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» CJ 1 tuma (CI1l) — 3aboieBaHne, BO3HUKAIOIICC B
pe3yJbTare ayTOUMMYHHOU NECTPYKIIUHU
MHCYJTUHIPOAYLUHUPYIOMMUX  [B-KIETOK  MOMKEITYI0YHOM
KEJe3bl, C TMOCJICAYIOMIEM pPAa3BUTHEM a0OCOJIOTHOM
WHCYJIMHOBOW HENOCTATOYHOCTH.

» ClI1 XapaKTEPHU3yETCSA XPOHUYECKOM,
MMMYHOOIIOCPEI0BAHHOM ACCTPYKIHEH B-kieTok
OCTPOBKOB MOJKETYIOYHOM JKEJE3bI, KOTOpasi MPUBOIUT, B
OOJILIIIMHCTBE CIy4aeB, K AaOCOJIOTHOMY J€(UIIUTY
MHCyJIMHA. Pa3pymieHue  P-KIE€TOK  IPOMCXOAUT  C
Pa3IMYHOM CKOPOCTBIO M CTAHOBUTCS  KJIMHUYECKHU
3HAYMMBIM IIpH pazpyiieHud npumMepHo 90% KieTok.



» ComacHO JAHHBIM  MEXKIAYHAPOAHOUW  (eacpanuu
caxapaoro guabera (IDF) ma 2021 rom, B mMmpe oOmiee
qucio aeter u nmoapoctkoB (Ho 19 ner) ¢ C/1 cocrasiser
Oosree 1,2 MIIH. YeOBEK M3 HUX Oosee 1moaoBUHEBI (54%) —
aetu g0 15 ner. 3ab6oaeBaeMocth CJI1 pacTteT ¢ KaXXabIM
roJIOM M e€XeronHo 3aodojieBaer Oojice 108 ThIC. neTelr B
Bo3pacTe oT O mo 14 ner m Oosiee 41 ThIC. TOAPOCTKOB B
Bo3pacte ot 15 1o 19 ner.

» Iluk 3a001€Ba€MOCTH MPUXOAUTCS Ha MEPHUOJ PAHHETO
nyoeprara U y J€BOYEK BBISBISCTCS Ha 1-2 roga paHblIie,
yeM y MalpunkoB. K KOHIy ImyOepTaTHOro Iiepuoja
3a00J1€BA€MOCTh CHHKACTCS JIJISI A€TEH 00OMX IOJIOB.



‘IIpu HaOMrOnEeHNM OOJIBHBIX PKOMEHAYETCS
IIPOBEJACHUE PETYIIPHOIO KOHTPOJIS ITIIFOKO36I B
kpoBr y nanueHToB ¢ C/11 ¢ menbro
OOCTHKCHHUS ONITHMAJIBHOIO NIIMKEMHUYECKOTO
KOHTPOJISL MU CHHKECHUS prUCKa ociioxkHeHun CJ11.



Crneuunduueckue ocnoxkHeHus C/] B 1eTckoM 1
IIOJPOCTKOBOM BO3PACTE - MUKPOCOCYAUCTHIC
HapyIIeHUs: IMa0ETUYCCKUE , PETUHOIIATHUS,
HEWPOIIATHUA.

daxkTopkl pUCKAa: 00JIbIIas AIUTECILHOCTD
3a00JICBaHUS, CTAPIIKM BO3PACT U IyOepTATHBIN
Iepuo; Kypeuue; Al nucnunuaemMus,
*OTSIOIIEHHAA HACJIEACTBEHHOCTh B OTHOIIICHUU
Pa3BUTHS OCJIOKHEHUHN; O)KUPEHUE; CUAIINM 00pa3
KU3HU.



Jlnadetnueckas Hepponarus (/IH) - cnemudpuyueckoe
nopaxkeHue nouek npu CJ1, conpoBoxaaroreecs
(OpMHUPOBAHUEM Y3€JIKOBOI'O ITIOMEPYIOCKICPO3a,
IPUBOSAIICTO K Pa3BUTHIO TEPMUHAIBHON IMTOYECYHOM
HEI0CTAaTOYHOCTH, TPEOYIOIICH IIPOBEACHHUS
3aMECTUTEIILHON ITOYCYHON Tepanuu (Auains,
TpaHCIJIAHTALMA ).



JIH — pe3ynberar BO3ACUCTBHS META00INYECKUX
(TMOEPIIIMKEMHUS, TUIICPIUITUICMUS) U
reMOJMHAMHUYECKUX (apTepUabHASI TUIICPTCH3US
(AI'), BHYTpUKIIYOOYKOBAs TMIIEPTEH3US) (DAKTOPOB
Ha [OYECYHYIO MUKPOLMPKYJIAur0. J1H pasBuBaercs
y 20-40% nanuenToB ¢ Cl1 1, TMIMYHO pa3BUTHE IPU
JUTUTEILHOCTH 3a00seBaHusg 0osiee 10 seT, ogHaKo
IpHU HEOJIAroIPUATHBIX (PAKTOpax BO3MOXKHO OoJiee
paHHee passutue. /JIH

\




CorracHO KOHLECHIMH XPOHUYECKOM OOJIC3HU
mouek (XbII), omeHka craguyd  ITOYCYHOU
aTOJOTMM  OCYIIECTBISETCS 110  BEJIUYMHE
CKOpOCTH KIIyOOoukoBoM uiubTpauuu (CKD),
IPU3HAHHOM KakKk HaWOOoJee IIOJIHO OTpakarolicHh
KOJIAYECTBO M CYMMapHbIi 00bEM  paOOTHI
HE(POHOB.

Jlnarao3s JIH YCTAHABJIMBACTCA B
cootBeTcTBUU ¢ XbII o craguu camxenuss CKO u
YPOBHIO aJIbOYMHUHYPHH.



Cragun XpOHHUYECKOM OOJIE3HM IIOYEK II0 YPOBHIO

CK® (mn/Mun/1,73 m2)

» >00 Bricokas u onTuMaabHas
» 00-89 HeszHauuTeIbHO CHUXXCHHAS
» 45-59 VYMepeHHO CHUKEHHAas

» 30-44 CyumecTBEHHO CHHKCHHAs

C1
C2
C3
C30



» Oopmyma IlIBapia (Mmogudukanus Bedside) ais
pacuera CK® y gereit: pCK® (mn/mun/1.73 m?) =
(36.2 x Poct(cm)) / Kpearnnus m1a3Mbl KPOBH
(MkMob/1) - @opmyna [lIBapua Oblia 0OHOBIICHA B
2009 rony ¥ B HACTOSAIIEE BPEMS CUUTACTCS

ny4ium MeTosioM onleHKU CKO y neren.



» Creumduueckue cumntombl JIH Ha cragun XbII C1-
3a OTCYTCTBYIOT y OOJbIIMHCTBA HanueHToB ¢ CJ11
(peaKO OTMEUYAKOT 3MK30/bI oBbIIeHU AJl). Ha
craauu XbII C4-5 orMeuaroT ¢i1a00CTb, COHJINBOCTD,
OBICTPYIO YTOMISIEMOCTbh, BBIPAXKCHHBIC CTOMKHE
OTCKH, CTAOMJILHO HNOBBIIICHHOE AJl, TOIIHOTY,
MHOTIa PBOTY 03 obyeruyeHus coctossHus. Ha ctaguu
XbII C3-5 ormedaroT OTE€KH CTOII, TOJICHEU, MHOIIA
oenep, Julla, CHUKCHME allleTUTa, HapacTaHUE U
IIOCTOSTHHO ITOBBIIICHHOE A JI.



» PecKOMEHIYETCS HCCICAOBAHME YPOBHS albOyMHMHaA M
KpCaTMHMNHA B MOYE€ KPOBH €KErogHo y nanueHToB ¢ C/I1 B
Bo3pacte >11 jeT npu AIMTEIbHOCTH 3a00JieBaHus OoJice 2
JIeT OJ9 OICHKHM COOTHOIICHHS aJiIbOyMWH/KPEATUHHUH C
IIEJIbI0 CBOEBPEMEHHOIO BhIsiBIeHUA J[H.

» Hanmmune MUKpOaTLO0yMHUHYPHI TTOATBEPKIACTCS
COOTHOILICHUEM aJIbOyMHH/ KpeaTuHuH OT 3 10 30
Mr/MMob uiM oT 30 7o 300 Mr/ r (pa3oBasi HOPIUS MOYH ).
Pa3oBas mopuus MOYM Ha MUKPOAILOYMUHYPHUIO
PEANOYTUTEIRHEE N3-32 U3BECTHBIX CYTOYHBIX KOJICOAHUH
IKCKpELUM albOyMHHA U MOCTYpabHBIX d3PPekToB. COOp
CYTOYHOM MOYHM Ha MUKPOAJIbOYMUHYPHIO 3aTPYIHUTEIICH U
MaJI0 HH()OPMATHBEH.



» B JICYCHUU PEKOMEHYETCSA HCIIOJIb30BAHUE
[IpEIaparoB U3 TPYIIIIbI MHTUOUTOPOB
AHTMOTECH3WHIPEBPAIIAIONIEro (pepMeHTa y MNaIMEHTOB C
C1 v OCTOSHHOM MHUKPOAIbOYMUHYPHUEN NI CHUKCHHUS
YPOBHS U MPOTPECCUPOBAHUS aJIb,OYMUHYPHU

» Kantonpun BayTps, 2-3 paza B aeHb. 0,3 Mr/kr/Ha
IIPUEM

» DOnananpui BHyTpb, oguH pa3 B cyTku. 10-20 Mr/aeHb

» B nocnennen craauu Xbll — nepecaaka oprana.
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