AO «MenuiimHCKUM
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CaxapHbpIin nuader y neren

Bemoamta: 1

[amikeroBa X 637

BOII



Caxapnbii quadet (C) —
3TVOJIOTUYECKV HeOTHOPOIHAA
rpyIira MeTadoImyecKmx
3a00J1eBaHMII, KOTOPBIE
XapaKTEPU3YIOTCA XPOHNYECKO
TUIIepriiKkeMuen,

OOy CJTOBJIIEHHOVI HapyIIIeHVIeM
ceKpenumn min JeViCTBUeM
VHCYJIVHA JIM0O0 coueTaHveM
3TUX HapyIIeHWN.



Knacendpmkanmsa CLI

CorstacHO cOBpeMeHHO KiTacCUMKaLVV BbIIEIISIOT

Caxapubm auabet 1-ro tura (CL 1-ro Tuna), KOTOpsIn
yallle BCTpedaeTcs B IeTCKOM V1 FOHOIIIECKOM BO3pacTe.
BeimensioT iBe popMel 3TOrO 3a00J1€BaHMA: a)
ayrouMmMmyHHbIVI C/] 1-ro Tma (xapakrepusyercs
VIMMYHHOVI IeCTPYyKLIVien 3-KJIeTOK — VMHCYJINUT); O)
npyornatTnyeckmii C 1-ro Tmma, Takke IPOTEKaIOIII C
IeCTPYyKIIMen [-KJIeTOK, HO Oe3 IIPM3HaKOB ayTOVMMMYHHOTO
Ipoliecca.

Caxapuem auabet 2-ro trmna (CLL 2-ro tura),
XapaKTepm3YyIOIINICs OTHOCUTEIbHOV VHCYJIMHOBO
HEIOCTaTOYHOCTBIO C HapyIlleHeM KaK ceKperui, Tak 1
IeVICTBVISL VIHCYJIVIHA (MHCYJIMHOPE3VICTEHTHOCTB).

CnenmdmyecKkre TUIIBI CaXxapHOTIo JIradeTa.
['ecTallMOHHBIV caxapHBI J1alerT.



Dtmosiorus v rnmarorede3 C/1 1-ro Turia

C/l 1-ro Tmmia — ayToMMMYyHHOe 3a00sieBaHue y
reHeTNYeCK IIPepaclIOIOKEeHHBIX JIVLI, IIPY KOTOPOM
XPOHMYECKN IIPOTEeKAOIINIL JIMMAOLIUTAPHBIV MHCYJIUT
[IPVBOAUT K OeCTPYKLNMU-3-KIIETOK, C II0CIIey IOIIM
pasBUTVIEM aDCOJIFOTHOV MHCYJIMHOBOV HEJOCTaTOYHOCTM.
g CI 1-ro Tumna xapakrepHa CKJIOHHOCTb K Pa3BUTUIO
KeToalmao3a.

I IpenpacnonoxeHHOCTb K ayTomMMyHHOMY CJ1 1-ro Tura
OIIpe/IesIsSIeTCsl B3aMOJIeVICTBIEM MHOXKeCTBa I'eHOB, IpU
5TOM VIMeeT 3HaveHVe B3avIMHOe BIIVISIHIE He TOJIbKO
Ppas/IMYHBIX TeHeTUYEeCKMX CUCTEM, HO U B3aVIMOJIeVICTBYIE
IIpeipacIioyararlX 1 3allUTHBIX TalUIOTUIIOB.

[lepmon oT HavasIa ay TOMMMYHHOTI'O IIpoliecca 10 pa3BUTUA
CII 1-ro Tuiia MOXeT 3aHMMAaTh OT HEeCKOJIBKMX MecCsIIeB 0
10 ster.

B 3arrycke mporieccoB paspylieHMs: OCTPOBKOBBIX KJIIETOK
MOTyT ITPMHMMATB y4yacTue BUpycHbIe MHQEKIINN (KOKCAKM
B, xpacHyxa 1 gp.), xMmdecKvie BelecTsa (aJUIOKCaH,
HUTDATBI 11 11D.).
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ManwudecTHBIVI caxapHbIV [11a0eT

das3wl Teuenmd CL 1-ro Tuma:

1) nexomrreHcars Oe3 KeToarnI03a;

2) IeKoMITeHcals C KeToalI030M;

3) nnabeTryeckas KeToaIoTIdeckast KoMa:

| crerteHV — COMHOJIEHTHOCTH;

Il crereHn — corop;

III crerieH — cOOCTBEHHO KOMa (IIOTePsi CO3HAHVIS).



da3za mexomrieHcalmm 0e3 Kkerosa

Y mereni C[1 1-ro Turia yacro passusaeTcs ocTpo. Ho atomy
IIPEeAIIeCTBYIOT TaKye CMMIITOMBL, KaK MOJIMONIICKA (KaxXza), IIOJINY Pys,
IIOJUIaKIy pys, onmndarms, noxyganmue. Ilommypus — nepsbln
MaHM(EeCTHBIVI CUMIITOM ITIIOK03ypun. I lommypusa passuBaercs B
pe3yJIbTaTe OCMOTIYECKOT0 11y pe3a, 00yCJIOBJIIEHHOIO BBICOKOT
KOHIIeHTpallyeVi [JII0KO3bI B MOYe (BbIIlIe [I0YeUHOro rnopora 9
MMOJIb/71). KosmaecTBo MouM 3a CyTKM peKo IIpeBbIIIaeT 3 JIUTpa.
Hounon sHype3 1 Hajmm4ye «CJIagKux» IITeH Ha Oy Y MaJIeHbKMX
JIeTeVl 4acTo IIPVIBJIeKaeT POAUTEIIeN.

[ Tonmmpuricusa cBA3aHa ¢ TUIIePOCMOJIIPHOCTBIO IUIa3Mbl U IIOJINY PUETL.
[TocTosiHHAaA XaXXa JHEeM 1 HOYbIO HOCUT KOMIIEHCATOPHBIN XapakTep.

ITosmdparms (IIOBBIILIEHHBIN alleTnT) 00y C/I0B/IeHa HapyIlleHVieM
Y TVJIM3aL MV TJIFOKO3BI KJIeTKaMy — IIOCJIeIHVIe TOJIOHatoT.

IToxygmanve — cumMiroM, xapakrepHsbin it CII 1-ro Tma, oH Tak 1
Ha3bIBA€TCSI — CaXapHBIN I1abeT «xyapix». Pe3Kkas rmoreps Macchl
OOJIBHOIO CBg3aHa C HEYCBOEeHMEeM IIIOKO3bl KJIIeTKaMM, YCIeHeM
ITPOLIECCOB JINIIOJINM3A VI ITPOTe0IIM3a B YCIIOBUAX AepuITa MHCYJIVIHA, a
TaK>Ke B CBsI3M C 00e3BOXXIMBaHMeM OpraHm3Ma.

PanHVMY IpU3HaKaMM caxapHOro AradeTa MOryT ObITh KOJKHBIVI 3y B
o0J1acTyt Hapy>KHbIX FreHUTaIUM (Y JleBOUYeK — BYJIBBUT, Y MJIbYMKOB —
OasraHMT).

B pasrap 3abosieBaHMsA KOXa cyxas, HIEJTYIINTCS, TYProp CHVKEH.
IleyeHp "yacTo yBesInueHa B pasMepe (krpoBas MHPWIbTpaL).
KucnorHo-ocHoBHOM coctas (KOC) vy pH xposu 7,35-7,45 (HOpMa),
KETOHOBBIE TejIa B MOYe OTCYTCTBYIOT.



[ das3a mekoMmeHcaIlMM C KeToaIrmiIo30M

0 JwnaOeTmueckmit KeToal103 pa3BMBaETCA B
pes3yJibTaTe MO3/THEVI AValHOCTVKM JI0O0
HeTIPaBUILHOTO JIeYeHs YKe AVMarHOCTVIPOBaHHOIO
3a0oseBaHMs. KitmHMYeckMy rIpr3HaKaMy 3TOTO
COCTOSIHVA SIBJISIIOTCH [1Ma0eTUYecKmUy pyMsiHel] Ha
JIVLle, YCYIIMBAIOMIASICS JXKaKa, Oy Ppus,
[IoXy/JaHvie, CHVDKEHVe alllleTuTa, TOIIHOTa, PBOTa,
3ariax aleToHa 130 pTa, 00JIM B XXMBOTE, IOSBJIEHVIE
roJIOBHOV OoJin. BaxkHbIMM JTaOOpaTOpHBIMU
[IpM3HaKaM¥ 3TOV ¢pas3bl SABJISAIOTCS allI03 1
KETOHY PVS.



ITnabeTmueckas KoMa

Hambortee TsoKestoe mposiBiieHVe KeToallo3a 3TO pasBuUTHe AadeTdecKon
KeTOALVZIOTUYEeCKOVI KOMBIL. VI3 ImpaKTn4aecKmnx cooOpaxeHmI1 II0CIIeIHIO
niogpasgersitor Ha KoMy I-1II crertenm (I-1I crennens — mpekoMaTo3HOe
cocrostHue, Il crenenp — coOCTBEHHO KOMa).

J17151 KOMBI TIEPBOVI CTEIIeHM XapaKTepHa COHJIMBOCTD, a TakKXKe MbIIIIeYHas
aZiviHaMVs, BbipaskeHHas kaXXaa, TOIIHOTa, M3pefKa pBoTa, pedysieKchl
yMEpPEeHHO CHVDKeHBI, Taxvkapaws, pH xposu 7,25-7,15.

L7151 KOMBI BTOPOVI CTeIleHV TUIIYeH conop (crsuka). bosibHOro MoXxHO
pa3OyanTh, OH OTBeuaeT Ha IIPOCThIe BOIIPOCHI U TYT XKe 3achiraeT. [lpixaHue
IIIyMHOe, [Ty0oKoe, keToaumaoTndeckoe (Kyccmayiis), 3armax areToHa B
BBIZIBIXaeMOM BO3/IyXe OIyIlaeTcd Ha pacCTOsIHMM. AQVHaMIS Pe3KO BbIpakeHa,
peqmeKCBHereTeHm. Tomnbl cepalia ipuriIyIlieHsl, apTepuaibHOe JaBjieHue
Hu3Koe, pH xposu 7,15-7,0.

[Tpu xome III crerienn cosHaHMe OTCyTCTBYeT. Peskoe oOe3BoXX1BaHIe,
CJIVI3VICTBIE PTa ApKKe CyXue, sI3bIK 00JIOXKEeH I'yCThIM KOPVYHEBBIM HaJIeTOM,
pBOTa 11BeTa KO erHOmI ]Ilymn. Koxa cyxas ¢ cepoBaTbIM OTTEHKOM, ILIIeJTyIINTCS,
cobmpaetcs B ckiianku. [1yibc HUTEeBUIHBIN, TOHBI cepilia I1yxue. VI3-3a pe3ko
BBIPaKeHHOV JervapaTalyn passusaeTcs onmroanypus, pH kposu menee 7,0.
[Ipyt MOJIOUHOKMCIIOM BapuaHTe ArabeTdecKor KOMbL MOTYT IIpeoOsIafaTh
pe3kue 0oVt B 00J1acTV TPy JHOV KJIETKM, Ceplla, MBIIIIIax, B XMUBOTe.
OtMedaeTcs ObICTpOe IIOsBJIeHVIe V1 HapacTaHVe OfBIIIKY, KeTO3 OTCYTCTBYeT
VUV BBIpaKeH CJ1a0o, runeprivkemMis ymepeHHas (1o 15-17 mmors /).

[Tpu cogeTaHUM KETOAIIMTOTUYECKOM KOMBI C TUIIEPOCMOIISIPHOCTHIO
XapaKTepHBbI pe3Kas Jermaparaliys, Bo30yxaeHme, rureppedriexcs,
rUIepTePMIS, O4aroBasi HeBpoJIormdeckas CMMITOMATMKA, aTOJIOTMYecKyie
pediiekchl, cymopory, rumeprivkemis seie 30 Mmoiib /1. BosMoXxHO
IIOBBIIIIEHVEe HAaTPVs VI MOUEBMHBI B KPOBY, KeTO3 1 arimios [4].



JTabopaTopHas AMarHoOCTMKa

['mnaBHBI 1aOopaTopHb IpusHak CLI —
rumneprivkeMus. B HopMe copep>kaHue TJIFOKO3bI B
KallWUISPHOV KPOBY HaTOIIAK:

y HOBOpOXIeHHBbIX 1,6-4,0 MMOIIB/ J1;
y TpyaHbIx geten 2,8-4,4 MmMmoib/ i

y IeTeVl paHHero ¥ IIKOJIbHOro Bo3pacra 3,3-5,0
MMOJIb / J1.



=

JTeuenwne caxapHoro amnabera 1-ro Tuma

C/I 1-ro Tnna pasBuBaeTcs B pe3ysibTaTe aOCOIFOTHOV MHCYJIMHOBO
HeJlocTaTOYHOCTU. BeceM GosibHBIM ¢ ManMdecTtHON popmont C/I 1-ro tura
IIPOBOAMTCS 3aMeCTUTeIIbHAas VIHCYJIVTHOTePaIIvsl.

Y 3m0poBoro yesioBeka ceKpelys MHCYJIMHA IIOCTOSTHHO IIPOVICXOANT He3aBUCMO
oT npuema iy (6asaspHas). Ho B 0TBeT Ha IIprieM IUIIM ero ceKperys
cvIvBaeTcs (OOJIIOCHAS) B OTBET Ha MOCTaIMMEeHTaPHYIO TUIIePIIVKEMMUIO.
HCYJIVH ceKpeTupyeTcs P-KIeTKaMI-B TIOpTIbHYIO cucteMy. 50% ero
1oTpeOJigeTcs B [IeYeH I IIpeBpallleHl s ITII0KO03bl B IJIMKOreH, octasivecs 50 %
pasHOCATC 110 OOJIBIIIOMY KPYTY KpOBOOOpallleHVs K OpraHaM.

Y 6onpHBIX CI 1-rO THIIa 5K30reHHBIV MHCYJIMH BBOOUTCS IIOKOXXHO, 11 OH
MeIJIEeHHO IOCTyIIaeT B OOV KPOBOTOK (He B Ile4eHb, KaK Y 37I0pPOBBIX), T7ie
KOHILIEHTpaLIVIs ero [UINTeJIbHOe BpeMs OCTaeTcs BBICOKON. B pesyiipTaTe moct
aJIIMeHTapHas TJIMKeMMs Y Hyx 0oJiee BBICOKAs, a B IIO3/JHVIE Yachl VIMEeTCs
CKJIOHHOCTB K T'MITOTJIMKEMUISIM.

C mpyrovi cTopoHsbl, IMKOreH y 0oiibHbIX CLI B IIepByI0 Ouepellb AelOHVPYeTCs B
MBIIIIIIAX, a 3aIlachl B IIeYeHN ero CHVDKAIOTCA. MBIIIeUHbIN IJIMKOIeH He y4acTByeT
B IIOJIJIe p>KaHUV HOPMOIJIMKEMUN.

Y meTent IpMMeHSIOTCS YeJloBeYecKyie VHCYJIVHBL, [T0JTyYeHHble OMOCHTeTIUeCKIM
(reHHO-MH)XeHepHBIM) METOIOM C TOMOIIIBI0 pekoMOnHaHTHOM [JTHK-Texnomormm.

J1o3a HCyJIMHa 3aBUCUT OT BO3pacTa 1 cTaka Auadeta. B mepsble 2 roma
rorpebHoOCTh B MHCYIMHe cocrasiisteT 0,5-0,6 E[l/Kr MacceI Tejla B CyTKI.
HaOosblImtee pacripocTpaHeHye B HaCTOsIIee BpeMs oIy Yila
VHTeHCcnduIMpoBaHHas (O0II0CHO-0a31cHast) cxeMa BBeleHMs MHCYJIMHA [6].



llpenaparbl MHCYNMHOB

IETTTER

Buabi vHCYNKUHOB Hayano Mux OnutensHocTb
AeHCTBUA., | ACHCTBUA., | ACHCTBMA, Yac
yac yac
YAbTPakopoTKOro encTenA 0,15-0,35 1-3 3-5
Xymanor,
HosoPanup,
Anugpa
Kopotkoro geicrens 0,51 2-4 5-8
(npocton)
AxTpanug HM,
Xymynud Perynap
CpenHen A/MTENbHOCTH 2-4 412 12-24
lpoTodhan HM,
Xymynux HIX,
AHanoru 6a3anbHoro 2-4 Het 24
UHCYNIMHA
NanTtyc
Jlesemup 1-2 612 20-24




JTuieTa

Baxapim pakropom komneHcarmm CLI aBisercs
nveta. OOIIIVe TPUHIIVHBI IUTaHMS TaKye JXe, Kak 1
3710poBOro pebeHKa. CooTHOIeHVIe Oe/IKOB, JKIPOB,
YIJIEBOIOB, KAJIOPUI [JOJDKHO COOTBETCTBOBATD
BO3pacTy peOeHKa.

HekoTtopsle ocobenHocTM AvteTs! y metent ¢ CLI:

YMeHbINNTD, a y MaJICHbKMX IeTeVl II0JIHOCTBIO
VICKJTFOUUTh padpMHVPOBaHHBIV caxap.

[ IpviemMbl nIy peKkoMeHayeTcsa (PUKCUPOBAaTh.

PeXxrM nuTaHus JOJDKEH COCTOATh U3 3aBTpakKa,
o0enta, yX1Ha U Tpex IlepeKycoB uepes 1,50-2 gaca
I10CJIe OCHOBHBIX IIPVIEMOB LI



HaumHaioT MHCYJIMHOTepanmio C BBeIeHMS MHCYJIMHA
YJIIBTPaKOPOTKOTI'O VIV KOPOTKOTO AevicTBust (Tadir. 1). Ilepsas
1o3a y gerent repsbix jieT xxusHu 0,5-1 E]1, y mKonbHMUKOB 2-4
EJl, y mogpocTtkos 4-6 E]I. [labHenias KOppeKuus q03bl
VHCYJIVIHA IIPOBOJUTCS B 3aBVICVIMOCTY OT YPOBHS IJIFOKO3BI B
KpoBu. [ Ipu HopManu3anuy MeTaboMuecKx HoKa3aTesen
OOJIBHOIO IepeBOOAT Ha OOJIFOCHO-0a3VICHYIO CXeMy,
KOMOVHVPY S MHCYJIVIHBI KOPOTKOI'O W [IJIUTEIIBHOTO JeVICTBY.

//IHCYJIVIHBI BBIITYCKAIOTC BO PJIaKOHAX M KapTPUIKaX.
HawnbosbIee pacripocTpaHeHve IOy YvIIV MHCYJITHOBBIE
IIITPULI-PY UKW,

11 mogdopa onTMMaIbHOVE JO3bL MHCYJIVHA IIVPOKOe
IIpVIMeHeHVe Halllla CYCTeMa IIPOAOJDKUTEIbHOTO ITIFOKO3HOIO
MoHUTOpMHra (CGMS). DTa MOOWIBbHAS crCTeMa, HOCMAas Ha
I105ICe HalyeHTa, (PUKCUPYeT yPOBEeHb ITIIOKO3bI B KPOB
KaXIiple O MUHYT Ha IIPOTsLKeHUM 3 CYTOK. DTU JTaHHbIe
II0IBEPratoTCst KOMIIBIOTEpPHOVI 00pabOTKe 1 IIpe/icTaB/IeHb! B
BUzIe TaOmil v rpadprika, Ha KOTOPBIX OTMEYeHbI KOJIe0aH s
TTIVIKE MWV

/IHCYyIVMHOBBIE IOMIIBI. DTO MOOVJIBHOE 3JIEKTPOHHOE
YCTPOVICTBO, HOCIMO€E Ha I1osce. YIIpasisieMas KOMIIBIOTEpOM
(4MIIOM) MHCYJIMHOBAa [IOMIIa COAEeP KUT MHCYJIMH KOPOTKOIO
IeVICTBYIA VI IIOJJAaeTCs B IBYX pPeXrmMax, OOJIIOCHOM 1 0a3VICHOM

[7].



Tabnuua 2
Ouenxa rnukeMuu ¥ rNUKHPOBAHHOIO remornobusa y 60nbHbIX
caxapHbim uaberom [1]

[nwko3a kpoBu YOOBNETBOPUTESIbHO
HaTtowak, MMonb/n 6.2-7,8
ocne efbl, MMONL/N 8,1-10,0
HDA, .., % <9




Jlureparypa:

0 http://www.lvrach.ru/2015/06/15436241/



