM, KalllH,
CyIIbl U T.II.), 4aCTh BOJBI BbLAEISETCA Nepcnupanueid u 1.4. ExxeqneBHoe B3BemnBanue pedenka ¢ XbII
MO3BOJISIET 3aM0JI03PUTh THIIEPTUApaTalnio (MpH M30BITOYHON €XeIHEeBHOW npubaBke Beca). Perynspaoe
[pOBE/IcHUE OMOMMIIEJAaHCOMETPUM TO3BOJISIET IU(depeHIpoBaTh (PU3HOIOTUYECKYI0 NPUOaBKY
MBIIIEYHOH W KUPOBOM Macchl OT TNpUOAaBKM Beca, CBA3aHHOW C yBEJIMYCHHEM OObeMa
AKCTpaleuTIoNsApHon KuakocT. [Ipuemsl anantanuu pexuma I1J1 u npouenyp '/ ¢ nenso yBennueHus
yIbTpadUIBTPAIMU U3JI0KEHBI B COOTBETCTBYIOIIEM pa3elie.

- PexoMenayercs snuMuHanus TpaAULMOHHBIX MOJU(GHUIUPYEMBIX (AaKTOPOB PUCKA Y MOAPOCTKOB
¢ XBIl u AI': oTka3 oT KypeHHs, TPOPHIAKTUKY THIOAMHAMUHN (YMEPEHHYIO (H3MUECKYIO HarpysKy),
HOPMaJIM3alMI0 M30bITOYHOM Macchl Tena, B COOTBETCTBUM C KIMHUYECKMMHU DPEKOMEHAALUSAMH 110
JTUArHOCTHKE, JIe4eHUIo U npodunaktuke Al' y nereit u nogpoctkos [70].

YYPC,YIA15)

Kommentapuii: [ersm u noapoctkam ¢ XBII 3-5 cr. cienyer uzberarb peayKIMOHHBIX TUET C
pPE3KUM OrpaHMuYEHHEM KaJOpUHHOCTH, NMPHUBOAIMX K OBICTpoMYy moxyaaHuto. HecGamancupoBaHHOE
IUTAaHUE MOXET CIPOBOLMPOBATH JJIEKTPOJIUTHBIE PACCTPONMCTBA, YCWIIEHHBIM KaTaboiIM3M - poOCT
azoreMuu. B TO ke Bpems, y aereil U30bITOUHBIN Bec caM Mo ce0e He SIBJIETCS JOCTOBEPHO 3HAYMMBIM
¢dakropom nporpeccupoBanust XbII [61]. B uccnenoBanusax y B3pOCibIX MAallMEHTOB IOKa3aHa JIydyllas
BBDKMBAEMOCTb JUAIU3HBIX MMALUEHTOB C 0)KUPEHUEM 10 CPAaBHEHUIO C OOJIBHBIMHM C HOPMAJIbHOW Maccoi
Tena, TO €CTh y JAWAJM3HBIX ITAMEHTOB JOCTATOYHAs JKUPOBAsl M MbIIIEYHAs Macca SBISIETCS
IPOTHOCTUYECKU OnaronpuatHeiM (axkropom [189]. Ilo HamuMm HaOIIOACHUAM, AUATU3HBIE TALUEHTHI C
nepuIUTOM Beca, C HEAOCTATOYHO PAa3BUTOM IMOJKOXHOW KJIIETYATKOM XyK€ MEepeHOCAT Kak
JNETUAPATAlMl0, TaK M TUIEPTUIAPATALUI0, BEPOSITHO, BCIEICTBUE OTCYTCTBUS PE3EpBOB UL
NIepepaCTIPENCIICHUs] IKCTPALECIUTIOIAPHOA KUAKOCTH. Jla)ke MHHUMAainbHas THUIEPrUApATalvs y HUX
npuBOIUT K nosbieHn0 A/l Benencreue ysenmuenust OLIK.

3.1.3.1.2 MenukaMeHTO3Has Tepanus apTepUaIbHON MIePTEH3UN

Y pereit ¢ XBII u AI' MeaukaMeHTO3Hass Tepanus HAa3HA4YaeTCs OJHOBPEMEHHO C
HEMEIMKAaMEHTO3HBIMU MeToJlaMu  Koppekiuu Al coracHO KIMHUYECKHMM pPEKOMEHJAIMSIM 110
apTepHaJIbHON TMIIEPTEH3UH Y I€TEN U TOAPOCTKOB.

3.1.3.1.3 Jleuenue runeproHnyeckoro kpusa y gaereu ¢ XbII

ITpu octpom mnoxseme A/l y Jnereil M NOAPOCTKOB PE3KO BO3PACTAET PHUCK IOPAKEHUs
OpraHOB-MUIIEHEW: HAPYIIEHUSI MO3TrOBOI'0 KPOBOOOPAIEHH I, OT€Ka MO3Tra, IOpa)keHUs 0eI0ro BelecTBa
(cunapoM 3amHeil oOpatumoil sHuedanonutuu, uwiu PRES-cuHapom); KpoBOM3NHSHHMA B CETYATKY;
HapyLIeHUs] KOPOHApPHOTO KPOBOOOpAILEHUS, OCTPOMl JEBOXKEIyJAOYKOBOM HeaocTtaToyHOcTU. B ciyuae
THIIEPTOHMYECKOT0 KpH3a Tepamus J0JDKHAa ObITh HazHaueHa Oe3oTiaratesibHo. B TO ke Bpems, y
MAIMEHTOB C JAJTUTENbHO cylecTByomeld Al 6picTpast (B TeUeHHE HECKOIBKUX 4acoB) HopManuzauus A/l
TaKXKe MOKET MPUBECTU K HAPYIICHUIO MO3TOBOI'O M KOPOHAPHOTO KPOBOOOPAIIICHHUS.

[lenpro Jn€4eHUS THIEPTOHUYECKOTO KpH3a SBISAETCA KOHTpoJmpyemoe CcHuxkeHue AJl 1o
0€3011acHOT0 YPOBHS JIJIs1 TPEIOTBPAILIEHHS OCIIOKHEHHH.

[Toapo6HO 0 Tepanmu AI' mpu XBII y nereii cM. KIMHUYECKHE PEKOMEHAIIMN 10 apTepUaTbHOMN
TUIIEPTEH3UHU Y IETE€H U MOAPOCTKOB.

3.1.3.2 Jleuenue cepaednoil HepoctaTouHOCTH y aeten ¢ XbII

B nopasnstoniemM OOJBIIMHCTBE CIIydaeB cepledHas HeAoCTaTouHocTh y aereit ¢ XBII apnsercs
CIIEICTBUEM TrHUIepruapaTanu u HekoHTpoiaupyemoid Al. Ilpm 3ToM U H30BITOK BHEKJIETOUHOM
KUAKOCTH, W CHIDKEHHE COKpPaTMMOCTM MHOKapAa IOHa4dally KOMIIEHCUPOBAaHbl M IPaKTUYECKH
O6eccumnTomMHbl. OHAKO NMpPH HapacTaHMM Tuneprujparanuu uw/wim Al HacTymaer nekoMmmeHcanus ¢
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pa3BUTHEM OCTPOM JIEBOXKEIYJOUYKOBOM HEAOCTATOYHOCTH M OTeKa Jierkux. CiienoBaTebHO, OCHOBHOM
Mepoi pOo(UIAKTUKA U JICUEHUsS] CepJeqHON HemocTatogHocTu y nereit ¢ XBII sBusercs noaaepxanue
HOpMOTHApATaIuu U HopMoTeH3uu. Kontponupyembix uccienopanuii no tepanuu CH y nereit ¢ XbII ne
MPOBOJIUJIOCH, JIOKa3aTenbHass 0a3za oTcyrctByer. Pekomenmauumu mno tepanuu CH y gereit ¢ XbII
OCHOBaHbI Ha SKCTPANOJISIIUU PE3YJIbTaTOB UCCIIEI0BAHUM, TPOBEACHHBIX Y B3pocibiX 00abHBIX ¢ XbII u
KBb, 1 Ha MHEHUU IKCHEPTOB U, B OCHOBHOM, IMPOBOJISATCS MO OOIIUM MPUHIUIIAM TEPAIUH CEPACUHOM
HeJIoCTaTOyHOCTH y Aetert [47, 71, 135].

3.1.3.2.1 Ocobennoctu neuenust XbII mpu cepaeunoii HETOCTaATOUHOCTH

- PexoMeHnmyercss Ha3HayaTh HU3KOHaTpueByro juety pAetsiMm ¢ XbBII u  cepaeuynoit
HEJOCTATOYHOCTBIO € IENBI0 MPEAYPEKICHUS/yMEHbIIICHUS TUiepBosiemMuu [47, 135].

YYPC,YaA13)

KommenTtapuii: Mepbl o orpaHuyeHuo MOTPeOIeHUs HATPUSL C MUIIEH U3JI05KEHBI BBIIIIE.

- PexkoMeHnyeTcs y JAMANIM3HBIX MAlMEHTOB C CEPAEYHONM HEJOCTATOYHOCTHIO IPOBOJMUTH
MEPOIIPUATHS 10 CKOPEMIIEMY KyIHUPOBAaHUIO THUIEPruApaTalud C LEJIbl0 CHIKEHHS PHUCKa
CEpIEUYHO-COCYAUCTBIX OclIOkHeHuM [47, 135].

YYPC, Va1 3)

Kommenrapwii:

- Hersm na IIJI kpyriocyTo4HO NTPOBOAUTH OOMEHBI JMAIMU3HOTO PAaCTBOpa C IOBBIIICHHOM
KOHIIEHTpalMed TIIOKO3bl M YKOpPOYeHHON skcmoszunueit (1-2 waca) Mutencususiit I1JI mpoBomsaT o
JOCTUKEHUS] HOPMOTMJIpAaTallid M pa3pellieHus CHUMITOMOB oOTeka Jjerkux. llocie craOunmzanuu
COCTOSTHUSI peOCHOK MOXKeET OBbITh MepeBeieH Ha mpexHuil pexxum [1/] ¢ exxenHEeBHBIM KOHTpPOJIEM Beca U
o0Bema yibTpaduIbTpanum.

- Jleram na T'JI oOecmeunTh mMOCTENEHHOE JocTHXeHHE ''cyxoro Beca"'. CremyeT oTnaTh
MPEANOYTEHUE MPOJAODKEHHBIM MeTOo/IaM (IIpo1obkeHHOMY BeHo-BeHo3HOMY ['J] mmu ['Id), mockoiabky
OHU OKa3bIBAIOT MEHEE BbIpa)XEHHbIE reMoJuHaMudeckue 3¢(dextsi, yemM uHTepMuUTTHpYromui '], u
o0ecrieunBarOT IOCTENEHHYIO, JJIUTENbHYIO yiabTpaduibTpanuioo. [Ipy OTCYTCTBHH BO3MOKHOCTH
IIPOBEACHUS IMPOJOJDKEHHBIX IPOLEAYp, MpEANOUYTUTENbHEEe eXeAHEBHble mnpouenypel [l ¢
OTrpaHMuYEHHON ynbTpaduiIbTpalueil. Y MaluueHToB ¢ CepACYHON HEJOCTaTOYHOCThIO M TUIIEpTrUpaTanueit
ciefyeT u3derarb OJHOMOMEHTHO BBICOKMX OOBEMOB yibTpadmibTpauuu (6oiee 3% oT Macchl Tena),
NOCKOJIbKY pe3koe cHikeHue OLIK MosxeT BbI3BaTh KOJUIAIC, a/IeHHe KOPOHAPHOTIO KPOBOTOKA U OCTPYIO
UIIEMUI0 MHOKAp/a JUisl ONpesieieHus ""cyXxoro Beca" U 1eaeBoro oobema yapTpaduibTpaluu JUaaIu3HbIM
NalUeHTaM C CEepJeYHON HEIOCTATOYHOCTBIO IIeJIeCO00pa3HO MpPOBEACHHE OMOMMIIEJaHCOMETPUH (CM.
BBIIIIE).

AHTurunepreHsuBHas tepanus nanueHtaMm ¢ XbBII u cepaeuHoil HEIOCTATOUHOCTHIO MPOBOIUTCS
IO BBIIIEU3JI0KEHHBIM IIPUHIUIIAM.

OddexTuBHbIl KOHTpOdb Al KpailHe BaxkeH I JeTed C CepAeyHON HEAOCTaTOYHOCTHIO.
[Ipenaparamu BbiOOpa saBisitoTcss HAIID/AHTaroHucTsl perentopoB anruoteHsuHa Il (mogpobuee - oM.
Knunnueckrne pexomMeHAaluy MO apTepuaibHOW THIEpPTEH3Uuu y jaered M mnoapoctkoB). Heobxomumo
noMHUTb, 4T0 MAIID/AHTaroHucTH peuentopoB anruoteHsuHa Il mporuBonokaszansl npu XBII 4 cr.
(CK® <30 mu1/MHH), HO MOTYT IPUMEHATHCS Ha quanu3Ho ctaaun XbIIL.

- Pexomennyercs npumeHATh auypetuku mnauueHtaM ¢ XbBII 1-4 cragum npu cepaeuyHoi
HEJI0OCTaTOYHOCTHIO Ha (DOHE U C IEJIbI0 KyNUPOBaHUs Tunepruaparanuu | 138].

(YYPC, YA 5)

KomMmMeHTapuii: Ha3Ha4Ye€HHE JUYPETUKOB BAPBUPYET B 3aBUCUMOCTH OT ctagun XbII. AHTaronucr
IBJJOCTEPOHA (CIUPOHONAKTOH™*) MokeT mpumeHatbess y aereit Ha 1-3 cr. XBIl ¢ TmarenbHbIM
KoHTposieM ypoBHs Kamus. Ilpu XBII 4-5 cT. ero mpuMeHeHuEe HE MOKa3aHO M3-3a BBICOKOIO pHCKa
runepkanuemMun. IIpoTuBomokasaHo coderaHuss crnupoHonakroHa** ¢ WAIID/AnTaroHucramu
peuenTopoB aHrnoTeH3uHa II.

TuasunHble TUYPETUKU (THIPOXIOPOTUAZUA**) NP CepACUHON HEAOCTATOUHOCTH LEIeco00pa3Ho
HazHadath fetssMm ¢ XBII 1-3 cr., HK IIA, ymepennoit runepruaparanueid (paspemern mo MHCTpykmum

27.09.20222 Cucrema TAPAHT 46/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

netssM ¢ 3 ner). TwasuaHble IUYPETHKH MOTYT MPUMEHATHCS B codeTaHuu ¢ HAIID/AHTaroHucTh
peuentopo anruotensuna Il. Ilpu cumxennn CK® <30 Mir/MUH THAa3UIHBIE TXYPETHKH HEAPPEKTHBHBI.

[TerneBbie auypetuku (pypocemun**) mokazansl nersm ¢ HK IIB-III, 3amepxkkoit KuakocTw,
orekamu Ha so0oii cragun XbII. C nenpio ckopeiiiero KynupoBaHus TUIepruapaTanuu, Gpypocemua**
MOXXET TPHUMEHAThCA Ha nuanu3Ho craguu XBII y OOJbHBIX C OCTaTOYHOW (YHKIHMEH IOYEK, B
nornosHeHne K rnposereHuto uHTeHcHBHOTO I1/1 mm T'JI. JnurenbHblii npuem ¢ypocemuaa™* moxer
CIPOBOIIMPOBAThH TUIIOKATHUEMHUIO, KOTOpasi 0COOCHHO HeKelaTellbHa Ha (JOHE MPUMEHEHHUS AUTOKCUHA™**,

[Ipy npumMeHEeHMM TETIEBBIX M THA3WAHBIX JUYPETHUKOB Yy MAlMEHTa C CeplAeYHOMU
HepoctatoyHocThio M XDBII crnemyer perynsaphHo (He MeHee 2-X pa3 B HEAETIO 10 CTaOWIM3aluu
COCTOSIHUSI) KOHTPOJMPOBaTh YpPOBEHb KalMsl W HaTpus B CHIBOpOTKE KpoBu. [lpum pazButun
TUIMOHATPUEMUHU, THIIOKAJUEMHUH TOKa3aHa KOPPEKLHs J103bl TUYypEeTHKAa W Ha3HAYCHHE OTAlUU Kalus
NEPOPATILHO UM BHYTPUBEHHO.

- Pexomennyetcs ucnonwsizoBats y nanueHToB ¢ XbII u ¢ HK IIB-III ct. mpemapatsl, ob6naaaromue
MHOTPOIIHBIM JIEUCTBUEM, IPU 3HAYUTEILHOM CHW)XEHMM COKPATUTEIbHOW CIHOCOOHOCTH MHOKapjaa
(ppakuus Beropoca JDK mo nanueiM Ox0-KI' <40%) B cOOTBETCTBUU C KIMHUYECKUMHU PEKOMEHIAIMSIMU
110 XPOHUYECKOM CepACYHON HETOCTAaTOUHOCTH Yy Aetert [190]

YYPC, YOI 5)

KommenTapuii: Jlurokcua** Ha3Hayaercsi AETSAM C CepACYHON HenocTaToYHOCThI0 Ha (hone XBII
TOJIBKO MIPU HEJOCTATOYHOU 3(h(PEeKTUBHOCTH BBINICYKAa3aHHOUN Tepanuu (KOPPEKLHUU THIEPTUapaTalud U
AT’). ITockonbKy ITUTOKCHH** BBIBOAMTCS B OCHOBHOM IMOYKaMH, ero ucmonb3oBanue npu XbBII 3-5 cT.
COMPSDKEHO ¢ moOo4YHbIX  3ddekToB  (Opamukapaus, OSKCTPACHCTONMSA, CHHOATpHAbHAs U
aTpPUOBEHTPUKYJIApHasa Osokana, nenpeccusi cermenta ST na OKI). IIpu XbII 3-5 cr. "no3a Haceimenus"
HE MPUMEHSETCS, TUTOKCUH™* Ha3HauaeTcsi B MUHUMAIbHON mojanepskuBatoieii goze (5-10 MKr/kr/cyT).
Knunnueckuii a3 dext pazBuBaercs Ha 2-3 cytku. [Ipu orcyTcTBUE 3P QeKTa He CleayeT MOBIIATh 103y
murokcuHa** game, yem 1 pa3 B 3 nHsa. [Ipu Bo3HUKHOBEHHH MOOOYHBIX 3(PHEKTOB 103y HEOOXOIUMO
YMEHBIINUTh COMNIACHO MHCTpYKIMH K mpenapary: npu CK® 50-80 mi/MuH cpeaHsisi MOAIEpKHUBAOIIAs
7103a cocTaBisieT 1/2 oT cpeaHelt MoAaepKUBAIOLIEH H03bI AJIs JIUL] C HOpMAJIbHOW (YHKIMEH NoYek; mpu
CK® menee 10 mu/muH - 1/4 or cpenneil nosel. Ha mpaktuke nosa nurokcuna*™* y nereit ¢ XbII
noaoupaercss MHIUBUAYaIbHO, B 3aBUCUMOCTH OT KJIMHUYECKOTo 3(pexra 1 nepeHoCUMOCTH.

['unokanuemuss Ha (oHE NPUMEHEHUS JUTOKCHMHA™**  crocoOCTBYeT  BO3HMKHOBEHMIO
9KCTPACUTONNHU, apuTMUH. [Ipu UCONb30BaHUM JUTOKCHHA™™* B COUETAHUU C METIEBBIMU M THA3UIHBIMU
JTUYpETUKaMU CJeIyeT TIIATEJIbHO KOHTPOJIMPOBATh CHIBOPOTOUYHBIM YPOBEHb Kaius (HE pexe 2-X pa3 B
Heneno) u DKI (exxeHeneapHOo 10 CTaOMIH3aIlii COCTOSTHHS )

Anpenepruueckue u aodamuHepruyeckue cpencrsa (HernukosuaHble WHOTPONHBIE NMpeHapaThl
ObIcTporo aedcTBUS: (HomamMuH**, n100yTaMuUH**) HCHOJB3YIOT TIPU  OCTPOH  JEKOMIIEHCALUU
KpOBOOOpAIIeHUs C PEe3KUM CHIDKEHHEM cepiedHoro BwIOpoca, mazeHueM AJl. Hasznawarorcs
BpPayOM-aHECTE3UO0JIOTOM-PEAHMMATOIOTOM ITYTEM JUIMTENIbHOW MeUIeHHOW MH(Y3UH B YCIOBUAX HalaThl
MHTEHCHUBHOW Te€panuu, Mol NOCTOSHHBIM MOHUTOPHBIM KOHTposieM A/J[ u OKI'.

ok 6eTa; —apEHOPELIETITOPBI .
JoOytamMuE** cTUMYIHpYET MHUOKap/ia U BBI3BIBACT MOJIOKUTEIIbHBIN

uHOTponHbIN 3ddexr. Ymepenno ysenuunBaer YCC, ynapHblif 1 MUHYTHBIH 00BEM ceplilia, CHUXKAET
OIICC u cocyaucToe CONpoOTHBICHUE B MaJIoM KpyTe kpoBooOpaienus. Cuctemuoe AJl CyIecTBeHHO HE
MOHMXKAETCS. YBEIMYMBAET KOPOHAPHBIH KPOBOTOK, CIOCOOCTBYET YIYYIIEHUIO CHAOKEHHsI MHOKapna
KHCJIOPOJIOM, YMEHbINIAET JIaBJICHUE HAIOJHEHHUs JKEeTyJI0uKoB cepana. D¢ ekt pa3BuBaercs uepe3 1-2
MHH U JOCTUraeT Makcumyma yepe3 10 MuH.

IIpu octpoit HK pgoOyramun** wnHaznauaercs B nmoze 5-10 wkr/kr/mun. JloOyramma™**
MeTa0OoIM3UPYETCs B MEUEHU, YMEHBIICHHUS J103bl Y JIeTel CO CHMKEeHHEM (PYHKIMU MoYeK He TpedyeTcs.
JlonmamMuH** B TepaneBTUYECKUX [03aX CTUMYJIUPYET N0paMUHEPrHUYEeCKHE PElenTopbl, B OOJBLINX -
BO30yXJaeT OeTa-apeHOpELeNTOpbl, B BBHICOKUX - M OeTa-, W aibda-agpeHopenenTopsl. Boi3biBaeT
MOJIOKHUTENBHBIM WHOTPONHBIN 3 dekT, yiayumaer nepudeprudeckoe KpoBooOpameHue (0COOEHHO TPH

27.09.20222 Cucrema TAPAHT 47/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

IIOKOBBIX COCTOSIHHUSIX), M30MpaTeiabHO DPACIIMPSET MOYEUHbIE apTepUH; HE3HAUUTEJBHO YBEJINYMBAET
UCC, nossimaer notpedHocTh MuOKapna B kuciopoae, OIICC u AJl. B noze ot 5 go 10 MKr/kr/mun
OpUMEHSeTCs B Cllydae JEKOMIIEHCUPOBAHHOM pedpakTepHOM cepAeyHOM HEeAOCTaTOUYHOCTH JUIs
YBEIMYEHUS CEPICYHOTO BBIOPOCA, CTA0MIN3AMH YPOBHS CUCTEMHOT0 AJl, yBeMUeHus Tuypesa.

Jonamua** ObICTpO MeTa0OMM3UpYEeTCd B IIEUEHHM, IIOYKaX M IUIa3Me [0 HEaKTHBHBIX
MeTa0oauTOB. JlelCTBHE pa3BUBAETCS B TEUEHHE 5 MHH, MPOAODKUTENBHOCTh JeicTBusl MeHee 10 MuH
nocie uapys3un. J{o3a nogdupaercss MHAUBUYAIbHO, IPU CHIPKEHUHM (YHKLUHU IIOYEK CHUXKEHMS 103bl HE
TpeOyercs.

3.1.4. MuHepaibHO-KOCTHbIe Hapymenusi npu XbII

Lensto Tepanmn MKH-XBII sBisercss mpoduiakTika U JedeHHEe BTOPUYHOTO THIIEpIapaTHpPE03a
(BI'TIT), npuBojsmiero K HapylIEHUSM CTPYKTYpPbl KOCTH M TSDKEJBIM IOCIEACTBUSAM CO CTOPOHBI
CEpIEYHO-COCYAUCTON crucTeMbl. [Ipn 3TOM ciaexyeT NOMHUTh O BO3MOXKHOCTH Pa3BUTHUS aJIMHAMUYECKOU
00JIe3HM KOCTH, BO3HHUKAaIOLIEW B pe3ylbTaTe HEKOPPEKTHOIO W/WIM YPEe3MEPHOIo JICUEHUs
THIepraparupeosa. AJeKBaTHas Tepanus BKIIOYAaeT KOPPEKIHMIO BBICOKOTO YpoBHs ¢ochopa mpu
NOJJEPKaHUU HOPMAJIBHOTO YPOBHS KajbLMs B CBIBOPOTKE KPOBH, BOCIIOJIHEHHE YPOBHS BUTaMuHa D u
KOppekuus anoManbHoro yposus I1TT.

- Pexomennyercst y manuentoB ¢ XbII 3-5]1 craguu (pexxe y mamuentoB ¢ XbBII 2 cragun) c
runepdocdaremMueii TPOBOAUTH JICUCHHE, 00SCIICUNBAIOIIEE JOCTHKCHHE [EICBOI0/HOPMAIBHOTO YPOBHS
P, B cooTBeTcTBUU ¢ pedepeHCHBIMU IpeenaMu JUlsl 1aHHOW 1a0opaTopuu € LENbI0 CHU)KEHUS! PUCKOB
HEOIaronpusATHRIX KIMHUYECKHUX TociencTBuii [191].

YYPC, YA 5)

KommeHTapnii: PexkoMeHnnanus ocHOBaHa Ha pe3yJibTaTax KPYHHBIX METAaHAJIU30B BO B3POCIIOMN
HOIYJISALUHN, KOTOPbIE yKa3blBalOT HA MOBBIIIEHHE CMEPTHOCTH OT CEpAECYHO-COCYIUCTBIX COOBITHI IMpH
NPEBBIIIEHUH KOHLIEHTpAaUid P CHIBOPOTKM KpPOBM BBIIIE BEPXHEH TpaHUIbl PePEepEeHCHBIX 3HAYEHHM
(>1,48 mmonb/m) [192]. CregyeT MOMHHUTB O TOM, YTO HOPMaJIbHbIN ypoBeHb (ocdaTa B CBIBOPOTKE KPOBU
BapbUPYET B pa3Hble NMEPUOJIbI A€TCTBA (CM. Mpuioxkenue A3.18): camblil BBICOKUH Y MIIQJICHIIEB JIO TPEX
MecCsIIeB M IMOCTENEHHO CHUXKAeTcsl ¢ Bo3pacToM peOeHka [193]. Jlns mocTwkeHHs LENeBOTO ypOBHS
docdhara cCcymecTBYOT JBa IyTH: JUETHYECKOe orpanuueHue Qocdopa W  HUCMIOIB30BaHUE
docar-cBa3bIBatoMX BemecTB - [IpemaparoB ais JedeHUs TUIEpKaTUeMMH U TumnepdocdareMun
(pocdar-ounnepos). s onpenenenus HanOosiee 3(p(HEKTUBHOW TAKTHKU CHUXKEHMsI YPOBHs ¢ochopa
clleflyeT YUYHUTHIBaTh ClleAyrollee: (QYHKIHMOHAJIbHbIE BO3MOXHOCTH (YHKLIUHU IOYEK, CHOCOOHOCTh
skckperuu P; komuuectBo P, moctymnatomiee ¢ mutanueM u jekapcrBamu; Hannuue bOH; HeobxoaumocTs
[apeHTEepPaIbHOTO TUTAHMS; BBIPAXEHHOCTh METa0OJMYECKOro amua03a; 3(PQPEeKTUBHOCTb MPOLEAYp
3aMECTUTEIbHON TOYEYHOM Tepamud U BO3MOXKHOCTM MHTEHCU(UKALMM JUAIU3HOW Teparuu;
KOHIIGHTpaluio (M30BITOK WM HEIOCTAaTOK) BHTaMUHa /J[; NMpaBMIBHOCTH MpHeMa MpenapaToB s
CHIKeHus ypoBHs P; Tspkects knmHuueckux nposiaeHud BI'TIT u 4yBCTBUTENBHOCTH KOCTHOM TKaHH K
uHTakTHOMY IITT'.

- Pexomennyetcs nanuentam ¢ XbII ymenbmunTs numieBoi pochop 1o BozpactHoit HopMmel (DRI),
koraa koHueHrpauus IITI' B ceiBOpoTKe KpoBM IpeBbIMIACT LieeBOM auana3oH g craguu XbII, a
ypoBeHb ¢ocdaTa B CBIBOPOTKE KPOBH HAXOAUTCS B TIpe/ieaX HOPMBL. [4].

YYPC, YA 5)

KommenTapuii: nmotpe6HOCTh B nuieBoM (ocdope - B npuioxenusx A3.8, A3.9, pedepeHcHbII
npezen KoHIeHTpauust Gocdopa B CHIBOPOTKE KPOBH - B npuioxkenun A3.18, neneBoil auanazon IITT,
docdopa u kanprus as ctaguit XbII npencrasnen B npusioxkennn A3.19.

VY nereit ¢ nmoseienueM u IITI, u ypoBHS docdara B chIBOpOTKE KpOBH MNuUIIEBOH (ocdop
JIOJDKEH OBITH J0TOMHUTENbHO orpanndeH 10 80% DRI [194] npu coxpaneHun aieKBaTHOTO MOTPeOICHUS
6enka (cMm. npuioxkenne A3.12, A3.13). Ha ¢one runodochatHoit aueTsl HEOOXOIUM KOHTPOJIb YPOBHS
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dbocdopa B CHIBOPOTKE KPOBHU HE peke, ueMm 1 pa3 B 3 mecsna npu XbII 3-4 cranum u exxeMecsuHo TpH
XBIT 5 cr.

Orpannuenue P B muie npuBoAMT K CHIKeHUIO (ocdopa 0e3 MpUMEHEHHUs IpernapaTroB AJis
nedenus: runepdocharemun. [Momumo mnuieBoro opranmdeckoro Gocdopa (OSTKH pPaCTUTEIBHOTO U
JKUBOTHOTO TPOMCXOXACHUS - Ta0d.5) He creayer 3a0bBaTh 00 OrpaHUYCHUH MOTpeOIeHUs
HEOpPraHW4YecKoro P, comepskamierocss B THUIIEBBIX J00aBkax (aHTuokcuaaHThl: E338-E343, E442,
E450-E452, smynsratoper: E544-E545). Iponent ux abcopOuun B kuieunuke cocrapisier 80-100%. O6
3¢ (HEeKTUBHOCTH TaKOrO TOJIXOAa CBUICTEILCTBYIOT JaHHbIe Heckonbkux PKW [195, 196, 197].
Oprannveckuii P Ha pacturenbHO ocHOBe MMeeT HHM3KYIO0 OuonoctynmHocTh 20-40%, P xuBOoTHOrO
HPOMCXOXKACHUS UMEET YpoBeHb Onogoctynnoctu 40-70%.

[IponykTsl THTaHHUS C HHU3KUM COJEp>KaHUEM P MO3BOJISIOT YacTUYHO KOMIIEHCHPOBATH
NOJIOKHUTEIbHBIN Oanmanc P B opranm3me Oe3 3HaumTenbHOro pucka passutusi bBOH. Ilpu koppekimm
notpebnenus nuuieBoro P npu XbBII 3-4 ctanuu y4utbiBaeTcs CTENEHb CHUKEHHS DKCKpeuu P moukamu

2
B 3aBucuMocT 0T CK®: na 30 mr P/cyr na kaxasie 10 ma/mun/1,73 M npu CK® 70-40 ma/mun/1,73

% ; Ha 100 mr P/cyT Ha kaxabie 10 mur/mun/1,73 M npu CK® <40 ma/mun/1,73 % .

Cnenyer m3beraTb CHHXKEHHs YpOBHS (pocdaToB B CBHIBOPOTKE KPOBH HUXKE PEKOMEHIYEMOI'O
YpOBHS, Tak Kak runodocparemMuss MOXKET HMETh HEraTWBHbIE IIOCIHEACTBHSI JJIs  Ipolecca
MUHEpAIM3alMKU KOCTU U JIMHEMHOTO pocTa nanuenta [ 194, 195, 196, 197].

- Pexomennayercs nmamuentam ¢ XbBII 3-5 cT. ymepenHoe orpannyenue norpednenus ¢ocdopa c
MUIICH U1 KOHTPOJIs ypoBHSA (ocdopa B CbIBOpOTKE KpoBH [4, 110].

YYPC; YA 5)

KommenTapuii:  O¢d¢dexkTuBHOCT,  JaHHOIO  HOAXOAAa  HOATBEpXKJIEHAa  METaaHaJIM30M
PaHIOMHM3HPOBAHHOTO  KIMHHYECKOTO  HUCCleloBaHHUA.  JlOCTOBEpHBIM  MOJNOXKHUTENbHBIN 3 dekT
JIOCTUTaeTcs MpPU BBINOJIHEHUH PEKOMEHAAlUH B Te4eHHe MHMHUMYM 4-X MecsueB. Bpau-nedposor
CaMOCTOSITENIbHO MJIM COBMECTHO C BPAauyOM-JIMETOJIOTOM IPEAOCTABISIIOT MALMEHTY U €ro pPOAUTEISIM
HEOOXO/IMMbIE€ 3HAHUS M HABBIKM JUIsI 00€CHeueHUs] MPAaBUIIBHOTO NMUTaHMS, NPOQUIAKTUKU U JICUEHUS
runiepdocdaremuu [ 198, 199, 200, 201, 202].

- Pexkomennyercs  mammentam ¢ XBIl  HazHaueHume — mpemaparoB, — 00JaJarOLIMX
dochar-cBa3piBaromiuM 3pdexrom - Ilpenmaparsl s JiedeHUs THNEpKaIueMHH U runepdochareMuu
(ochar-6unnepoB), Korga AMETHYECKHE Mephl HEIOCTaTOYHO dA(PQPEKTHBHBI JUII  KOHTPOJISA
CBIBOPOTOUHOTO YpoBHs ochopa u/umm IITT [195, 203, 204].

YYPC, YA 5)

KommenTapuii: VYuursiBasg, uro ¢yHkuus [IpemapaToB s JiedeHUs TUINEPKAIMEMUU U
runepdocparemun (pocharcBa3bIBAIOIIMX TPENapaToB/OMHICPOB) 3aKIHOYAETCs B IPEIOTBpAIEHUH
BcacelBaHMsl Qochopa ¢ mumiei, Bce mpemapaTsl AJis J€UEHUs TUIEepKaIMeMuu U runepdocpareMun
cnenyer mpuHUMATh 3a 10-15 MuHYT 10 wim Bo BpeMms eabl (cm. mpuiokenue A3.21). TlockonbKy ux
CIOCOOHOCTh CBSI3BIBaTh (hochaThl OrpaHUuYEHA, €CTh HEOOXOAMMOCTH COOJI0/IaTh TaKXKE NUETUUYECKHE
HpenUCcaHus 10 OrpaHMYEHUIO MUIIEBOro (ocdopa.

CaMbIMH TOCTYIIHBIMH B 3TOIl TpyIilie IpenapaToB ABISAIOTCA NpenapaTtsl Kanbuud. [Ipumensercs
KapOOHAT KaJbIMs M aneraTr Kanblus (B PO 3apeructpupoBaHbl Kak OMOJOTMYECKU AKTUBHBIE J100ABKU
[129].

[lpy Ha3HayeHHMU TMpenapaToB KalblMsi CJEeIyeT YYWUThIBaTh, 4YTO oOIiee MoTpediaeHue
3JIEMEHTAapHOI0 Kajblus (BKJIHOYAsl MUIIEBOM Kaypliui) He noikHO mpesbimarh 200% DRI (cyrounoit
norpedHoCcTH), HEe 60s1ee 2500 Mr/cyT It MOAPOCTKOB U MOJIOJBIX B3pOCIbIX [ 194].

[Ipenaparsr kanpus (Kameiuii comepskamniue dochar-OuHaEpsl) HE TOJDKHBI HCIOIB30BATHCS B
KayecTBe MOHOTEpaluu Yy T[alUeHTOB C Tulepkanbiuemuend. Jlnsg dToW Trpynmbl  MalUEHTOB
npeanoututenbHel - Ilpenmapatel s sedeHus — runepkanuemud M runepdocdaremun  ("He

12150

KaJblIUi-cofepkaime” OMHIEphl), HanpuMep #Hcepenamep™** (HauasibHas 103a MI/KT/CYyT, 1O
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163£46 Mr/kr/cyT) (Ha3HaueHue off-lable B meguarpuueckoii nmpakruke) [205].

[Ipenaparpl anmroMuHus (QATFOMUHHKR-coaepkamme Gocdar-OMHAEpbl) HE CIEeayeT HCIOJIb30BaTh
npu XbBII u3-3a X TOKCHMYHOCTH, CBSI3aHHOM C QJIIOMMHUEM, a TAKXKE MOTOMY, YTO LUTPAT KaJbLHUA
yBenuuuBaeT abcopoumio anmromunus. [Ipenaparsr maraus (pocdar-OuHmepsl Ha OCHOBE MarHusl TakKe
UMEIOT OIPaHUYEHHOE NPUMEHEHHUE H3-3a PUCKA TMIIEPMArHUEMHUM, TMIEpKaaueMuu u auapeu. [204].
[Ipenaparsl 115 JaedeHus TunepkanremMuu u runepdocdaremun (pochar-OuHmepsl, cogepkanme JaHTaHa
KapOOHAT U MpenapaTsl jKee3a) A0 HACTOSIIEro BpeMEHH IIUPOKO HE UCTIONb30BAINCH B MIEAUATPUIECKOM
npakTHke. B HacTosiee BpeMsi IpOBOASTCS MHOTOILICHTPOBBIE UCCIIEIOBAHUS 3TUX MPENapaToB.

- Pexomennyercs mammentam ¢ XbII Tepanus ¢ HazHayeHus HATUBHOrO BUTamMMHAa D m ero
aHajoroB (#3prokanprudepon win kKonekanbiudpepon™*) mpu XbII 2-5D cT., korga ypoau 25(OH)D B
CBIBOPOTKE KpoBH HIkE 30 Hr/Mil (103upoBKHU cM. B [Ipunoxennn A3.22) [4, 128, 204].

(YYPC; YA 5)

Kommenrapuii: [lepunut Butamuna D BeisiBisiercst y 6onpmmacTBa neteid ¢ XbII u ciocoOcTByer
nanpHelmemy nporpeccupoBanuio XbII. Onpenenenne craryca Buramuna D (cm. mpunokenue A3.22) u
Tepanus HaTUBHBIM BUTAaMHUHOM D M ero aHajoramu W/WiM aKTUBHBIMHU aHajoramMu BUTamMuHa D u ero
aHanmoramu (cM. npuiiokenne A3.23) B ciaydae ero AedUIMTa UTPAIOT BAXKHYIO POJIb B yCIIEXE TEparuu
MKH-XBII.

Tepanus ButamuHoM D M ero asajoramu pasjeineHa Ha 2 JTana: l-il - HMHTEHCHUBHOE
BOCCTAHOBJICHHE KOHLIEHTpAlMU BUTaMUHA D (MPOIOIDKUTENBHOCTh 10 3 MECSIEB MOJ KOHTPOJIEM
25(0OH)D); 2-i1 - mognepxwuBaromias ¢a3za. JleueHue BuTaMuHOM D ¥ €ro aHaJIOTaMu CJIeIyeT MPEeKPaTUTh,
korna koHnentpaus 25(0OH)D npessiinaer 48-50 Hr/mit) WK B cily4ae THIEPKAIbIUEMHUH.

- Pexomennyerca y mnaumentoB ¢ XbBII 3-5D cr. u npusznakamu BITIT koppektupoBathb
HepocTaToyHOCTh win nedunut 25(OH)D B kpoBHu HazHadeHHeM Kousekalbludepona** mo HazHaYeHUS
aKTUBHBIX (opM BuTaMHHA D U ero aHanoros (anphakanbIuaon™**, KaabIUTPHOI™*, TapUKATBIUTON**) ¢
LEeIbI0 CHWKeHUs uHTtakTHoro I1TT [129].

(YYP A; VI 2)

KommenTapuii: @u3nonorndeckoit OCHOBOM ISl UCIIOJIb30BaHUS KoJeKanbludepona** Ha nepsoM
stane koppekuuu BIITI' (wim B coderaHuu c akTUBHBIMU (popmamu BUTamMuHa D U ero aHaioros)
ABIsieTCs ero 1-anbga-ruIpoKcuia3Has akTUBHOCTb B 3KCTpapeHAIbHBIX KJIETKAX, YTO JaeT BO3MOXKHOCTh
nepudepudeckoro npespamenus 25(OH)D B kanbuurpuon. [IpuBenenHbie nccaeqoBaHUsT MOKA3hIBAOT,
YTO MpUMEHEHHE KoJeKkanbludepona** cHmkaer yposenb UIITI npu HU3KOM YacTOTe rUINEpKaIbIUEMUH
u runeppocdaremun. Jo3pl #xonexansuudepona** §00-1000 EJI/xr B Henento B TeueHue 12 Henenb
NO3BOJISIOT 3¢ (HeKTUBHO KOppekTHpoBaTh ypoBeHb 25(OH)D u npusoasat k camxenuto ullTI [207, 208].

s xoppexuuu BI'TIT npu Henocratounoctu (20-29 ur/mn) u nepunure (<20 Hr/mi) BuramuHa D
Heo0XoauMo JocTikeHne koHueHntpauuu 30-50 ar/mn [209]. Jleyenue xonekambiudepoaoM™* cremgyer
IpeKpaTuTh, eciau KoHueHTpauus 25(OH)D B cbiBopoTke mpesblmaer >50 HI/MI W/MIM KOTJa ypOBEHb
0011ero Kanblus B CBIBOPOTKeE mpeBbimaet 10,5 mr/nmn (2,62 MMmob/i).

Koad¢uiuenTtsl nepeBosa e€AUHUI U3MEPEHUS U3 METPUYECKOM CHCTEMBI B MEXIyHApOJHYIO
cuctemy eaunuil (CH) - B mpunnoskennn A 3.14.

- Pexomennyercs nmanuentam ¢ XbII 3-5D cragun ¢ ypoHeM ullTI" Bbile nieneBbIx 3Ha4€HUN U
HopManbHOU KoHIeHTpanueil 25(OH)D u npu orcyTcTBMM MPOTUBONOKAa3aHUH ¢ Lenbto koppekunu BITIT
Ha3HAaYUTh 0a30ByI0 Tepamuio AaKTUBHBIMM MeTaboJauTamMM BHTaMMHa D u ero aHamoramu
(ampakanprmaonoM™*, #ramprutpuonoM** (gersm ¢ maccoit terna <10 kr - 0,05 MKr uepe3 AeHb, C
maccoit tena 10-20 kr - 0,1-0.15 mxr exxenneBHO, ¢ Maccoi Tema >20 kxr - 0,25 MKT exxeHeBHO [129])

#napukanpuuToIOM** (mpoTuBoMoka3aH no Mucrpykuun netsim 1o 10 et B JekapCTBEHHOH
¢dbopmMme Karcynbl U 10 18 et B BUJe pacTBopa Juisi BHyTPUBEHHOTO BBEJIEHUS (Karcybl -#- 1 AeTel 110
10 ner (nazHavarotcs aetsm ¢ 10 meT - crapToBas 103a - 1 Mkr/cyT) [210] BHyTpUBEHHO B CTapTOBOMU J03€
0,04 MKr/KT, ecnu MCXOIHBIM YPOBEHB MapaTUPOUIHOTO TopMmoHa B KpoBu <500 Hr/m wim 0,08 MKr/kr,
€CIIM MCXOJHBIN YpOBEHb MapaTUPEOHTHOrO TopMoHa B kpoBU >500 Hr/m. Jlo3y ysenuuuBaior Ha 0,04
MKI/KI KaxKIple 2 Helelau 10 TeX Mmop, moka He mnpousounuio# yposeHb [ITI cumsuncs nHa 30% mo
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CPaBHEHHUIO C MCXOIHBIM WJIM JIO JOCTHKEHHUS YPOBHS Kajiblus Oonee 11 mr/mn (>2,74 mmonb/n) wnu

kansiui-pochoproe npoussenenne (Ca x P) Gonee 75 mr® /ot (>6,04 Mmoo /1 ) [206].

(YYPB; Y11 2)

Kommenrapuii: Jleuenune ykazanHbiMH Tmpenaparamu npu XbII 3-5D cragum, cBsizaHo co
CHIDKEHHEM (aTajbHBIX KapAHOBAaCKYJSPHBIX coObrtuid [211, 212, 213, 214, 215]. Jleyenue mo0bIM U3
yYKa3aHHBIX MpPErapaToB COMPSHKEHO ¢ 0ojiee M3BECTHBIMM PUCKAMHU PA3BUTHUS THIEPKaJIbIIEMHH, YTO
ClIeyeT Y4YWUTHIBaTh MPU BBIOOpE ITHX MpermapaToB (HE Ha3HAYATh MPU TUMEPKAIBIHUEMHUN) W IPU
MoHUTOpUpoBaHUU 3ddekTa Tepanuu. B 1enom, #nmapuxanbIuTon™* M #KaIbIUTPHOI** HE HMEIOT
CYIIECTBEHHBIX pa3IWyuil MO BIUsAHUIO Ha KoHueHTpauuu Ca, P, akrtuBHocth I[®D, HexemarenbHbIX
SIBJICHUW y B3pOCJIbIX NMAIIMEHTOB Ha auanuse [216, 217, 218].

AxTtuBHbIe (opMbl BUTaMUHa D 1 ero ananoru (#xkampuurpuon™* (metsim ¢ Maccoit tena <10 kr -
0,05 Mkr yepe3 nenb, ¢ Macco tena 10-20 kr - 0,1-0.15 MKr exxenHeBHO, ¢ Maccoil Tena >20 kr - 0,25 MKr
exeaHeBHo [129], anppakanpuugon**), a taxxke #mapukambIUTON** (MpoTHBONOKa3aH Mo WHCTpyKIun
netsm Ao 10 set B ekapcTBEHHOM (Gopme Karcynbl U 10 18 jer B BuAe pacTBopa Uisi BHYTPUBEHHOTO
BBeICHUS (Kamncynsl -#- s aereit 1o 10 et (Ha3navarores netsm ¢ 10 et - craproBas 1o3a - 1 MKr/cyT)
[210] BHyTpuBeHHO B cTapToBOit A03e 0,04 MKI/KT, €CIIM UCXOIHBIA YPOBEHb MapaTUPOUJIHOTO TOPMOHA B
kpoBHu <500 ur/im umu 0,08 MKI/KT, €clii UCXOTHBIA YPOBEHb IMAPaTHPEOHIHOTO TOPMOHA B KpoBu >500
Hr/n. Jlozy yBenuuuBatoT Ha 0,04 MKI/Kr Kaxkaple 2 HeIelIHu 0 TeX MOp, MOKa He MPOU30ILI0# YpPOBEHb
ITI camswmiics Ha 30% MO CPAaBHEHHIO C HCXOJIHBIM HIIM JIO TOCTHIXKEHUS YPOBHS KabIus Oomee 11 mr/mn

2, 2
(>2,74 wmMmoins/) wnn  Kajbhuii-pocdoproe mnpomssenenue (Ca x P) Gomee 75 MP [ (>6,04

mmoms” /1 ) creayer BBOAWTD, Korjaa ypoBeHb IITI mpeBsiinaer meneBoe 3Hadenue, a yposens 25(OH)D
B CBIBOpOTKE mpeBbimaer 30 Hr/mil, Tpu OTCYTCTBHM THUIEpKaiblieMun u runepdocdaremun [206].
AxtuBHas popma BuTaMuHa Jl ¥ €ro aHajoru J0Ka3aiu CBOI 3PPEeKTUBHOCTb B KOHTpose ypoBHs IITI.
Her 00beKkTUBHBIX J0Ka3aTEIbCTB, MOJITBEPXKIAIOLUIMX BBIOOP OAHOTO W3 JApyrux. EcTh ykasaHus, 4TO
Ooiee celeKTHBHbIE mpenapaTsl BUTaMHMHa D u ero ananoroB (ambdakambiuaon**) a Taxke
#napukanpuuTon** (mpotuBonokazaH no MHctpykunum ngersm go 10 jer B sekapcTBeHHOM (opme
Karcyisl U 70 18 jer B Bujae pacTBopa Juis BHYTPUBEHHOI'O BBEJICHMS) OOBIYHO MPENNOYTHTEIbHBI IS
NAlMEHTOB C THUIEepKajgblemMuel Ha (oHe mpuema KaiabuuTpuona™*. CremyeT HCHOIb30BaTh CaMylo
HU3KYIO 103y JUIsl JOCTH>KeHHUs 1eneBbix kKoHueHTpauni I1TT u nopnepxanus Hopmokansuuemu. [locne
Hayaja Tepanuu YpoBHH Kajblus U Gocopa B CHIBOPOTKE CIEAYET U3MEPSTh HE PEXE OJHOrO pas3a B
Mmecsll (repBble 3 Mecsla), Jajiee - He peXke OJHOro pa3a B TpH Mecsua. JlocTHKeHHe 11eJeBOro 3Ha4eHus
IITT" B ceBoporke kpoBu pgerel ¢ MKH-XBII sBnsercs oauH W3 OCHOBHBIX HaIpaBICHUN B
KOHcepBaTuBHOU Tepanuu XbII.

TepamneBTuyecKuil alropuT™, OMMCAHHBIN BbIlIE (OrpaHMYeHue nuieBoro ¢ocdopa, [Ipenapars
JUIs JIeYeHUsl TurnepkanrueMun U runeppocdaremun (pocdar-OuMHaephl), Mpenaparbl KalbLUs a TakxkKe
BuTamuHa D u ero ananoros, #napukanpluTona**) He Bcerga 3¢ (HeKTUBEH A5 CHUKEHUS KOHIIEHTPAIUU
IITI". V oTnenbHBIX MAlMEHTOB CO CTOMKHMM TMIIEpHApaTUPEO30M, CIEAYET PACCMOTPETh BO3MOXKHOCTH
OPUMEHEHHUS  MPOYMX  AHTUINAPATUPEOUJHBIX  IpernapaTosB. [Muuakanpuer**  yBenuuuBaeT
qyBCTBUTEIBHOCTh KaJbLMI-PELENTOPOB MAPALIUTOBUIHON JKEJe3bl, YTO MPUBOAUT K IOJABICHUIO
cekpeunn IITI. V nerell onmbIT mpuMeHEHUWs MperapaTa IMOKa HEBEIMK, HO MMEIIIHECS YK€ JaHHbIE
CBUJIETEJILCTBYIOT 0 ero 3¢dexktuBHocTH B cHWwKeHuH ypoBHs [ITI. OpnHako, pHUCK pa3BUTHUS
TUIOKAbIMEMUU Ha (OHE Tepanuu LUHAKaldbleToM®™* TpeOyeT NpOAOIIKEHUE HCCIIEeTOBaHUS
6e3omacHocTH mpemnapara [219].

KoadduuuenTtsl nepeBojsa eAUHHI] MU3MEPEHUS W3 METPUYECKOM CHCTEMBI B MEXIyHApOAHYIO
cuctemy eaunuil (CH) - B mpunnoskennn A 3.14.

- Pexomennyetcst y manreHToB ¢ XBII n3derats yposus [ITI Hibke 11eneBoro aquamnasoHa ¢ 1eibio
npoHIAKTUKU Pa3BUTHUS afuHAMUYecKoi Oose3nu koctu [220, 221].

(YYPC, Y 5)
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Kommenrtapuii: Huzkue ypoBuu IITIT (Hmke "meneBoro ypoBHS") B CBIBOPOTKE KPOBHU MOTYT
NPUBECTH K Pa3BUTUIO aJMHAMHYECKON OOJIE3HM KOCTH, KOTOpas pa3BUBACTCS W3-32 YIHETEHUS
OCTEOKJIACTOB U OCTE00JIACTOB, CHUKEHHsI CKOpOCTH o0Opa3oBaHUs ocTeoujia. AnuHamuyeckas OoJe3Hb
MOKET TpuBeCTU K MU(D(HY3HOMY CHUKCHHIO MHUHEPATH3AINH, KATbIU(UKAIMA COCYIOB, BBIPAKEHHOM
3aJiep>KKe pOCTa, MaToJoruuyeckuM nepenomam. [lpu agunamuyeckoit 6one3nu koctu ypoBens [T Huke
1eNIeBoro, HopmainbsHasi akTuBHOCTH 11D, Ca u P HOpMmanbHbie Win NOBBIIeHB. OCHOBHBIMU JICYEOHBIMHU
MEPONPUITUSIMH SBIISIOTCSA CHIKEHUE J103bl UM OTMEHa BUTaMuHa D U ero aHajioros 0 HOpMallU3aluu

ypoBHs [1TT. Bo3amoxHO npuMeHeHne #KanbiuTproia™* mo 35 ur/kr 2 p./aen. [222] nam 1,18£0,21 \pyer

win 381254 yr/ir [223].

- Pexomennyercss mamuentam ¢ XbII 5D koHcepBaTMBHBIE METOIbI JICYEHHUSI COYETATh C
NOBBIIIEHUEM SJMMHUHAIMK P 3a cYeT yBeNWuYeHHWs JIUTENBbHOCTH W/MIM YacTOThl IPOLEAYP
3aMECTUTENIbHON MOYeUHOH Tepanuu (reMoauau3, MEepUTOHEANbHBIN AHain3a) C LEeIbl0 JOCTHKECHUS
IIEJIEBOT0 ypOBHs P 1 MUHMMU3aIMK KOJIWYECTBA IpenapaToB s JieueHus runepdocdaremun [191].

YYPC, YA 5)

Kommenrapuii: ¥V manuentoB ¢ XbBII 5/ cr. aumanu3 HMMeEEeT TIJIaBHOE 3HAYEHHE B KOHTPOJIE
KOoHLIeHTpauuu P B ceiBopoTke KpoBu. [locne ctangaptHoro 4-yacoBoro I'Jl KoJu4ecTBO BBIBEAEHHOTO M3
opraHusma P 1mo4tu coOTBETCTBYET €ro CyTouHOMY NoTpediieHuto ¢ nuuieil. BeiBenenue P nocpenctsom
METO/I0B 3aMECTUTEIbHOM MOUYEYHOM Tepalnu CyIIECTBEHHO JJIsl HOpMaJIU3aluu KOHLUEHTpauuu P B kpoBu
U UL KOHTPOJIS TMEeperpy3ku opranm3ma QocdaramMu. YBeIWYeHHE WHTCHCUBHOCTH AHMAJH3a SBISIETCS
OCHOBHBIM IIIarOM B Koppekiuu runepdochareMurd y NAIHEHTOB, 3aBUCUMBIX OT 3aMECTUTEIbHON
no4eyHou Tepanuu [224, 225, 226].

- He pexomeHayercs pyTHHHOE Ha3HaueHHE MperapaTtoB MJs Koppekiuu rurepdocdaremMun y
nanenToB ¢ MKH-XBII Tak kak B OOJIBIIMHCTBE CIy4aeB JIOCTATOYHO aJEKBATHOW KOMIICHCAIIMU
HEMEINKaMEHTO3HBIMU MeToaamu [227].

YYPC; YA 5)

KommenTapuii: Henenecoobpa3sHo MmIMpoKoe NPUMEHEHHE pa3IMYHbIX TPYIHI MpernaparoB Jis
neuenus: runepdocparemun y mnanueHtoB XbII 3-5 craauu. [lepBeiM 3Tamom ciieqyer mnocraparbes
KOMIIEHCUpOBaTh  runeppocdareMuro  HEMEIMKaMEHTO3HBIMH  MeToJaMM  (aJeKkBaTHas  JueTa,
JO3UPOBaHHbIE (PU3MUECKHE HAarpy3KH, HENpPEpPbIBHBIM KOHTPOJb 3a mporpeccupoBanuemM XbII).
OrpaHuyeHue NPUMEHEHUS IMIpernaparoB Ui JiedeHus runepdocharemMun, coaepikalux KajbIuii,
IPOJUKTOBAHO TMPEACTABICHUSIMU O HEOJAronpHUsATHBIX IOCIEACTBUAX IEPErpy3KH KaJblIUEM B
OTHOLIEHUM MeTaboiM3Ma KOCTHOW TKaHM M CEepACYHO-COCYIUCTOM CHUCTEMbI, BBICOKOTO pHCKa
kanpiubuiakcun [192]. Bompoc 6e3omacHocTH mpemapaToB JUisl JiedeHHsl runepdocdaremun npu
MKH-XBII ocraercss He BIOJHE ONPENEICHHBIM, 4YTO HE IO3BOJSET PEKOMEHJIOBAaTh IIMPOKOE
IPUMEHEHUE IPenapaToB, KOPPErupyoInuX YpoBeHb (pochopa B pyTUHHOM MpakTuKe. B ciydyae BbICOKOTO
pHCKa NPOTpecCUpoBaHMs KalbUM(UKALMKM W BO3HUKHOBEHMS CEpPAECYHO-COCYIUCTBIX COOBITHI
IPUMEHEHUE MpenaparoB uid JiedeHus runepdocdaTeMun, He COJAEp’KalIMX B CBOEM COCTaBE KaJbI[Hil,
Oonee onpasnano [228, 229].

- Pexomennyercs mnauumentam c¢ MKH-XBII meaunkamenTo3Hoe jeudeHue rumnepdochaTreMuu
npenapaTamMi, He COAEpKAIlMMHU KalbLUH, MU CTOMKON rumnepdocdareMuu mpu HEBO3ZMOKHOCTH HIIU
HEa/IeKBaTHOCTU JIMETHYECKOM Koppekuuu (ochopa U mpu HOPMAIBHOM WM MOBBIILIEHHOM YPOBHE
KaJIbIUs B CBIBOPOTKE KpOBH [227].

YYPC; YA 5)

KommenTapuii: [lpu mnpumeHeHuH mnpenapaTtoB Ui JeudeHHs TrunepdocdareMun KuIedHas
abcopOuus P cumkaercs He 6osee ueM Ha 200-300 mr/cyTku, 4To He oOecrieunBaeT HEUTpalIbHBIN OanaHc
dochopa 6e3 orpaHUUEHUs €ro B AMETE U HIUMHHALMHU TPU MPOBEACHUM 3aMECTHTEIbHON MOYeYHOMH
Tepanuu y nanueHTos ¢ XbII 5 cr.

- Pexomennyercs y mauueHToB ¢ goavanu3Hou cragued XbII cuMraTe 1neneBbIMH 3HA4YEHUS
HUPKYJIUPYIOLIEr0O MHTAKTHOTO IMApaTUPEOUTHOIO TOpMOHa B npeaenax 10 50%-ro npeBbllleHNs] BEpXHER
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rpaHuibl HOpMBI (HOpMma 10-65 mnr/mi) ¢ 1enblo0 OIGHKHM PHUCKOB Pa3BUTHUA M IPOrPECCHPOBAHUS
ocnoxxHeHuit MKH-XBII u cBoeBpeMeHHOM TepaneBTUYeCKO Koppekuuu [233, 234, 235, 236].

(YYPB; Y11 3)

KomMmmeHnTapuii: B psiie KOropTHBIX HCCIENOBAaHUN IIPOJAEMOHCTPUPOBAHO, 4TO noBblieHne ullTI
BBHIIIIC HOPMBI Y TAIMEHTOB ¢ aoauanu3Hoi craauert XbBII 3-5, cBsi3aHO ¢ pucKaMu HEOJIarompHUsITHBIX
coObiTuii. Ilpu mocrossuaOoM mpupocte ullTIT >2-x HOpM HEnecooO0pa3HO HAaYMHATH KOPPETHUPYIOIIYIO
MeTabOoINYECKYIO TePaIUIO.

- Pexomennyercst y mauuentoB ¢ XbII 5D cr. npoBoauts neuenue BI'TIT npu croiikom Gosnee uem
4-xpatHoM moBbImieHUH KoHIeHTpauuu uIITD (>260-300 nr/mi) ¢ 1enplo JOCTHXKCHHS IEIEBBIX
koHueHTpauui ullTI" s 3TOM KaTeropuu NaMEHTOB (B MHTEpBaJle 2-4-KpaTHOrO IPEBBILICHUS BEpXHEN
rparuiel HopMbl (130-260 nr/mun)) mis npenynpexaeHus kinandeckux ocioxkaeHuit BI'TIT u cHmwkeHus
pucka QaranbHbIX coObITHIA [227, 230, 231].

(YYPC; YO 5)

KommenTapuii: B nurupyemMom ucciaeioBaHUU MPOJIEMOHCTPUPOBAHA TEHJEHIUS K YBEIMUYEHUIO
PHUCKOB (aTalbHbIX COOBITHI Tpu yBenuueHuu koHmeHtpanuu ullTI B nuanazone 250-600 nr/miu. Bo
BCEX aHAIM3UPYEMBIX HCCIIEIOBAHUSAX MaKCUMalbHbIE pUCKU cMepTH oTMmedeHsbl npu ullTI >600 mr/mur.
Takum obpazom, oueBuaHo, 4yto jeuenue BITIT crnenyer naumHath mpu croiikom moBbimeHuud ullTI
>250-300 rr/mut, crapasch NpeaynpeauTh ero MOBbIIIeHHE 10 YpoBHS >600 nr/mi.

Cy1iecTBeHHas 10y CIydaeB 3aMo3[ajior0 Ha3HAa4YeHHs Tepaluu MPU OPUEHTHUPOBKE Ha Ooiee
HIMPOKUN Juana3oH HOpMbl (0T 2 1o 9 HopMm mno pexkomenaauusm KDIGO) cBsg3ana c Oonee
BBIpOKEHHBIMU OcioXkHeHusMU BI'TIT u moBbllleHMEM CMEPTHOCTH, a TaKXe CHM)KEHHEM OTBETa Ha
TEpaINuIo 13-3a HEOOPATUMBIX U3MEHEHHI OKOJIOIIMTOBUIHBIX Kene3 [237, 238].

- Pexomennyerca y naumentoB ¢ XbII 5D cr. ¢ runepkanpuueMuend NpPOBOJAUTH JIEYEHUE,
HaIpaBJIEHHOE Ha JOCTWKEHUE HOpPMaJbHOro ypoBHs obOmiero Ca B KpOBHU, JUIsl CHUXKEHMSI PHCKOB
HEeOJaronpusATHBIX COOBITUH. Y MAaIMEeHTOB, MOJIYYAIONIMX 3aMECTHTEIbHYIO MOYEYHYI0 TEpanuio ecTh
JIOTIOJTHUTENIbHAST BO3MOKHOCTh KOPPEKIUH TUMEPKANIbIIMEMUN C IPUMEHEHHUEM JHAJIU3HBIX PACTBOPOB C
HU3KUM COZIepKaHUEeM Kaiblus [35].

YYPC; YA 5)

KommenTapuii: Heo0XoaMMOCTh KOPPEKLMH TMIEPKAIBLIUEMHHU OOYCIIOBIEHA CYLIECTBEHHBIM
MOBBILICHUEM PUCKOB (aTaIbHBIX COOBITHH.

- Pexomennyercs y manueHToB ¢ XbBII 3-5D cT. ¢ runokanbuueMueil MpoBOJIUTh €€ KOPPEKLHUIO
TOJIBKO MPHU HaJIMYUU KIMHUYECKUX CHUMIITOMOB, CBSI3aHHBIX CO CHMKEHHEM YPOBHS OOLIETr0 Kajblus B
KPOBU /ISl CHIDKEHUS pHCKa HeOJarompHsATHBIX KIMHUYECKUX mocienctBuil. He pexkomenayercs
MIPOBOJIUTH TEPANUIO0 OECCUMITTOMHOM TUITOKAIBIIMEMHH [35].

YYPC, YA 5)

KommenTapuii: Jlerkas runokamsiuemust npu XbBII 3-5D craaum vame OeccuMOTOMHas, He
CBSi3aHA C TOBBIIICHHBIMH pUCKaMH (DaTaIbHBIX HCXOJ0B U acCOLMHPOBAHA CO CHIDKEHUEM oOIien
cmeptHocTH [239]. Crnemyer mNpoBeCTHM JIEUYEHHME, HANPABICHHOE HA KOPPEKLHUIO BBIPAXKEHHOM U
CUMIOTOMATHYECKOW  TUMOKAIBIIMEMUU JUIsI  MPEAOTBpAICHUs  HEONAarompUsATHBIX  MOCIEACTBHMA
(mporpeccupoBaHUs BITIT u ocreoaucTpoduu, HapyLIECHUS BHYTPHUCEPICYHOMN
poBOUMOCTH/yBenuyeHue uarepsaia QTc).

- Pexomennyercs y mammentoB ¢ XBII 5D ct. ¢ mepcuctupyromum ypoBaem ullTI" >600 nr/mi Ha
(oHE KOMIIEKCHON MEIMKaMEHTO3HOM Tepanuu B COYETAaHUH C THIEepKalbliueMHuel, Kaabluduiakcue,
runepdocdaremueii, pasButueM (GUOPO3HOro OCTEUTa, BHECKENETHOW KajibIM(pHUKaLMEl BBITOJHEHUE
MapaTUPEOUPKTOMUH C LENbI0 CHIDKEHUS PUCKA (PATalbHBIX COOBITUN W YIYUIICHHUS BBDKHBAEMOCTH
[232].

YYPC, yad4)

Kommenrtapuii: Crenyer OTMETHTh, YTO JaHHAs KJIMHUYECKas CHUTyalus KpaWHe peakas B
neAnaTpuieckor mpakTuke. B HaOmonarenpHbIX uecaenoBanusax (okomno 25000 manuentoB XbBIT ¢ BITIT,
B3pocCiias KOropTa) MOKa3aHO CYIIECTBEHHOE CHIKEHHE CMEpPTHOCTU TOCie MapaTUpPEOUJPKTOMHH (Ha
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30%) B cpaBHEHHMHU C MEIMKaMEHTO3HOW Tepamnueil, BKIrodas npodre aHTUIIApaTUPEOUIHbIC IpenapaThl.
[240, 241].

- Pexomennyercs nanuentam ¢ XbBII nocne TpaHCIUIaHTaMKM IMOYKH PacCMOTPETh BO3MOXKHOCTh
aeyeHust BUTaMuHOM D 1 ero ananoramu (Hampumep, #kanpuutpuosom™* (metsim ¢ maccoit tena <10 kr -
0,05 Mkr yepe3 nensb, ¢ Macco tena 10-20 kr - 0,1-0.15 MKr exxenHeBHO, ¢ Maccoil Tena >20 kr - 0,25 MKr
exeaHeBHO [ 129] wim anbpakanpuugoaoM** 25 MKr/cyT nepopansHo [242]).

(YYPC, YA 5)

Kommenrapuii: ¥V nanuentoB ¢ XbII npomomxenue kxoppexunun MKH-XBII mox kxontponem
OCHOBHBIX Oumoxumuueckux mnapamerpoB (MccienoBanue ypoBHA 0OLIEro KajlbLUsi B  KPOBH,
HccnenoBanne ypoBHS Heopranmueckoro (ocdopa B kpoBHu, OrmpeneneHue akTHBHOCTH IIEIOYHON
¢ocarasel B kpoBH, MccnenoBanue ypoBHs HapaTUPEOUHOIO rOpMOHa B KpoBH, MccnenoBanue ypoBHs
25-OH ButamuHa /I B KpOBH) MOCIIE MPOBEACHHON TPAaHCIUIAHTALIMN MOYKH HEOOXOAMMO KaK MHHUMYM B
TeyeHue 12 MecsaueB. HenocrarouHo naHHBIX Ul Ha3HA4YEHMs JIEYEHUS cIycTs 12 MecAues mocie
TpPaHCIUIAHTAIIMM TOYKH. be3omacHoCTh  #meHocymaba*™*, OudochoHaTOB ocTaercs 00JIacThIO
uccieoBanui [243, 244].

- He pexomenayercss pyTHHHOE TMPOBEICHHUE PAJUKAIBHON OPTONEAUYECKON KOPPEKUUHU
NAllMEeHTOB CcO CQOpMHUpPOBaHHBIMU JedopmauusaMu koctedl y gereit ¢ XbBII g0 Hopmanuzauuu
OMOXMMHYECKUX IapaMeTPOB, XapaKTEepPU3YIOIUX MUHEpAIU3ALMI0O KOCTHOM Tkanu. [220, 221].

(YVYP C; Y5)

KomMmeHnTapuii: He cieayeT NpOBOIUTH PAAUKAIbHYIO OPTONEIUYECKYI0 KOPPEKLIHMIO B PaHHEM
NIEPUOJAE IIOCJIE IPOBEACHUS TPAHCIUIAHTALIMKA IIOYKUA IIPOBEICHMS pPaJUKAIBbHOM OpPTONEINYECKOU
KOPPEKIMH MaMeHTOB CO C(hpOpMUPOBAHHBIMHU JePOpPMALUIMU KOCTEH y AETeH C JIUTEIHHBIM STarioM
MKH (nepenoMsl, J10KHbBIE CyCTaBbl, OCIEACTBUS MU (U3HOIN30B, 3HAUUTEIbHAS JeopMaLus ATUHHBIX
TpyO4aThIX KocTeil Hor) npu auanus3aBucumMoit XbII.

JUTnTensHO COXpaHsIoIUecs HapyIIeHUs KOCTHOU IJIOTHOCTH y peOeHKa ¢ (YHKIHOHHUPYIOLUM
TpPaHCIJIAHTATOM M HEKOMIEHCUpPOBaHHbIMU Ouoxmmudeckumu mnokaszareiasimu MKH-XBII npusoasar x
HEYCIIEUTHOMY Pe3yJbTaTy ONEPATUBHOIO BMEUIATEIbCTBA.

- Pexomennyercss mnocuibHas ¢uiznyeckas akTHUBHOCTh nanueHTam ¢ XbBII B cBsisu ¢ ee
HOJIOKHUTEIBHBIM 3()(hEeKTOM Ha KOCTHYIO TKaHb [6, 110, 245].

YYPC, YA 5)

KommenTapuii:

[TpumensitoTcs: neuebHas PU3KYIbTYypa, HOIIEHNUE OPTE30B, 0310POBUTEIBHBIN MacCaX, MIaBaHUE)
U MeTabonyeckast KOPPEKIUs 10 MOKa3aHUSIM.

JlanHble MEPONPUATHS TPOBOASTCS, B T.4., B TEUE€HHUE 2-3 JIET MOCie TpaHCIIaHTAIIUH ITOUYKH

Orto olecrneynBaeT HOPMAIM3alMI0 MHUHEPAIbHOW IUIOTHOCTH KOCTH U OJaronpHsTHBIA
OTJAJICHHBIN ~ pe3y/ibTaT OINEepaTUBHOW opTomeauyeckod Koppekuuu. Heobxoaumo mnpoBeneHue
JIOTIOJTHUTEIIBHOTO MHOTOLIEHTPOBOTO MCCIIEN0BAHUS MUHEPAIbHOW IJIOTHOCTH KOCTHOW TKAaHU y JeTei
1ocJie TPAHCIUIAHTAMU MOYKU B PAHHEM U OTJAJIEHHOM IEPHO/IE.

bazoBeie Pexkomennmanuun KDIGO/2017 s Bpaueil-He(hpodOroB M CHELUAIUCTOB JIPYTHUX
npoduiiei, ocymecTBisionux HabOmonenne u JjedeHue mnanueHtoB ¢ MKH-XBII npencrasmstor
NPAaKTUYECKUA WHCTPYMEHT JJsi OOBEKTHBHOCTU MPUHATHS KIMHUYECKUX pEIICHUH U OKa3aHMs
BBICOKOKAYECTBEHHON NMOMOIIU. BOJNBIIMHCTBO PEKOMEHJAMN PYKOBOJCTBA HAaXOIATCA Ha YpOBHE MBI
npeiaraeM” U MOATBEPKAAI0TCA "HU3KUM' YPOBHEM JI0OKA3aTEIbHOCTU. JTO MPEXK/E BCETO MOTUEPKUBACT
HaJIMYUe MOTEHI[MAIbHBIX BaXHBIX MPOOJIEM U BO3MOKHOCTHU TIOUCKA MTyTeH NI MX PELIeHUsI.

3.1.5. Tepanus npu 3agepkke pocra y aerei ¢ XbII

Tepanus 3anepxkku pocra y manueHToB ¢ XbII cknanpiBaeTcs U3 KOppEeKINN HapyLICHUI TUTaHUS,
MeTa0OJIMUECKOro alua03a, aHEMUH, MUHEPAJIO0 KOCTHBIX HapylleHUil, obecreueHus! aJeKBaTHOU 03B
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nuanud3a W JedeHuss comarponuHoM™*. Ilpexkne uyem paccMaTpuBaTh TEpamnvio COMATPOIMHOM™**,
HEOOXOJIMMO OIICHHUTH POJIb BCEX MEPEUMCIICHHBIX BBINIE (PAKTOPOB, OIPaHUYMBAIOIIMX POCT, KOTOPHIE
JTOJIKHBI TI0JIBEPraThCsl aJIeKBATHOMY KOHTPOJIIO.

- Pekomennyercs nanmuentam ¢ XbII nepen HayamoM Teparnuu cOMaTponuHOM™* OIIEHUTh YPOBEHb
KpeaTuHHHA B KpoBU, pCK®, ypoBeHb MOUEBUHBI B KPOBHU, YPOBEHb ajlbOyMUHA B KPOBH, YPOBEHb OOIIETO
U HMOHHM3MPOBAHHOTO KaJbllMsg B KPOBH, YPOBEHb HeopraHuueckoro ¢ocdopa B KpOBH, aKTHBHOCTbH
niesioyHo ¢ocdartazpl B KpoBH, OukapOonat (MccinemoBanue ypoBHs Oy(depHBIX BEIIECTB B KPOBH),
YPOBHSL TMApaTHPEOWIHOTO TOpMOHa B KpoBw, BUTamuH D 25(OH), ypoBHS HHCYIHHOIOJOOHOTO
pocroBoro ¢daktopa I B kpoBu (MDP-1), ypoBHS TJIIOKO3bI B KPOBH, YPOBHS TJIMKUPOBAHHOTO
reMOTJIO0MHa B KPOBHM, KOHLIEHTPAIMIO TOPMOHOB, XapaKTEPHU3YIOLINX IIMUTOBHIHOW# XKene3bl (YpOBHA
tupeorponHoro ropmoHa (TTT') B kpoBu, MccnenoBanue ypoBHs cBoOoaHoTO TpuioaruponuHa (CT3) B
KpPOBH), TPOBECTH OCMOTp TJIa3HOTO JHA (0(TaIbMOCKOIUSA/OCMOTp Nepupepun TIIA3HOTO JHA C
UCIIONIb30BaHUEM  Tpex3epkanbHOi nuH3bl [onpamana/buomukpocdororpadus rmasHoro JAHa ¢
UCTIONIb30BaHUEM (hyHITyc-KaMepbl/ BHOMUKPOCKOMHSI TJIA3HOTO JHA), PEHTICHOTpa(uio JEBOTO 3arsiCThs
(Pentrenorpadus J1y4e3amnsiCTHOro CycTapa), OLIEHKY IyOepTaTHOro craTyca o TaHHepy ¢ LENbl0 OLIEHKH
U BBISIBJICHUS (PaKTOPOB, OrpaHUYMBAONIHMX pocT [131].

(YYP C; YA S).

- Pexkomennyercs mnpu BbIOOpE TEpanuu COMATPONMHOM™** y4YUTHIBaTH BO3PACT, [EPBUYHOE
3a00JieBaHUE TOYEK, CUCTEeMHbIe HapymieHus, craguio Xbll, agekBaTHOCTh nuanusa (AJs MalUEeHTOB Ha
nuanuse), pyHKIMIO TPaHCIUIAHTaTa U TEPANUI0 KOPTUKOCTEPOMAAMU CHCTEMHOro AeiictBus (y nerei
nocJie TpaHcIuianTanuu) [131].

YYPC; YA 5)

- He pekomengyercs tepanus comatponuHom™* y manumentoB ¢ XbBII, o0ycnoBieHHoin
CUCTEMHBIMU 3a00JIEBAaHUSIMH, T€HETUUECKUMHU cHHApoMaMu (cunapom llumke, cunapom bapae-bunns u
cuapoMm [lamnoyss-Moyarta), HEKOHTPOJUPYEMBbIM CaxapHbIM JAMa0eTOM M B cilydae W3BECTHOU
TUIEePYYBCTBUTEIBHOCTH K Ipenapaty [ 131, 246].

YYPC, YA 5)

KomMmeHnTapuii: cpeau ManMeHTOB 3TOM TIpynmbl HE MPOBOJWIMCH PaHIOMHU3MPOBAHHBIE
KJIMHUYECKHE HMCCIE0BaHus, OATOMY 3((HEeKTUBHOCTh M 0€30MacCHOCTh COMAaTPOMMHA™* y MalMeHTOB ¢
3TUMHU COCTOSIHUSMM HE€ OLEHUBaIUCh. COIMyTCTBYIOIIME WM MPEIIECTBYIONINE 3JI0KaYeCTBEHHbIE
HOBOOOPA30BaHMs B aHAMHE3€ SBJISIOTCS TaKXKe MPOTHUBOIIOKA3aHUEM K Tepalli COMAaTPOITMHOM **.

- He pexomennyercs nanuentam ¢ XbBII Tepanus comaTponuHOM™* mpu 3aKkpbITHIX 3MH(pU3aX,
TsOKeJIoM  BTopuuHOM runepnapatupeoze (IITT>500 nr/mm), mnponudepaTuBHOW WM  TSKETOH
HernpoarudepaTuBHOW MHA0ETUYECKON PETHHOINATHEH, B TEUEHHUE MEPBOTO Toja MOoCie TpaHCIUTaHTaIluu
INOYKM W Yy TMAIUEHTOB C OCTPBIM KPUTHUECKUM 3a00JE€BAHMEM W AaKTUBHBIM 3JI0Ka4€CTBEHHBIM
HOBoOOpazoBanueM [ 131, 247, 248, 249].

YYPC, YA 5)

KommenTapuii: Tskenblii BTOpUYHBIA TUIEpriapaTupeo3 (TO ecTh, XapaKTepU3YyIOMIUNCS YPOBHEM
untaktHOro IITI" B chiBopoTke KpoBH >500 Hr/Mi1 MM MOBBIIEHUEM B JIEBSTH pa3 BbIIIE HOPMAJIHHOTO
Jarna3oHa) CBA3aH C 3aMENJICHHBIM MPOJOJbHBIM POCTOM U TOBBIIIEHHBIM PHCKOM 3IH(HU3E0TN3a
TOJIOBOK OeApeHHBIX KocTel y nereit ¢ XBII [247, 248]

- Pexomennyercs y nereit ¢ XBII 3-5 cr., B Tom unciie Haxonamuxcs Ha 311T, B Bo3pacte crapie 6
MecCsIIeB IPOBEICHUE TEpalUul COMATPONMHOM™ ™, eclm y HHMX HMeeTcs CTOWKas 3alep)KKa pocTa,
ornpezenseMasl Kak pocT HH)KE TPEThero MpOLEHTUIS Ul BO3pacTa U 1oja U CKOPOCTh pocTa HIKE 25-T0
IPOLIEHTUIIA 1TOCIIe TOTO, KaK OyAyT JOJDKHBIM 00pa3oM pacCMOTPEHBI APYrue MOTEHIHMAIbHO U3JICUUMbIe
(bakTopbl pUCKa 3aJIep>KKHU POCTa U MPHU YCIOBUH, YTO Yy peOeHKa ecTh moTeHuan pocra [131].

YYPC, YA 5)

KommenTtapnii: CKkOpoCTh pocTa HUXKE 25-r0 NMPOLEHTWIIA I BO3pacTa W IOJa yKas3bIBA€T Ha
IPOTPECCUPYIONIYIO 337ePKKY POCTa y peOeHKa ¢ HU3KUM POCTOM (TO €CTh HUKE TPETHETO MPOICHTUIIS
WM C TIOKa3aTelieM CTaHIapTHOro OTKJIOHEeHHs pocta (SDS) mumxe -1,88). Jltoboe cHMXEHHE CKOPOCTH
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pocTa BO BpeMs 3Toi (a3bl MOKET MPUBECTH K CEPbE3HON 3aJIep>KKe pOocTa U MOTEHUIUAIbHO HE0OpaTUMOit
notepe noteHmana pocra [250]. B pexomengamusax KDOQI no ynpasnenuto nutanueM y nereit ¢ XbII
PEKOMEHJIyeTCsl He3aMeUIMTEIbHO HAYMHATH TEPaIlli0 COMATPONMHOM™**, eciau B TedeHHe 3 MecsleB
1I0CJI€ Havaia ONTUMHU3AIMH TUTaHUs He OBLIO MHIyLIIMPOBAHO HAaBEPCTHIBAIOIIETO pocTa [251].

- Pexomennyercs y aereit ¢ XbBII 3-5 cr., B Tom uncie Haxonsmuxca Ha 31T, crapuie 6 mecsies
NPOBEICHUE TEepallH COMATPONMHOM™*, €clIM y HHX POCT HAaXOAMTCS MEXIYy TPETBUM U JIECSATHIM
MPOLEHTHIIEM, HO COXpaHSeTCs HU3Kas CKOpPOCTh pocTa (HIMXKE ABAALATH ISITOrO MPOLEHTUIIS) MpH
HAJIMYUU JIPYTUX TOTEHIHMAIBHO MOJAAIONINXCS JCUCHHIO (PaKTOPOB PUCKA HAPYIIECHHUS POCTa, KOTOPHIE
JIOJDKHBI OBITH paccMoTpeHsI [131].

YYPC; YIA5)

KommenTapuii: OTBeT Ha JieueHHUE COMATPONMMHOM™* 3HAYUTENIbHO OCIA0JIeH y JeTeil Ha Auanuse
[0 CPaBHEHHIO C JeTbMHU C Oojiee panHMMH craausaMu XbII, He3aBUCMMO OT MeTojaa AManm3a, CKopee
BCEro, 13-3a 60siee BHICOKOM CTENEHN HEUYBCTBUTEIBFHOCTH K Tepanuu [252, 253].

- Pexomennyercs nersam ¢ XbBII, nepeHecminM TpaHCIUIAHTALMIO ITOYKHM M MMEKOLIUM CTOMKYIO
3a/IEpKKY pOCTa, ONPEACISIEMYIO KaK POCT HUXKE TPEThEro MEpPLUEHTUIIS AJi1 BO3pacTa U Ioja U CKOPOCTh
pocTta HIKE JBaaUaTh MATOTO MEPLEHTWNIS, Tepanus coMmarponuHomM™* wepe3 1 rox mocie
TpaHCIUIAaHTAIIMM B CIIy4asx Korja peOeHOK He pacTeT U MMMYHOCyIpeccus 0e3 KOPTUKOCTEPOHIO0B
CHUCTEMHOTO JICHCTBUS HE SIBJISETCS BO3MOKHBIM BapuaHToM [ 131].

YYPC, YA 5)

KommeHTapuii: MeraaHanu3 DATH  PaHIOMU3MPOBAHHBIX KIMHUYECKMX MCCIECIOBAaHUWA 11O
pe3yiabTaTaM pocTa € MCHOJIb30BAHUEM IPOTOKOJOB MHUHUMHU3AIUU KOPTUKOCTEPOUJIOB CUCTEMHOTO
JIeCTBUSL TIOKa3aj 3HAYMTeNIbHOE yBenmuyenue SDS pocra B rpymme, rae CTepouaHas Tepanus ObLia
otMmeHeHa (cpenuss paznuna 0,38; 95% AN 0,07-0,68), ocobeHHO B TeUueHHE NEPBOTrO rojia OCIe OTMEHBI
(cpennee 3mawenue paszuuma 0,22; 95% U 0,10-0,35), u y manueHTOB mpenmyOepTaTHOTO Iepuoaa
(cpennsist pasuuma 0,60; 95% AW 0,21-0,98) []. Ilo maHHBIM MeTaaHanHM3a MAIUEHTHI, MOTy4YaBIIHE
TEpanui0 COMATPONMMHOM™**, UMENIN 3HAUUTENTHLHO OOJiee BBICOKYIO CKOPOCTh pocTa uepe3 1 roxa mocie
Hauasa Teparnuy, YeM KOHTpPOJIbHas rpymnna, co cpeaneit pasuuneir SDS pocra 0,68 (95% AU 0,25-1.11)
[255]. Cpennsas pasHuna B uzMmeHeHuun SDS pocra B rpymmax cpaBHenust cocrtaswia 0,52 (95% AU
0,37-0,68), a oTBET pocTa Ha TEpamHI0 COMATPONUMHOM™* Obl1 nmyumie y aeredl muaame 10 net, yem y
MAIMEHTOB CTAPIIEro Bo3pacTta [256].

- Pekomennyercs nanuentam ¢ XbII mo nokazanusim tepanus comatponuHom™** B noze 0,045-0,05
MI/KT B JieHb (3kBuBajieHT 28-30 ME/M2 B Hezento) myTeM NMOJIKOXKHBIX UHBEKIIUN BeuepoMm [131].

YYPC, YA 5)

Kommenrtapuii: Meraananuz 2012 roma mokasai, dYTO 10 CpPaBHEHUIO C MalMEHTaMH,

4 ME/M

MoJIy4YaBIINMU 1 B HCHCJII0, MAUCHTLI, KOTOPBIM HUCIIOJIB30BAJIACh 103a COME].TI)OI'II/IH8.>'<>l< 28

ME/n’ B HeJlento yBenuumiiu poct Ha 1,18 cM B roa (95% AU 0,52-1,84). CkopocTs pocta Ha 1,48 BbIiie
(95% N 0,03-2,93) SDS ckopoctu pocta mociae | roma medenust [257]. [nsg wumMwuTanmm
(U3UOTOTHUECKOTO ITUPKATHOTO PUTMA SHIOTEHHOM cekperuu ['P pexoMeHayIoTCsl BeuepHUEe WHBEKIIHH.
CTOpoHY MHBEKLIUU CIIEYET MEHATh €KEeTHEBHO, YTOOBI N30€kKaTh JTUM0AaTPODUH.

- Pexomennyercss oueHUTh HpUBEpKEHHOCTh manueHta ¢ XbBII k Tepamuu comaTponuHOM™*,
BKJIOYasi MCCIEOBAHWE YPOBHS MHCYJIMHONONOOHOTO pocToBOoro ¢akropa | B KpoBu, H3MepeHue
JIO3MPOBKH COMATpPONMHA** ¢ MOMpaBKOl Ha Maccy Tesla U OLEHKY (akTOpbl MUTaHUA M MeTadoIHu3Ma,
PEKOMEH/I0BaHHBIE /10 Hayaja Tepamud COMATPOIMHOM™**, eclii CKOPOCTh POCTa B MEPBBINA I'0Jl JEUEHUS
COCTaBJISIET MEHEE 2 CM B I'0Jl IO CPABHEHMIO C UCXOJHBIM ypOoBHEM [131].

(YYPC, YA 5)

KommenTapuii: Cienyer paccMOTpeTh BO3MOKHOCTh NMPEKpAIlleHUsl Tepaniy COMaTpPOIUHOM™** y
NaIMEeHTOB, KOTOPBIE HE PearnpyroT JTOJKHBIM 00pa3oM Ha JIeYeHHE B Te€UCHHE KaK MUHUMYM 6 MecCsIEB.
Heo6xonuMo HCKIIOUUTh HECOONIOJEHUE E€XEIHEBHBIX IOJKOXKHBIX HHBEKLIUH HIM HECOOTBETCTBUE
JIO3UPOBKH cOMaTponuHa*™* Becy dYenoBeka. akTOpbl, OrpaHMYHUBAIOIIME POCT, cBsi3aHHbIE ¢ XbBII
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(mutanue, Merabosmueckuii ammmo3, MKH-XBII), Ttakke M0JDKHBI OBITH aJ€KBAaTHO PACCMOTPEHBI Yy
NALMEHTOB, HE OTBEYAIOIINX Ha JICUEHHUE.

- Pexomennyercst otMeHa tepanuu coMarponuHom™** y manuentoB ¢ XbBII mpu 3akpeiTun 30H
pocta, BO BpeMsl TPAHCIUIAHTALlMM IIOYKH, IPU BO3HUKHOBEHUM BHYTPUUEPENHON TIMIIEPTEH3UH, CO
CTOWKHUM TSDKEIbIM BTOPUYHBIM THUIIEPIApaTUPEO30M, HEOOBACHUMBIM CHUXKeHHeM pacueTHo CKO,
OTCYTCTBUM OTBETAa Ha JICYEHHWE, HECMOTPS Ha ONTUMAIbHBII KOHTPOJIb NMHUTAHUA U METa0OIU3Ma U
JIOCTUKEHUHU CBOETO FT€HETUYECKOro 1esieBoro pocra [131].

YYPC; YIA5)

KommenTapuii: Bo BpeMs TpaHCIUIaHTallMM TOYKU JIEYEHHE COMATPONMMHOM™* HOMKHO OBITh
IPEKpPALIEHO y BceX NanueHToB. CTUMyJALUS HPOJOJIBHOTO POCTAa MOYKET MPOBOAUTHCA y JETEH 10
3aKkpbITHs Snudu3apHbIX 30H pocrta. Tepamus coMmarponuHOM™** noKHA OBITH OCTAHOBJIEHA IIPH
JOCTH>KEHUH MAIIMEHTOM CBOETO M€HETHYECKOTO LEJNEeBOro MpoueHTW s pocta. B nccnenoBanun RN Fine
et al. y 22 manueHToB, y KOTOPBIX ObUIa OTMEHEHA Tepaliis COMAaTPONIMHOM** U3-3a TOCTUIKEHUS 11eJIEBOTO
MPOLICHTWIIA POCTa, TOJNBKO y 27% oTMeHa mnpuBena kK mnojaepxkanuto SDS pocra, B 73% cnydaes
OTMEYAJIOCh 3aMETHOE CHIKEHUE CKOPOCTH POCTa, KOTOPbIE BIOCIEICTBUM MOTPEOOBAIN BO3OOHOBICHUS
Tepanuu comarponuHoM™** [258]|. B kadecTBe anbTEpHATHBBI, J03a COMATPONMHA™* MOXKET OBITh
YMEHBIIEHA, KOrja IMalHMeHT JOCTUraeT CBOEr0 T€HETHMYECKOro LEJIEBOr0 MPOLEHTUJIS pocTa, HO
pe3yJIbTaThl, CBA3aHHBIE C ATUM MOAXO0J0M, CACTEMATHYECKH HE U3y4anuch [131].

3.1.6 3amecTuTebHAS TOYEYHAS] Tepanus

[Tpu camxennn pacuetHo CK® menee 30 mu/mun Ha 1,73 w’ (4 cragus XBII), HeoOxonuma
NOJAroTOBKa K 3amectutenbHoi nodyeyHoi tepanuu (3IIT) [1]. Cembe u, mpu HEOOXOAUMOCTH, PEOEHKY
clleflyeT MpeJoCcTaBUTh HH(POPMAIIHIO, KACAIOILYIOCS TPAHCIUIAHTALMHU MTOYKH, IEPUTOHEATBHOIO THan3a
(ITJT) u remoauanuza (I'J1).

Yacrora n pacnpocrpaneHHocTs 3IIT B neguarpudeckoi MpakTUKE 3HAYUTEIBHO MEHBIIE, YEM Y
B3pociibiX. C 3TUM CBSI3aHO, YTO OOJIBIIMHCTBO MCCIIEOBAHUM MPOBOIUIOCH Y B3POCIBIX U HEOOXOIUMO
aJaNTHPOBATh TH MOJIYUYECHHBIE TaHHBIE B IEAUATPUUECKUE PEKOMEHAAINH.

- Pexomennyercs y manuentoB ¢ XbII C5 pemuts Bonpoc 00 oNTUMalbHBIX CPOKaxX IMJIAHOBOIO
Hauyana 3IIT Ha ocHOBE KOMIUIEKCHOTO JMHAMMYECKOI'O aHAJIN3a KIMHUYECKUX MPU3HAKOB JAUCHYHKIUU
nouek ¢ yuyeroMm ypoBHS CK® c menpio npeaynpexIeHus] pa3BUTHS JKU3HEYTPOXKAIOIIUX OCIOXKHEHHH
TEPMUHAJIBHON MOYEYHOU HeJOCTAaTOYHOCTH [0, 110].

YYPC, YA 5)

KommenTapuii: bananc mexnay npeumymiectBaMu U puckamu Hadana 3IIT nomkeH ObITH OlleHEH
Ha OCHOBAaHUHU JMHAMMYECKON KIMHMYECKON OLIEHKH HE TOJBKO YPEMHUYECKHUX XKajlo0, HO M JPYrux
NOTEHIMATIBHO XKu3Heyrpoxkatomux ocinoxHeHnid XbII C5 (mapymennit GpyHKIuil ieHTpasbHOW HEPBHOM
cuctembl (IIHC)  (sHUuedanonaTus/KOrHUTUBHbIE  HApYyILIEHUs),  CEPO3UTOB,  JIEKOMIIEHCAIMH
METa0O0JIMYECKOro aIy103a, T'MIEePKAINEMHH, HEKOHTPOJIMPYEMON TUIeprupaTanuu (aHacapka, OTEK
nerkux) u Al, Tsokenoit BOH), a takke ¢ yuyeToM IpeanouTeHUl MaldeHTa, BHICKa3aHHBIX HAa OCHOBE
HOJYYeHHON MeauuuHcKo wuHpopmanuu. CUMOTOMBI ypeMHM HeCHeUU(UYHBI M MOTYT OBITh
HEOUYEBUHBIMU KIMHUYECKH, @ HEKOTOPhIE MallMEHThl MOTYT aJaNTHPOBaThCS K HU3KUM YpoBHSIM CK®
0€3 4eTKO BBIpPaKEHHBIX KaJl00, MOITOMY TPH OIpEIeIEHUH CPOKOB Hayasa Auaiu3a y nanueHToB ¢ XbII
C5, odeBUIHO, cleayeT MOHUTOpHpoBaTh W ouneHuBaTh AUHAMUKY CK®. Pemenune o navane 3IIT He
cleyeT OCHOBbIBaTh TONbKO Ha 3HaueHMM pCK®, nockonpky y mamuentoB ¢ XbBII C5 Ha ypoBeHb
KpEaTHHHHA B KPOBU B 3HAYMTEIBHOM CTENEHM BIMAET TOYHOCTh M3MEPEHUN HE3aBHUCHMO OT METOoHa
OLIEHKU ()YHKIIMU TIOYEK, MBIIIIEYHAs! Macca, CTENEeHb HApaTalui U Jpyrue MHOTOUUCIIEHHBIE (aKTOPHI.
Muorue mamuentsl ¢ XBII C5 wmmeroT aeduuIUT MBIIIEYHOW MacChl 3a CYET BIWSHHS BO3pacTa H
KOMOPOUAHOCTH, TUIIEPTUAPATUPOBAHBI, A, CIEI0BATEIbHO, CPABHUTEIBHO HU3KUN YPOBEHb KpEaTHHHHA
KpoBu U Ooisiee Bbicokue 3HadyeHHs: pCK®, He cooTBeTCTByMOIIKE peaibHbIM. ONTUMAaIBHBIN YPOBEHb
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pCK® nys Havana 31T ocraercss HEM3BECTHBIM, OJIHAKO SIBHBIE M MPOTPECCUPYIOLINE CUMIITOMBI YPEMUU

HOSABISIOTCS y OonpmmHCTBa manueHToB npu pCK® 6-8 mn/mun/1,73 W’ . Takum 00pa3oM, KIMHUYECKOE
MOHUTOPUPOBAHUE MPOTPECCUH MOTEHIUANBHO Xu3Heyrpoxkatoumx ociaoxxkuenut XbIT C5 (oTtMeueHHbIX
BBIIIIE), UX KOMILIEKCHAs OIleHKa BpauoM-Hedposorom ¢ yuerom 3HaueHuil pCK®d kputuuecku BaskHbI IS
OIIpEelETeHUs CPOKOB ONITUMAJIBHOI'O Havyasa JAaIn3a.

- Pexomennyercs y nereii ¢ XbBIl C5 mpuHuMaTh pemieHHe O BBIOOpE BHJIa MOJAIBHOCTH
MOAJICPKUBAIOILETO0 AUAJIM3HOTO JICYEHHUS € Y4ETOM MEAMIMHCKHUX II0KA3aHUNW M IPOTUBOIIOKA3aHUM,
COLIMAIBHBIX YCIOBHUM M MPEANOYTEHH MalMeHTa Ha OCHOBE MAaKCHUMaJbHO BO3MOXHOTO
UHPOPMHUPOBAHUS O NPEUMYILIECTBAX M OrPAHUYCHHUSAX KAXKJIOTO W3 BUAOB JHAN3a C LEJIbIO
nepconndukanyuu u yiayumenus ucxonon 31T [6, 49, 110].

YYPC; YIA5)

Kommenrapuii: Kaxaplii u3 METOJAOB HMEET H3BECTHBbIE NPEUMYLIECTBA M OTrPAaHUUYECHUS.
Wuterparusueii nmoaxon k 3IIT mpenmonaraer mepconuukanuio BeiOOpa koHkpeTHoro meroma (I,
1@, I1/1) B 3aBUCUMOCTH OT KJIMHUYECKUX U COIMAIBHBIX YCJIOBHM, MpeAanoyTeHuil naiuenta. Kak
CJICJICTBUE B MEIUITMHCKOW OPTaHU3AINH JTOJDKHBI ObITh TOCTYIHBI Bce pasHoBuaHoctd 31T - Tl II® u
[ [167].

- Pexomennyercs y neret ¢ XbII C5 naunnate neyenue [1/] unu ['Jl B onTUManbHBIX YCIOBUSX: B
IUTAHOBOM TOPSAKE MPU IUTAHOBOM TOCMHTAIN3allMi, HE CBA3AHHOW C OCJOKHEHUSIMU YypeMHH (eciu
nocjieHee MPUMEHUMO K JIOKaJIbHOM MPaKTUKE), ¢ MPEIIIeCTBYIOIUM Ha0II0ieHneM Bpada-Hedposora u
UCIIOJIb30BAHUEM ITOCTOSTHHOTO AUAIU3HOTO A0CTYyNa JJIs NPEAYNPEKACHUS PaA3BUTHS )KU3HEYTPOXKAFOIINX
OCJIO)KHEHUN TEpMUHAJIbHOW moOueyHOM HepoctatoyHoctd U uHUIMauuu 3IIT no »skcTpeHHBIM
MOKa3aHUsAM, YJIYUIICHUs KIMHUYECKUX UCXOJ0B U CHU)KEHHUSI pacXoJl0B Ha jieueHue [6, 49, 110].

YYPC; YA 5)

KommenTapuii: 3apanee 3amnanupoannoe Hadano ['/] wnu 1/ B amOynaTopHoM pexume (WM B
X0/ TOCIUTAJIN3AIUY 110 UHBIM, HE CBSA3aHHBIM C ociokHeHussMU XBII C5 nokazanusim) rnocie MUHUMYM
3-MecayHOro HaOIIOACHUS Bpaya-He(pOIOra W HAJIWYME MOCTOSHHOTO TUAM3HOTO JOCTYINa CIEAyeT
cuuTaTth KpuTepusMu ontumanbHoro Hauvana 3IIT. JlomomHUTENbHBIM KpUTEPUEM MOXKET ObITh
coBnajeHue Meroga auanu3a npu uHUIManuu 3T ¢ TtakoBeiM uyepe3 90 nneit neuenus. K
cyOonTUManbHOMY (IKCTPEHHOMY, HE3aINIAHUPOBAaHHOMY) Hauajdy Juaiu3a ClelyeT OTHOCHTb BCE
ciy4ad, B KOTopbIX 3IIT HauMHAIOT B CTAallMOHApE B CBSA3M C Pa3BUTHEM JKU3HEYTPOKAIOIINX OCIOKHEHUN
XBIT C5 y manpeHTa ¢ HAIMYUEM UM OTCYTCTBHEM MOCTOSIHHOTO COCYIUCTOTO JIOCTYTIA, KaK MPaBHIIO, B
OTCYTCTBHUE PETYJISIPHOro HabroAeHUs Bpada-Hedposora. Mmeronuecs faHHbIe MO3BOMIAIOT CUUTATh, YTO
UCIIOJIb30BaHNE KOHIEMIMM ONTHUMAJIbHOTO Hauyaja mpu omnpeneneHun cpokoB uHunmanuu 31T Ha
npakTuke Oosee 1enecoodpasHo, HexenH "mo3aHero”/"pannero"”, 6azupytomieiics Ha 6ojee BBICOKUX HITH
Hu3kuX 3HaueHusAxX pCK®. bonee Hu3Kkue pacxo/pl Ha JiedeHHe npu onTuMainbHOoM Hauane 3I1T sBistores
JOTIOJIHUTEIbHBIM apI'YMEHTOM PEKOMEHIallUH.

I[1] - »To Hambomee pacHpOCTpaHEHHBI METOJ JHalii3a, WCIOIb3YEeMbIN I JICUCHHS
NeMaTPUIYECKUX MAalMEeHTOB ¢ TEPMUHAIBHOM cTaauel MOYedyHOW HEJOCTaTOYHOCTH, OCOOEHHO y aereit
miaame rsatu aeT [ 1-3]. XIT/] obmagaeT psioM mperuMyIecTB nepes] reMoIuaaIn3oM TSl 1eTCH:

Menee orpaHuueHHas JAMeTa, BKJIIOYas MOTpeOSIeHHE >KUAKOCTH, moroMmy uto [IJ] mpoBomutcs
€XeJIHEBHO. JTO OCOOEHHO MOJIE3HO JJI MJIAJCHIIEB, Y KOTOPHIX MUTAaHUE MOJHOCTHIO WJIM B OCHOBHOM
3aBUCHUT OT JKUJIKOU TUETHI.

Tepanus mpoBOAUTCS JOMa, YTO MO3BOJISIET PETYJISIPHO MOCEIIATh IMIKOJIY U Y4aCTBOBATh B JIPYTHUX
OOBIYHBIX JETCKUX 3aHSTUSX.

OTcyTCcTBHE COCYIMCTOTO JOCTyla W CBSI3aHHAasg C OSTUM HEOOXOJAUMOCTh B MOBTOPHOM
BEHENMYHKIIMN (apTepHOBEHO3HAs (UCTYJIa/TPAaHCIUIAHTAT) WJIM PUCK OakTepueMuu (LEHTPATbHBIN
BEHO3HBIN KaTeTep). K npumepy, cocyaMCThIi AOCTYM A reMOouain3a 3aTpyJHEeH Y MallueHTOB MIIaJIIle
JIBYX JIET.

OCHOBHBIMHU HEJIOCTaTKAMH METOJA ABJISIOTCS BO3MOXKHOE HECOOIOIeHIE MAIlUEHTOM /3aKOHHBIM
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IpeJCTaBUTENIeM Ha3HAUYCHHOM Tepanuy U pUcK HH(peKuui, cBa3aHHbIX ¢ I1]], Takux kak nHpexkuun Mmecra
BBIXOJIa KaTeTepa/TyHHeNs U TepuToHHT [259, 260, 261, 262].

3.2 Xupypruueckoe JjieieHue

3.2.1 TpaHcIUIaHTALMS MOYKH

- PexomeH10BaHO pacCMOTPETh NPEBEHTUBHYIO TPAHCIUIAHTALMIO MIOYKH Y IALMEHTOB C BBICOKOU
crenenbio XbII ¢ nienpio obecneueHus moueyHou GpyHkuu [49]

YYPC; YA 5)

- Pexomenayercs TpaHCIUIAHTALMS IOYKHA JETSIM C TEPMUHAIBHOM CTaguedl XpPOHUYECKOU
IIOYEYHON HEJNOCTATOYHOCTU B KAUECTBE IIPUOPUTETHOIO BHUJIA 3aMECTUTEIILHOM MOYEeYHOU Tepanuu. llpu
TOCTHXKEHUH 3-4 cTaguu XpPOHMYECKOH OO0Ne3HH TMOYeK JalibHeillnee JeYeHHe MalueHTa JIOJDKHO
00Cy’XJaThCsl C MPUBJIEUEHUEM Bpaya - JAETCKOI0 XUpypra (Co cneruajln3aluell Mo TPaHCILIAHTOJIOTHH)
[263, 264, 265, 266].

YYPC; YA 5)

Kommenrtapuii: Ha cerogHsimHuil 1eHb TpaHCIUIAHTALUS [TOYKM CYMTAETCS HAUITY4YlIUM METOAOM
3aMECTUTEIbHON MOYEYHON Tepanuu y B3pociblX. OIHAKO Ha MPOTSHKEHUM MHOTUX JIET PE3YJIbTaThl
TpPaHCIUIAaHTAllMM TOYKU Yy JIeT€H CYIIECTBEHHO OTJIMYAJINCh B CBSI3U C BBICOKOM YacTOTOM pPa3BUTHS
XUPYPru4ecKuX U MMMYHOJOTHYECKUX OCJIOXHEHHH, 4TO BBIPAXKAIOCh B 00Jie€ HU3KOM BBLKMBAEMOCTH
PELUIIMEHTOB M TPAHCIUIAHTATOB. 3a MOCJIEIHUE 15 JIeT mpou30Iles OrPOMHBIA MPOPHIB B YIYUYLICHUH
pe3yJIbTaTOB JETCKOW TpPaHCIUIAHTALMM MOYKM. B Hacrosmee BpeMs S-JE€THAS BbDKHUBAEMOCTH
PELUIIMEHTOB JETCKOro Bo3pacra cocrtasiigeT 83% u 71% npu TpaHCIUIAaHTalMM MOYKU OT YKUBOIO M
MIOCMEPTHOTO 0HOPOB. Kpome 3Toro, XopoIio u3BeCTHO, UTO Pe3yJIbTaThl MPEBEHTUBHON (10HaIN3HON)
TPaHCIUIAHTALUU TIOYKHU y JETEH JOCTOBEPHO IPEBOCXOAAT AHAJIOIMYHBIEC ITOKA3aTENIM TPaHCIUIAHTALUU
NOYKM IIOCJIe Hayajga Juaiu3Hod Tepanuu. Takum o00pa3oM, TpaHCIUIAHTAlUs MOYKHU JOJDKHA
paccMaTpuBaTbCd KakK IPEAIOYTUTEIIbHBIA BAapUaHT 3aMECTUTEIBHOM II0YEYHOM Tepaluh BO BCEX
BO3MOJKHBIX CIIydasx.

- PexkoMmeHnnyercs BBINONHATH TPAHCIUIAHTALUIO IOYKM JETSIM B CHEUUAIU3UPOBAHHBIX
MEIUIMHCKMX  I[EHTPAaX, HMEIIMX B CBOEM INTAaTe MOJArOTOBJIEHHBIX  Bpadyel-XHUPYypros,
Bpaueii-aHeCcTe310I0rOB-PEaHUMATOJIOr OB, Bpauei-HePpoIoroB (JETCKUX), @ TAK)KE Bpade-IICUXO0JIOTOB U
COLIMAJIbHBIX pa0OOTHUKOB C IEJIbI0 JOCTUKEHUS ONITUMANIBHBIX PE3yJIbTaTOB Tepanuu [267].

YYPC, YA 5)

KommeHnTtapuii: HakomnneHHbI ONBIT CBUIAETEIBCTBYET, YTO HA MPOTSKEHUU IOCICIHUX JIET
pe3yibTaThl TPAHCIUIAHTALMUA TIOYKU Yy JETEH IPEBOCXOAAT AHAJIOTMYHBIC ITOKA3aTEIM Yy B3POCIHBIX
pPELUINEHTOB. DTO O0YCIIOBIEHO HECKOJIbKMMHU MPUUYMHAMH, KOTOPbIE BKIIIOYAIOT B Cce0s THIATENIbHYIO
MIOATOTOBKY PELMIIMEHTA K TPAHCIUIAHTALIMY, IPELU3UOHHYIO XUPYPTrUYECKYIO TEXHUKY, JIyYIlIee Ka4YeCTBO
JOHOPCKOTO ~ OpraHa, HCIoib3oBaHue A((YEKTUBHOW HMMYHOCYNPECCUBHOM Tepamuu, XOopoliee
NOHUMaHHe OCOOCHHOCTeH (apMaKOKMHETUKH HMMYHOJENpPECCaHToB y JeTei. Mcmonb3oBanue
COBPEMEHHBIX MPOTOKOJIOB HMMYHOCYNPECCHBHOW TEpanmuu IPUBEIO K JOCTOBEPHOMY CHHKEHUIO
octporo ortop>keHud. B 1980 r. yactora oCcTporo OTTOpKEHMsI B MEPBBIA I'0J MOCJIE TPaHCILIAHTALUH
nmouku Habmomanace B 55% ciydaeB, Torna Kak B MOciHeqHUE ToAbl oHa He mpeBbimaer 10-15%.
[lepeuncnennsie GakTOpsl UMEIOT KyMYJISTHBHBIM 3(QQEKT B LIEHTpaX, BHIIOIHIIOMUX €KErogHo Oonee
30-40 neguaTpUyeCKUX TPaHCIUIAHTAIIMM U UMEIOUINX BCIO HEOOXOIMMYI0 HHPPACTPYKTYPY.

- PekoMEHI0BaHO BBINIOIHEHUE TPAHCIUIAHTALMM IIOYKU JETSAM B IIPEBEHTUBHOM IIOPAJIKE 0
Havaja JUaIu3HON Tepanuu ¢ LEeJIbI0 JOCTUKEHUS ONITUMAJIbHBIX PEe3yIbTaTOB Tepanuu. [268].

YYPC, yad4)

KommenTapuii: Hanmydmmim BapuaHTOM SIBISIETCS 10AMANTU3HAs (IPEBEHTUBHAS) TPaHCIUIAHTALIUs
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MOYKH OT KMBOTO POJCTBEHHOIO JIOHOPA, YUUTHIBAs IJIAHOBBIN XapaKTep ONepaTUBHOIO BMEUIATENbCTBA,
XOpOIIUH ypOBEHb THCTOCOBMECTUMOCTH MEXIY JOHOPOM W PEUUMUEHTOM W MHHHUMAIBHBIA CPOK
KOHCepBaluu opraHa. [lo maHHBIM MPOBEACHHOIO HCCIEIOBAaHUS, MAlMEHTHI, MOTyYaBIIUE IUATH3 JI0
TPaHCIUIAaHTAllMK, UMeNH OoJiee BBHICOKMU PUCK YTpaThl (YHKIHMM TpaHCIUIAaHTaTa (KOA(PQHUIMEHT pHCcKa
1,32; 95% noseputensubiii untepsan (AUW): 1,10-1,56) u Gonee Bbicokuii puck cMepT (K0d3PduueHT
pucka 1,69; 95% JW: 1,22-2,33), mo cpaBHEHUIO C I[MAlIMEHTAMHU, KOTOPHIM ObLa BBITOJHEHA
IIPEBEHTHUBHAs] TPAHCIUIAHTAIUSl MOYKU. Y JeTed, HaXOAMBIIMXCS Ha auanu3e Oonbiue 1 roma, puck
yTpaTsl (GYHKIMU TpaHCIUIaHTaTa Obul Ha 52% BhIIE, a y J€Tel, HaXOAMBIIUXCSA Ha aAuanuze Oonee 1,5
JeT, pUcK cMeptu OblT Ha 89% BbIIIIE, IO CPABHEHUIO C JIETHbMH, KOTOPHIM ObLIa MMPOBE/IEHA TPEBEHTUBHAS
TPaHCIUIAaHTAIMs, BHE 3aBUCUMOCTH OT HCTOYHHKA TOHOPCKOTO OpraHa.

- Pexomen10BaHO pacripenesiTh OpraHbl OT MOCMEPTHOTO JI0HOpa B MEPBYIO OYepe/b MallMeHTaM
JIETCKOTO BO3pacTa MpU OTCYTCTBUU Y HUX MOTEHIUAIBHOTO POJICTBEHHOTO JOHOPA C IENBI0 COKPAIICHUS
JUTUTENIBHOCTU OKUAAaHMS y AeTeit [269].

YYPC; YIA5)

KommenTapuii: Pacnpenenenue oOpraHoB OT TIOCMEPTHBIX JOHOPOB C TMPUOPUTETOM ISt
PELMIIMEHTOB JIETCKOTO BO3pacTa SIBISIETCS. MHPOBOM NpakTUkoi. [lo 1maHHBIM  OpraHu3aluu
Eurotransplant, ¢opmupoBaHue OTIENIBHOIO JTUCTA OXKUIAHHS AJIs JE€TEl COBMECTHO C MPUOPUTETHBIM
pacrpeneneHneM Mo3BOJISIET COKPATUTH JUTUTEIBHOCTD OKUIaHUS OpraHa OT MOCMEPTHOTO JIOHOpA Y JIeTeH
B 2,5 pasa 1o cpaBHEHUIO C B3POCIBIMU PEIIUMTHEHTAMHU.

- PexomenmoBana TpaHCIDIaHTAIMsl TIOYKH JIETSAM OT JKHBOTO POJCTBEHHOTO JIOHODA,
HECOBMECTUMOTO Mo rpymnmne kpoBu (ABO-HecoBMecTMMasi TpaHCIUIAHTAIMS MOYKH), KaK aHAJIOTUYHAs
TpaHCIUTaHTanus MOYKd OoT ABO-cOBMECTHMOro pOJCTBEHHOTO JIOHOPAa B CBS3H C COIOCTaBUMOCTBIO
pesyabTaToB [270, 271].

YYPC,yad4)

KommenTapuii: Pesynbprartel TpaHcmiaHTanmuu Modkd OT ABO-HecoBMECTHMOIro 3 KHBOTO
POJCTBEHHOTO JJOHOpPA COTIOCTaBHMEI M JOCTOBEPHO IMPEBOCXOAAT KaK PE3yJbTaThl TPAHCILIAHTAIIUH OT
MOCMEPTHOTO JOHOpa, TaK WU pPe3ylNbTaThl JEUeHHUs APYTMMHU METOJIaMU 3aMEeCTHUTENIbHON MOYeuHOM
Tepanum.

- He pexomeHn0BaHa TpaHCIIIAHTAIIMS IOYKH JETAM, HIMEIOIINM JaHHbIE KIMHUYECKUE COCTOSHUS:

OHKOJIOTHYECKHE 3a00JICBAHUS;

WNudexunu;

DKCTpapeHalbHbIE 3a00JICBaHUS;

Hecobntonenrne MeTMIMHCKUX pEKOMEH JalHii;

IIcnxuyeckne pacCTpoONCTBA;

[Ipy nUarHOCTUPOBAHHOM OKcamypuu | THUMa M0 TPaHCIUIAHTALMW TEYEHH WU ee (parMeHTOB
(TpaHCIUTaHTAIMS TIOYKH MOKET OBITh BBITIOJHEHA MOCJE TPAHCIIAHTAINH TICYSHH HITH €€ ()parMEeHTOB) B
CBSI3H C BEICOKOBEPOSITHBIMHU OTCYTCTBHEM 3 (deKTa Wiir HeOIaronpusTHBIMU Ucxogamu [272].

YYPC; YA 5)

- K oTHOCHTENBHBIM MPOTUBOIIOKA3aHUSAM JIs TPAHCIUTAHTAIIMU MMOYKH PEKOMEHIOBAHO OTHOCUTH
ocTpoe MH(pEKIHOHHOE 3a0ojieBaHUE WM OOOCTpEHHE XPOHUYECKOW HH(EKIHH, omyXxoyib Buiabmca B
aHamMHe3e WM Jpyrue 3abojeBaHus (JIEKOMIIGHCAIUsl caxapHOro auabera, Bbicokas akTUBHOCTH CKB u
T.J.) B CBSI3U C BBICOKUM PUCKOM OCJIOXHEHUM [273, 274, 275, 276, 277, 278].

YYPC, YA 5)

KommenTapun: OTHOCHTEIIBHBIE TPOTUBOIIOKA3aHUS K TPAHCIUIAHTAITUH MTOYKH HOCST BPEMEHHBIN
XapakTep, MOTEHLUAIBHO MOIAI0TCS JICYSHUIO WK TPEOYIOT ONpeIeIEHHOT 0 Meproa HabIoAeHuSI.

Panee HecoBmecTnMocTh 0 ABO W Hannune MUTOTOKCHYECKUX AaHTHIMM(OIMTAPHBIX aHTHTEN
MPOTUB JIOHOpa OBLTHM MPOTHBOINOKA3aHUSIMH K TPaHCIUTAHTAIlMK; OJHAKO IMOCIEAYIOIINE JTOCTHKEHUS C
UCTIOJIB30BaHUEM CIEIMATBHBIX MPOTOKOJIOB ITO3BOJIMIIH MTPOBOIUTH TAKyI0 TPAHCIUIAHTAIMIO B LIEHTPAX,
o0naaromux OOJBIINM OMBITOM TPAHCIUTAHTAIIMY, 4 TAK)KE CTIICIIMATU3UPOBAHHON HHPPACTPYKTYPOH.

Jletn ¢ oHKOJIOTHYECKUM 3a00JIeBaHUEM B aHAMHE3€ MOTYT pacCMaTpUBAThCS KaK MOTEHIHAbHbIE
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PELUIHUEHTHI TOYEYHOI0 TPAHCIUIAHTATa TOJIBKO MPU HAMYUK yOeAUTEIbHBIX JOKA3aTeIbCTB OTCYTCTBUS
pHUCKa peryIuBa OHKOJIOTHYECKOT0 3a00JIeBaHNsI HA MOMEHT TPAaHCILJIAaHTALIUH.

Bupyc ummyHnonedunmra uenoeka (BUY)  TpagunmonHo  cuuTaiics — aOCOIIOTHBIM
IIPOTUBONOKA3aHUEM K TpaHCIIaHTauuu. OHAKO YJIyUIIEHUE JOJTOCPOYHOIO IPOTrHO3a AJIs AallUEHTOB C
BUY-undexnueit moOyauao MHOTHE MPOrpaMMbl TPaHCIUIAHTALUU IEPECMOTPETHh CBOKO MOJIUTUKY B
OTHOUICHUM  HCKIIOYEHUS  MALHUEHTOB c BUY-undexmmeii. Heckonbko  umccnenoBaHuii
MPOJIEMOHCTPUPOBAIIM  CONOCTABUMBIE  pPE3YyJIbTATHl JICYEHHS] MALUMEHTOB M TPAHCIUIAHTAaTOB Yy
BUY-undpunmposannsix 1 BUY-HenH(OUIIMPOBAHHBIX NAIMEHTOB, MEPEHECIINX TPAHCIUIAHTAIMIO MTOYKH
MOCJIe Havaia MOITHOM aHTUpeTpoBUpycHOU Tepanuu (APT).

BrpkuBaeMoCTh MalMEHTOB B TE€YEHUE OJHOTO M TpeX JieT cocTtaBuiia 95% u 88% COOTBETCTBEHHO;
BBDKMBAaEMOCTh TpaHcIulantara - 90% wu  74% cooTBeTCTBEHHO. BpDKHMBaeMOCTh HallUEHTOB U
TpaHCIUIAaHTaTa B TEYEHHWE YeThIpeX JIeT OcTaBajach CTa0miIpHOW © cocTtaBimsia 89% u 69%
COOTBETCTBEHHO.

Hekortopeie cucremHble 3a00iieBaHUS SABISAIOTCS OTHOCUTEIbHBIMU IPOTHUBOMOKA3AHUSIMH K
TpaHCIUIaHTAIMK MOYKU. K HUM OTHOCATCA cHCTeMHBIE 3a00J1€BaHMsI, KOTOPbIE MOTJIM BbI3BATh [TOUECYHYIO
HEJOCTAaTOYHOCTh (HampuMep, AaHTHHEUTpo(WIbHBIC [UTOIUIa3Marnueckue antutena (ANCA) -
ACCOLIMMPOBAHHBIE BACKYJIMUTHI WIIM CUCTEMHAs KpacHasi Bol4aHka). TpaHCIUIaHTaIisl BO3MOXKHA B TIEPUO]L
peMuccuu 3ab6oaeBanus (He MeHee 6 MecsIIEeB).

[Ipy Hanuuuu y malyeHTa BOJYaHOYHOro HedpHuTa MPUOPUTETHBIM METOJIOM 3aMECTUTEIbHON
MOYEYHOM TEepaIuy SABJISETCS TPaHCILIAHTALMS TOUKH.

BripaxkeHHblii rumnepmapatupeo3 (¢ ypoBHem mnapatropmona Oosiee 1000 mnr/mu) sBisercs
OTHOCHTEJIbHBIM TPOTUBOIIOKA3aHUEM, TPEOYIOIUM KOMILIEKCHOTO JedeHus. 1o ZoCTmKeHnH 1eneBoro
ypoBHs napatropmona (Meree 700 nr/mi) BO3MOXHO BBITIOJHEHUE TPAHCIIAHTAIIUH TOYKH.

- PekoMeH10BaHO OKOHYaHUE MJIAHOBOW BaKLIMHAIIMHU, COTJIACHO HAI[MOHAILHOMY KalleHAapIo - 110
BBITIOJTHEHHS TPAHCIUIAHTAIIUY TOYKH C IeNIBbI0 TOCTHKEHUSI MaKCUMATbHON 3((EKTUBHOCTH BaKIIWHAIIH,
o0OecrieyeHdss MMMYHHOW 3allUThl B JO- M TOCTTPAHCIUIAHTAllMOHHOM NEPUOAE U MPEIOTBPALICHHS
BO3MOJXKHBIX HEKelaTeIbHBIX 3((HEeKTOB BaKIIMHAIIMN Y UMMYHOKOMIIPOMEHTHUPOBAHHBIX MaIlMEeHTOB [279,
280, 281].

YYPC, YA 5)

KommenTtapuii: BHenpeHnue pyTHHHBIX JETCKUX MPUBUBOK PE3KO CHHU3WIIO 3a00JIEBAEMOCTh U
CMEPTHOCTh OT HH(EKITUH.

OnHako BakIMHBI MOTYT OBITh HEd()(PEKTUBHBI, €CIIU UX BBOJUTh UMMYHOKOMIIPOMEHTUPOBAHHBIM
nanueHTaMm. Iloaromy pemaroniee 3HaYE€HHWE MMEIOT YCWINSA IO IOJHOM HMMMYHHM3alUu JeTell 1o
TpaHcmiaHTalMu. I[lOCKONBbKY JeTH ¢ TEepMHMHAJIBbHOM cTagueill 3a0ojieBaHUS IOYEK YacTO HMEIOT
HEONTUMAJIbHBII HMMMYHHBIM OTBET M CHIDKEHHYH) HPOJOJDKUTEIBHOCTh WMMYHHUTETa, MOTYT
noTpedoBaThes 0oJiee BEICOKME HaYalIbHbIE J103bl, TONOJHUTENbHBIE 1036 1 MOHUTOPUHT TUTPA aHTUTEI C
MOMOIIBI0 OYCTEpHBIX 103 BakUUH. B mepuoa mocie TpaHCIUIAHTAIMM HE PEKOMEH]YeTCs BBEACHUE
JKUBBIX BaKIIMH, [TI03TOMY KpailHe Ba)KHO MPOCIEANUTh, YTOOBI BCE MOAXOJSALINE BaKIUHBI ObUTN CEIaHbI
JI0 OTIEpaLUU 110 NIEPECATKE.

Uro Kkacaercsi >KUBBIX OCJAOJEHHBIX BaKIMH OT KOpPHU, KPAaCHYXH, SMHIEMHUYECKOr0 MapoTHTa
(KTIK) u BeTpsiHO# OCIIbI, peKOMEHIYETCS MO0k AaTh MUHIUMYM 4 HEJeTH MEXIy BBeICHUEM BAaKI[UHBI U
TpaHCIJIaHTAlMeH, yUUThIBasi TEOPETUUECKUI PUCK pa3BUTHS 3a00JIeBaHuUs OT BaKIIMHHOTO mramMma [280].

[TpuBUBKM HEKUBHIMH BaKIIMHAMH MOTYT OBITH CAENAHBI MOCIE TOT0, KAK UMMYHOCYTIPECCHBHBIC
npenaparsl JOCTUTHYT HU3KUX TMOAJECPKUBAIOIIMX /103, OOBIYHO B CPOKH OT 6 1m0 12 mecsieB mocie
TpaHCIUIaHTAIUH.

- PexoMeHJ0BaHO BBINIOJHEHHWE PEKOHCTPYKTHUBHBIX W  CAHALMOHHBIX  XHPYPrHUYECKHUX
BMEILIATEIbCTB HA OpraHax MOYENOJOBOM W JAPYrMX CHUCTEM JO TpPAHCIUIAHTAllUM TOYKU. B cimydae
OTCYTCTBUS KJIMHHYECKUX MPOSBICHUM MH(EKIMH WX MO IPYTHMM IOKa3aHUSM PEKOMEHJOBaHa OJHO-
WIN JBYCTOpOHHAA Hedpaktomus (PagukaneHas Hedpskromusa, Jlamapockomuueckass He(QPIKTOMHS,
Hedpakromust ¢ TpoMOdKTOMHUEH W3 HWXKHEH MMOJ0M BeHbl, PobOoTaccucTupoBaHHash HEPPIKTOMHS)
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COOCTBEHHBIX ITOYEK OJJHOMOMEHTHO C TPAHCIUIAHTALMEH MOYKH C LEIbI0 MUHUMHU3ALMHY UHPEKIIMOHHBIX
oclokHeHul [282, 283, 284, 286].

YYPC, YA 5)

Kommenrapuii: [lpuunHO# MOYEYHON HEIOCTATOYHOCTH Yy JAeTell B OOJNBLIIMHCTBE CIIy4acB
ABJIIETCS. BPOKICHHAs! aHOMAJIUS CTPOEHUSI MOYEBBIBOAAIIMX ITyTel. He Tak 1aBHO I€TH C BPOXKACHHBIMU
AHOMAJIMSAMHU HUYKHUX MOYEBBIBOJSIINX MyTEeH WU C TUCPYHKIHEH MOUYEBOTO My3bIpsi ObLITIO MCKIIIOUCHBI
U3 IPOrpaMM TPAHCIUIAHTALUU IIOYKH, IOCKOJIBbKY OHU CUMUTAJINCHh PELMIIMEHTAMU C OYEHb BBICOKUM
PUCKOM MH(EKIIMOHHBIX OCIOXHEHUN M yTpaThl PyHKIMH. 32 MOCIETHIE HECKOIBKO AECATUICTUI OBLIO
JIOKa3aHO, YTO ayIMEHTAallMOHHAs LUCTOIIACTHKA C CO3/JaHUEM pe3epByapa HU3KOIO JABJICHUS YIydIlaeT
OTHAJICHHYI0 BBDKMBAa€MOCTb II0YEYHOI'O TpaHCIUIaHTara. llo pe3ynbraram uccieqoBaHUM 4acToTa
BO3HUKHOBEHUSI YPOJIOTMYECKUX OCJIOKHEHHMH II0CJIE YPOJOTMYECKUX PEKOHCTPYKLIHN HE OTIMYAETCS OT
TAaKOBOH B OO0ILEH MOMYJIALNUN C HOPMAJIbHOW (DyHKIIMEH MOYEBBIBOISIINX ITyTEH.

VY DanueHToB C 3aJHUM YpEeTpPabHBIM KJIAllAaHOM MOXKET IMOTpeOOBaThCs SMUIUCTOCTOMHUS B
paHHEM BO3pacTe s AEKOMIPECCHH TUCPYHKIMOHAIHLHOIO MOYEBOTO IMy3BIPs. DIMHUIMCTOCTOMA MOXKET
COXpaHATbCS B TEUEHHWE MHOTHX MECALEB IOCIe TpaHCIUIaHTauuu. JlersM ¢ HeOOJbIION EeMKOCThIO
MOUYEBOTO IY3bIPsI MOXKET IMOTPeOOBATHCSI YBEIMUEHUE MOYEBOIO Iy3bIps MPH IMOMOIIM KOHAYUTa M3
CEerMEHTa IOJB3JIOIIHOM KUIIKK. [IoMMMO 3TOro, 4acro HCHONB3YHOT AaNMEHIUKC I CO3JAHMS
IIOCTOSIHHOW CTOMBI, ITO3BOJISIOIIEH IIPOBOANTH YHACTYIO IEPUOJAUUECKYIO KaTETEPU3ALIHIO.

HanOonee 4acTbIMU OCIOXKHEHUSMH IPU ayTMEHTALMOHHONW LIUCTOIUIACTUKE U OTBOJIE MOUYH Yepe3
MOCTOSIHHYIO CTOMY SIBJISIFOTCSL OakTepuypHsi 1 UHPEKIUU MOUYEBBIBOJSALINX IyTEH, KOTOpbIE OOBIYHO HE
IPUBOJAT K IOTEpe TpaHCIJIAHTaTa MIPU IPABUIBHOM JICYEHUN aHTHONOTHKAMHU.

- PexoMeH10BaHO MPOBEJCHNE IICUXOCOLUAIBHON OLIEHKH PeOCHKA U €r0 pOJUTENEeH Ha MpeaIMeT
IPUBEPKEHHOCTH (KOMIUIAGHTHOCTH) K IpejanojaraeMoil Tepalnuu Ha BCeX JTanax 3aMeCcTHTEIbHOMN
[OYEYHON Tepanuu, U OCOOEHHO II0C/Ie TPAHCIIAHTALMU TIOYKH, MOCKOJIbKY XOpPOIIO H3BECTHO, 4TO
HECOOJI0ZICHNE MEAMIMHCKUX PEKOMEHJAIMNA CONPSKEHO C BBICOKUM PHCKOM Pa3BUTHs OCIOXHEHUH U
yTpaThl (PyHKIINK TOYEYHOT0 TpaHcIiaHTara [287, 288].

YYPC; VI 4)

KommenTapuii: B 10Arocpo4Hoi NepCrekTUBe 3HAYUTEIBHOE KOJIMYECTBO NTOTEPh TPaHCILIaHTaTa
IPOMCXOIUT H3-32 HECOOTIOACHUS METUIMHCKUX pexoMeHaauui. CymiecTByeT psii NpopHUIaKTHUECKUX
MEPONPUITUHA, KOTOpPHIE MOTYT YIYYIIUTh COONIOACHHE IETbMH M HUX POJUTEISIMH MEIULUHCKUX
peKoMeHJaluii: HempepblBHOE 00pa3oBaHUE, WHAMBHIAyaJdbHAas MeAMLUUHCKas HHopManus u
ncuxosoruyeckas nomomib. IlepeBoj neTeil mpu MX B3pOCIEHMHM AJIs JajbHeiliero HaOJtoleHus B
YUpEKICHUE Ul B3POCIBIX CBA3aH C TEOPETUYECKH BBICOKMM PHUCKOM IIOTEPHU TpAHCILIAHTaTa H3-3a
HECOONIIOICHNS peXHUMa JieueHHs. PeKOMEHIYI0TCs BBIIIOJIHEHHE KOMIUIEKCA MPOCThIX U 3((HEKTUBHBIX
Mep, HAIpaBJICHHBIX Ha IOBBILICHUE NPUBEPKEHHOCTU K JICYCHUIO: PaHHAS IOArOTOBKA K IEPEBOLY U
yepeoBaHue aMOyJIaTOPHBIX OCEIIEHUH eJUaTPUUECKOTO U B3POCIOr0 He()POIOTHYECKOTO OTACICHUH.

B mpomuioM KIMHUYECKHE MCCIIEOBAaHUS, KAcaloUIMecs NPUBEPKEHHOCTH K JICYEHHUIO, OBLIH
COCPEOTOUEHBl TOJBKO HA COOIIOAEHUH pEXHMa IpHEMa JIEKapCTBEHHbIX IpenaparoB. OpHako B
HACTOsIIIEe BpEMs NMPHU3HAETCS, YTO MPUBEPKEHHOCTh K JIEYEHHIO (KOMIUIAEHTHOCTH) sIBJsieTcs Ooiee
LIMPOKHUM MOHSTHEM, B IONIOJIHEHHE K IPUEMY Ha3HAYECHHBIX JICKApCTB.

- PexomeH10BaH THIATENbHBIN J1AOOPATOPHBI MOHUTOPUHT KOHIIEHTPALUI HMMYHO/IEIIPECCAHTOB
(MccnenoBanue ypoBHS JIEKapCTBEHHBIX IpernapaToB B Kpou/lMccrienoBaHue ypoBHSI JE€KapCTBEHHBIX
IpenapaToB B KPOBH METOJIOM TaHJAEMHON Macc-CIIEKTPOMETPUHN) Ha BCEX ATalax JedeHHs Ui moadoopa
aJIeKBaTHOW 03Bl Mperapara, B CBA3M C CYIIECTBEHHBIM OTJIMYMEM METa0OJu3Ma MpenapaToB JUis
MMMYHOCYIIPECCUBHOM Tepanuu y JAETeW 10 CPaBHEHUIO C B3pOCION momyisanuei. PexomeHnoBaHO
PYKOBOACTBOBaTbCA HanmoHanbHBIMM  PEKOMEHAALMSAMH IO JIEKAPCTBEHHOMY MOHUTOPUHTY U
B3aUMO3aMEHSIEMOCTH OPUTMHAIIBHBIX U T€HEPUUYECKUX UMMYHOJEIIPECCAHTOB C Y3KUM TEPANEBTUYECKUM
OKHOM B cllydae HaOJIIOJEHUsI BBICOKOW BapHaOelIbHOCTH KOHLEHTPALUNA HMMYHOCYIIPECCUBHBIX
npenapatos [289].

YYPC, YO 4)
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KommenTapuii: EcTb HECKOIBKO apryMEHTOB B [10J1b3y MHJIUBUAYAIBLHOTO (PapMaKOKHHETHYECKOTO
npodwmiis y aereil. ITo CBA3aHO C YBEJIWYCHHBIM O0BEMOM pacIpe/ieieHus JIEKaPCTBEHHBIX BEIIECTB Y
MaJIeHbKUX JeTel, a TakkKe C M3MEHEHMEM MeTaboJIM3Ma JIEKapCTB B KHILIEYHUKE, [IEYEHU U MOYEYHOM
TpaHcIulaHTare. JlaHHOE O0OCTOATENHCTBO YAaCcTO COMPOBOXKIACTCA HECTAOMIBHOCTBIO KOHILEHTpAIUn
UMMYHOJICIIPECCAHTOB M TpedyeT 0oJiee 4acToro jJabopaTOPHOTO KOHTPOJIS IO CPAaBHEHHUIO CO B3pPOCION
HOIYJIALIUCH.

- PexomennoBaHO mnocie TpaHCIIAHTALMKM OCTaBJIATh ACTEH IOJ TIIATEIbHBIM MEIULUHCKUM
HaOJIOIGHUEM TIOATOTOBJICHHBIX CHEIHMAINCTOB Bpadyel-HE(PPOIOTOB (IETCKUX) A MPOQUIAKTUKA
pa3JINYHBIX OCJIOXHEHUH, OOYCIIOBJIEHHBIX INPOBEACHHEM HMMMYHOCYIIPECCUBHOW Tepamuu (pa3iuyuHble
uHpeknuy, aumdonponudepatuBHbie 3a00JIeBaHUS, TaCTPOMHTECTHHAIBHBIE DPACCTpOWCTBA W T.1.), a
TaKke penuauBoM nepBuyHoro 3adoseBanus nouek (OCI'C, a-I'YC, u 1.1.) B Tpancmiantare [290, 291,
292].

YYPC, YO 4)

KommenTapunii: Penynuentam TpaHCIUIAHTaTa [IOYKU TpeOyercs [IOXKU3HEHHAs
UMMYHOCYNPECCUBHAsl Tepanus Uil MOoAJepX aHUA CcTaOWibHOM (QyHKUIuM TpaHciuiaHtaTa. OpHako
JUINTENIGHBIA  TIPUEM HMMYHOJICTIPECCAHTOB MOXET COMPOBOXKIATHCS PA3BUTHEM  CIICIUPHUECKUX
000YHBIX 3 (EKTOB, CBI3aHHBIX C MOJABICHHMEM UMMYHHOH CHCTEMBbI, KaK, HallpUMep, HOBBIIICHHBIN
pUCK HH(EKINH 1 3I0KaYeCTBEHHBIX HOBOOOPA30BaHHIA.

B 5-15% ciyuaeB peuuauB IepBUYHOrO 3a00JI€BaHUs SBJSIETCS NPUYMHOM JUCHYHKIUH
IIOYE€YHOT'0 TPAHCIUIAHTATA y IETEH - PELIUIIMEHTOB NIOYKH [291].

Cpenu rioMepyssipHBIX 3a00J€BaHUM, KOTOpble MOIYT pELUUAMBUPOBAaTH B TpaHCIUIAHTATE,
HanboJiee 4acTo BcTpedaercs (POKATBHBIA CErMEHTapHbIN riomepyssipHblid ckiepo3 (PCI'C). OOmmii
pHUCK penuauBa He(POTHUECKOro CHUHApPOMA IOC/e TpaHCIUIAHTALMM OLleHHMBaeTcss mpumepHo B 30%.
OCI'C sBisiercst HanboJiee YaCcTON MPUYMHOM TOTEpH TPaHCIUIAHTAaTa U3-3a peruanBa 3a0oneBanus. Puck
peuuausa npu OCI'C y nereli Boie, yem y B3pocibix. Pennnus @CI'C yanie Bcero BO3HUKAET B TEUEHUE
NEPBBIX HECKOJIbKUX JHEHN IOCJe TPAHCIUIAHTAlUHU. Y MalMeHTOB, Y KOTOPHIX MEPBbI TpaHCIJIAaHTAT ObLI
HOTEPSIH U3-3a peluuBa 3a00JeBaHMs, YaCTOTa PEIIMIMBOB B MOCIEIYIOIIEM TPAHCIUIAHTATE COCTABIISET
npubmsuTenpHo 80% [292].

4. MenuuuHckasi peaduJnTanusi, MeIUINHCKHE TOKA3AHUS M NIPOTHBONOKA3aHUSA K NPUMEHEHUI0
METOH0B peaduauTaluu

Crieruduueckas MequIMHCKas peadbunutanus s netei ¢ XbII ve pazpaborana.

5. llpodunakTuka U JUCHAHCEPHOE HAOII0IeHHEe, MeIUIIUHCKHIE MOKA3AHUS U MPOTHBONOKA3AHUSA K
NPUMEHEHHI0 MeTOA0B NPOPUIAKTUKHA

5.1 Ilpodpuniaakruxa

5.1.1 Baknunamusa aereii ¢ XBII

OmauM U3 KOMITOHEHTOB MPOMUIAKTHKU SBISETCA 3alldTa OT WH(EKIMOHHBIX 3a00JIeBaHUM,
KOTOpBIE MOT'YT IIPUBECTU K IporpeccupoBanuio XbII, u ABIAIOTCA )KU3HEYTPOKAOIIMMH y TALUEHTOB,
HaXOJIAIINXCS HA JUAHA3E, THOO0 MEPEeHECHTNX TPAHCIIAHTAIIUIO TIOYKH.

Bce Bakuunbel cinenyer BBoauTh AeTAM ¢ XbBII cormacHO HauMOHAIBHOMY  KaJleHIapro
PO UITAKTUYCCKUX TPUBHUBOK, TPU ATOM JKHMBBIC aTTCHYHMPOBAaHHBIE BAKIMHBI (BAKIIMHBI) HE CIEAYET
BBOJHTH JIETSIM C IMMYHOIe(DUIIUTHBIM cocTosiHUEM [6, 110, 297].
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- He pexomenayercst BBeneHne Bakiuusl 1uisi mpoduaakTUKU rpummna (GKUBon)**, mubo BakiuHer
JUIs PO HUIIAKTHUKY BETPSHOM OCIIbI (3KUBOM, aTTEHYHPOBAHHOMN)** neTsM ¢ HePPOTUIECKUM CHHIPOMOM
WIH T€M, KTO I0JIy4aeT HIMMYHOCYIIPECCUBHYIO TEPAIUIO I10CIIE TpaHCIUIaHTaluK no4ku. Ilocie BBeneHus
JKUBOW aTTEHYMPOBAHHOW BAaKIMHBI HEOOXOIUM OO0S3aTeNbHBII MUHUMAIIBHBIN TEPUOJ OXUIAHHS B
YEThIPE HEJENN A0 UCIIOJIb30BaHUs UMMYHOCYIIPECCUH Ul TPAHCILIAHTALMK ITOYKH [297].

YYPC, YA 5)

- Pexomennyercss mpoBelieHHE BaKLMHALMKM IIPOTHB IMHEBMOKOKKOBON MH(EKLIUU BCEM IETAM C
XBII ¢ uenpro npexynpexaeHus TsSHKeIon HHPEKIUY, BBI3BAHHOM JaHHBIM Bo30yauTeneM [297].

YYPC, YA 5)

- Pexomenayercst B 00s3aTeIbHOM THOPSIKE MPOBEICHHE BaKLIMHAIMK NMPOTUB renaruta B Bcem
netsm ¢ XbIT nny HaxonmumMces Ha IUaan3e ¢ LENbI0 NPeayIpeKIeHUS Pa3sBUTHS BUPYCHOrO renatura B
[297].

YYPC, YA 5)

- Pexomenn0BaHO paccMOTpPETh IPEANOYTUTENBHOE IPOBEACHUE BaKLIMHALMM IIPOTHUB BHpYCa
nanuuiomMsl 4yenoBeka (BITY) no TpaHciulaHTanMy HNOYKM B CBSI3M C MMEIOUIMMHUCS OTPaHUYEHHBIMU
JJAHHBIMU O MEHEE BBIPAKEHHOM UMMYHHOM OTBETE Y PELIMIIMEHTOB TPAHCIIJIAHTAHTa NIOYKH [297].

YYPC, YA 5)

- He pexoMeHIOBaHO BBEACHME BAKLUMHBI M NPOPUIAKTUKU BETPSIHOW oOcCHbl (JKUBasd,
arreHyupoBanHas)** nersam c¢ XBIl u TskenslM MMMyHOAeQUUUTOM, B T.4., JETSAM, IHOIYYaroIUM
BBICOKHE JI03bl KOPTUKOCTEPOUIOB CUCTEMHOIO JIercTBH. [297].

YYPC, YA 5)

KommenTapuii: B uzieane BakuuHy BBOJIAT B BUJIE JIBYXJ/I030BOM CXeMbl, KOI/1a peOEHOK MOIydaeT
HU3KHE J103bl KOPTUKOCTEPOHMIOB CUCTEMHOTO JEHCTBUs (HAampuMmep, MeHee 2 MI/KI Macchl Tela 4epe3
JI€Hb) UM KOPTUKOCTEPOU IHAS TEpaAIlns HE IPOBOIUTCS.

- PexoMeHn0BaHO MpoBeAeHUE BaKLMHAIMU MPOTHB TyOepKyse3HoW uHpekuuu, ecnu He Obuia
IIpOBEJICHa B COOTBETCTBUU C HAIlMOHAJIBHBIM KaJleHAapeM MpoduiakTudeckux NpuBUBOK JeTsM ¢ XbBII
JI0 TPaHCIJIAaHTAMU OYKH [297].

YYPC, Y 5)

5.1.2 Cnoco0bl1 mpeaoTBpaNIeHusi WJIN CHUKeHUs1 mporpeccupoBanus XbII

- PexoMenmoBana Tepamusi OCHOBHOTO 3a0oJieBaHMs, Jexamiero B ocHoBe XbBII (mampumep,
KOppeKIIHs OOCTPYKTUBHBIX YPOIaTUi, UMMYHOCYTIPECCUBHAS Tepamus Mpu HEYPOTUIECKOM CHHIIPOME H
T.J1.) C LIEJbI0 peaynpexacHus mporpeccupoBanus XbIT [297].

YYPC, YA 5)

- PexoMeHmoOBaHO  TOAAEpKAHUE  ANEKBATHOTO  HYTPUTHUBHOIO  CTaTyca, IPOBEICHUE
CBOCBPEMEHHOH JUArHOCTHKH M KOPpEKUMU aeduiura sxeie3a, MUHEPaTbHO-KOCTHBIX HapyIICHUH,
CBOEBPEMEHHOE Hayallo Juaiu3a C LeNbl0 MOJAJEp:KaHus aJeKBATHOrO KayecTBa YKU3HU NAIMEeHTOB. [0,
110, 297].

YYPC; YA 5)

KommenTapuu: ¥ nereit ¢ XbBII 3amectutenbHas noueunas tepanus (3[1T) o0br4HO HEOOXOaMMA,

2
KOTJ[a CKOpPOCTh KiyOoukoBoit ¢uibtpanun (CK®) namgaer umxe 15 mu/mun Ha 1,73 M (cramus G5
XBII, noueyHass HEZOCTATOYHOCTh) M B HEKOTOPBIX ciydasx qo 3Toro. Takum o0pa3oM, Kak TOJBKO

pacuetHass CK® cuumxkaercs g0 <30 mu/muH nHa 1,73 w’ (cramust G4), mopa Ha4MHATH MOATOTOBKY
pebenka u cembu K KRT [3]. Cembsi 1 mallMeHT JOHKHBI OTYYUTh HHPOpPMAIHNIO 0 cpokax u Beidope K3T
(TpaHCTIIaHTAIMS TOYKH, IEPUTOHEATBHBIN AUATTN3 U TEMOIUATIN3).

- PexomennoBano ouenuBath puck paszsutus XbIl y gereil, poauBIIMXCS HEAOHOLICHHBIMM,
BKJIIOYAsl aHAIM3 UCTOPUM POXKICHUSA, TEUCHUs HEOHATAJIBHOIO IEPUONA U COCTOSHUSA 3I0POBbS IETEH C
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1[eJIbI0 CBOEBPEMEHHOM IMAarHOCTUKU U CBOEBPEMEHHOTrO NPUHATHS Mep 1o Koppekuuu XbII [297, 298].

YYPC; YA 5)

KommenTapuu: Bpauu-neauaTpsl U Bpadyl-HEOHATOJOTH, HAOJIOJAIONINe HEJOHOIICHHBIX JeTel,
JIOJKHBI OBITH HACTOPOXKEHHBIMHU B TUIAHE BO3MOXKHOW AUCHYHKIIMH MTOYEK Y 3TOH KaTeropuu JInL.

- PexomenmoBano n3berarh (hakTOpoOB prCKa MOCIEIYIONIEro MOBpeXAeHUs Touek y neteit ¢ XbII
- BMH30/BI OCTPOTO TMOBPEXKACHHUS MOYEK MOTYT MPUBECTH K Oojee ObICTpOMY YXYALICHHIO (YyHKIUU
noyek y aerer ¢ XbII [297].

YYPC; YIA5)

KommenTapuu: CHuxenue nepdy3uu moyek WM BBeAeHHE HE(PPOTOKCHUYECKHX areHTOB - JBa
PacpOCTpPaHEHHBIX COCTOSIHUS, KOTOPhIE MOTYT IIPUBECTU K JaJIbHEHIIEMY ITOBPEXKICHUIO IT0YEK y AeTel
¢ XBIL.

- PexomenoBaHO M30€raTh OCTPBIX 3MU30/10B THIONEp(y3uH MOYEK C LEIbI0 MPEeayNpeKICHUs
nporpeccupoBanus XbII [297].

YYPC; YIA5)

KommenTapuu: Iloarpynmna nereit ¢ XbII umeer HapylieHHe KaHANbIEBOW peabcopOruu HATpUS
(moTepu conmM) M CHOCOOHOCTM KOHICHTPHPOBATH MOYY, YTO YBEIWYHBAECT PHUCK THUIOBOJIEMHH U
runornepdy3un Npyu HE3HAYUTENbHBIX 3a0o0NeBaHusAX. [[allMeHTOB U3 TPyNIbl pUcKa CleAyeT BBIBIATH B
Hayaje WHTEPKYPPEHTHOIO 3a00J€BaHUs, CBSA3aHHOIO C TUIOBOJEMHEM WM THIOTOHMEH, YTOOBI
o0ecreynTh BOCIOIHEHHUE 3aacoB KUAKOCTU A0 3HAYUTEILHOTO CHUYKEHUSI KPOBOTOKA B MOYKAX.

['unoniepdy3us MOYEK BBI3BIBACTCS TUIOTEH3WEH (HAmpUMep, CENTHYECKHUM IIOKOM), TMPUEMOM
IpernapaToB, CHIDKAOIUX Nepdy3uro Modek (TakuX KaK HECTEPOUAHbIE IMPOTHBOBOCHAIUTEIbHbBIE
npenapaThl, HHTHOUTOPBI aHTHOTeH3UHIpeBpamaomero Gepmenta [MAIID] 1 aHTaroHUCTHI PEIENTOPOB
anrnotensuHa II), u ucromenuem oOHEMOB H3-3a PBOTHI, AUAPEH, MPUMEHEHUS TUYPETHKOB, OKOTOB,
CEpbE3HBIX ONepaluil (HapuMep, KapIMOXUPYPrUYECKUX OMNepaluii, BHIIOJHEHHBIX IIPH UCKYCCTBEHHOM
KPOBOOOpAIIIEHNH, OPTONEANYECKUX ONepalluii Ha TO3BOHOYHHKE) /WM KPOBOTEUEHUH.

- PexomenoBaHo m30erarh npuema npenaparon, 00J1aJalonMX He(QPOTOKCUUECKUM JIEHCTBUEM C
LeNbI0 peaynpexkaeHus nporpeccupoanus XbII [297].

YYPC; YA 5)

KommenTapun: K TakuM npenapatamM OTHOCSITCSI MHOTHUE HECTEPOUIHBIE TIPOTUBOBOCIIATIUTEIBHBIE
U TOPOTUBOPEBMATHYECKUE Tpenaparbl, JWAarHOCTUYECKHE TMpenaparbl (HampuMmep, KOHTPACTHBIE
CpeACTBa), aMUHOTJIMKO3UbI, amoTepuind B**, muknocnopun®* u takponumyc**. Cnenyer nzberathb
pHeMa TaKMX JIEKapCTB WM MPUMEHSATh UX C OCTOPOKHOCTHIO y MAIIMEHTOB C XPOHUYECKON OOJIE3HBIO
IIOYEK, IO/ KOHTPOJEM MOHUTOPUHIA TEPaleBTUYECKOro ypoBHs jekapcTB (MccienoBaHue ypoBHs
JIEKapCTBEHHBIX IIpernapaToB B KpoBH, lccienoBaHue ypoBHS JIEKapCTBEHHBIX IpENapaToB B KpPOBU
METO/I0M TaHJAEMHOM Macc-CIIEKTPOMETPUN).

Hekoropeie  mpemaparsl uiaum  HUX ~ cocTaBisdmoomue, Takue  kKak  Ko-Tpumokcaszon
[Cynbhamerokcazont+Tpumeronpum|**, nunpodiokcaliuH™**, TPUBOAAT K MOBBIIICHUIO YpPOBHA
KpeaTHHHHA B KPOBU, HO HE MOBBIIIAIOT YPOBEHb a30Ta MOYeBUHBI KpoBU (AMK), MocKosIbKy OHU BIUSIOT
au00 Ha KaHANbLEBYIO CEKpEIMIO KpeaTHHHMHA, MO0 Ha JabopaTOpHBIM aHaau3 KpeaTuHHHA. B
pe3ysbTare OHU He BIMSIOT HANPSAMYIO Ha (DYHKIIMIO TTOYEK.

- PexoMennoBaHo nozanepxuBath ypoBeHb AJl B mpezaenax LENEBbIX 3HAUEHUM, B TOM 4YHCIE, C
MTOMONIBIO aHTUTUIIEPTEH3UBHOM TEpanuu, ¢ UEIbI0 3aMemieHus nporpeccupoanusa XbII y nerei [297].

YYPC, YA 5)

KommenTtapuu: CambIM JIEUCTBEHHEBIM METOOM, CIIOCOOCTBYIOIIUM 3aMeJIEHUIO
IPOTPeCCUPOBAHMS MTOYSUHBIX (PYHKIUH, ABIsieTCs KOHTPoib AJl M MCHOIb30BaHUE MPH HEOOXOAUMOCTH
AHTUTUNEPTEH3UBHON Tepanuu y nereid ¢ XbII, ocHOBBIBasCh Ha AOKa3aTeIbCTBaX TOrO, YTO CTPOTHI
KOHTposb A/l cHMkaeT ckopocThb nporpeccuposanus XbII y nereit.

CM. KIMHUYECKHE PEKOMEHAIMH 110 ApTEPUATIBHON THIIEPTEH3NUHN Y I€TEU U MTOAPOCTKOB.

- Hns npereil, KOTOpBIM TpeOyeTcs aHTUTHIIEPTEH3MBHAs Tepanus, PEKOMEHIOBAHO OTAaBaTh
MPEANOYTEHNE HCIIONB30BaHUI0 MHTHOUTOPOB AIID mnm aHTaroHWCTHI peuenTtopoB aHTHoTeH3wHa Il B
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COOTBETCTBUHU C KJIMHHYECKUMHU PEKOMEHAALMSAMH II0 BEACHUIO ACTEH C apTEepPUAIBHOM TMIIEPTEH3UEH
[297].

(YYP C; YA S).

KommenTtapuu: Mmerorcss yOequTenbHbIE OKa3aTeabCTBA TOTO, YTO OSTH areHThl OO0JIAJaroT
Oonbleil 3amuroil, yeM I'mnoreH3uBHBIE MpenapaTbl B KOMOMHALMU C JAUYPETHKaMH, B 3aMeIJICHUU
nporpeccupoBanusi XbII, nockosnbky oHM KOHTpoaupyroT A/l, a Takke CHUKAIOT IPOTEUHYPHIO JAXKE Y
nereit ¢ 3anymennon XbII.

bnokana anrnoTeH3wHa ¢ HCMoyib30BaHHMEeM HHruoutopa AIID wim aHTaroHHCTOB PELENTOPOB
anrnorensuHa II Taxxke Moxer 3amennaTe nporpeccupoBanve XbIl y manueHTOB ¢ HaciaeACTBEHHBIM
HegpuToM 6e3 noBbIIeHHOTo A/l 3a CUET CHUKEHHUS IPOTEUHYPHH.

- He pexomenmoBaHo Ha3HaueHHe HHU3KoOenkoBoW muerhl npu XbII y npereit, T.k. maHHOE
BMEIIATEILCTBO HE TOKA3aJl0 MPEHMYINECTBA B 3aMEIJICHUU MPOTPECCUpOBaHUs 3a00JIeBaHUS MOYECK B
neauaTpudeckou nomysuu [297].

YYPC; YIA5)

KommenTapun: B Hacrosiiee BpeMs B neauaTpuueckoil npaktuke nersm c¢ XbIl HaszHawaercs
CyTOYHast HopMa OelKa, COOTBETCTBYIOIIAsl BO3PACTY.

- He pekoMeHI0BaHO pyTMHHO KOHTPOJMUPOBATH YPOBEHb MOYEBOM KHUCIOTHI B KPOBHU T.K. JaHHOE
BMENIATEIBCTBO B HACTOSLIEE BPEMS HEJOCTATOYHO J0Ka3aHo [297].

YYPC, YA 5)

KommenTapun: CylecTByeT MpearoyioKeHUe, YTO TUIEPYpPUKEMHs, KOTOpas BO3HUKAET HU3-3a
CHIDKEHMS SKCKpELIMU C MOYOM, crocoOCTByeT nporpeccupoBanuto XbII, yacTU4HO 3a cUeT CHUKEHUS
nepdy3ur TOYEK 3a CYeT CTUMYJSIIUH nponudepanud  ap@PepeHTHBIX KIETOK TIAAKHX —MBIIII]
apTEepPHOJISIPHBIX COCYI0B. B OMONHEHNE K TaHHBIM JUIsl B3POCIIBIX, KOTOPBIE IIPEAIIOIAratoT CBA3b MEKIY
runepypukemueil u nporpeccupyromeid XbII, oGcepBannoHHoe HccienoBaHUE OKa3ano, YTO YPOBEHb
MOYEBON KHCJIOTBHI B CHIBOPOTKE BBIIE 7,5 MI/IUT ABISETCS HE3aBUCUMBIM (PaKTOPOM PUCKA YCKOPEHHOTO
nporpeccupoBanusi XbBII y nereit u mompoctkoB. OmHAKO pPEKOMEHAAIMN MO BMEMIATEIBCTBY WIIH
MOHUTOPHUHTY MOYEBOM KHUCIIOTBI B CBIBOPOTKE KPOBH Yy AeTel min B3pocibix ¢ XbII Her.

JucnancepHoe Ha0JI0/IeHUE TOKU3HEHHOE 1 BKIIIOYAET B CEO0S:

OcMOTp CIIEHANIUCTOB:

- Bpau-nequatp/Bpau o01ieli npakTUKH (ceMeliHbli Bpayd) 1 pa3 B MecsI|

- Bpau-nedporor 1 pa3 B 2-3 mecsna

- Bpau - nerckuit cromatosor 1 pa3 B 6 MecsiieB

- Bpau-odransmornor 1 pa3 B rog

- Bpau-otopunonapusrosor 1 pa3 B roa

- Bpau-reHetuk npu HeoOXoxuMmocTH (mpu TyOyJiomaTusix M TJIOMEpyJIOHe(ppUTax B COCTaBe
TEHETUYECKOTO CHHIPOMA).

JlaGopaTopHbIe UCCIIeOBAHUS:

- 001 (KIMHUYeCKUi) aHanu3 Mouu (1 pa3 B MecsIll U 10 TOKa3aHUsIM);

- aHAJIM3 KPOBU OMOXMMHUUECKUH obmieTepaneBTrdeckuii (1 pa3 B 3 Mecsa u o NoKa3aHusim);

- HCCIeIOBaHUE KHUCIOTHO-OCHOBHOTO COCTOSIHMS U Ta3oB kpoBu (1 pa3 B 3 mecsma u 1o
MOKAa3aHUsIM)

- KCClIeIoBaHNe YPOBHS MapaTUPEOUTHOTO TOpMOHa B KpoBH (1 pa3 B 3 mecsiIia U 1o MoKa3aHHsIM)

- nccnenosanue yposHsa 25-OH Buramuna /| B kpoBH (1 pa3 B 3-6 mecs1ieB)

- TOPMOHBI, XapakTepusymwoume QYHKIUIO muToBUAHON kene3nl (MccrmenoBanue ypoBHS
tupeotporHoro ropmona (TTI') B kpoBHu, uccienoBanue ypoBHsi cBoOoHOro Tpuiioaruponuna (CT3) B
kpoBH) (1 pa3 B 3-6 MecAIIeB U IO MMOKA3aHUSM )

- HCCJIEJIOBaHUE YPOBHS MHCYJIMHOMOA00HOTO pocToBoro (hakropa I B KpoBH (IIpu 3aepikKe pocTa
U Tepanueil peKOMOMHAHTHBIM TOPMOHOM POCTA)

- YJIbTPa3BYKOBOE HCCJIEIOBAaHUE OPraHOB MOUYEBON cHCTEeMBbI (YIIbTPa3BYKOBOE HCCIEAOBAHUE
IIOYEK, YJIBTPa3ByKOBOE HCCIIEJOBAaHUE MOYETOYHHMKOB, YIBTPa3BYKOBOE HCCIENOBAHUE MOYEBOTO
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my3bIpsi) (1 pa3 B 6 Mec. ¥ 110 TIOKa3aHUSIM);
6. Opranusanusi OKa3aHusi MeTHIIUHCKOI MOMOIIH

Hersm ¢ XBIl mMemumuHCKas MOMOIIb OKa3bIBA€TCS B aMOYJIATOPHBIX YCIOBHSIX, B YCIOBHUSX
JTHEBHOTO M KPYTJIOCYTOYHOTO CTAllHOHAPA.

[TarieHTHI JOJKHBI COCTOSITh HA JIUCIIAHCEPHOM Y4YeTe, MOTy4dasi IEPBUYHYI0 MEAMKO-CAaHUTAPHYIO
MOMOIb B aMOYJIaTOPHO-TIOJUKIMHUYECKUX YCIoBHsIX. (OCHOBHBIM YCIOBHEM OKa3aHUS IOMOIIH
narmeHty ¢ XBIl  gomkHO  OBITH  OOecliedeHHe  IMOCTOSIHHOTO — HAOJIOJCHUS,  TOJIy4YCHHUE
MPOTUBOPELUIUBHOTO JICUCHUS U CBOCBPEMEHHAs TOCITUTAIIN3AIIHS.

PeGenok HaOmromaeTcss BpayoM-IEIMATPOM/BpadoM OOIIEH MPaKTHKH (CEMEHHBIM BpaduoM),
BpPavdoOM-HEPPOJIOTOM, IIPH HATUIHH YPOJIOTHICCKON IMATOJIOTHH - BPAYOM-YPOJIOTOM (CO CrIeIHaIu3ainei
10 JETCKOW ypOJIOTHH-aHAPOJIOTHH)/BPadyoM - JETCKAM YypPOJOTOM-aHIPOJIOTOM, C Y4YacTHEeM, NpHU

HEOOXOJUMOCTH,  Bpada-AHeToora,  Bpaya-T€HETHKa,  Bpada-Je€TCKOr0  OHKOJIOra-reMaToJiora,
Bpaua-TpaBMaToJIOra-opTornea, Bpaua - Kapauosora JETCKOTO, Bpada-oTaabMoIIora,
Bpaya-cTOMAaroyiora, Bpada - JETCKOTO XHpypra, Bpadya-OTOPUHOJAPUHIOJIOra, W Bpaued Jpyrux

CHEIHNAlIbHOCTEH MPH HEOOXOIUMOCTH.

[Tokazanus Juisi TOCOUTAIM3AIMN B METMIIMHCKYIO opranu3anuio aereit ¢ XbII 3-5 cr.

1. AHOpekcus, TOLTHOTA, pBOTA (HE CBA3aHHBIE C UHTEPKYPPEHTHON HH(EKIHE)

2. Anemus (Hb menee 80 1/m)

3. Hanuuwe cUMOTOMOB M TPU3HAKOB AHEMUYECKOW THUIOKCHU Jaxe MpH 0ojee BBICOKHX
nokasaTelisix KoHuentpanuu Hb.

4. KpuzoBoe teuenue Al

5. AputMmuu, 6071 B 00J1aCTH cepilia

6. CHuXEHHE TOJEPAaHTHOCTH K (PU3UYECKHUM Harpy3kaMm, YTOMIISIEMOCTb, OJBIIIKA (TIPU
OTCYTCTBHHM CUMIITOMOB OPOHX000CTPYKTHUBHOI'O CUHAPOMA)

7. N30pITOuHAas MprubaBKa Beca, HapacTaIOIINe OTEKH

8. bonu B KOHEYHOCTSIX, TO3BOHOYHHUKE (CIOHTaHHBIC U TTPU (PU3MUECKOM Harpy3Ke)

[Toka3zaHus K BRINHMCKE NAIMEHTAa U3 MEIULIIMHCKON OpraHu3alun

1) CrabunbHOE COCTOsSIHHME, Xopoliee camMouyBcTBUE. OTCyTCTBHE THIEPTUpaTaIliu.
Y 10BIIETBOPUTENBHBIN KOHTPOJIb Al (<90-ro TIePIICHTUIIS ). Komnencarus aHEMUH,
MHUHEPATbHO-KOCTHBIX HAPYIICHUH.

7. JomonnuteabHasi nHgpopmanus (B TOM uncjie (paKTopbl, BIUSIOINE HA UCXO0 3200/1eBAHUA WU
COCTOSTHMA)

B perpocnekTHBHOM KOTOPTHOM HCCIIENOBaHUHM MamueHToB co 2-4 cramusmu XbBII Obuio
00HapyXE€HO, YTO y JIETeH C TIIOMEPYISIPHOM O0JIE3HBIO OBICTpEE pa3BUBACTCS TEPMUHAIBHAS CTAIMs, YEM
y nereit c CAKUT [299].

CornacHo otuetry NAPRTCS camble ManeHbKHE NEAMATPUYECKHE IMALMEHThl WMEIOT XYIIIYIO
BBDKMBaeMOCTh yepe3 12, 24 u 36 mecsaueB mnociie Hayana auanusa [14]|. BeposTHOCTH msATUIETHEH
BBDKMBAEMOCTH COCTaBisieT 89% Juisi MAllMeHTOB, HAaYMHAIOIMINUX JIeYeHUEe TepMHUHaNbHOU ctaauu XbBII
oTueTy o HabOmrogeHun 3a nanHeiMu Touek B CIIIA, a ypoBenb cmepTHocTd B 30 pa3 Bbille, YeM Y
310poBBIX neTed. Hanbosee vacToit MpuYMHON Cpeau NeTed SBISIETCS CepACYHO-JIEroYHasi CMepTh, 3a
KOTOpo# cnenyet undexuus [ 15, 300].

['unepTonns u MPOTEUHYpPHUS SBISIOTCS HE3aBUCHUMBIMH (DaKTOpaMU pHCKA TPOTPECCUPOBAHUS
XBII. Ycranosneno, uro cHmwkenne pCK® na 10% oOpaTHO mpomopioHanbHO yBenuueHuto Ha 14%
COOTHOIICHUS OCJIOK/KpeaTHHUH B MO4Ye, He3aBUCUMO OT mpuuuHbl XBIT [301].
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Taxxe dakropaMu, BIUSIOMMME Ha nporpeccupoBanue XbII aBnstorcs: nepsuyHoe 3a001eBaHue,
BO3pPACT, I0JI, pacoBbIe/TeHETHYECKHE (DAKTOpPBI, ypoJOTrHYecKrue MpoOIeMbl, HU3Kas Macca Teja IpH
POXKICHUM U COLIMAIILHOE MPOHCXOKJIeHue. HemoHomeHHbIe HOBOPOXICHHBIE MOJIBEPKEHBI BBHICOKOMY
pucky HeonatanbHoro OIIII, koTopoe MoxkeT eme OoJbIIe CHU3UTH KOJUYECTBO HE(PPOHOB M yCHUIIUTH
nporpeccupoBanue XbII [302]. Tak, corjacHO MHOTOIIEHTPOBOMY PETPOCIEKTUBHOMY KOTOPTHOMY
MCCJIEIOBAHUIO YCTAaHOBJICHO, 4TO yacToTa HeoHaTanbHOUM OIIII cocraBmsier 48% y Tex, KTO poauscs 10
29 nenens 6epemenHoctr [303]. [To maHHBIM HCCIETOBaHMS HOPBEKCKOTO peecTpa, MpoBeaeHHOro ¢ 1967
1o 2004 roa, OTHOCUTENBHBINA PUCK pa3BUTHs TepMuHainbHOU ctaguu XbBII aiisa nereit ¢ maccoit Tena npu
poxaenun <10 mpouentwisi, cocrabisier 1,7 [18]. KpynHoe HalmoHaibHOE MCCIEAOBAHUE HAa OCHOBE
peectpa, B KoTopoMm YyuacTtBoBasio Ooznee 20000 yenoBek, poauBmuxcs ¢ 1924 mo 1944 ron wu
OTCJIC)KMBABIIIEECS JI0 CAMOIl CMEpPTH, MOKAa3all0, YTO KaK HEJJOHOIIEHHOCTb, TaK U MaJIOBECHBIA BeC ObLIH
CBSI3aHBI C TIOBBITIICHHBIM prckoM XbBII ¢ MiaaeHmamMu, poguBIIMMHECS 10 34 Helean 0epeMEHHOCTH, PUCK
pazsutuss XbBII B 2,6 pa3za Beime [304]. Cpeau rpynnbl NOAPOCTKOB, POKIEHHBIX HEJOHOLIECHHBIMU,
MITaJICHITBI C HU3KOH Maccoi Tena B 1,4 pa3a gamie uMenn MHKpoatbOyMuHypuio u cHmkenne CKO, a 'y
TeX, y KOT0 TakKe Oblia 3aJiepKKa BHyTPUYTPOOHOTO pa3BUTHSI, alb,OyMUHYpHS yBeIWYUBanach B 2,4 pasa
[305, 306].

[To manubeiM pe3ynbraToB uccieaoBanus CKiD aHanmm3 KOropThl BBISIBHII €XKETOJHOE CHIKEHUE

2
CK® na -4,2%; menuana cumxenuss CK® cocrasuna -1,8 mu/mun/1,73 M (uHTEpKBapTHIBHBIN pazMax
or -6,6 10 1,6); 3TO MOXXHO BBIpa3suUTh Kak MeauaHy aOcomtoTHoro cHikeHus CK®, paBuyio -4,3

mi/mun/1,73 w’ (uHTepKBapTWIBHBIA pa3zmMax oT -11,9 mgo 1,1) wm -1,5 wmn/mun/1,73 w’
(MHTEepKBapTWIBHBIN pazMax oT -5,0 1o 1,8) [74].

CornacHo uccie0BaHUsIM, OCHOBAaHHBIM Ha JIaHHBIX peecTpa, yCTaHOBJIEHO, YTO (JaKTOpaMU PUCKa
CMEPTHOCTH CpEIu JeTell ¢ IOYe4YHOM HEN0CTaTOuHOCThbio, nosydaromux 3IIT, sBasiorcs momonoit
BO3pACT, JKEHCKHUIl MO0J1, HeeBponelckas paca, THOJIOTUs 3a0oeBaHus mouek, He cBszaHHas ¢ CAKUT,
aHEMMUsl, TUIIOATLOYMUHEMUS ¥ 3HAUEHUS CKOPOCTH KIIyOOouKOBOH QuuibTpanuu B Havasne nuanusa [307].

B rpynne HernomepyisipHbIX 3a001eBaHui (pakTopamu, BIUSIOIIMMU Ha nporpeccupoBanue XbII,
SIBJISIFOTCSI: COOTHOIIIEHHE OENOK/KPeaTHHUH B MOYe€ >2 MI/MT, TUIOAThOYMHHEMHUSs, MOBBIMIEHHOEe AJl,
JUCIUNUAEMUs, My>KCKOU non u anemus [87, 301].

M3BecTHO Takke, YTO IOJIOBOE CO3PEBAHHE ACCOLMUPOBAHO C YXYALIEHUE (PYHKIMHU TOYEK Y
nanuenToB ¢ XbBII. Jlanusie npoekta ItalKid mpoagemonctpupoanu, uto BepostHocTs 3IIT cocrapnsiia
9,4% B TeueHue nepBoro aecaruieTus xku3Hu U 51,8% B TeyeHue BTOporo aecsaTwietus. Ha xpusoii
BBDKMBAEMOCTH MOYEK B MEPUOJI MOJOBOTO CO3pEeBaHUs HaOMIoancs SBHBIMA MEPEoM C MOCeTyHOIUM
CHIKEHHUEM I0CIIE TTOJIOBOT0 CO3PEBAHUS KaK y MYKUMH, TaK U y xeHuH [308].

OxwunaeMasi IpoAOHKUTEIBHOCTD xU3HU a7 pedenka <14 et ¢ XbBII 5 cr. (8 CIIA) - 21,7 net Ha
muanuze u 57,8 JeT ¢ MOYEeYHBIM TPAHCIIAHTATOM MPU CPeJHEH MPOJOJIKHUTENbHOCTH KHU3HU B
nomyisiuuu 72,4 roxa. JleranpHocTh Ha 1-M romy mocie TpaHCIUIAHTauu B 15 pa3 Bblllle, 4yeM B
HOpMaJIbHOM nTonyJianuy y i 16-21 ner u B 130 pa3 Beime y nereit 0-4 geT Ha MOMEHT TPaHCILIAHTALUH.
JBanuatuneTtHsis BebkuBaemMocTh Aeteit Ha 31T cocraBnsier 83%, y nereit <1 roga - 76%, 2-5 ner - 81%,
6-18 net - 85%. OcHoBHbIMU npuunHaMu cMmepTH Ha 31T sBusroTcs: cepaeyHo-cocyaucTas MaToNorus
(30%) u undexun (20%). 310KadecTBEHHbIE HOBOOOPA30BaHUS CIIy>KaT IPUYMHOM JIETAILHOTO UCX0/1a Y
14% manueHTOoB mocie TpaHCIUIaHTalu|, y 00apImuHCTBA ciycTs 6omee 10 ner [50, 309].

Kpurepun oneHkn Ka4ecTBa MeIMIMHCKON IOMOIIH

N Kputepun kauecta OtmeTtka o
BBITIOJIHEHUH
1. Brimonnena npenuktuBHas guarnoctuka XbIT Ha ocHoBe uccnenoBanus | Jla/Her
anpOymunypun/nporenypud 1 pCK® y nanuueHToB ¢ pakTopaMu pucka

27.09.20222 Cucrema TAPAHT 68/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

XBII (HemoHOMEHHOCTh, HU3KK Bec npu poxxaeHuu, OIIII B anamuese,
LJIOMEPYJIsIpHbIe 00J1e3HM) HE pexe | pasa B rojg

BhIN0IHEHO yIbTPa3ByKOBOE UCCIIEIOBAHUE MTOYEK C AYIIJICKCHOU
nomnrieporpadueii nanuenty ¢ nogo3pennem Ha XbI1

Jla/Het

Beinonnena KoHCy bTaLus Bpaya-He(poJiora y naueHTa ¢ pakropamu
pucka XbII npu 1MarHoCTuke

Jla/Het

Brinonnen ananu3 kpoBu oO1ui (pa3BepHyTHIN), C MOJCYETOM
peTUKyJIoIMUTOB y nanuenToB ¢ XbII 1-5 cT.

JNla/uer

Brinonaneno uccnenoBanue KUCIOTHO-OCHOBHOTO COCTOSIHUS M Ta30B
KpoBH y nanueHToB ¢ XbII 3-5 cT.

JNla/uer

BrimosnHen ananu3 KpoBU OMOXMMHUYECKHIA 00IIeTepaneBTHUECKUH y
nanuenToB ¢ XbII 1-5 cr.: 06mmii 6enok, anbOyMUH, KpeaTHHUH,
MOYEBHHA, MOYEBast KHCJIOTA, menouHast pocdorasa,
aJlaHMHaMUHOTpaHc(depasa, acmapTaTaMUHOTpaHC(epasa, JIEKTPOIUTHI
(HaTpui, Ky, xJopuabl, hocdop, KanblIui), Kere30

JNla/uer

BrinosiHeHa 1uarHocTuka NpuYrHbl aHemMuu y nauuenTa ¢ Xbll u
aneMuei, HezaBucuMo ot ctaguu XbII wim norpeduoctu B 3I1T, eciu
ypoBenb Hb cocrasnser <110 r/a (<105 r/n y neteit <2 ner) wiu npu
pa3BUTUH CUMIITOMOB, CBsi3aHHBIX ¢ aHemuel (MccnenoBanue
dbepputuna kpoBu, Onpenenenue KO3PPUINEHTA HACBIIECHUS
tpancheppuna xxenezoM (TSAT)

Jla/Het

BrinmonueHo onpenenenue
pacuetHoit CK® y narmenTos ¢ XbII 1-5 cr.

Jla/Het

Brimonuen o6muii (KIMHUYECKUN) aHamu3 Moud y nanueHToB ¢ XbII
1-5 cT.

Jla/Het

10.

BrinmonHeHo n3MepeHue Beca, JIUHBI Tela/pocTa, TOMIIHHBI KOXKHON
CKJIQJIKH, OKPYXKHOCTH CpefiHer TpeTH mieda nanuestam ¢ XbII.

JNa/uer

11.

Beinonaeno onpenenenue MccienoBanye ypoBHs IapaTuPEOUIHOTO
TOpPMOHa B KpoBHU y nanueHToB ¢ XbII

Jla/aet

12.

Boinonneno Mccnenosanue yposus 1,25-OH Buramuna /I B KpoBuU y
nanueHToB ¢ XbII ¢ MuHepanbHBIMU M KOCTHBIMHU HApPYIIEHUSIMU

Jla/aet

13.

BelinonHeHo npoBeieHne peHTreHorpaduu KOHEUHOCTEH MU MPU3HaKax
KOCTHO-MUHEPAJIBHBIX HapyleHui y nanueHTos ¢ XbII 3-5 cT.

Jla/aet

14.

Brmonaneno OKI' y mammentos ¢ XbII 3 cr. 1 pa3 B 6 Mec. y manueHToB
¢ XBII 4-5 cr. - kaxasie 3 mec.

Jla/aet

15.

BbrlnosiHeHO CyTOYHOE MOHUTOPUPOBAHKE apTEPUATBHOIO JABICHUS Y
naiueHToB ¢ XbII C1-C5/1 ¢ aprepuanbHOi runepTeH3uen

Jla/aet

16.

Brmonnaeno 9xo-KI' nanmenram ¢ XBII kaxnasie 6-12 mec, npu
HE00X0UMOCTH (pe3ucTeHTHas K Tepanuu Al', KITHHUYECKHEe TPU3HAKU
HK, BbIsiBIIEHUE U3MEHEHUH cepAla MO JaHHBIM paHee MPOBEICHHOMN
9x0-KI') kaxxzple 3 Mec. Wiu yaie.

Jla/aet

17.

Pexomenayercs nmanmentam ¢ XbII usmepenue Beca, JiuHBI Tea (110 2
aet)/poct (ot 2 net), SDS pocra, ckopocTtu pocta, SDS ckopocTH pocra,
pacueT C LeIbI0 JUarHOCTUKH 33/IEPKKH POCTa.

Jla/aet

18.

BrinoHeHO onpenenenre nHCYIMHONOA00HOTO (hakTopa pocra-1y
MALUEHTOB ¢ 3aJ1epkKoH pocra ipu XbII

Jla/aet

19.

Breimmonneno Uccnenosanue ypoBHs tupeotpornHoro ropmona (TTT) B
KpoBHU U MccnenoBanue ypoBHs cBoboaHoro tpuitoaruponuna (CT3) B
KPOBHM Yy MAIMEHTOB C 3a1ep>kKoi pocta mpu XbII

Jla/aet
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20. BrinosiHeHo ucciienoBaHue riazHoro aHa y naiueHToB ¢ XbII ¢ Jla/Het
3aJIEpP’KKOM pocTa Mepe] Ha4yaIoM Tepanuu peKOMOMHAHTHBIM TOPMOHOM
pocTa

21. Brimonnena 6uonmnenancHas cnekrpockonus (Omnpenenenue Ha/aer

MIPOLICHTHOT'O COOTHOILIEHUS BOJIbI, MBIIEYHON U KUPOBOW TKAHU C
MOMOIIbI0 OMOMMIIEJAHCMETpPa) NareHTam crapiie 2-x et ¢ XbII 4-5
CT. IPU MOJO3PEHUH Ha CKPBITHIE OTEKH, JIJIs1 OIPEIEIeHUs "'CyXoro
Beca" y MAlIMEHTOB Ha JIUAJIM3E.

22. BelnonHeHa KIMHUYECKask JUarHOCTUKA CUCTEMHBIX OCJIOKHEHUN Ha/uer
(OenkoBO-IHEpreTHYECKAst HEJJOCTATOYHOCTD, AaHEMHUS, apTepruaIbHas
TUIIEPTEH3Usl, MUHEPAJIbHbIE U KOCTHBIC HAPYILIEHUS,
JU32JICKTPOIUTEMUSI, METa0OIMYSCKUE HAPYIIICHUS, 3aJCPKKaA POCTA) Y
nanreHToB ¢ XbBII 1-5 cT. u Ha3HaueHO JieueHne B COOTBETCTBUH C
PEKOMEHIALMSIMU TTPU OTCYTCTBUHU MPOTHUBOIIOKA3aHUMN

23. Brimonnena HeppoOHOTICHS TI0]] KOHTPOJIEM YIIbTPa3BYKOBOTO Ha/aer
MCCJIEI0BAHMS C MATOJIOr0-aHATOMUYECKUM UCCIIEJ0BAHUEM
OuorcuitHOro Marepuasa (Ipu OTCyTCTBUH IIPOTHBONOKA3aHU )
naruenTy ¢ XBII C1-C5 cT. co cToliKoil nmpoTenHypueit u/uim
reMatypuei, a Takke npu HeoobssicHUMOM cHiKeHuu CKO.

24. BrinonHeHo jeueHne nepuToHeaabHbIM JUATU30M WM TeMoaunanu3oM B | Jla/aer
B IUTaHOBOM nopsiake nauueHty ¢ XbII C5 cT. ¢ npenuecTByomum
HaOII0/IeHUEM Bpaya-HepoIiora U UCIOIb30BaHUEM ITOCTOSHHOTO
JIMAJTM3HOTO JIOCTYIIA
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Mpunoxexnune A1
CocraB pado4eil rpynnbl o paspadorke v nNepecMOTPy KINHUYECKUX PEeKOMEH AN

Omupoa X.M. k.M.H., mpodeccop kadenper mnemmatpun DPI'BOY BO "MockoBckoro
roCy/apCTBEHHOIO0 MEIHUKO-CTOMATOJIOTHYECKOro yHuBepcutera umenu A.U. EBnoxknmosa" Mun3sapasa
Poccun; Bpau-nedponor LleHTpa rpaBHTAMOHHOW XHPYpPruu KpoBH u remonuanusa ['BY3 "Jlerckas
ropojckas KInHu4eckas 6oapHuIa cB. Biaguvupa" JI3M, unen TOIH, P10

AbGaceea T.IO. xmMm.H., accucrent kadenpsl mnemuatpun DPIBOY BO "MoCKOBCKOTO
rOoCyapCTBEHHOIO0 MEIHUKO-CTOMATOJIOTHYECKOro yHHuBepcutera umenu A.U. EBnoxknmosa" Mun3sapasa
Poccun; Bpau-nedponor LleHTpa rpaBHTAMOHHONW XHPYpruu KpoBu Hu remoauanusza ['BY3 "Jlerckas
ropojckas KIMHH4Yeckas 0oapHuIA ¢B. Bagumupa" /[3M.

borpanos B.C. Bpau-xupypr, ®I'BY "HMUIL] TUO um. ak. B.W. llymakosa" Munsapasa Poccun

bapanoB A.A. akan. PAH, npodeccop, n.M.H.; noueTHsldd npe3ugeHt Corws3a nenuatpoB Poccum,
coBeTHUK pykoBoautenss HUW nenmatpun u oxpansl 310poBbs aereil LIKb PAH, npodeccop kadenpsr
nequatpun U nerckod pesmatosornn GI'AOY "llepeii MI'MY um. .M. CeuenoBa" MuH3zapasa
Poccun (CeueHoBckuil YHUBEPCUTET), TNIaBHBIN BHEIITATHBIN crielanucT neauatp Munsapasa Poccun

Bumnésa E.A. n.M.H., 3amecturens pykosogutenss HUW neauatpum u oxXpaHbl 310pOBbs A€TEN
OKb PAH MuHoOpHayku 1o HayyHOW paOote, aoueHT Kadeapbl (aKyIbTEeTCKOW MNeauaTpuu
neauarpuieckoro ¢dakynprera @I'OY BO "PHUMY um. H.U. Iluporosa" MunsnpaBa Poccun, unen
Coro3a IlenuatpoB Poccun

I'enepanoBa I''A. k.M.H., poneHt kadenpel nemuarpuu uM. I'.H. Cnepanckoro ®I'bOY IO
Poccuiickass MeauIuHCKas axkaJeMHUsi HEMPEPHIBHOTO TMOCIEIUIIIOMHOTO oOpa3oBanus M3 PO,
Bpau-Hedposor LleHTpa rpaBUTalMOHHON XUpypruu KpoBu M remoauanusza ['bY3 "Jlerckas ropoackas
KJInHUYecKas 6onpHUIA cB. Bnagumupa" J13M, unen TOJIH.

Kapuxos A.A., Bpau-xupypr ®I'bY "HMHUI] THO num. ak. B.1. lllymaxkosa" Munsapasa Poccun

Kamoxnas T.A. K.M.H., Belyllui HAyYHBIH COTPYJHUK OT/eNa pa3padOTKU HAyYHBIX MOJAXOA0B K
UMMYHHU3aI[MM TAllMEHTOB C OTKJIOHEHMSMHU B COCTOSHUM 3/I0POBbSI M XPOHHUYECKUMHU OOJE3HIMH,
Bpau-neauarp HUUM neauarpum u oxpansl 3q0poBbs nereit LIKb PAH MunucrepcTBa Hayku U BBICIIETO
oOpa3zoBanus Poccuiickoit @enepannu, noueHT kadenpsl (GakyIbTeTCKOW MeIuaTpuyl MeAUaTpUYEcKOro
¢akynsrera ®I'BOY BO "PHUMY um. H.U. Tluporosa" Munszapasa Poccuu, unen Coro3a neauatrpos
Poccun

Kapacea M.C. Bpau-niennaTp, Hay4HbI COTPYAHUK OTAENAa CTAHAAPTH3ALMU U U3YUYECHHS OCHOB
nokaszarenbHo MenuuuHbl HUM meamarpum u oxpansl 3a0poBbsi jeredt LIKb PAH, unen Coroza
nenuatpoB Poccun

Kyp6anrynos W.P., x.m.H., unen PTO, Bpau-xupypr ®I'BY "HMMUI][ TUO um. ak. B. U.
[ITymakoBa" Munsapasa Poccun

Jlynan M.H. k.M.H., TOUEHT Kadeapsl NeauaTpui U HeOHATOJNOruu MHCTUTYTa JOMOIHUTEIBHOTO
npodeccuonanbHoro obpazoanus KOxHO-YpanabCKOro rocy1apcTBEHHOIO MEIULIMHCKOIO YHUBEPCHUTETA,
IJIAaBHBIA BHELITATHBIA JIETCKUM crienuanucT Hedposor MuHHCTEpCTBa 3/1paBooXpaHeHust YensOuHCcKon
obnactu, wien TOJIH, unen Coro3a neauatpos Poccun.

Mapruesa T.B., K.M.H., TIJIaBHbId CIELUATUCT METOAUYECKOTO LEHTpA AaKKpEeAUTALUU
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cnenuanuctoB ®I'AOY BO "Ilepeiit MI'MY um. .M. Ceuenora" Mun3apaa Poccun (CeueHOBCKHit
Yuusepcurer), Bpad-uedpoior, wieH Coro3a neauarpos Poccuu

[unoBa M.M. K.M.H., 1o1eHT Kadeapsl GaKyJIbTETCKOM MeauaTpuu neauaTpuieckoro haxkyabTeTa
OI'bOY BO "PHUMY um. H.U. Iluporosa" Munzapasa Poccun

MunocepnoB U.A., k.M.H., unen PTO, 3amecTutens gupekropa mo MeauuuHckon nomouu OI'bY
"HMMUIL] TUO um. ak. B.W. lllymaxkosa" Munsapasa Poccun

McrucnaBckas C.A. k.M.H., goueHt kadeapel nemuarpuun DOI'BOY BO "MockoBckoro
roCy/apCTBEHHOIO0 MEIMKO-CTOMATOJIOTHYECKOro yHuBepcutera umeHu A.U. EBnokumoBa" Mun3sapaa
Poccuu; Bpau-nedposor LleHTpa rpaBuUTaniMOHHOW XUPYpruu KpoBu U remoamanusza ['bY3 "lerckas
ropoJicKast KIIMHu4eckas OosbHuIa ¢B. Bragumupa" J[3M.

My3sypoB A.Jl. K.M.H., AOUEHT Kadeapbl aHECTE3UOJOTHUH, PEAHHMMATOJIOTUH M TOKCHUKOJIOTUU
nerckoro Bodpacta ®I'bOY IO Poccuiickas MeAUIIMHCKAs aKaJAeMUsl HEIIPEPBIBHOTO MOCIIEIUIUIOMHOTO
oOpazoBanuss M3 P®, Bpau aHecTe3MOJOr-peaHHMATOJIOT, 3aBeAylouM LleHTpoM TrpaBUTAMOHHON
XHpPYpPIruu KpoBH U remoauanu3a, ['BY3 "Jlerckas ropozackas KiuHHYecKas OojpHHMIA cB. Bmagummpa"
J3M, uen TOAH

[Tankparenxko T.E. k.M.H., Bpau-Hedposor LleHTpa TpaBUTAMOHHOW XUPYPrHH KpPOBH H
remoauanuza ['bY3 "Jlerckas ropojackas kimHu4Yeckas OonpHUIA ¢B. Binagumupa" /[3M, uinen PJ1O.

Hamazosa-bapanosa JI.C. akan. PAH, npodeccop, n.m.H., npe3unent Coro3a neauatpo Poccun;
nact-npe3unieHT EPA/UNEPSA; pykoBoautens HUW nenuatpuu u oxpansl 310poBbs Aereid [IKb PAH,
3aBeayromias kadeapoi GpakyIbTeTCKON neanarpun neauatpudeckoro ¢akynprera ®I'60Y BO "PHUMY
uMm. H.U. Tluporoa" MunszapaBa Poccum, T1IaBHBIA BHEIITATHBIM JETCKUH CHEHUAIUCT 10
npodrakTHIeckoil Meaunrae Munzapasa Poccun

CenumssinoBa JI.P. k.M.H., Benymumii Hayunslii corpynuuk HUU nenmarpum u oxpaHsl 310pOBbs
nereit LIKb PAH MunncrepctBa Hayku W Bbicmiero obOpasoBanus Poccuiickoit deneparmm, AOUEHT
kadeapel memuarpun u jaerckoi pesmatonorun PIAOY "Ilepeit MI'MY um. M.M. Ceuenona"
MunznpaBa Poccun (CeueHoBckuii VYHuUBepcHUTET), HOLEHT Kadeapbl (GakyIbTETCKONW MeauaTpuu
nenuatpudeckoro ¢akyinsrera PI'bOY BO "PHUMY um. H.U. ITuporosa" Munsapasa Poccun, uien
Coro3a nieguatpoB Poccun

®denoceeHko M.B. k.M.H., 3aBeyromas OTAeIOM pa3pabOTKH HAYYHBIX MOJIX0A0B K MMMYHH3aIUU
NAIMEHTOB C OTKJIOHEHHUSIMH B COCTOSIHUM 3JI0pPOBbSl U XPOHUYECKMMHU OOJE€3HSMH, BEAYIIMH Hay4HBIN
coTpyHuK, Bpau-nenuatp HUUW nennatpun u oxpansl 300poBbs nereil LIKb PAH MunucrepcTBa Hayku
u BbIcliero oOpaszoBanust Poccuiickoit ®enepanuu, AOUEHT Kadeapsl (GakyJIbTETCKOM NeauaTpuu
nenuatpudeckoro dakynsrera ®I'bOY BO "PHUMY um. H.U. ITuporosa" Munsnpasa Poccuu, uien
Coro3a nneguatpoB Poccun

KoHduukT uHTEpecoB: ABTOPHI MOATBEPXKIAIOT OTCYTCTBHE (PMHAHCOBOW IMOJAECPIKKH/KOH(DIMKTA
MHTEPECOB, KOTOPHII HEOOXO0AUMO 0OHAPOA0BATE.

MpunoxeHune A2
MeTtonosiorust pa3padoTKu KIMHHYECKNUX PeKOMeHIau i

[leneBast ayAuTOpUs TaHHBIX KIIMHUYECKUX PEKOMEHTAITHIA:
1. Bpaun-uedponory;

2. Bpaun-niegquatpsl;

3. Bpauu o01ieii BpaueOHOM MpakTUKK (CeMeitHbIe Bpaun);
4. Bpauu-nueTonoru

5. Bpaun-aHecTe3noIoru-peaHuMaToIOT 1

6. Bpaun-xapauonoru

7. Bpauu - neTckue KapAauoJoru
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8. Bpauu - nerckue xupypru

9. Bpauu-yposoru

10. Bpauu - neTckue ypoJioru-aHpoJioru

11. Bpauu - naroinoroaHaTOMbl

12. Bpaun-kauHudeckue (papMakooru

13. Crynentsl menunuHckux BY3oB

14. O6yuaromuecs B OpAMHATYpPE U aCIUPAHTYPE

MeTo/1b1, UCTIOJIE30BAHHBIC JUIS COOpa/CENEKITNH TOKA3aTeIbCTB:

- IOMCK B DJIGKTPOHHBIX 0a3ax aHHBIX.

Mertoabl, UCTIOIB30BAHHBIE JIJIs1 aHATIU3A JI0KA3aTeNIbCTB:

- 0030pBI ONYOIMKOBAHHBIX METAaHAIIU30B;

- CUCTEMHBIE 0030pHI € TA0IHUIIAMU JTI0OKA3aTEIbCTB.

MeTo/b1, UCTIOTB30BaHHBIE 11 (YOPMYITHUPOBAHUS PEKOMEHIAIIHIA:

- KoHceHcyc akcnepToB;

- OLleHKa 3HAUMMOCTH B COOTBETCTBUU C PEHTHHTOBOM CXEMOH.

Cwiia ¥ Ka4eCTBO PEKOMEH/IAIM B COOTBETCTBUH C MPOBEJICHHBIM aHATN30M JIOKA3aTeNbCTB (TalJI.
11, I12) mpuBeaCHBI B TEKCTE.

Taoauna 1. llkana oueHku ypoBHe#l n0cTOBepHOCTH Aoka3atenabeTB (YI/) nas meronos
AMATHOCTUKH (IMATHOCTHYECKUX BMEIIATEIbCTB)

YA

Pacuindposka

1

Cucremaruueckue 0030pbl UCCIEIOBAaHUN C KOHTPOJIEM peepEeHCHBIM METOI0OM WU
CUCTEMATUYECKUN 0030p paHI0MU3UPOBAHHBIX KIIMHUYECKUX UCCIIEJOBAHUM C
IIPUMEHEHHUEM METaaHalu3a

OTtaenpHbIE UCCIIEIOBAHUS C KOHTPOJIEM pedepeHCHBIM METOI0M WIIH OT/IE€IbHbIE
PaHIOMHU3UPOBAHHBIE KIMHUYECKHUE UCCIIEIOBAaHNS U CUCTEMAaTHYECKHUE 0030pHI
UCCJIEIOBaHUM JII000T0 JU3aiiHa, 3a UCKIIIOUEHNEM PaHOMU3UPOBAHHBIX KIMHUYECKUX
WCCJIEIOBAHNM, C IPUMEHEHUEM METAaHAIN3a

HccnenoBanus 6e3 m0cCie0BaTEIbHOTO KOHTPOJIS pe()epEHCHBIM METOJIOM HIIH
UCCIIeIOBaHMs ¢ pe(epEeHCHBIM METOJIOM, HE SBIISIOIIMMCS HE3aBUCUMBIM OT UCCIIEAyEMOT0
METO/1a WJIK HEPAHJOMHU3UPOBAHHBIE CPABHUTEIBHBIE NCCIIEIOBAHMS, B TOM UUCIIE
KOTOPTHBIE MCCIEN0BAHUS

HeCpaBHI/ITeHBHLIC HCCJICAOBAHUS, OITMCAHUC KIMHUYCCKOTO CJIydas

Hmeercs mumbp 000CHOBaHNE MEXaHU3Ma I[CflCTBI/IfI HJIM MHCHHUC OKCIICPTOB

Tabauna 2. lkana oueHkH ypoBHeil 10cTOBepHOCTH AokazarenbeTB (YI/) nas meronos
NpopUIAKTHKH, JIedeHHs1 H peaduauTanuu (MpopuIakTHYeCKuX, JeyeOHbIX, peaduIuTalnOHHBIX

BMeELIATEJIbCTB)
YA PacimdpoBka
1 Cucrematnueckuii 0630p PKU ¢ npuMeHeHneM MeTaaHannsa
2 Otnenpabie PKU 1 cuctematnyeckne 0030pbl MCCIIEIOBaHMM II0O0TO TU3aifHa, 3a

HNCKIIOYCHHUCM PKI/I, C MPUMCHCHHUECM MCTAdHAJIN3a

3 HepangomusnpoBaHHbIE CPAaBHUTEIIbHBIC UCCIIEIOBAHMSI, B T.4. KOTOPTHBIE MCCIEAOBAHUS

4 HecpaBHutenbHbIe UCCIIEIOBaHUSI, ONTMCAHNE KIMHUYECKOTO CITydast UJId CEPUU CIIyJacs,
UCCIIEIOBaHMsl " Cily4aii-KOHTPOJIb"

5 Nmeetcs nums 000CHOBaHNE MEXaHU3Ma JIEHCTBHS BMEIIATEIHCTBA (JIOKJIMHUYECKIE

I/ICCJIC,Z[OBaHI/ISI) HJIM MHCHHUC SKCIICPTOB

27.09.20222

Cucrema TAPAHT 91/118



Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

Ta6auna 3. llkana ouenku ypoBHel yO0enurTeabHocTH pexoMmenaanui (YYP) nas meronos
NpoGUIAKTHKH, JUATHOCTHKH, JIeYeHHs U peadnauTanuy (MpopuIaKTHYeCKNX, JHATHOCTHYECKHX,
JiedeOHbIX, peadMIUTAIHOHHBIX BMEIIATEJIbCTB)

YVyp PacmugpoBka
A CuiibHast pekoMeH1anust (Bce paccMaTpuBaeMble KpuTepun 3 (HEKTUBHOCTH (MCXOIbI)
SIBJITFOTCSI BAKHBIMH, BCE UCCIICJIOBAHMSI UIMEIOT BRICOKOE WIIH YAOBIETBOPUTEIBHOE
METO0JIOTMYECKOE KaYeCTBO, MX BBIBOJIBI 10 HHTEPECYIOIUM UCXOAaM SIBIISIFOTCS
COTJIaCOBAaHHBIMHU)
B YcnoBHas pekomMeHaaIus (He BCe paccMaTpuBaeMbie KpuTepur YPPEeKTUBHOCTH (MCXOIbI)
SIBJITFOTCSI BAKHBIMH, HE BCE HCCIIEIOBAHUS UMEIOT BHICOKOE HIIH YIOBICTBOPUTEIHLHOE
METO0JIOTMYECKOE KAYeCTBO W/WIIA UX BBIBOIBI 10 HHTEPECYIOIUM MCXOaM HE SBIISIOTCS
COTJIACOBAaHHBIMHU)
C Crnabas pexomeHaamnus (OTCYyTCTBUE JOKA3aTEIIbCTB HA/JIEKAIIETO KauecTBa (Bce
paccMaTpuBaeMble KpUTEpUU dPPEKTUBHOCTH (MCXO/IbI) SBIISIOTCS HEBaXKHBIMH, BCE
WCCJICIOBAHNS HMCIOT HU3KOE METOIOJIOTMUECKOE KAYeCTBO M UX BBIBOJIBI T10
WHTEPECYIONINM HCXO0JIaM HE SIBJISTFOTCS COTJIACOBAHHBIMHU )

HOpﬂIlOK 00HOBJIEHHSI KIMHUYECKHX peKOMeHI[aIII/Iﬁ

MexaHu3M OOHOBJIEHUS KIMHUYECKUX PEKOMEHAALUH MpeaycMaTpUBaeT MX CHCTEMAaTHYECKYIO
aKTyaJIM3allIo - HE PeXKe YeM OJIUH pa3 B TPU r0Ja,a TAaKKe IPU MOSBICHUM HOBBIX JAHHBIX C MO3UIUU
JIOKa3aTeIbHOM MEIUIUHBI 0 BOMPOCaM JAMArHOCTHKH, JIEYEHUsS, NPOPHUIAKTUKHM U peadwInTaluu
KOHKPETHBIX 3a00JIeBaHUN, HAaJIMYMKM OOOCHOBAaHHBIX JOINOJHEHUI/3aMEeUaHUl K paHee YTBEP)KIEHHBIM
KP, Ho He yaiue | pa3a B 6 MecsLEB.

MpunoxeHune A3

CnpaBouyHble MaTePHAJIbI, BKJIKOYAsi COOTBETCTBHE MOKA3AHUI K IPUMEHEHUIO U
NMPOTHBONOKA3aHUIi, CIOCO00B MPUMEHEHHS U /103 JIEKAPCTBEHHBIX NMPeNnapaToB, HHCTPYKLIHUHU M0
NPUMEHEHHIO0 JIEKAPCTBEHHOTI'0 Npenapara

1. [Ipuka3 MuHucTEpCTBA 31paBOOXpaHEHUs U collanbHOro pa3sutus PO ot 16 anpens 2012 r. N
366H "O06 yrBepxkaeHuu [lopsiaka okazaHus neauaTpuueckoi momoru")

2. WNudopmanus o nekapcTBEHHBIX Ipemnaparax: ['oCyIapCTBEHHBIN peecTp JeKapCTBEHHBIX
cpencts: https://grls.rosminzdrav.ru

3. ®enepanbubiii 3akoH oT 21 HOsOps 2011 r. N 323-®3 "OO0 ocHOBax OXpaHbl 3J0POBbs I'paXka1aH
B Poccuiickoii ®@enepannu" (CobOpanue 3akoHomatenbcTBa Poccuiickoit @eneparuu, 2011 1., N 48, cr.
6724);

4. MexnayHaposaHasi KiaccUpUKaus OoJe3HeW, TpaBM U COCTOSHUH, BIMSIOIIMX Ha 3/10pPOBbE
(MKB-10);

5. Ilpukasz M3 P® ot 20 nexabps 2012 r. N 11831 "O6 yTBepk/1€HUN HOMEHKJIATYPBI JOJDKHOCTEH
MEAMIMHCKUX PA0OTHUKOB U (hapMalieBTHUECKUX paOOTHUKOB'.

6. Ilpukaz M3 P® ot 23 wmtons 2010 r. N 541x. Enunblii KBanu(UKaLMOHHBIA CIPABOYHUK
JOJKHOCTEN pyKOBOJIUTENEH, CIIEUAINCTOB U CIIyXKaluX, paszen KBaaupukalmoHHbe XapaKTepUCTHKU
JOJDKHOCTEH paOOTHUKOB B cpepe 31paBOOXpaHEHUSI.

7. ®enepanvubiii 3akoH OT 25.12.2018 N 489 489-®3 "O BHeceHnu u3MeHeHU B ctatbio 40
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®denepanpHoro 3akona "OO0 00s3aTeIbHOM MEIUIIMHCKOM cTpaxoBaHuM B Poccuiickori denepanuu" u
®enepanbHblil 3aKoH "OO ocHOBax oXpaHbl 3/J0pOBbs rpaxkaaH B Poccuiickoit denepanuu” no sonpocam
KJIMHUYECKUX PEKOMEHIaluii".

TAPAHT:

[lo-BunuMoMy, B TeKcTe mpenplaymiero ab3ama jgomymieHa omedaTka. Homep Ha3BaHHOTO
denepalbHOTO 3aKOHA cleAyeT unTaTh Kak "N 489-O3"

8. Ilpuka3z MwunznpaBa Poccun N 1031 ot 28.02.2019 1. "OO6 yTBEepXIE€HUU TOPSIIKA U CPOKOB
pa3paboOTKU KIMHUYECKUX PEKOMEH AN, UX TIEpecMOTpa, TUIIOBOM (POPMBI KIMHUYECKUX PEKOMEH IAIIHiA
u TpeOOBaHUIl K UX CTPYKType, COCTaBy M HAy4yHOM OOOCHOBAHHOCTH BKIJIIOUaEMOM B KIMHUYECKHE
pexomenpanuu nHpopmanuu'.

9. Ilpukaz MunzgpaBa Poccum ot 13.10.2017 N 804n "OO6 yTBEpXKICHUU HOMEHKJIATYPHI
MEIUIUHCKUX YCIyT".

10. Ilpuka3z MunucrepctBa 3apaBooxpanenuss PO ot 14 suBaps 2019 r. N 4u "O06 yTBepKIeHUH
MOpsIIKa HAa3HAUCHUsS JICKAPCTBEHHBIX IpenaparoB, (opM pelenTypHbIX OJAaHKOB Ha JICKaApCTBEHHBIC
npenaparsl, mopsaka oGopMIeHUS YKa3aHHBIX OJTAaHKOB, UX y4YeTa U XpaHeHus"

11. MeaunuHCKHE TPOTHBOMOKA3aHMUS K TMPOBEACHUIO TPOPUIAKTHYCCKHX  MPUBUBOK
npernapaTaMi HaI[MOHAJIbHOIO KajeHJaps MpUBUBOK: Meroauueckue ykazanus. - M.: denepanbHbIN
LEHTp roccan’nuaHaa3zopa Munsapasa Poccun, 2002. - 16 c.

12. "Metoaunueckne peKOMEeHIAlK M0 BBISBICHUIO, PACCIEIOBaHUIO0 U MPO(HUIAKTHKE TOOOYHBIX
MPOSIBIICHUH TOCTIe UMMYHU3AINH"

OcHOBHbIE HOPMATHBHO-TIPABOBbIE AKTHI, PeryJUpyolie OKa3aHue NAJJIMATUBHOMH MeIMIMHCKOH
MOMOIIH

1. ®enepanbublii 3akoH "O BHeceHMHM M3MeHeHUM B DenepanbHblil 3akoH "OO OCHOBaX OXpaHbI
310poBhsl TpaxaaH B Poccuiickoit ®denepanuu” mo BompocaM OKa3zaHUS MaJUTMATHBHOW MEIUIIMHCKOMN
nomouu" ot 06.03.2019 N 18-®3.

2. Ilpuxaz MunsapaBa Poccum N 345H, Muntpyaa Poccum ot 31.05.2019 N 372n "O06
YTBEP)KJICHUM MOJIOXKEHHUs 00 OpraHu3alMy OKa3aHWs NaJUIMaTUBHOW METUIIMHCKOMN MOMOIIHM, BKJIOYas
NOPSAJOK B3aMMOJCHCTBUS MEAMIIMHCKUX OpraHu3aluii, OpraHu3aliil COLUANIbHOIO OOCIYKHBAHUSA U
OOIIECTBEHHbIX OOBEAMHEHUH, MHBIX HEKOMMEPUECKUX OpraHu3alMid, OCYIIECTBIISIOUIUX CBOIO
JeSITeNIbHOCTD B c(pepe OXpaHbl 310pOBbs".

3. Ilpukaz MunznpaBa Poccunm N 348u ot 31 mas 2019 roma "OO yTBEep)KIEHMM NepedHs
MEAMIMHCKUX HM37eNuH, MpelHa3HauYeHHBIX JUIsl TOJIepKaHUsI OPraHOB M CHCTEM OpraHM3Ma 4esoBeKa,
IIPEIOCTABIIAEMBIX JJIs1 UCIIOJIb30BAHUS HA 1I0MY".

4. Tlpuka3z MunzgpaBa Poccun N 5051 ot 10 urons 2019 roma "OO6 ytBepxknenuu Ilopsaxa
nepeAayd OT METUIIMHCKOM OpraHu3alMy MAaIHeHTy (€ro 3aKOHHOMY MpPEeACTAaBUTEN0) METUIIMHCKHX
U3JIeNUH, MpeJHa3HAYeHHbIX IJIs MoAjep)kKaHud (YHKIUN OpraHoB M CHCTEM OpraHuM3Ma 4YelloBeKa, IS
MCIIOJIb30BaHUs Ha I0MY IIPH OKa3aHUY NAJNIMaTUBHOW MEAUIIMHCKON TOMOIIH .

5. Ilpukaz M3 P® N 831 ot 3 okts6ps 2019 roga "OO6 yTBepKICHHH BEIOMCTBEHHOMW IICJIEBOU
nporpaMMsl "PazBUTHeE CUCTEMBI OKa3aHUs NAJNIMATUBHOW MEIUIIMHCKON ITOMOLIH'".

IIpumepsl IMarHo30B.:

[Tpumepst popmynupoBku AuartHosa y nanuenToB ¢ XbII B Bozpacte 3 mec. - 2-X JIeT )KU3HU:

- AyTOCOMHO-peliecCUBHasl MOJMKUCTO3HAs OO0Je3Hb: MOJMKUCTO3 Mouek u meudeHu. XbII ¢
ymepeHHbIM cHkeHrneM CK®. BropuuHas aprepuanbHas rUIepTeH3us, 2 CT.

- Bpoxnaennas anomanusi MmoueBbIxX myTeil U mouek (BAMII): runomuasus nesoit mouku. XbII ¢
HopManbHOU CKO.

- BAMII: nucrene3usi npoKCMMAaJIbHBIX KaHalblieB. Bpoxnennas XbII, tepmunanbHas ctaaus.

- Bpoxnennsiit Hepporuueckuid cuapom gunckoro tumna. XbII ¢ pesko canxennoit CKO.
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B BO3pacTe crapiie 2-X JeT:

- Kucra npasoii nouku. XBbII Cl1.

- BAMII: ny3sipHo-moueTounnkoBbiii peditokc cneBa 3 cr. XbII Cl1Al. CocrosHme mocie
’HA0CKOnMYecKoi koppekuuu (12.02.2018).

- XpOHUYECKUI rJIOMepyJIOHEDPUT (Mopdonoruyecku:
TIIOMEpYJI0ocKiIepo3), Hepporudeckuii cuaapom. XBIT C3aA3.

- Xponuyeckuii riomepynoneppur (Mopdosoruuecku: IgA-Hedpomnarus), peHUANBUPYIOIIAL
cundapunreanbHas rematypus. XbII C1A1. BAMII: runormactudeckas aucriasus ooenx mouek. XbIT
C5 1 (mporpammHubiid remoananus ¢ 14.02.2010).

- XpoHuueckuit TJIOMEPYJIOHEPPUT (Mopdonornyecku: (okampHO-CerMeHTapHBIN
riomepyiockiiepos). XbII C5. AmnorpaHcruiaHTaiusi MOYKA OT POACTBEHHOTO JMoHOpa oT 15.06.2011.
XBIT C3aA3T. STEC-I'YC, Tsaxenoii crenean B (2012 r.). XBII C306A2. Bropuunas aprepuanbHas
TUIEepTeH3HUs, 2 CT.

(hokanbHO-CErMEeHTapHbIN

MpunoxexHune A3.1
Ouenka (pu3nyeckoro pasBuTHs JeTeil

[[TerepxkoBa B.A., Haraesa E.B., IllupseBa E.FO. Metoaundyeckue pexkomenaanuu "OreHka
¢u3uaeckoro pazsutHs aerei u noapoctkos" OI'BY "HMMUL Oupokpunonorun", 2017 r., Mockaa, 98 c.]
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)
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MpunoxeHune A3.2
ITapameTpbl 1 YacTOTA OLEHKH HYTPUTHBHOIO cratyca y aereii ¢ XBbII 3b-5/1 craauu.
AHTponomMeTpuyeckune usmepenus [293]
[TapameTpsl Bospact 0-1 rog** Bospacr 1-3 rona Bo3spacrt >3 ner

MuHUMAaTbHBIA HHTEPBAJ MuHUMAJTBHBIN MuHUMaIbHBIA HHTEPBAJ
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

(Hemenn)

WHTEPBaJ (MECSIIhI)

(Mecs1bI)

XBII 3b-5

XBIT 51

XBII 3b-5

XBIT 51

XBII 3b-5

XBIT 51

Poct/mmna
JUTSL BO3pacTa
(IeHTHITb
unu SDS)

6

2-4

2

1

3

3

Poct/nnuna
(IeHTHITb
unu SDS)

CxkopocTthb
pocra as
BO3pacTra
(SDS)

He
OTIpeCTISAeTCS

He
orpeaensie
TCA

"Cyxoi" Bec
WM BEC IS
BO3pacTa
(TIeHTHITB
numu SDS)

4

UMT nnsa
pocTa K
BO3pacTy

(IeHTUIIB
unu SDS)

He
onpeeseTCs

He
onpenensie
TCA

io

1*

Bec k qiimae
(IeHTHIIb
numu SDS)

2*

1*

He
OTIpeieTsieTC
a1

He
onpeensieT
csa

OKpyXHOCTb
TOJIOBBI JJIsI
BO3pacTa
(LIeHTHIIb

unu SDS)

He
onpeensieTc
S

He
onpenensier
cs

Mpunoxexnune A3.3

Oxugaemas exxeJHeBHAs NpudaBka Beca mo Bo3pacry (r) [293]

Bospact/mapamerp ExenneBHas mpubaBka Beca (I/Kr/cyT)

Hepounomennsiii (1o 37 Hen.), <2 xr 15-20

Henonomennsiii (10 37 Hex.), >2 kr 20-30

0-4 mecsna 23-34

4-8 mecsieB 10-16

8-12 mecsieB 6-11

12-16 MecsieB 5-9

16-24 mecsueB 4-9

27.09.20222
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

[IpoaykT nutanus | Pa3smep nopruu | K+ mr/mopumst | K+ mr/100 r
@pyKThI (CHENOOHBIE, CPEAHETO Pa3MeEpPa, CBEKHE, €CIIM HE YKA3aHO UHOE)
Bricokoe conepixanue kanus (>117 mr (3 MMOJIb) Ha TTOPIIHIO)
Kypara 20r (3) 208 1039
AOGpuKoc 80T (2) 216 270
ABOKaJ0 75 (1/2) 380 507
banan 80 r (1 maymeHbKuU) 264 330
QPuUHUKH, CBIPbIE 30r (2) 123 410
Nuxup (moaycyeHblit) 40 (2) 314 784
Bunorpan 60T (12) 129 215
Kusu 60r (1) 173 289
JlpiHs 150 r (1 moMTHK) 315 210
Hekrapun 90r (1) 231 257
AnenbcuH 120r 146 122
(1 manieHpkwmit)
ATIeTECUHOBBIM COK, OXJaKICHHBIN 100 M 158 158
[Tepcux 110 (1) 176 160
Uepnocnaus 30r(4) 220 734
N3iom 30T (1 cT. 10%KKa) 267 889
Kny6Huka 80r(7) 136 170
ApOy3 120 r (1 1omMTHK) 120 100
YmMmepennoe coneprxkanue kanus (39-117 mr (1-3 MMoIb) Ha MOPLHIO)
S6moxo 100r (1) 100 100
ExeBuka 40 (8) 62 154
Bumns 40 (10) 95 238
Manapun 50 r (1 MmaneHbKui) 64 128
I'pefindpyT 80 (1/2) 103 129
Manro 75r 113 150
Mapakyiis 30r (2) 60 200
['pymia 100 (1) 105 190
AmHanac 80 (1 momMTHK) 97 121
CnuBa 55r(1) 105 190
Manuna 60 r (15) 98 164
Husxkoe conepxanue kamus (<39m r (1 MMOITb) Ha MOPIIHIO)

YepHuka 45 1 (2 cT. TOXKKH) 30 66
OnuBkH, 0€3 KOCTOUYEK 301 (10) 27 91

27.09.20222
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

Conep:kanue KaJusi B 0BOIax U 0000BbIX

[IponyKT nuTanus

‘ Pasmep nopuuu

| K+ mr/mopumst | K+ mr/100 r

OBomu 1 6000BbIE (CheA00HAS YaCTh)

Bricokoe conepixanue kanus (>117 mr (3 MMOJIb) Ha TTOPIIHIO)

Caekuia, BapeHas 75 r (1 maneHbKas) 106 302
bo0w1, BapeHbie 60 1 (1 cT. 10%KKa) 248 413
bproccenbcekas kammycra, OTBapHast 40 (1 ct. 10%KKa) 161 404
I'puOkb1, 06kapeHHBIC B Macye 40 r (4 cpenHmX) 217 542
[TacTepHak BapeHbIi 40 (1 ct. 10%kKKa) 128 319
ITomuop, ceipoit 65 1 (1 MaJICHbKHUIA) 145 223
TomaT KOHCEpPBUPOBAHHBIN 100 r (1/4 Gankm) 212 212
YMmepennoe conepkanue kamus (39-117 mr (1-3 MMoIb) Ha TOPITUIO)
baknaxan, 00’kapeHHBIN B Macie 65 1 (1/4 cpenuuii) 111 170
Bpokkoiu, oTBapHas 40 r (1 cr. 1OXKKA) 85 212
Kanycra 3enenas, orBapHas 40 r (1 cT. MOXKKA) 75 187
MopkoBb, OTBapHas 40 r (1 ct. 10KKa) 66 166
[IBeTHas KalycTa, OTBapHas 40 (1 cr. 10%KKa) 86 215
Kabauku, oTBapHbIE 40 r (1 ct. 10XKKA) 95 238
Oryperr ceipoit 40 r (6 TOMTHKOB) 62 156
HyT cymieHslii, oTBapHOI 40 (1 ct. 10%KKa) 112 281
Xymyc 30 (1 cT. 10%KKa) 57 190
JIyk-nopeii, oTBapHOI 40 (1 cr. 10%KKa) 68 169
YeueBuiia KpacHasl, BapeHasi 40 r (1 ct. 10KKA) 88 220
JIyk, oOkapeHHBIN B Maciie 30 (1 cT. 10%KKa) 57 189
["opox BapeHbIil 30 (1 cT. mO%KKa) 69 230
[lepenr KpacHBIH, )KENThIN, CHIPOH 30 r (3 konb11a) 61 203
[[InuHaT OTBapHOM 40 r (1 ct. 1OXKKA) 64 230
Husxkoe conepxanue kamus (<39 mr (1 MMoIb) Ha MOPIIHIO)

Poctku (hacomu, ceipbie 20 r (1 cr. 10%KKa) 15 74

[Teper 3eneHbIi, CHIPOH 30 r (3 xonbI1a) 36 120
TrIkBa BapeHas 40 r (1 ct. TOXKKA) 34 84

Copep:xkaHue Kaausi B APyrux rpynnax npogyKkTos

MpunoxexHune A3.6

[IponyKT nutanus

\ Pasmep nopuuu

‘ K+ mr/nopuus ‘ K+ mr/100 r

MoJI0KO ¥ MOJIOUHBIE MPOTYKTHI

27.09.20222
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

['pynHoE MOJIOKO, 3peiioe 100 ma 58 58
MosoyHast cMech ¢ TIpeo0IaaHueM 100 mn 70 70
CBIBOPOTOUHBIX OEJIKOB

Mo0J10KO KOPOBBE LIEJIbHOE 100 ma 157 157
MopokeHoe, BaHWJIb, MSTKOE 60 1 (1 MepHast T0KKa) 98 163
Horypt u3 1eIbHOro MOJIOKa ¢ 125 r (1 manenpkas 213 170
dbpykTamu O0aHOYKa)

Kaptodenb Mon010¥ ¢ KOXKHIIEH 60 r (1 ManeHpKHii) 226 377
Kaprodens B MyHaupe 6€3 mMKypKu 100 r (1 mameHbKui) 360 360
Kaprodenpnoe miope 45 (1 ct. 10XKKA) 151 337
Kapensrii kaprodenpb 60T 358 597
Uuncel, hactdyn 75 r (1 mai. moprus) 408 544
Xneb: OenbIil, YepHBIH, 40 r (1 Toncrteiit nomMtuk) | 54, 86, 101 134, 216, 253
1[eTbHO3EPHOBOMU

Cyxue 3aBTpaku, KyKypy3Hble xjonbsi | 20 1 (3 cT. JIOXKKH) 18 88
Cyxue 3aBTpaku, BO3AYLIHAs 20 1 (3 cT. T0XKKH) 38 188
MIICHHUI[A, TOKPBITHIE MEIOM

Cyxue 3aBTpaku, MIOCIHU 30 r (2 cT. TOXKKH) 87 290
[leuenbe OMCKBUTHOE, TOKPBITOE 17 1 (1 mr) 44 258
III0KOJIaJI0M

TopT: OGUCKBUT C JHKEMOM U 60 1 (1 JIOMTHK) 79,214, 231 132, 357, 385
CIIMBOYHBIM KPEMOM, HIOKOJIaTHAS

nomajika, GPyKThl

Makaponsbl Oesbie, OTBApHBIE 90 1 (3 CT. TOXKKH) 103 114
Puc: Genblii, KOpHUHEBBIH, OTBApPHOI 80 1 (2 cT. TOKKH) 10, 50 12, 62
Munpanb 13 r (6 nenbix) 95 733
Kemibto, pynayx 10 (10 nensIx) 72 720
Apaxuc HECOJEHBII 13 (10 nensix) 87 670
['penikue opexu 20 (6 10JIOBUHOK) 90 450
CemMeHa THIKBBI 20 r (1 cT. MO)KKA) 164 820
CeMeHa OJICOTHEYHUKA 16 T (1 cT. 10%KKa) 114 710
byprep, roesauna, Ha rpuie 35 r (1 kotnera) 133 380
Kypuna, 6apanuna, rosianHa, 50 1 (TOJICTBIN JIOMTHUK) 165, 180, 185, 330, 360,
CBMHUHA, )KapeHbIe 200 370, 400
KypuHble HarreTcsl 70T (4) 195 278
Tpecka Ha napy 60 r (1/2 puine) 254 424
Tpecka B Kisipe, 3aneueHHas 60 r (1/2 puine) 138 230
Jlococh 3aneueHHbli/xKapeHbIl 50 (1/2 pune) 206 412
KaprodenpHble 4uIchl 25 r (1 manenbkuii maker) | 332 1328
[ITokosag IpoCTOM, MOJIOYHBII 50 r (1 maneHbKui) 150, 226 300, 451
Kode pacTBOpuMBIii, TOPOIIOK 2r (1l ym.) 76 3780
Kaxkao, mopomiok 61 (1 49m) 90 1500

Conep:xxkanue pochopa B 0CHOBHBIX NPOAYKTAX MUTAHUS

27.09.20222
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

HaszBanue npoayxTos Coneprxanue gocdopa B Hons cyTouHnoi
100 r (mr) norpebroctH (%)

PocTtku mmmeHunipl, oTpyOu MineHuYHbIE, >1100 >95
CEMEHA THIKBbI
[1naByienslit ChIp, KYHXKYT, CEMEHA >600 1o 80
10JICOJIHEYHHKA, COsl
®dacoub, oBec, poccuiickuii u routanackuit | 500-600 1o 60
CBIPBL, TPELIKUN U KEAPOBBIA Opex, UKpa
OCETPOBasl, KELIbIO
Mosoko cyxoe 920-790 92-79
['pubbI cynieHble 606 61
2Kentok KypuHOro siina 542 54
Hkpa kpacHast 490 49
Coip "Cynyrynn" 420 42
Myka (oBcsiHasi, IepaoBas, TpeyHeBas, 336-350 35
MIIIEHUYHAs )
OBcsiHbIE XJIONBS 328 33
Myka pxaHast 256 26
MuHraii 240 24
Tsopor 11-4% 224 22
Msico (nHaeika) 200 20
o kypuHoe 192 19
Worypr, kedup 1-3,2% 95-90 10-9
Momnoxko 1,5-3,5% 90 9
Cwmerana 10-30% 62-59 6
ABoKago 52 5
SAb6a0ko0 11 1

MpunoxexHune A3.8

SDI (pekomenayemoe queTnyeckoe norpedjenue) kaabuus u ¢pocdara y nereii ¢ XBII 2-5D cr1. [221]

Bospact SDI kanpituit (Mr) SDI docdar (mr)

0 - <4 mec. 220 120

4 - <12 mec. 330-540 275-420

1-3 roma 450-700 250-500

4-10 ner 700-1000 440-800

11-17 ner 900-1300 640-1250

MpunoxexHune A3.9
Pexomenayemoe norpedaenne pocdopa nias nereit ¢ XbIT [178]
Bec (xr) Pexomenyemoe norpedienue gocdara (Mr)

<10 <400

10-20 <600

20-40 <800
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

| >40

[<1000 |

Mpunoxexnue A3.10

PexomMeHnganuu 1mo HOTpeﬁJ'IeHI/IlO HaTpust AJsd JeTed u MOJAPOCTKOB (HaIII/IOHaJIBHaﬂ AxagemMus

Meaununbi, CIIIA) [294]

Bo3spacr (1er1) PekoMeHJ0BaHHOE MaKCUMAJIBHOE MOTpeOIeHne HATpusl (MT/CYT)

1-3 1500

4-8 1900

9-13 2200

14-18 2300

MpunoxeHue A3.11
Pexomenayemoe cyrounoe norped/jaenne HaTpusi M kajaus s aereit ¢ XBII [178]
Bospact Pexomenayemoe notpebienue Pexomenayemoe notpebnenue K+
Na+ (MMoutb/cyT) (MMouTB/CyT)

0-3 mec. 9 20

4-6 mec. 12 22

7-9 mec. 14 18

10-12 mec. 15 18

1-3 rona 22 20

4-6 ner 30 28

7-10 ner 50 50

11-18 ner 70 80
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

[oTpednocts B Oesike y nereii ¢ XBII (DRI) [4]

MpunoxexHune A3.12

Bo3spact CyTrouHas HopMa XBII 3 cr. XBIT 4-5 cr. XBIT 5 ct. I'J1* XBIT 5 cr. TT**
notpednenust (CHIT | (100-140% CHII r/kr/cyt) | (100-120% CHII r/kr/cyT) (r/xr/cyT) (r/xr/cyT)
I/KT/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 ner 0,95 0,95-1,35 0,95-1,15 1,05 1,1
14-18 ner 0,85 0,85-1,2 0,85-1,05 0,95 1,0

* CHII + 0,1 r/kr/cyt ans BocnonHenus norepb Ha ['/] (remoamnanmse)
*# CHII + 0,15 + 0,3 r/kr/cyT 11 BocnioniHeHus noreps Ha [1/] (meputoHeanbHOM Auanuze)

27.09.20222
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Knununueckue pexomengannu "XpoHudeckas 0ose3Hb nmouek” (yrB. MUHHCTEPCTBOM 31paBooxpanenus P®, 2022 r.)

MpunoxeHune A3.13

I[HoTpedHOCTH B 3HEepruu M Oesike JJsl MJIa/ieHIeB, AeTeil 1 moaApocTkoB oT 0 10 18 jet ¢ XBII 2-5D cT. ctaguu [162]

Pexomennyemas auera - SDI (Suggested Dietary Intake)

Mecsitbl SDI sHeprust (KKan/Kr/cyT) SDI 6enok (T/kr/cyT) SDI 6enok (1/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
logpt SDI sHeprus (Kkaj/Kr/cyT) SDI 6enok (1r/kr/cyT) SDI 6enok (r/cyT)
Manbuuku 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
15-17 40-55 36-46 0,8-0,9 IOnomm: 52-65
JeBymku: 45-49
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Knununueckue pexomengannu "XpoHudeckas 6os1e3Hb nmouek” (yr8. MUHHCTEPCTBOM 3/1paBooxpanenus PO,. ..

MpunoxeHue A3.14

Koxdppuunentsl nepeBoaa e1MHNI M3MEPEHUS U3 METPUYECKOH CHCTEMbI B MEKIYHAPOAHYIO
cucremy equnuu (CH) [6]

ITokaszaTenb Enununpt msmepennst | Koaddument nepesona Epunaunst CU
Anb0yMHUH (CBIBOPOTKA) T/ 10 /0
A30T MOUYEBUHBI B KPOBU MI/ U1 0,357 MMOJIB/JI
KpeaTunuH (cpIBOpOTKa) MI/ U1 88,4 MKMOJIB/JT
Kimpenc kpeatnHuHa MJI/MUH 0,01667 MJ1/C
["'emornobun r/na 10 r/n
docdop (CHIBOPOTKA) MT/ T 0,323 MMOJTB/JT
[Tapatupeon1HbIi FOPMOH T/ MJI 0,106 IMOJIB/JT
(CBIBOpPOTKA)
MoueBrHa (CHIBOPOTKA) MT/MJI 0,167 MMOJIB/JT
MoueBast KHCI0Ta M/t 59,485 MKMOJIB/TI
Butamun /I, 25-OH Burt. /I HI/MJI 2,496 HMOJIb/JI

Ilpumeuanue: equHuIa U3MEpeHHs X KodddurueHT nepepona = eqununa C1U

MpunoxexHue A3.15

B3anMocBs3b MeKIy KaTeropusiMu aJibOYMHHYPHH U IpoTeunypuu [6, 110]

[Tokazarensb Kareropuu
Hopmanbnas wim YMEpEeHHO NOBBIILIEHHAS 3HAYUTEIBHO
HE3HAYUTEIIBHO (A2) MOBBIIICHHAS
noBblleHHast (Al) (A3)
CDA, mr/cyt*(1) <30 30-300 >300
COBb, mr/cyt*(2) <150 150-500 >500
An/Kp, mr/r*(3) <30 30-300 >300
MI/MMOJIb <3 3-30 >30
OBb/Kp, mMr/r*(4) <150 150-500 >500
MI/MMOJIb <15 15-50 >50
VYpoBeHs Oenka npu OTPHIIATENIEHO WA ciensl wim 1+ 1+ u BBITIIE
HCCIIEIOBAaHUH C TIOMOIIBIO cliesibl
TECT-TIOJIOCOK

*(1) - cyTouHas SKCKpenus anbOyMuHa
*(2) - cyTouHast 3KCKpeuus Oenka

*(3) - anpOyMUH/KpeaTHHUH

*(4) - oOmuit 6eJIoK/KpeaTHHUH

MpunoxeHue A3.16

HOpOFOBbIe 3HAYeHUs reMOorJI00MHA AJA JTHArHOCTUKU AaHEMHUH 110 JaHHBIM BCEMI/IpHOﬁ
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Opranusanum 3apasooxpanenusi (BO3)

Bospacr (rojisr) I'emornob6uH (/1)
0,5-5 <110
5-12 <115
12-15 <120
>15: roHOIIN <130
> 5: IeBYLIKHU <120

MpunoxeHune A3.17

IlesieBble MOKA3aTe M reMOIJI00MHA Yy B3POCJbIX U aereil ¢ XBII, mosry4yaomux moaaepxuBaroinyro
Tepanuio JCC** [295, 296]

PykoBopsmue ykazanus LeneBoit Hb* nmis 3amMedaHus
o AepKaHus

Bepcus 2006 r. Pyxosoacta KDOQI:

B3POCIIbIC >110 t/mn HenocrarouHo moka3aTeabCcTB, YTOOBI
PEKOMEHI0BaTh MOAepKUBaTh ypoBeHb Hb Ha
ypoae =130 r/nn

eTU >110 v/mn HenocrarouHo moKa3aTeabCcTB, YTOOBI
PEKOMEHI0BaTh MOAepKUBaTh ypoBeHb Hb Ha
ypoae =130 r/nn

Bepcus 2007 r. PykoBonctea KDOQI

B3pOCIIbIC 11,0-12,0 r/an He momxno ObITh >13,0 1/11
IETH 11,0-12,0 r/mn He momxkno 661t >13,0 1/071

PykoBozacteo KDIGO 2012 r.

B3POCIIBIC 10,0-11,5 r/mn He momxkno 661t >13,0 1/071
JIeTu 11,0-12,0 /o0 He ynomsinyTo

* reMorJ00uH
*% _ HPUTPOINOIZCTUMYIUPYIOIINE CPEICTBA

MpunoxexHune A3.18

PedepencHbie 3HaYeHNs YPOBHEH HeOpraHu4ieckoro ¢gocgopa u od11ero KajabUusi B KPOBHU y AeTel

Bo3spact ®docdop (MMOIB/IT) Kanpruit (MMoms/m) Kanbuuii-noHn3npoBaHHBINA
(MMoOITB/1T)

0-3 mec. 1,55-2,39 2,05--2,73 1,1-1,48

27.09.20222 Cuctema TAPAHT 111/118



Knununueckue pexomengannu "XpoHudeckas 6os1e3Hb nmouek” (yr8. MUHHCTEPCTBOM 3/1paBooxpanenus PO,. ..

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 ser 0,74-1,45 2,1-2,55 1,2-1,38

MpunoxeHune A3.19

HeseBoe 3nauenue IITT, o0mero kajapuus 1 HeOpraunyeckoro gocdopa B cbIBOPOTKE KPOBU B
3aBUCUMMOCTH OT ctaguu XBIT

ITokazarenn Pexomennmanuu | Pexomenmanmu | HanmonannHEBIE Pexomennanuun
NFK-KDOQI, KDIGO, 2009 | pexomenmauuu KDIGO, 2017
2003 2010
Wutaxktasni [TTT
(ar/mut)
CK®: 30-59 35-70 130-585 35-70
15-29 70-110 Wzberatpb 70-110
<15 mur/muH 150-300 YPOBHSI 70-130
Jinanus ITTT<2N u >9N | 130-300
docdop (MMOIIB/IT) 1,13-1,78 0,81-1,45 0,81-1,45 0,81-1,45
(1,55-2,4 no
3 mec.)
Kampruit 2,10-2,37 2,15-2,55 2,1-2,55 2,15-2,55
MOHU3HPOBAHHBIN (2,2-2,8 (mo
(MMOITB/JT) 3 mec.)
CaxP (MMOJ'[BZ/J'IZ) <4,4
(<55 M/t )
Ca xopperupoBanHbiii (MMoIib/11) = Ca o6mmmit + 0,02 mmons x (40 - A[r/n]);
Ca kopperupoBanHbiii (Mr/mn) = Ca obuuit + 0,8 Mmonb x (4 - A [r/m1])
MpunoxeHue A3.20
KoncepBaTtuBHoe jedyenne runepkaauemun [138, 315]
IIpenapar Ho3za JevicTBue
HayaJo JUTUTEIIEHOCTh
10% pactBop B/B pactBop: 0,5 MJI/KT B/B 5-10 munyT o 2 yacos
#HKanbIus (makcumainbHas no3a 20 ma (2r), B
rIOKoHaTa** Te4eHune 5 MuH, 3-4 paza B CyTKU
8,4% pactBop HaTtpus | 1-2 mi/1 kr pa3Bectu B 10% 30 MUHYT 1-2 yaca
rupokapOonara** pacTBope IeKCTpo3bl™** B
COOTHOIIIEHUH 1:2 B/B, B TEUEHUE
10-20 mun
20% pactBOp 2 mu/kr (0,5 r/kr) B/B, KanenbHo #B | 60 MUHYT 5-6 yacoB
JEeKCTPO3bI** ¢ teyenue 30 MUHYT ¢ Jo0aBlIeHUEM
WHCYJIMHOM 0,1 En/kr uncynuna (1 Ex
PacTBOPUMBIM WHCYJIMHA PACTBOPUMOTO
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("4emoBeYECKUM

TE€HHO-UH)KEHEPHBIM)
k3k

[gemoBeueckoro
TeHHO-WHXEHEPHOTO|** Ha 4 T
JEKCTPO3bI**)

Kanpous
MOJIUCTUPOJICYIb(POHA
T (Karnonoo6mennas
CMOJIa)

0,5-1 r/kr/cyT, pa3MemaHHbIE ~ B
150 M1 )KUJIKOCTH, TPUHUMATH BO
BpeMms eibl, 3 paza/cyT

Pe3onnym
A/keokcanar
(axTUBHOE BEILECTBO:

1 r/kr/cyT, pa3MenIaHHbIe ~ B
100-150 M1 )KUJIKOCTH, TPUHUMATh
BO BpeMs efbl, 1-4 paza/cyT

Kanuit <5 MMoItb/11 S3HTEpOCOPOIIHIO
KaJlisi OTMEHUTD

Kanuit >5 MMoub/11 S3HTEpOCOPOIIHTO
KaJiusi BO30OHOBUTH

cysnbdoHat
IIOJINCTUPOIIA HATPHSL)
(bnonornuecku
aKTHBHAas 100aBKa)
(MonooOmeHHas
CcMOJIa)

MpunoxeHue A3.21

JlekapcTBeHHBIE CpeicTBA, 00Jaaomue pochat cBA3bIBAIIMMHU cBolcTBaMu [4, 129, 162]

CpenctBo Copepxanue [IpeumymiecTBo Henocratox
KaJIBIIHS
Kanpius kapbonat 40% HoctynHocTb Jlucnerncusi/3anopsl,
(3apeructpupoBan B PO kax PUCK KaIbIIU(UKAIAN
OMOJIOTMYECKH aKTUBHAS
no0aBka)
Kanbuus anerar 25% JoctynHocTb OTHOCUTENBHO JOPOXKE, PUCK
(3apeructpupoBan B PO kax KaJIbIU(UITAKCUN
OMOJIOTMYECKH aKTUBHAS
no00aBKa)
#Kanbius anerat + Maraus HoctynHocTh OTHOCUTENBHO JOPOXKE, PUCK
KapOoHar KaJIbLU(DUITAKCUU
Kanbnus makrat 13% Menpmast Puck xanbuudunakcuu
(3apeructpupoBan B PO kax abcopOrus
OMOJIOTMYECKH aKTUBHAS KaJbIUs
n00aBka)
#CeBenamep™* 0 MoxxHO Hucnerncus, 601bI1110€
MIPUMEHSITH TTPU KOJIMYECTBO TAOJIETOK IS
TUIEPKATbIUEMUN | TTOIYUYEHUS JOJIKHOTO
, HE BCAachIBaeTCs, | pe3yJibTara; Ha3HAUCHHUE
cHIkaeT ypoBeHb | off label
JUTIAIOB
CBIBOPOTKH KPOBH
Kenesa [III] runpoxcun 0 Huzskas abcopbuus | besomacHocTh
Caxapo3HbIN KOMILJIEKC 3¢ (HEeKTUBHOCTD y NETel He
YCTaHOBJICHBI
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MpunoxeHune A3.22
Craryc BuTtamuna D u ero anamoros [4, 129, 310]
Konnentpanus Buramuna D B Onpenenenne CraproBas n03a ButamuHa D u ero
CBIBOPOTKE KPOBU aHaJIoroB (#Jprokansuudeporn wim
(Uccnenosanue yposus 25-OH #Konexkanpiiudepor™*)
BuTamuHa /| B KpoBH) (HI/mi)
<5 Tsoxenplid qeunuT 8000 En/cyT - 4 Hen.,
nanee 4000 Ex/cyt
<20 Jlebunur 4000 En/cyT 12 Hen.
20-30 HenoctaTounocts 2000 En/cyT 12 Hen.
30-100 Hopma Bo03M0KHO CHUXEHUE 103l
>100 Bo3MokHa TOKCHYHOCTH OtMeHa
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MpunoxeHune A3.23

®opmbl BUTaMuHA D 1 ero aHaJIoroB, NpoYMX AHTHNAPATHPEOUIHBIX NpenapaToB, npuMensiromuxcsa npu XBbII y gereii [129, 210, 310]

BapuanTel BuTramuna D Haspanue dopmyia [Toka3zanus B Tepanuu
ATX rpynmna [To IpOUCX0XKICHHUIO XBII
Butamun D u Hatusnbie #Iprokarbudepos D2 B xomOuHamuu c
€ro aHaJIoru Konekanbuugdepor™* D3 aKTUBHOW (opMoii
AKTUBHBIE META0OINUTHI Anbdakanpimmon™* 1a(OH )D3 Yame - npenapar
(craproBas no3a 0,02-0,04 BBIOOpA
MKT/KT') #Kanpuurpuon** (Ilporusonokaszan no | 1,25(OH)2D3 IIpu coueranuu ¢
WHCTPYKIIUU AeTAM 10 18 jer) MaTOJIOTHUEN IIEYEHU
[Ipoune AHanoru #llapukansiuton** (IlpotuBonokazan | CUHTETHYECKUI [Ipenapar 2-ro psiaa,
aHTUIIApaTUPEOU netsm 1o 10 net B nek. popme - anaior D npu BI'TIT u
JTHBIE TIperapaThl KarcyJsibl ¥ 10 18 JeT B BUE pacTBOpa HOpPMaJIbHOM BUT. D
B/B)
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TAPAHT:

Hymepanus nputoxeHuii IpuBOAUTCS B COOTBETCTBUM C HICTOYHUKOM

MpunoxeHue A3.28
PacuugpoBka npuMeyaHui

** - nekapCTBEHHBIN mpemnapar, Bxoaauui B [lepeuens )XKM3HEHHO HEOOXOIUMBIX U Ba)KHEUIIHX
JIEKApCTBEHHBIX TMpernapaToB sl  MeAulMHCKoro mnpumeHeHus Ha 2020 rox (Pacnopsbxenue
[TpaButensctBa PD ot 12.10.2019 N 2406-p)

# - mpumenenue off-label - BHE 3aperucTpupoBaHHBIX B WHCTPYKIMH JIEKAPCTBEHHOT'O CPEICTBA
MOKAa3aHUHN OCYIIECTBIISIETCA 0 PEeUICHUIO BpauyeOHOM KOMUCCHH, C pa3pelieHus: JIokanbHOro 3THYecKoro
KOMHTETa MEIUIIMHCKON OpraHM3auuu (IpU HAIWYHMH), C YCIOBHUEM IMOJIMUCAHHOTO MH(POPMHUPOBAHHOTO
coryiacus poauTenel (3aKOHHOTO MPeACTaBUTENs ) U MAI[MeHTa B Bo3pacTe crapiie 15 et

MpunoxeHune b

AJITOPUTMBI 1eHCTBUI Bpaya
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MpunoxexHue B

Nudopmanus 1151 nanueHTa
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XpoHudeckasi 00JI€3Hb MOYEK - COCTOSTHHE, ITPH KOTOPOM ITOYKH HE BBITIOIHSIOT B TIOJIHOM 00beMe
cBou (QyHKIMU. B HOpMe NOYKH QUIBTPYIOT KPOBb U YIAISAIOT M3 HEE IIIIAKH, JTUIITHUE COJIH U BOJY.

[Tpu XpoHUYECKO# 0OJIE3HH MOYEK IMOYKU TOCTEIIEHHO TEPSIOT CIIOCOOHOCTh K 3TOW (MIIBTPALIUH.
Co BpeMeHEM MOYKH MOTYT COBCEM IIEPECTaTh BBIMOIHATH CBOM (DYHKITUH.

[TosTOMYy 4Ype3BBIYAHO Ba)KHO IMPOBEIACHUE MEPONPHUATHI IS 3aMEJICHHS TPOTPECCUPOBAHMS
XpOHMYECKON OO0JIE3HU TIOYEK.

XpoHuueckass 00Je3Hb TIOYEK MOXKET HW3HAYalbHO HUKaK ce0s He MposBisTh. [lpu
poTrpeccCupoBaHiM OO0JIE3HW MOTYT IMOSIBUTBCS OTEKM Ha HOTaxX, YyBCTBO YCTAJOCTH, MOBBIIIATHCS
apTepuaNbHOE JaBJICHUE, HAPYIICHHs B KOCTHOM TKaHU

O ToMm, 4TO HEOOXOIMMO JelaTh paccKaxeT Bpad-Hedpomor. HeoOxoaumo o00s3aTeIbHO YETKO
COOJIIOJIATh €r0 PEKOMEHIAINH, HAlPUMED:

[IpuHuMaTh mpenapaTsl OT apTepUAIbHOW THIEPTOHUH, €CIM OHM Ha3HAYEHBI B TOW /103€ U TOM
pEeKUME, KOTOPBIH MPOMTUCAH JTOKTOPOM.

[Tpy BO3HUKHOBEHUH MTOOOYHBIX PEAKIIHIA - 00s13aTEIHLHO COOOIIUTE Bpady.

W36erath mpueMa psga JCKapCTBEHHBIX INpEnapaToB, B TOM YHUCIE, HEKOTOPBIX JIEKapCTB,
obnamaromux 00e300JIMBAOIIMM ¥ KapoHoHWKaommM  dpdekrom (Hanpumep, uOynpoder™*).
OO0s13aTeIbHO COBETYHTECH C JICUAIlIMM BPauOM €CJIM TUIAHUPYETE JICYSHUE JIFOOBIMU MperapaTaMu.

B ciydae ecni modku coBceM MepecTaroT padoTaTh CyIIECTBYET HECKOJIBKO ITOAX0/0B K JICUCHHIO:

- TEMO/INATH3

- IEPUTOHEAIBHBIA TUAIN3

- TPAHCIUIAHTALUS TIOYKH.

Kaxnplii 13 METOIOB MMEET CBOW MPEUMYIIeCTBAa W HenocTaTku. [lepex mpuHsATHEM pelIeHUs -
MIOCOBETYHMTECH C JICUaIllUM BPadyoM YTOOBI BEIOPATh ONTUMAIILHBIA BApUAHT JICUCHHS.

Mpunoxexnue NM-rN

I xanbl OLCHKH, BOIIPOCHUKHU U IPYIU€ OUCHOYHbIC HHCTPYMEHTBI COCTOAHUSA MALIMEHTA,
NPUBECACHHDBIC B KIMHUYCCKUX PEKOMECHAALIUAX

He npumensrorcs
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