Caxapublii 1uader y gereit

Caxapupiii  auaber (CJ[) — STHOJOrMYECKM HEOJHOpPOAHAs TIpymma
3a00J1€BaHUH, XapaKTEPU3YIOLIASACS XPOHUYECKOU TUTIEPTIUKEMHUEH,
0OyCJIOBJIEHHOM HapyIICHUSIMU CEKPELUU WK IEUCTBUS MHCYJIMHA.

DTHOJOTHYecKas Kiaaccupukanusi HapymeHuid riaukemun (BO3, 1999)

1. Caxapnsiii guadet 1 Tuna (necTpykius 6eTa-KiIeToK, OOBIYHO MPUBOISIIAL
K a0COJIOTHOM MHCYJIMHOBOW HEIOCTATOYHOCTH)

A. AYTOMMMYHHBIM —  XapakTepu3yeTCsi  HaJIM4YheM  ayTOaHTUTEI K
rIyTaMmaTaeKkapOoKcuiia3e, K MHCYJIUHY, K OeTa-KJIeTKaM OCTPOBKOBOIO arapara.
b. UnnonaTtudeckuit — mecTpyKIus 6€Ta-KJIETOK MPU OTCYTCTBUU ayTOAHTHUTEI.

2. Caxapsplii nuaber 2 TuUma — HMMEETCS PE3UCTEHTHOCTh K HWHCYJIWHY C
OTHOCHUTEIBHON MHCYJIMHOBOW HEAOCTATOUYHOCTHIO.

3. Hpyrue cnerudpuueckue tumbl CJ1:
A. T'enernueckue paedekTsl OeTa-KIeTOUYHON GYHKIMH (MUTOXOHJPUATIBHBIC
00JIe3HN).
b. I'enetnueckue nedexThl B ACHCTBUM UHCYJIUHA.
B. bBone3Hu 5K30KpUHHOM YacTU MOMKEITYJOYHOM kene3bl (Kuctodudpos,
MaHKpEaTUT U Jp.).
I'. Dunokpunonatuu (curapom Unenko-Kymmunra, heoxpomorroma u ap.).
H. CI, uaayuupoBaHHBIN JekapcTBaMu W xumuueckumu BemectBamu (HIIBC,
rOPMOHAJIbHO-aKTUBHBIC BEIIECTBA, AMUHA3UH U JIp.).
E. Wnadekuum (BpoKIAEHHAs KpacHyXa, LHUTOMEraJoOBUpyCHasi WHQEKUHUs,
AMUJIEMUYECKUNA MApOTHUT).
K. HeoObrunbie (popmbl uMMYyHHO-oniocpeaoBanHoro CJ1.
3. T'eHeTnueckre CUHIPOMBI, WHOT/IA COYETAIONIMECS C JUA0ETOM — CHHIPOM
Hayna, c-m [llepemenckoro-Tepuepa, c-m Knaiindensrepa.

4. I'ecraruonnsiii C/I.

Caxapubiii quader 1 tuma (CJA-1) (MKb X — E10) — ayromMmmyHHOE
3a00JieBaHUE, BBI3BAHHOE pa3pylIeHUEM OeTa-KJIETOK MOMKEITYJOYHON >KEJe3bl,
NpuBOJsIee K aOCOMIOTHOMY JAChUIMTY HWHCYJWHA, XapaKTepu3yrolleecs
TUTNIEPTIIMKEMUEH, TSHKEIBIMA METa00IMYECKUMU HapYIICHUS MU, CKIIOHHOCTBIO K
KEeTalua03y U NOPAKEHUEM MHOTUX OPraHOB U CUCTEM.

dmuaemuosaorust CJ-1

Nmeercs TenaeHmuss k pocty 3aboneBaemoctu CJI. Exeromgno B Mumpe
3aboneBaroT 25000-50000 yenoBek, U3 KOTOPHIX MOAABISIONICE OOJBITUHCTBO
coctaBisitoT neth. B Poccun wacrora CJI-1 cocraBnsier 9-10 ciaydaeB Ha 100 ThIC.
JIETEN.



Puck BO3HMKHOBEHHS 3a00JIeBaHUs MOSBISIETCS yKe MOCie 9 MecALeB KU3HU
U 3HAUYMUTENbHO Bo3pactaeT nocie S5 yer. Haubonee yacro CJl manudectupyer B
nmyoepraTHOM Bo3pacte (y neBouek B 11-13 net, y manpuukoB Ha 1-2 roja mosxe).
MakcumanbHas BbisBiIsieMocTh CJ] IPUXOAUTCS HA OCEHb-3UMY, UYTO OOBICHSIOT
4acTOTOW BUPYCHBIX HH(EKIUN B 3TO BpeMsl rojia.

IMaTorene3z CI-1

1 cTagusi — reHeTHYECKOM NMpeapacioJIOKeHHOCTH WK npeaanader. B sty
CTaguI0  JI€TM  NIPaKTHYECKH  3J0pPOBBI, HO  HUMEKT  TI'€HETUYECKYIO
npeapacnonoxeHHoctb Kk CJI. OHa oOycnoBieHa aepexkToM 6-0if XPOMOCOMBI,
U3MEHSIOIUM CTPYKTYPY MEMOpaHbl 0€Ta-KJIETOK MOHKEITyA0YHOM JKele3bl, Aernas
ee MEHee yCTOWYMBOM K moBpexparomuMm  ¢akropam. ['eHeTnueckas
MpeApacoIOKEHHOCTh peanusyercs v 5-30% cubcos. IIpeapacnoniokeHHOCTh K
CO-1 wumeror Takke OOJbHBIE C  ayTOMMMYHHBIMH  3a00JIEBAHHMSIMMU:
ayTOMMMYHHBIN THPEOUINT, FOBEHUIbHBIA apTPUT U AP.

2 craagusa — nyckoBasi. [IporcxoauT Bo3aercTBHE HA OPTraHU3M PA3ITUYHBIX
HNOBpPEXAAOMUX (PAKTOPOB — MH(MEKIMH, UHTOKCUKALIUU, MOTPEIIHOCTH MUTAaHUS
(HUTpaThl, KOHCEpPBaHThl U Jp.). bera-kieTkn wn30UpaTenbHO MOPAKAIOTCS
IUTOTpOonHBIMU Bupycamu: Kokcakn B-4, snuaeMuueckoro napoTura, KpacHyXH,
BETPSHOM OCIIbI, KOPH, TPHUIIIA, F€NaTUTa, INTOMETATIOBUPYCHON MH(EKIINH.

Tokcuyeckue BIUSHUS MOTYT OBITb CaMbIMH pPa3IUYHBIMH, JaXKE B
MOAMOPOTOBBIX KOHLEHTPALUSX.

3 u 4 craanu — JaTeHTHOro (nokaumHu4eckoro) CJI-1.

B 3 cramuio nOpoucXoAuT TMOBpEXJEHUE OeTa-KIETOK U Pa3BUTHUE
ayTOMMMYHHOT'O BOCHIAJIEHUS B OCTPOBKaX IOJKEITYA0YHOM JKEIEe3bl, T.€. pa3BUTHE
ayTOMMMYHHOTO MHCYJINTA. VIHCYJIUT pa3BUBAETCS MEIJIEHHO, B TEUEHHE MHOTUX
JeT ¥ CHayajga HE COINPOBOXKIAETCS HapyILIEHHEM YIJIEBOAHOIO OOMEHa.
BocnanurtenbHpli  mponiecc B MOKEIYJOYHOW  KEJIE3€  COMPOBOXKIAETCS
YTHETEHHEM I'yMOPaJIbHOTO UMMYHHUTETA.

AyToaHTHTeNa K O€Ta-KJIeTKaM U MHCYJIMHY MOTYT MOSIBISITbCS OYEHb PaHo,
3a 10-15 ner no manudectarum 601€3HU.

B 4 craguio konmuecTBO OeTa-KJIETOK MOCTENEHHO yMmeHbluaetrcs. [lpu
COXPAHAIOIIEHCS  HOPMOIVIMKEMHH YK€ TOSIBISIETCS HEOOJbIIOE CHHUKEHUE
CEKpELMU UHCYJINHA, YTO MOKHO OIPENEIUTh 10 YMEHbIIEHNIO YpoBHs C-nientuaa
KpoBU. B 3Ty craguio Hapymaercs KIEeTOYHbIM UMMyHUTET. I[loBTOpstommecs
BUPYCHbIE MH(PEKIMH BBICTYNAIOT B pOiH (HaKTOpa, YCKOPSIIOUIETO KIMHHUYECKYIO
MaHudecTaluo 00JIC3HU.

5 u 6 craguu — MmanugecTtHoro (kauauuyeckoro) CJ/I-1. PazsuBaercst mocie
rubenu 80-90% GeTa-kieToK npu aOCOTOTHOM JePUIIUTE UHCYINHA.

B 5 craamro emie coxpansiercst ocrarounas cekpenus C-mentuaa (MHCYIMHA).



B 6 cTraaguio otMedaeTcs MoyHas 1eCTPYKUUs OeTa-KIETOK.
Meta6oanuyeckue Hapymenust npu CJ1-1.

Jedbuuut uHCyNIMHA BENIeT K HAPYLICHUIO 00pa30oBaHUs U pacrajia TIOKO3bI.
[TosiBisitomasicsi TUNEPTIMKEMUS YBEJIWYMBAET OCMOJISIPHOCTH ILIa3Mbl KpPOBH,
Pa3BUBACTCS OCMOTHYECKUM TUYypeE3, MONNYPHs, JeruapaTaius 1 IoTepsi C MOUOH
AIEKTPOIUTOB (0cOOCHHO Kanus U docdopa).

OTH wW3MEHEHHs, OCOOCHHO O00€3BOKMBAaHHE, TMPEACTABIAIOT COOOM
(U3HOTOTUYECKHIA CTpPEeCC ISl OpTaHu3Ma, KOTOPBIA MPUBOAUT K MOBBIIICHHOMY
00pa30BaHUIO KOHTPUHCYJISIPHBIX TOPMOHOB, 4YTO e€Ile OOJIbIlIe YCHJIUBAET
TUINEPTIMKEMUIO, YTO 3aITyCKAET MOPOUYHBIA KPYT METa00IMYECKUX HAPYIIEHUH.

[Ipu nedunmrTe WHCYyNMHA TMOBBINIAETCS  MPOTEOJIU3, AKTHUBUPYETCS
TJIIOKOHEOTE€HE3, YTO MPUBOJUT K HAKOIJICHUIO a30TUCTHIX IIIAKOB — OCTATOYHOTO
a30Ta, MOYEBUHbBI, AMUHOKHUCJIOT.

Hapymienue xxupoBoro ooMeHa — Ae(UIUT UHCYIMHA CTUMYJIUPYET JTUTOJIH3.
B kpoBu yBelIMUMBAETCS KOHIICHTpAIUS XOJECTEPUHA, TPUTIIHUILIEPUJIOB,
CBOOOJTHBIX KUPHBIX KUCIIOT.

CBoOOIHbBIE KUPHBIE KUCIOTHI TpaHCHOPMUPYIOTCS B KeTOHBI. HakorieHue
KETOHOB TPHUBOJUT K MeTaboIMYecKoMy anuao3y — cHikeHutro pH u pesepsa
OCHOBAHUM, YTO MPOABIISIETCS TTyOoKuM abixanueMm (Kyccmays).

JAunarnocTruyeckum kpurepueM C/I-1 sBasieTcss TrUIepriuKeMuss -
HATOILAK B KaMWJUISIPHOU KpoBHU Oosiee 6,1 MMoub/i uinu B mia3me KpoBu 6oiee 7,0
MMOJIB/JI, 4Yepe3 2 wyaca mocie mnpuema numm - Oonee 11,1 mmons/n (B
KA PHOM KPOBHU U TIJIa3Me).

[Ipu orcyrctBUM sABHBIX cuMnTOMOB CJl WM HAIWYWKA JIETKOW CHUMITO-
MAaTUKH CJIy4ailHO BBISBJICHHAS THUNEPTIMKEMHs] WIM TUIEPIIIUKEeMus, 00-
Hapy>KrMBaemasi B YCJIOBHUSIX cTpecca (MH(PEKIMOHHOTO, TPAaBMAaTUYECKOTO U TIp.),
MOXET OBITh TPAH3UTOPHOU. PekoMeH10BaHO HAOIIOACHUE.

CrangapTHBIA TJIIOKO30TOJICPAHTHBIA TECT HE MPOBOAUTCS B TEX CIydasX,
KOTJa CIydailHO€ WCCIEOBAaHWE YPOBHS TUIFOKO3bI IJIa3Mbl B TEUCHHE JHS WIIU
nocJje eabl noaTeepxaaet auarao3 C/I.

VYV 80% petelt muarHo3 BIEPBbIC YCTAHABIMBAETCS B COCTOSIHUM KETOAIUI03a,
TMa0ETHUECKON KOMBI.

Kaunuka CII-1 B n1e610T1e 3a00/1€BaHMsl.

Knaccuueckne cumnromsr CJI:

[Tonmypusi — MEpBBI CHUMITOM TJIOKO3ypuu. Moua OeciBeTHasi, MMeEET
BBICOKUH YJENbHBIA BeC. XapaKTepHO MOSBJICHWE HOYHOTO 3HYpe3a, OCOOCHHO Y
JIeTel CTapiIero Bo3pacra.

[Tommaounicus —  CuiibHAs  JKaXJa —  KOMIIGHCATOPHBIM  IIPOILIECC,
CIIOCOOCTBYIONTUHN CHUKEHUIO TUIIEPTINKEMUN U TUTIEPOCMOJISIPHOCTH KPOBH.



[Tonudaruss — MOCTOSHHOE YYBCTBO rojioga. Bmecte ¢ TeM oTMeyaercs
CHU)KEHHUE MacChl Teja, MoXyJaHue peOeHKa.

[lopaxkeHHe KOXHM M CIM3UCTBIX O00OJOYEK — CYXOCThb KOXH, 3V,
KCaHTOXpOMHUS JaJloHeW U cToll. CIU3HUCTBIE MOJIOCTU PTa CyXHE, SIPKO KPaCHOTO
1BeTa. YacTel — anbBeOJISIpHAs TUOPEs, THHTUBUTHI, CTOMATUT, KAHU03, 3a€bl.

Nmeetcs cknonnocts k OPU, TyGepkynesy Jerkux.

N3MeHeHns cO CTOPOHBI CEpJEYHO-COCYJIUCTOM CUCTEMbl Y OOJIBIIMHCTBA
OONBHBIX MPOSABIIAETCS MHUOKAPAUOIUCTpOodueil: ymomenue 3youa T, yanmuHeHue
uHtepBasia Q-T, cHWXKeHHe HHTEepBaia S-T, YTO OTpakaeT AePUIUT Kaus,
aMUHOKHUCIIOT, (hochaToB, TOKCUYECKUE BIUSIHUS HA MUOKAP/I.

Co CTOpPOHBI OpPraHoB MHIIEBAPEHUS — TOIIHOTA, pPBOTA, AHOPEKCHS,
abIOMUHAJIBHBIN CUHAPOM, renaToMeranus. Pa3BuBaercs xupoBas HHPUIbTPALIHS
IIEYEHH C MOCIEAYIOIIUM Pa3BUTHEM LIUPPO3a EYCHHU.

VY neBodeKk OTMEYAETCS HAPYLICHHE MEHCTPYAJIbHOIO HUKJIA, MOABISIETCS 3y
B 00J1aCTU Hapy>KHBIX MOJOBBIX OPraHOB, MOXET Pa3BUTHCS TPUOKOBBIM BaruHUT.
Y Majgb4MKOB — YIIOPHBIN OAIAHOMIOCTHT.

Memnsercs IICUXUYECKOE COCTOSIHUE peOeHka, HOSIBISIOTCS
Pa3apaKUTENbHOCTh, HEYCTOMUMBOCTh HACTPOEHUS, CHUXKAETCA CHOCOOHOCTH K
yueobe.

JMuarnoctuka CJI-1

I'moko3ypusi — BaxkHbBIA JUAarHocTUyeckui TecT. llosBisiercs, korpa
COJIepKaHME TIIIOKO3bl B KPOBU MPEBbBIIIACT 8,8 MMOJIB/J. JIMarHo3 MOKHO CUUTaTh
JIOCTOBEPHBIM, KOTJIa MPU OOHAPYKEHUM TIIOKO3YPHUU TOJBKO TMPU HATUYUHU Y
OO0JBLHOTO TUIIEPTIIUKEMUH.

Keronypusi — cBuaerensctByeT 0 TsxeaoM TedeHun CJI. OnHAKO KETOHBI
MOTYT TIOSIBJISITRCS B MOYE TPU TOJIOAAHWHM, HHGEKIIMOHHBIX 3a00JE€BaHUSX,
MOYECKHUCIIOM Juare3e, pBoTax. OmpenensioT ypoBHHM aleToaierara B Moue U
OeTa-okcuOyTuUpaTa B KpOBH. YPOBEHb OeTa-okcuOyTupata B KpoBHW Bbimie 0,5
MMOJTB/JT SIBJISICTCS TIOBBIIIIEHHBIM.

I'imknpoBaHHBIN IreMOrJ00MH — 3TO Ppakiusi reMora00uHa, K KOTopo 0e3

ydactusi (PepMEHTOB MPUCOEAUHEH caxap, €ro CoJep KaHHe OTPaKaeT COCTOSHUE
YIJIEBOJHOTO OOMEHa B TEYEHHE MOCIEeTHUX Tpex MecsaueB. OleHKa YpOBHS
HbAlc ucnons3yerca mis noarBepxkaeHus nuartHo3a CJl u oleHku creneHu
KOMIICHCAIIUM YTJIEBOJHOTO oOOMeHa Yy OOJNbHBIX, MOJYyYAIOIIUX JICYCHHUE.
Hopmanenbiii ypoBens HbAlc cocrasnser 4-6%, HbAlc — 5-7,8%.

Y0enutelbHbIM KpUTepHeM [Jisi NoATBep:kaeHusi aumarnosa CJI-1
SIBJISIETCS] — HAIMYKME ayTOAHTUTEN K KieTkam octpoBkoB Jlanrepranca (ICA) u k
O€JIKy OCTPOBKOBBIX KIIETOK — TIJIyTaMaTAeKapOOKCUIa3e B CHIBOPOTKE KpPOBHU.
Tak>ke onpenenstoT ayToaHTuTena K Tupo3uHgocdarase, UHCYIUHY.



C menTua — Mapkep OCTaTOYHOM CEKpeUWH MHCYJIMHA. ba3anbHbId YpOBEHB
C-nmentuaa y 3A0poBbIX Jrojaen coctaBiser 0,43-2,61 mmonw/n (1,1-4,4 Hr/mon).
[Ipu CII-1 ypoBenb C-mienTH1a CHUKEH WU HE ONPEAEIAETCS; OCIE CTUMYIISIIAN
INIFOKO30M WJIM CTaHJIAPTHBIM YTJIEBOJIWCTBIM 3aBTPAaKOM ypoBeHb C-mentuaa y
6onpHbIX CJI-1 3HAUMMO He moBkIaeTcs, a mpu CJ[-2 — 3HaYnTETHHO BO3paACTaeT.

Ocobennoctu CJI-1 y rpyaHbIX getei

Penkocte CJl y rpynHbIX JleTell HE BCerJa HampaBiiIeT MbICIb Bpada Ha
MOCTAHOBKY ATOTO AuarHo3a. Beigenstor 2 knuHudyeckux Bapuanta teuenust Cll y
IpyAHBIX JeTed 1) BHe3amHoe W 2) MejieHHoe. Maliblii Bec JOHOIICHHBIX JeTei
IpU POXKICHUHU, OYECHb MalieHbKas MpuOaBKa MacChl Telda B IOCTHATAILHOM
NEepUOAEC WM MOXyJAaHUE TMNPH JOCTATOYHO <«OKAJHOM» COCAHMM J€JaeT
HEOOXOJIMMBIM KOHTPOJIb COCTOSIHMSI Y HHUX YIJIEBOAHOTO oOMmeHa. KocBeHHbIM
CUMITOMOM, OATBepxKAar0IMM Hanuuue C/I, ABisSeTcsi CHMITOM «JIUIKOW MOYM»
WU «HAKPAaXMAJICHHBIX TEJIEHOK», TPYIHO MOJJAIOIINECS JCYCHUIO OMPESIOCTH U
JPYTHE KOXKHBIC MPOSIBIICHMUS.

Ocobennoctu CJ/I-1 y nereit nyGepTraTHOro nepuojaa

TunuuabIM sBJIsIeTCS J1TaOuiibHOE, Tspkenoe TeueHue CJII. Dto o0ycioBieHO
BBICOKOW aKTMBHOCTBIO B 3TOM BO3PAacTe KOHTPUHCYJSpHBIX ropMoHOB — CTI,
rOpMOHOB IUTOBUAHOM kene3bl, AKTI, rimoKoKOpTUKOUIOB, KaTEXOJAMUHOB, a
TaKKe HEJOCTaTOYHBIM KOHTposieM 3a teueHueM CJI. YV mompoctkoB ¢ C/I-1
MMEETCSl BBICOKAsl THUIEPIVIMKEMHs] HATOIAaK, 3HAYUTEIbHbIC KOJICOAaHUS YPOBHS
[JIFOKO3bl B TEYEHUE CYTOK, MTOCTOSIHHASI M BBICOKAS TJIFOKO3YPHS, IEPUOTUUECKHA —
alEeTOHYpHsl. YBEINUYEHUE J103bl NHCYJMHA COMPOBOKAAETCS TUMEPIIIMKEMUYECKON
peakiuend  (T.e. HUMeEETCs  MNapaJoKcajJbHOE  JACHCTBHE  HHCYJIMHA  WIHU
MOCTTUIIOTJIMKEMUYECKasl TUTepTIuKeMusi — cuHapoM Comoku uiau (heHOMeH
XPOHUYECKON TIepe103upOBKH HHCYIMHA — Oosiee 2 EJI/kr/cyT).

Hepuoant Teuenns C/-1
Joxmuanyeckuit stan CI.
HauanbHblit 3Tan unu ae610T 3a001eBaHUs.
Pemuccus mocne HauanpHOTO Tiepro/a (IEpUo «MeI0BOTO MECSIIa ).
[TporpeccupoBanue C/I.
HecrabunbHbIi iepuoa myobepTaTHOTO EPHOIa.
CTaOuiIbHBIN EPUOJT TTOCIIE MTOJIOBOTO CO3PEBAHMS.

o0k whE

Joxnuanyeckuit stan CJ MOKET AIUTHCS I'OJIaMU.
®da3b1 C/1-1
da3a komneHcanum — oTcyrcrBue cumnroMoB CJI, ¢usmueckoe, mosoBoe,
WHTEJUICKTYalIbHOE Pa3BUTHE COOTBETCTBYET BO3pACTy. YPOBEHb TiMkemMuu 10 10
MMOJIb/CYT, TJIOKO3ypusi He Ooznee 1% B OTHETBHBIX MNOPLUIX, HOPMAaJbHbIE
nokasarenu aunuaHoro oomera. Konmenrpanus HbAC o 8%.



®a3za cyokomneHcanuu — riukemMus 10 10 MMOJIB/IT; CyTOYHAs TIIOKO3YPHS
B npeaenax 10% caxapHoii ienHocty numy. Konnenrparus HbAC ue Boime 10%.

da3a JexkOMIEHCAIIUM — MOXET ObITh 0€3 KeTo3a, C KETO30M U C
KETOAIUA030M.

Ocaoxnenns: CJI-1

Cpenn ocnoxxuenuii CJl mepBoe MECTO 3aHUMAIOT AHTHONATHM, SIBIISIOLIUECS
HanboJiee 4acTOM MPUYMHON MHBATMAN3AIMH U JeTalbHOCTU. Benymmas ponb B ux
Pa3BUTHHU OTBOJUTCS:

- MeTabOJIMYECKUM HapyIICHUSIM: YTOJIIEHHE 0a3adbHbIX MEMOpPAaH COCYI0B
NPUBOJUT K HAPYWIEHUI0 WX MPOHHUIAEMOCTH M CHWKEHHIO aKTUBHOTO
TPAHCIIOPTA BEILIECTB YEPE3 CTEHKY COCYOB;

- TUIIEPKOAryJISIHIMOHHBIM HAPYIICHUSAM: MTOBBIIIAETCS YPOBEHb (PMOPUHOTEHA,
CHW)KAETCSl COJEp)KaHHE CBOOOJHOTO TElapuHa, BO3PACTAET arperaluoHHas
aKTUBHOCTb TPOMOOIIUTOB;

- XpOHUYECKON TUIOKCUU TKaHEH, KOTOpas pa3BUBAETCA HM3-32 BBICOKOTO
COJEpKaHUSl TJIUKUPOBAHHOTO TeMOINIOOMHA, OO0JaJalolero MOBBIIIEHHBIM
CPOACTBOM K KHCIIOPOY.

K 1uabGeTtnyeckuM MHKPOAHTMONATHAM OTHOCSTCS PETHHOINATUS U
He(dponaTus, a K MAKPOAHTHONATUAM — IOPaXXEHHE COCYAOB CEpAla, MO3ra,
HIDKHUX KOHEUHOCTEH (nabeTuyeckasi CTomna, raHrpeHa).

Jlnabetrueckass pEeTUHOMNATHUS — OJIHO M3 HAWOOJIEE YaCTBIX COCYAMCTBIX
ocnoxxHenuit CJ/[-1. Yepe3 5 ner or Hayana maHudecuanuu OOJE3HU OHA
omnpenensiercss 'y 63% nereil. XapakTepHbl: MUKPOAHEBPU3MBI, OOJUTEpAINH
cocynoB. ITorom peTuHONaTHH MOXKET OBITH CJIENOTA.

JunabGetnyeckass HepponaTHsi — BTOPOE IO YACTOTE€ U PacIpOCTPAHEHHOCTH
ocnoxkaenne CJ[. Ilpu mmurensHocTH Oo0ne3nu meHee 10 net HedpomnaTus
BbIsABIIsIETCS Y 5% aeteit. Hanbonee yacTo BcTpedaeTcs B myOepTaTHOM BO3pacTe.

[TopaxkeHre MoYeK BCTpeYaeTcs B BUJIE:

- creuruueckoro mnopaxxkeHus novyek — AU y3HbIA TIOMEPYIOCKIEPO3,
y3€IIKOBBIM TioMepyiockiepo3. [Iporekaer marentHo. Habmromaercs B paHHUE
CPOKH YK€ MpH MEepBBIX KIuHNYeckux cumnromax CJl u GpicTpo mporpeccupyer —
pPa3BUBAIOTCS MHUKPOAHEBPU3MBI, KOTOpPbIE B JajbHEWIIIEM OpPTraHU3YIOTCA B
TMAJIMHOBBIE y3esKH (y3enku Kinummensctuna-Yuicona);

- Hecneuu(puueckoro MOpakeHUs MOoYeK — OakTepuypus, NUETOHEPPHUT,
KapOyHKYJI TOYKH, allOCTEMATO3HbIA HEDPUT, NATWIUIIPHBIN HEKPO3.

MakpoaHnruonaruu (IuadeTudeckas CTOla, TAaHTPeHa) B CBA3U C BHEJIPEHUEM
B TMPAaKTUKy COBPEMEHHBIX  METOJOB  JHArHOCTUKH  (peoBazorpadusi,
noruiepBazorpadusi) cTainu PUKCUPOBATHCS U 'y JETEH.

[TopaskeHust KOKU — JIUTIOUTHBIA HEKPOOHO3.



Xaiporniatusi —  OTPaHMYEHME  IOJABWKHOCTH  CYCTaBOB, CHHAPOM
nuabetndeckoit pyku (y 20% moapoCTKOB).

JnabeTnueckass HeHpomnatus — TMOpaKEHUE HEPBHOW CHUCTEMBI B BUJE
paauKyJIONaTid, MOHOHEHWPONMATUH, TMOJMHEUPONATHH, CHUHIPOMA CMHUOTpodUH,
9TO OOYCJIOBICHO AEMHETWHU3ALMEH OCEBBIX LUIUHAPOB CTOJOOB CHHUHHOTO
MO3ra, a TAK)K€ MUKPOAHTMONIaTUEN HEPBHBIX CTBOJIOB.

Cpean mnopaxeHUs JAPYTHX OpPraHOB M CHCTEM 3acCiIy’KMBAE€T BHHMAaHHS
cuHapoM Mopuaka: remnatomeranus, oOyCIOBICHHAs XUPOBOW WHQUIbTpAIUCH
NEeYEHU, HU3KOPOCIOCTh (HAaHU3M), MOpPaKEHUE CEPACHYHO-COCYIUCTON CHCTEMBI
(MuokapauoaucTpodus), runoreHutanusM. g ngeredt ¢ cuHapomom Mopuaka
XapaKTEpHO JTyHOOOpa3HOEe JIUIIO0, OTJIOKEHHE JKUpa Ha TPYIH, )KUBOTE U B 00JIaCTH
7 WIEHHOTO MO3BOHKAa («MaTPOHU3M»), OTCTABAHHME ICHUXWYECKOIO pa3BUTHS,
uH(paHTUIM3M, ocTeonopo3. CHHIPOM yYallle pa3BUBAETCA y JeTel, 3a00JIeBIINX B
paHHEM BO3pacTe€ M HMEIOUIUMX HecTaOuibHOe TeueHue Ooise3nu. I[lomoOHas
cumnTomatuka ocioxkHeHHoro CJI, HO Ha (oHE HMCTOUIEHUS HOCHUT Ha3BaHHE
«cungpom Hobekypar.

Nuddepenunanbubliii nuarao3 C/-1

JuddepeHunanbHbplii 1UarHo3 OPOBOAIT C APYTMMH TurnepriaukeMusimMu. C
TUPEOTOKCUKO30M, JJIi KOTOPOTO THIHWYHBI TJIa3HbIE CHUMITOMBI, HaJIH4ue 3004,
TOPMOHAJIbHBIE HAPYIICHHUS.

C mnoueuHou rmoko3ypuei: cunapom Pankonu - JleOpe-ne Touu, umm
[II0K030-aMuHO-Gochar nauabeToM, MpU KOTOPOM HMEETCS PEe3KOEe CHUKEHUE
KaHaJbLEBbIX (PYHKIHMHA MOYEK, TIIOKO3YpHs Oe3 THUIEepPIrIMKEMUU, HapyLIEHUs
dbochopHO-KaTBLHEBOTO 00MeHa, AehopMalliy CKeJleTa.

C HecaxapHbIM JOuabEeTOM: TUIIMYHA >KaXKIa, MOJUYPUS C OYEHb HU3ZKUM
yZI€TIbHBIM BECOM MOYH 0€3 IIIOKO3ypUHU U TUIIEPTIIMKEMHH.

CHUHIIpOM alleTOHEMUYECKOW PBOTHI (CLIOHTAHHBIM KETOALM03) XapaKTepeH
UL MOYEKHCIIOrO  Jauare3a —  IPOSABISIETCS  HEYKPOTUMOM  PBOTOW,
00€3BOKMBAHUEM, 3allaXOM alleTOHA B BBIJBIXa€MOM BO3JyX€ MpPU OTCYTCTBHH
runepriukeMud. B moue onpenensercs: 00yblIoe KOJMYECTBO alleTOHA.

[Tpu C/I-2 Tuna runepriukeMus CONMPOBOKIAETCA MOBBIIICHHBIM YpOBHEM C-
NenTHIa, YTO KOCBEHHO CBHJETEIbCTBYET O CIIOCOOHOCTH OeTa-KJIEeTOK
MOJIKEITY IOYHOU KEJe3bl CEKPETUPOBATh NHCYJIHH.

JlnarHoctuyeckue OMMOKH, BCTpEUaOIIUecs MpPU HampaBieHUH OONbHBIX B
cranoHap: OosibHble CJl WHOTJA HAMPaBISIIOTCS B OOJBHUIYY C JUArHO30M
MTHEBMOHHUS, CTE€HO3 TOPTaHU, OCTPBIN KUBOT, 3a00J1€BaHus MOYEK (MUETOHEPPUT),
nopaxkenue [[HC (MEHUHTUTBI, MCHUHTOAHIIE()ATTUTHI).



Jleuenne CJI-1

Leanb JiedeHusi: JOCTIDKEHHE HOpPMAIM3allMd  YTIEBOJHOTO OOMeEHa,
KOMIIEHCALIUSI COCTOSIHUSI.

OcHoBHbIe MeTOaBbI TeucHus C/I-1:

e Jluerorepanus

e HucymuHoTepanus

e Pexum pusnyeckux Harpy3ox
e KoOHTpOJIb 1 CAaMOKOHTPOJIb

Iluranue OOJBHBIX TPU COOJIONCHUHM OMPEACIICHHBIX YCIOBHHA ITO3BOJISET
NOJAJIEP)KUBATh COCTOSIHUE CTaOWJIbHOM HopMorimkemuu. Ilutanue gOJKHO
OTBEYaTh BCEM TPEOOBAHUSM, MPEIBABISIEMbIM K MUTAHUIO 3I0POBOTO peOeHKa —
nuIa J0JDKHA OBbITh (PU3MOJOTHYECKON 10 KaJOPUHHOCTH W MaKCHUMAJIbHO
cOaJIaHCUPOBAaHHOM MO BCEM BaXKHEWINIUM HUHrpenueHTaMm (OeikaMm, >Kupawm,
yIJIEBOJIaM M JIPYTUM KOMIIOHEHTaMm). /{uera mosmkHa comepxath 15-20% Oenkos,
25-30% >xxupoB u 50-60% yriaeBomoB. VICKIIOUEHUIO TOJICKAT JIETKOYCBOSIEMBIC
yraeBoAbl. Take OrpaHHMYMBAIOT COJb M MPOAYKTHI, COAEpKalue B OOJBIIOM
KOJIMYeCTBEe XoJiecTepuH. [Ipu 3TOM HEO0OXOAUMO MOMHHTH, YTO MPUEM IMHUILIU
JIOJDKEH TPUHOCUTh M SMOIMOHAIBHOE YAOBIETBOPEHUE U CIOCOOCTBOBATH
Pa3BUTHIO COIIUATIbHBIX KOHTAKTOB.

OO0s13aTeNbHBIM YCIIOBUEM SIBIISIETCS TUIAHUPOBAHUE U KOHTPOJIb MUTAHUS.
Yacel npueMa MUl U caxapHasi IEHHOCTh KaXJA0ro npuema JOJKHBI ObITh YETKO
¢ukcupoBanbl. Eqununei caxapHoil HEHHOCTH MWLM npuHATa XieOHas Exaunuia
(XE) — 3T0 yclIOBHasl BEJIMUMHA, COOTBETCTBYIOIIAs 12 rpaMMam yriieBoJOB UOH |-
2 eauHUIIAM HMHCYJIWHA. BOJIBHOW MOJMKEH caM MOJACYMTHIBATH KOJW4YEeCTBO XE
MOCJI€ KKIOTO TIpreMa MUIIH JIsl TOTO, YTOOBI ONPEACIIUTHCS C T0301 HHCYINHA.

Pexxum pacnpenesieHHs CyTOYHOM KaJOPUWHOCTH BKIIFOYAET 3 OCHOBHBIX
npuemMa UM — 3aBTpak 25%, obem — 25%, yxuH — 25%, a Takxke 3
JIOTIOTHUTEIBHBIX TpUEMa THUIIM — BTOpoil 3aBTpak — 10%, monmmuuk — 10%,
BTOPOH yKHUH — 5%0.

B HacTosiiiee BpeMsi HamMeTHIach TEHISHLMS K JUOepaln3allui MUTaHUs, B
CBSI3M C TIOSIBJICHUEM YJIbTPAKOPOTKUX MHCYJIMHOB.

Jleuenue HUHCYJIUHOM MIPEIOJaract MIPOBEJICHUE MMOCTOSIHHOM
3aMECTUTENIbHOM Tepanuu. B HacTosinee BpeMs MCHOJB3YIOT HMHCYJIWHBI,
MOJIyYEHHbIE ITyTEM F€HHOM MHKEHEpUH. TUIbl UHCYJIUHA:

VYapTpakopoTkoro nerctBusi — Acnapt, JIn3npo: Hauano neiictBus yepes 15-
30 muH, UK — 1-3 yaca, IIUTEIBLHOCTH 3-5 Yac.

Kopotkoro neiictBusi — Aktponua: Hadano aerctBus yepes 30-60 MuH, MUK —
2-4 gaca, ININTEILHOCTH 5-8 4acos.



Cpenneit jymrensHocTH- [Ipotadan: Havamo aeiicTBus uepes 2-4 yaca, MUK —
4-12 gac, pauTeabHOCTh 12-24 gaca.

D@ heKTUBHOCTh MHCYJIMHOTEPANUHU JOCTUTAETCS KOMOWHAIUEW HHCYJIMHOB
KOPOTKOTO ¥  MPOJIOHTMPOBAHHOTO  JieicTBUs. HeoOXoaumbIM — yCIOBHEM
2 (HEKTUBHOCTH TEpanuu SIBISETCS aJIeKBAaTHOCTh YPOBHSI BBOJIMMOTO TIperapara
Ne(UIUTY YHIOTCHHOTO HHCYJINHA.

Cpasy nocne ycraHoBieHus auaruoza CJ] Tepanwio HaUMHAIOT ¢ APOOHOTO
BBEJCHUS MHCYJIMHA KOPOTKOro JeicTBusi 4-6 pa3 B cyTku. Jlo3a moadOupaetcs
WHIUBUAYAJIbHO U B cpeaHeMm cocrtaBiseT 0,5 en/kr B cytku. Y 75% nereit ¢
BriepBbie BbIsBIECHHBIM CJl mocie mnepBOHAYadbHOM CTAaOMIM3AIMM COCTOSHUS
HE0OXOIMMO MOCTENEHHOE CHUXEHUE 03kl uHcynuHa 1o 0,5-0,3 en/kr u MeHee.
[Toka3zaHreM K TaKOMY CHHKEHUIO SIBIISICTCS PELIMANBUPYIONIAs TUTIOTIMKEMHUS.

VY psina GOJIbHBIX B TE€UEHHE HEKOTOPOTO BPEMEHU YPOBEHBb I'TFOKO3bI MOXKET
COXpPaHSTHCS B MpeJieiax HOPMBI Jaxe 0e3 BBEJCHUS MHCYJIMHA, YTO 00YCIOBICHO
ocTaTouHOM (yHKIMEH OeTa-KJIETOK MOHKEITYTOYHON Kene3bl, T.H. «MEIOBbIN
mecsan CIIy». Habmonaercs y 80% nereit. [Ipogoimkaercs OT HECKOIBKUX HEJNEIh
110 moiyrojaa, peako 10 1 rona. Ora ¢aza pemuccuu CJI sBIsieTCS BDEMEHHOM U HE
o3HauvaeT uznedeHuss ot CJl. PaznuyaroT moJIHyH PeMHCCHI0 — NpPEKpalleHUE
BBEJCHUSA WHCYJIMHA O0€3 yXYIUIEHUs] T[OKa3aTeled TJIMKEMUU, YACTHUYHYIO
PEMHCCHI0 — TOTPeOHOCTh B MHCYJIMHE cocTaBisger MeHee 0,5 en/kr, a
KOHLIEHTpalMs IIIMKMPOBAHHOTO TeMOrI00MHa B KPOBU cocTaBiseT meHee 7%. O0
TUX OCOOEHHOCTSX HE0O0XOAMMO 00s3aTeabHO HH(DOPMUPOBATH POAUTENEH
peOeHKa.

Haunyummuit a¢dexr B neuenun CJI gocturaercsi mpu MOMOIIM 2-X BBEJICHUN
B CYTKHU MPOJIOHTMPOBAHHOTO MHCYJIMHA U 3-4 «IOJKOJIOK» MHCYJIMHA KOPOTKOIO
nevictBus. Ilpu 3-X KpaTHOM BBEJAEHUM HWHCYJIMHA KOPOTKOTO JIEUCTBUSA €ro
MPUYpPOUYUBAIOT K 3aBTpaKy, 00edy ¢ YXHHY. OTO HWHTEHCU(UIIMPOBAHHAS
MHCYJIMHOTEPAIusl, T.H. 00JHOCHO-0a3UCHBIN PeKuM.

KoHeuHO, MHOTOKpaTHbIE HWHBEKIIMU CBA3BIBAIOT CBOOONY peOEHKa, HO
nedeOHbIit d3pdext nomydaercs Boitne. Hy)kHO HayuuTh peOEHKA U €ro poauTeNen
UCCIIEIOBAaTh COJIEPKAHUE TIIIOKO3bl B KPOBH, a TaKXKe PEryJIupoBaTh 103y
uHCcynuHa B npenenax 10% ot cyTo4HOM 103bl.

[Tpumepnas cxema uHCYIMHOTEepanuu y aere CJI-1: mpu naBHOCTH O0JIE3HU
MeHee 1 rona oOmias j03a MHCYyIMHA oObI4HO cocTasisieT 0,5-0,3 en/kr B cyTkH,
npu 3aboneBanuu 6osee 1 roga — ypenuuuBaercs a0 0,5-0,7 (0,8) en/kr B CyTKHU.
OTH 103bI CPETHECTATUCTUYECKUE U MOTYT MEHITHCS B 3aBUCUMOCTU OT COCTOSIHUS
60mpHOTO. 50% CYTOYHOM J03BI MPUXOAUTCS HA MPOJOHTUPOBAHHBINA (Oa3MCHBIN)
WHCYJIMH, KOTOPBII BBOJMUTCS YTpOM M Tmiepen cHoM, npyrue 50% mo3bl — Ha



WHCYJIMH KOPOTKOTO JeHCTBUSA (OOTIOCHBIN) KOTOPBI BBOAWTCS 3a 3 BBEACHUS
nepes KakJIbIM OCHOBHBIM ITPUEMOM ITHIIIH.

[Inanupyst OOJBHOMY PEXKHUM HWHCYJIMHOTEpANUH, HEOOXOJMMO YYUTHIBAThH
BO3MOYKHBIE U3MEHEHUSI YPOBHS caxapa KpOBH B T€UeHHE CYTOK (Ha ¢oHe mpuema
Uiy, (QU3NIECKON Harpy3ku). EJWHCTBEHHBIM KpHUTEpUEM, TO3BOJISIFOIITUM
MPaBUIBHO  OMNPENEIUTh JI03y WHCYJIWHA, SBISIIOTCA IUMGPHI  TIIMKEMUH,
U3MEPSIEMON CaMUM OOJIBHBIM.

B Hacrtosiiee Bpemsi NpUMEHSIETCS J103aTOpP HMHCYJIMHA — HWHCYJIMHOBAasi
noMmna. 310 MOOUIIBHOE AJIEKTPOHHOE YCTpoilcTBO BecoM 65-100 r, moCTOSHHO
HOCMMOE€ NalUEeHTOM. B Hel ucCmonb3yercs TOJNBKO OJWH BHJ HWHCYJIMHA, B
OCHOBHOM OBITPOJEHCTBYIONINH, KOTOPBINA MOJIa€TCA B IBYX peXHMaxX — 0a3MCHOM
1 OOJIIOCHOM.

[IpenmyiecTBa UCIOJIH30BAHUS UHCYIMHOBBIX MTOMII:

- UHAMBUAYAJIbHBIM 1OM00p Oa3MCHOW CKOPOCTH BBEIEHUS HHCYJIMHA.
B03M0HOCTh yMEHBILICHHS] CKOPOCTH Toj1aun 0aszuca npu (pU3n4ecKo Harpyske
BILIOTH IO OTMEHBI;

- paciMpeHue BO3MOKHOCTH Ooutoca (CTaHAapTHBIN, MPOJOHTUPOBAHHBIN U
MHOTOBOJIHOBOM 0OJIIOCHI);

- CHW)KEHHUE BapualEIbHOCTU JICUCTBUS BCJCACTBUE HCIOJIb30BAHMS
aHaJIOTOB YJIbTPAKOPOTKOTO JEHCTBUS;

- BO3MO>XHOCTb MOJIA4M MaJIbIX 103 MHCYJIMHA C TOUHOCTHIO 10 0,01 ex;

- YMEHBIIICHUE KOJIMYECTBA UHBEKIIHI.

IToka3zaHus K UCTIOJIB30BAHUIO IIOMIIOBOM TEPAIIUU:

- HEBO3MOXXHOCTb JJOCTHKEHUSI KOMIICHCAIIMU YTIIEBOAHOTO OOMEHa, OOJIbIas
BapuaOCIbHOCTh TJIMKEMUM B TEYEHHE CYTOK BHE 3aBUCUMOCTH OT YPOBHS
TJIMKUPOBAHHOTO TEMOTJIO0NHA;

- (peHOMEH «yTpEeHHEU 3apu»;

- CHU)KEHUE Ka4eCTBa KU3HU;

- 4acThI€ TUTIOTJINKEMUH;

- JeTH MIJAJIIer0 BO3pacTa ¢ HU3KOM NOTpeOHOCThIO B HWHCynuHe. He
CYILIECTBYET OTPAHUYEHHHI B UCIIOIH30BAHUU TTOMIT;

- IeTsIM ¢ uriiohoouei;

- pETyJISIpHBIC 3aHATHS CIOPTOM.

Ha ¢one neyeHus HHCYJIMHOM MOTYT pPa3BUBAThCS THIOTJIMKEMUYECKHUE
peakIuy, aJJIepruyeckue peakiuu (B HACTOsIIEe BPEMs BCTPEYAIOTCS PEIKO).
Bo3MokHO pa3BuUTHE HWHCYJIMHOPE3UCTEHTHOCTH, KOTOpas HaOJrogaeTcs Y
MOJIPOCTKOB U OTpeaeseT Tsbkenoe u jJabmnbHoe Tedenue CJI. Jlunomuctpoduu
(runieptpoduueckas arpodudecKkas) BCTPEUAIOTCS B HACTOSIIEE BpEMs PENKO, T.K.
OOJBHBIE UCTIONB3YIOT ATPABMATUYHBIC UTJIBIL.



CaMOKOHTpPOJIb

CaMOKOHTpOJIb —  PEryJspHbIA  KOHTPOJIb IJIMKEMUU OOyYEHHBIMU
NalUMEHTaMU WIM WIEHAMU HMX CEMEH, aHalMu3 IOJy4YEHHBIX PE3yJbTaTOB, y4yeT
pexuMa  NUTaHUS U (PU3MYECKOM  aKTUBHOCTH, yMEHHME  IIPOBOAMTH
CaMOCTOATENIbHYI0  KOPPEKIMI0  MHCYJMHOTEPAIMM B  3aBUCUMOCTH  OT
MEHSIOIIMXCS YCIOBUMA JTHS.

Kaxnpiii pedenok, 6osnbHOM CJI, U €ro poauTeNnH IOJKHBI OBITh OOy4YEHBI
METOJMKE CAMOKOHTPOJIsI!

[TarueHTs! JOKHBI CAMOCTOATEIBHO U3MEPSTh YPOBEHD INIFOKO3bI B KPOBU HE
pexe 4-x pa3 B CYTKU: IE€pell OCHOBHBIMU INpUEMaMHU MHIIU IEPE] CHOM.
JIOTIONHUTENBHO ~ ONpPEAENAETCS ypPOBEHb IJIIOKO3bl Hepel  (HU3HMUEeCKUMHU
Harpy3kKamu, IpHu NOJI03PEHUU Ha TUIOTJIUKEMHIO U MOCJE €€ KyNUpOBaHUs, IpH
J000M YXYJIIIEHUH COCTOSIHHUSL.

[Ipumenenue rmokomeTpa o0s3aTenbHO! bonbHBIE OOecneunBaroTCs UMHU
OoecruiatHo.  MccimenoBaHue ypoBHSI TJIIOKO3YpUHM  MOXET — CIYKUTh  JIMIb
OPUEHTHUPOBOYHBIM II0KA3aTENIEM, OTPAKAIOIIUM TNIMKEMUIO.

OOyuenue ocyumiectBisgercas B Mmkoiae CJ[ MO OCHOBHBIM BOIPOCAM:
cumntoMel CJI, mpuHIUOB UHCYIMHOTEpPAINHU, MpaBUia 1M0AOOpa U KOPPEKIHUU
703 HWHCYJIMHA, PEXKUM TUTaHUS, MOJACYET YIJIEBOAOB, 3aHATUA CIIOPTOM,
MOBEJACHUE B CIlydae BO3HUKHOBEHHUS THIOTJIMKEMHH, KETOalua03a, Mpu
MHTEPKYPPEHTHBIX 3a001€BaHUSX.

[Ipy BBISIBAEHUM MATOJIOTHYECKOTO YPOBHSI TJIMKEMUHU OONBHOW JOJIKEH
IPUHATH CPOYHBIE MEpBI [0 €r0 HOpPMAaJIM3alldH, T.€. YMETh CaMOCTOSATEIBHO
U3MEHUTh TEPANEBTUYECKUI IIJJAH — PELIUTh BOIPOC O J103€ HMHCYJIMHA NEpeN
OYEpEIHBIM IPUEMOM MUY, KOJIMYECTBE  YIJIEBOJIUCTOM UL,
11e71eCO00pa3HOCTH (PU3NUYECKUX HATPY3OK.

Tepmun «repaneBTHdyeckoe oOyudeHue» oduimanbHo npuzHaHo BO3. Ono
ABJIIETCS 00s13aTEIBbHON U MHTErpaibHON YacThio JedeHus: CJI nrodoro tumna. Cam
OOJILHOM JTOJKEH CTaTh IPAMOTHBIM «MHCYJIMHOTEPAIIEBTOMY.

OcHoBHass nenb oOyueHuss B wmkone CJ[ — moruBauus OONBHOTO Ha
IIPOBEICHUE CAMOKOHTPOJIS.

Heotnoxusblie cocrossaust mpu ClI-1

JInaberuyeckuii keroanuao3 (JIKA) — ocrpas numaberndeckas ACKOMIICH-
canusi oOOMeHa BEILIECTB, MPOSBISAIOMIASICS PE3KUM MOBBIIIEHUEM YPOBHS TIFOKO3bI
Y KOHIIGHTpPAllMd KETOHOBBIX TN B KPOBH, MOSBJICHUEM UX B MOYE U Pa3BUTHEM
METa0O0JIMYECKOr0  alu03a,  COMPOBOXKIAIOIIASACA  Pa3IUYHOW  CTENEHU
HapyILICHUSIMU CO3HAHMSI WJIM MpoTeKaromas 0e3 HuX U TpeOyrouias SKCTPEHHOU
TOCHUTAIN3AIHUNA OOJIBLHOTO.



buoxumuuyeckue kputrepum JAKA: runepriomkemuss > 11 mmons/n; pH
BEHO3HOM KpoBHU < 7,3 WK ypoBeHb OMKapOOHATOB < 15 MMOJIB/JI; KETOHEMUS UM
KETOHYpPHS.

®daxrtopsl, mnpoBouupyomue JKA: wuHTepKyppeHTHbIe 3a00yieBaHUS,
XUPYPrHUECKHE  BMENIATENIbCTBA,  TPAaBMbl,  SMOLMOHAIbHBIE  CTPECCHI,
duznonornyeckrue cocTosTHUs (MyoepTaT), HapyIICHUS PeKUMa JICUCHUSI.

1 cragusa JIKA (keT03, KOMIIEHCUPOBAHHbIN KEeTOALMI03)
1). HeBposorndeckre HapyIIeHus: cabocThb, BSUIOCTh, TOJIOBHAS 0OJTb.
2). CunapoM O0O0C3BOKUBAHHS: CYXOCTh KOXH M CIH3UCTBIX, MOJUYPHS,
TTOJIM IUTICHSL.
3). CungpoM KeToammao3a - 3amax aleToHa W30 PTa, MOJIOKUTEIbHAS PeaKiusi
MOYM Ha aleTOH, pyMsHEl Ha Iiekax (auabernyeckuii py6eo3). CHuxeHue
anmneTuTa, HEMOCTOSIHHBIE KOJIMKOOOpa3Hble 00U B )KMBOTE — B OOJIACTH MYTIKA,
TOIIHOTA, pPBOTA. YpoBeHb rumneprivkemMun 11,1-20 MMonb/1I, TIOKO3ypHsS,
ketoHypus; pH kposu — He Hike 7,3; BE no -10.

2 ctaausa KA (mpekoma)
1). HeBposoruveckue HapylmieHHs - CO3HAaHHE COMOPO3HOE (3aTOPMOKEHHOCTD,
pediekchl coxpaHeHbl, peakiiis Ha 00JIb aJileKBaTHAas).
2). Cunzapom 00€3BOKMBAHUS: BEIPAXKEHHAS OJTUAUIICUS U TIOJIMYPHUST; KOXKa CyXas
HiepiaBasi, CHUKEH Typrop TKaHEW, moTeps Macchl Tena. ['yObl cyxue, s3bIK
MaJIMHOBBIN C cepOBaTO-0€IbIM HasieTOM. Taxukapaus, AJl cHuxeHo.
3). CuHapoM KeToalua03a - pa3BUBACTCS JEKOMIICHUCPOBAHHBIA META00IMUEeCKUN
anuI03: PE3KUi 3amax aleToHa B MOMENIEHUH, BBICOKAs] KOHIIEHTpAlUs alleTOHA B
moue. Illymnoe npixanue Kyccmaynsa. bomu B oOnactu cepania. AHOpEKCHS,
HEYKpOoTUMas pBOTa (MOXXET ObITh I[BeTa «KO(EHHOW TyIIm»), abJoMUHATBHBINA
cuaapoMm (mceaorneputonut). Cryma Her. ['unepriukemus 20-40 MmO/,
rIoKo3ypusi, keronypus; pH kposu 7,3-7,1 (aumpo3); BE -10...-20; K u Na
SPUTPOLIUTOB CHUKEHBI; TEMOTJIOOMH ¥ TEMaTOKPUT MOBBIIICHBI.

3 cragus JKA (keToanmuaoTuyeckasi Koma)
1). HeBposoruueckue HapylleHHs - OTCYTCTBHE CO3HAHUSA W PEaKIuu Ha 00Jib,
yrHeTeHHe pedIIeKcoB.
2). CungpoM O0O0E€3BOKMBAHHS: PE3KOE CHUKEHUE Typropa TKaHEed M TOHyca
IJIa3HBIX SIOJIOK, 3a0CTPEHHBIC YEPThI JIMIA, BBIPAKEHHAS CYXOCTh CIIM3UCTBHIX
000JI0YEK, S3BbIK C KOPUYHEBBIM HajeToM. PBoTa mpekpailaercs, HapacTaroT
reéMOJIMHAMUYECKHE pPacCTPOMCTBA, CHUXEHUE AUYype3a BIUIOTh [0 aHypHH,
TUTIOTEPMUSL.
3). Cunapom ketoanumo3a - rumnepriaukemus 20-40 MMOJB/I, TIIOKO3YypHS,
KETOHYpHUSI; IEKOMIICHCUPOBAaHHbBIN MeTaboamveckuii anumao3 — pH kpoBu MeHee
7,1, BE nmxe -20. K u Na spuTpoiiuToB v CHIBOPOTKH KPOBU CHUKEHBI; MOYEBUHA



KPOBHM TOBBIIIEHA. TE€MOTJOOMH M TE€MAaTOKPUT TMOBBIIIECHBI, OCMOJISIIBHOCTD
ceiBOpoTKH 310-320 MmocM/11.

K  pa3BuTHIO  KETOAUHUJIOTUYECKOW  KOMBI  MPUBOIAT  CIEAYIOIIUE
OMOXUMHUYECKHE HAPYIICHHS: THUIEPOCMOJISIPHOCTh, pPE3KOoe 00e3BOKHMBAHHE
KJIETOK TOJIOBHOTO MO3ra, alliJ103, OBBILIEHHOE COJEPKAHUE a30THCTHIX LUIAKOB,
TUNOKCHUs Mo3Ta, Turokanunemus, J[BC.

Jleuenue KA BKiI0OYaer: peruaparanvio, BBEJICHHE HHCYJIMWHA,
yCTpaHEHHE DJEKTPOJIUTHBIX HapyLIeHUH, Oopb0y ¢ amugo30M C MOMOIIBIO
BBe/ICHUs] OMKapOOHATOB, OOIIME MEPOIPUSITHUS, JICUCHUE COCTOSHUM, BbI3BABIIMX
JKA.

Pezuopamauuro nposoast 0,9% pactBopom NaCl ayis BoccTaHOBICHUS Tie-
pudepuueckoro KpoBoooOpaiienus. Hauunams 6gedenue scuokocmu ciedyem 00
Hauana uncyrunomepanuu. Peruaparanus y nereit ¢ JIKA nomkHa npoBOIUTHCA
0oJiee MEAJIEHHO U OCTOPOXKHO, YEM B APYTHX CIyYasix.

Hncynunomepanusa. BBeleHne WHCYJIMHA HAYMHAIOT crmycTs 1-2 9 mocie
Hayayna peruaparanuu. Vcnonp3yroTcs Malible 703kl B/B BBOAMMOIO HHCYJIMHA
KopoTkoro nerctus. Hawanpnas no3za — 0,1 EJI/kr/a (moxnO passectu 50 EJI
uHcynmuHa B 50 mu gusnonorudeckoro pactBopa, toraa 1 EJl = 1 mu). 50 mn
CMECH TPOITYCKAIOT CTPYHHO uepe3 cuctemy sl B/B MHQy3uil. Jlo3a MHCyIMHA
coxpansiercst Ha ypoBHe 0,1 EJI/kr/4, mo MeHsIel Mepe, 10 BhIXxoaa OOJLHOTO U3
JKA (pH Briie 7,3, ypoBeHb OukapOoHaToB Oosbiie 15 MMounb/n. [Ipu ObicTpoM
CHIDKEHMHM YpPOBHSI TJIIOKO3bl B IUIa3M€ M HOpPMaju3aluud METa0o0JIUYeCcKOro
aIya03a J103a MHCYJIMHA MOXKeT ObITh cHrkeHa a0 0,05 EJI/kr/u wim menee. Y
MaJICHBKHX JIeTe HavajabHas j03a MoxkeT coctaBisath 0,05 EJI/kr/g4, a mpu
TSDKEJION COMyTCTBYIOINIEH rHOMHOM nHpekun — yBenuuuBathes 10 0,2 EJ1/kr/y.

[Ipn HOpManmu3aMu KHUCIOTHO-IIETIOYHOTO COCTOSIHUSI TEPEeXOAsIT Ha TI/K
BBEJICHUE HMHCYIMHA Kaxaele 2 4. [Ipm orcyrctBumM Keto3a Ha 2-3-M CYTKHU
OOJLHOTO MEPEBOASAT HA BBEIACHUE WHCYJIMHA KOPOTKOro JeHcTBUA 5-6 pa3 B
CYTKH, a 3aT€M Ha OOBIYHYI0O KOMOMHUPOBAHHYIO HHCYJIMHOTEPAIHIO.

Boccmanoenenue yposna kanus. 3amecTuTelIbHAs Tepanus HEOOX0MMa BHE
3aBUCHUMOCTH OT KOHILEHTpAllMM Kaldusi B ChIBOPOTKE. 3aMECTHUTENIbHAsA Tepamnus
KaJIMEM OCHOBBIBAE€TCA Ha JAHHBIX €ro OINpEJENCHUs] B CBHIBOPOTKE H
MPOJI0JDKACTCS B TEUEHUE BCETO MEPHO/Ia B/B BBEICHUS KUIKOCTEH.

bopvoa ¢ ayuoozom. bukapOoHATHl HCHOIB3YIOTCS TOJIBKO B CIIydae TsxkKe-
goro amunaosa (pH kpoBu Hmke 7,0), KOTOPBIA TPO3UT IMOJIABJICHUEM BHEITHETO
neixanust (mpu pH Hmke 6,8), nmpu NpPoOBEICHUH KOMILUIEKCA PEaHWMAIIMOHHBIX
MEPOIPHUSITUN.

Monumopunz cocmoanusn 00avn020. Coep>KaHue TIIIOKO3bl B KATUJUISIPHOM
KpOBH ompeaesieTcss Kaxaplii yac. Kaxapie 2-4 4 nNpoBOAUTCS OINpENEICHUE B



BEHO3HOW KPOBHM YpPOBHS TJIFOKO3bI, JIEKTPOJUTOB, MOYEBUHBI, TA30BOI0 COCTaBa
KpPOBH.

Ocnoycnenua mepanuu /IKA: otex mo3ra, HeaJeKBaTHAs pETHApaTalMs,

TUIIOTJINKEMUS], TUTIOKAINEMUS, TUIIEPXJIOPEMAYECKUI allu]I03.
I'mnorymkemust

['unornukemuss — Haunbonee yactoe octpoe ocioxHenue CJI, coctosHue,
IIPU KOTOPOM YPOBEHB IIFOKO3bI B KPOBH OITACHO HU3OK - B Mpeaenax ot 2,6 10 3,5
MMOJIB/1 (B Tasme 3,1-4,0 MMoib/1).

[Ipu xponunueckoit gekomneHcaunu CJ/[ yxynauieHME caMO4yBCTBHUSI MOKET
HaOJII0/1aThCS TIPU YPOBHE TJIFOKO3bI 6-7 MMOJIB/JI.

OTHOCUTENbHAS. TUIIOTJIMKEMHS - TIOSBJICHUE THUIUYHBIX CHUMIITOMOB TIH-
NOTJIMKEMHH MPU YPOBHE TIIIOKO3bI B KPOBH > 3,9 MMOJIB/JI, KYIUPYIOIIUXCS NPU
IIpUEME JIETKOYCBOSIEMBIX YTJIEBOOB.

[IpyunHBl THUNOTJIMKEMUW: NEPEAO3UPOBKA HMHCYJIHMHA; HEIOCTATOYHOE
KOJIMYECTBO YTJIEBOJOB; (hHU3MUECKas Harpy3ka; MPUEM aJKOroJisl; HapylIeHHUs
BCachIBaHUsl (LE€IMAKUS, MHTEPKYPPEHTHBIE 3a00JI€BaHUs C PBOTOM, IIOHOCOM).

[laToreHe3: HECOOTBETCTBHE MEXAY J030M HHCYJIHMHA, KOJMYECTBOM U
XapaKTepoM TMPHUHATON NHUINM W YPOBHEM HeAaBHEH (U3MYECKON Harpys3KH;
HEJI0CTaTOYHAsl CEKpelusl IIIOKaroHa M CHI)KEHHE aJpEeHaIMHOBOTO OTBETAa MpHU
CHU)KEHUM YPOBHS TJIFOKO3bI B KPOBH; HapyllIeHWE (PYHKUIWU MEUYECHU W/UIH TIOYEK;
IpUEM TETPALUKINHA, CYJIb(PaHUIaMUI0B, allE€TUIICATUIUIOBON KUCIOTHI.

KnuHnyeckass kapTMHA TUIOTIIMKEMUYECKUX COCTOSIHMI CBSI3aHAa C JHEpre-
tuueckuM ronojnannem kietok I[[HC. HeitpornukoneHn4eckue CUMIITOMBI:
cJ1a00CTh, TOJIOBOKPYKEHHE; CIOKHOCTH C KOHLIEHTpalueld BHUMAaHU; TOJOBHAs
00J1b; COHJMBOCTb;, CIIyTAaHHOCTb CO3HAHUS; HEYETKas peub; HEyCTOWuYuBas
MOXO/JIKa; CYZA0POTH. ABTOHOMHBIE CUMIITOMBI: TPEMOP; XOJIOJHBIN MOT; OJIETHOCTD
KOXHBIX TOKPOBOB; TaXUKapus; MoBbilieHre AJl; 4yBCTBO TPEBOTH U CTpaxa.

CremneHu TSKeCTU TUIOTITMKEMUYECKUX COCTOSIHUMN ;

1 crenensb (Jierkas): MOTIMBOCTB, JPOXKb, CepAlcOMEHHE, OSCIOKOWCTBO,
HEYETKOCTh 3PEHMsI, YyBCTBO T'0JI0/]a, YTOMJISIEMOCTb, TOJIOBHAs OOJIb.

2 creneHb (CpeiHsis): HapylIeHHE KOOpPJWHAIMH, Hepa30opuuBas pedb,
COHJIMBOCTb, 3aTOPMOKEHHOCTD, arpecCusl.

3 cTeneHsb (TspKenas): CyI10pord, KoMa.

['unornukeMuyeckass KOMa BO3HUKAET, €CJIM BOBPEMSI HE MPUHSATH MEPhI K
KYIUPOBAHUIO TSAKEJIOTO TUIOTIIMKEMUYECKOTO COCTOSHUS.

Jleuennie 1 u 2 crenenu runornukemun 10-20 r ObICTpoAEHCTBYIOUIUX
VIJIEBOJIOB BHYTPh (Caxap, COK, KOKa-KoJia); MPU COXPAHEHUU CUMIOTOMATHUKH
MOBTOPUTH MPUEM YIIIeBOAOB uepe3 10—15 mMuH.



3 creneHs: rrOKaroH (B/M, m/k umnu B/B): 0,5 mMr B Bo3pacte 1o 12 mer, 1,0 mr

- B Oosiee crapuiem Bo3pacte; win B/B 20-80 mi 10% pacTBopa rItoKO3bl.
JAucnancepHoe naoawoaenne gereii ¢ CJ1

OcMOTphI IeAraTpa U SHAOKpUHOJOra 1 pa3 B Mec., OKYJIHCTa, HEBPOJIOTa U
cTomarosiora - 2 pasa B roji, JIOP-Bpaua - 1 pa3 B rog.

[Ipu ocmoTpe HeoOXxomMMoO oOpalaTh BHMMAaHHE Ha OOIIEe COCTOSHUE
peOeHKa, COCTOSIHUE KOXKH, IEYEHU; CIEINUTh 32 MAacCOW, JJIMHOM Tena, TEMIIaMU
MIOJIOBOT'O Pa3BHUTHSI.

[IpodunakTuyeckue MPUBUBKU MPOBOJATCA B COCTOSIHUU KomrmeHcauuu. C
JUCIIAHCEPHOTO Y4eTa IETU He CHUMAIOTCS.

IIporuo3s

Nzneuenne C/I-1 HeBo3moxkHO. [IporHO3 /U1l TPy TOCIOCOOHOCTH 3aBUCUT OT
CTENEHU W JUIMTEJIbHOCTH KOMIIEHCALIMM HAPYIIEHHOTO YIJIEBOJHOIO OOMEHa.
JlocTkeHHEe W TOJICpXKaHUE TIIMKUpoBaHHOro remorioonHa (HDALC) menee
7,6% omnpenenser NpoUIAKTUKY Pa3BUTUS OCIOXHEHUN, CJIE0BATENIbHO,
OJIaroNpUATHBIN MPOTHO3 JIJIsl AKU3HU U TPYJOCTIOCOOHOCTH.

[Ipoitnute mno cceuike. Bam mpenocraBisercss TecT. Beibepute oauH
IIPABUJIBHBIM OTBET

https://docs.google.com/forms/d/e/1FAIpQLSeWGPCbc2GQSJYM1elqatgrOGssP
Ovirh 8b7U2150XSIv604Q/viewform



https://docs.google.com/forms/d/e/1FAIpQLSeWGPCbc2GQSJYM1e1qtgrQGssP0vlrh_8b7U2150XSIv6q4Q/viewform
https://docs.google.com/forms/d/e/1FAIpQLSeWGPCbc2GQSJYM1e1qtgrQGssP0vlrh_8b7U2150XSIv6q4Q/viewform

