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OCOBEHHOCTHU BUOXUMHNYECKOI'O AHAJIM3A KPOBHU Y TAIMEHTOB
C OCJIOKHEHUAMHU CAXAPHOI'O IMABETA

Beeoenue

[Tocnennee Bpemst o€, OONEIOMNUX caxapHbIM T1a0eTOM, CTAHOBUTCS Bce Oobiie. Ca-
XapHBIA quadeT — TpyIna 3HI0OKPUHHBIX 3a00JIeBaHUM, CBSI3aHHBIX C HAPYIIEHUEM YCBOEHUS
IJIFOKO3bI U Pa3BUBAIOLIUXCS BCIEACTBUE a0COMIOTHOM UM OTHOCUTEIbHOU (HapyllleHue B3au-
MOJIEHCTBUS C KJIIETKAMU-MUIIEHSIMH ) HEJJOCTATOYHOCTH TOPMOHA UHCYJIMHA, B PE3YJIBTATE YEro
pa3BHUBAETCS TUIIEPIIIMKEMHUSI — CTOMKOE yBEJIMUEHUE COAEpPKaHUS ITIOKO3bl B KPOBH. 3adorie-
BaHUE XapaKTEpU3YETCs] XPOHUUECKUM TEUEHHEM, a TaK)Ke HapyllIeHHWEM BCeX BHUJOB OOMEHa
BEILIECTB: YIIIEBOAHOTO, KUPOBOTO, OEITKOBOTO, MUHEPAJILHOTO M BOJHO-COJIEBOTO [ 1].

Tspxenoe ociIoKHEHHE caxapHOro AuadeTa NepBOro U BTOPOro Thia —auadeTuueckas pe-
tuHomnarus (P) cBs3aHO ¢ mopakeHHeM COCyJI0B CETUaTKH Iv1a3a. Yare BCero OHO IPpUBOAUT
K CHIDKCHHIO 3pEHUs U cienote [2].

VY nuaGeTHKOB MepBOro TUIIA PETUHONATUS BO3HUKAET B 0oJiee paHHEM Bo3pacTe, y 00Jib-
HBIX BTOPBIM TUIIOM AHa0eTa — Ha MO3JHUX CPOKaxX 3a00JIeBaHMsL.

HecMmotps Ha nporpecc B 001acT IMarHOCTUKU U JiedueHus, JIP nponoimkaeT ocraBarbes
BeyLIEeH MPUUYUHON HapyLIEHUsI 3pEHUS U CIETIOThI CPEAH JIH0/IeH TPYA0CIIOCOOHOr0 BO3pacTa.
Puck norepu 3penus y nauuenton ¢ CJI B 25 pa3 Bbille, 4eM y JIML, HE CTPAJAOLINX JaHHBIM
3abomeBanueM [3].

Heno

[Ipoananu3upoBaTh MOKa3aTeau OMOXMMHUYECKOTO aHAIN3a KPOBU Y NAIIUEHTOB C PETUHO-
naTHe, KOTopasi BbI3BaHA OCIIOKHEHUEM CaxXapHbIM HadeTa.

Mamepuan u memoowt ucciedo8anus

MpI npoaHanu3upoBav MoKa3aTesin OMOXMMHUYECKOTo aHalln3a KpoBu 21 manueHTa mnpo-
XOJIMBIIMX JieueHHue B cTanuoHape (PecnyOnnkaHCKkuil HAyYHO-TEXHUYECKHUM LIEHTp pajualiu-
OHHOM MEJIMLUHBI U HKOJIOTHH YEJIOBEKa).

B uccnenyemyto rpymnmy Obuin BkiItoueHsb! 11 xeHmuH u 10 My>X4uH, KOTOpbIE CTPagaoT
nMabeTHYeCcKol peTuHOonaTue.

Bo3spact nanmentoB 3578 net (cpeanuit Bo3pact cocranisieT 60 yier).

Pezynomamul uccinedosanusn u ux oocyryucoenue

AHanmu3 naHHbIX (Tabmuna 1 u 2) moka3plBaeT HAJIMYME M3MEHEHUH B OMOXHMHUYECKOM
aHanuze KpoBu. Tak, y My>KUMH U >KEHUIUH CTPAJAIOIINX 1Ua0eTUYECKOW peTUHONaTuen co-
Jiep’KaHuEe MOYEBON KUCIOThI HUXKE HOpMbIL. CollepikaHne MOYEBHHA Y MY>KUMH U KEHILKH OT-
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JUYAKOTCS, K IPUMEPY Y MY’KUUH COAEPKAHNE MOYEBUHBI BBIIIE HOPMBI, @ Y JKEHIIIUH — B HOP-
Me. Uto kacaercst OuMpyOuHa, TO Uy MY>KUHH, U Y KEHIIWH 3TH MOKa3aTeIl HaXOIUTCS B HOPME.

Tabmuma 1 — [Tokaszarenu OMOXMMHYECKOTO aHAIHM3a KPOBH MY>KYHMH OOJIBHBIX THA0ETHIECKON
peTuHonaruen

MoueBas k-Ta, MoueBuHa, Bunupyous, TTT, AJIT, ACT,

MMOJIB/JI MMOJIB/J MKMOJIB/JI MKME/Mi1 En/n En/n

Hopma 2,7-7,3 2,142 8-20,5 0,27-4,2 1o 45 o 37
M 0,59+0,11 8,19+4,53 11,52+ 9,24 2,13+0,86 | 26,60+2096 | 19,80-15,77

AxtuBHOCTH AJIT y My’>XuuH B HOpME, a y JKEHILUH Bbllle HOPpMbL. AKTUBHOCT ACT 1
koHueHTpanus TTI' B HopMme U y )KEHIIUH, U Y MY>KUHH.

Tabmuma 2 — [TokazaTenn OMOXUMHUYECKOTO aHATN3a KPOBU KEHIITMH OOJIBHBIX THa0ETHYECKOM
peTuHonaruen

MoueBas K-Ta, MoueBuHa, Bunmpyous, TTT, AJIT, ACT,

MMOJIB/T MMOJIB/TT MKMOJIB/IT MKME/Mit En/n En/n

Hopma 2,7-13 2,1-4,2 8-20,5 0,27-4,2 Jo 30 Jlo 30
XK 0,43 +0,33 7,40 £ 5,97 10,35+ 7,38 1,59+ 1,07 | 33,18+20,95 | 22,55+ 17,14

AHanu3 nanHbIx (Tabmauna 3 u 4) nokassiBaeT, yTo yposeHb JIITHIT y Mmy»xuuH u y xeHImnH
BbIII€ HOpMBI. ClIeyIOIKUMHU [TOKa3aTeNIIMU SBIISIOTCS TPUIIIMLIEPHU/IbI, OHU MOBBILIEHBI KaK B
cllydae ¢ JKeHIIMHAaMH, TaK U B ciiyyau ¢ MykunHaMu. YpoBeHs JITIBII u JITIOHIT naxoastcs

B IIpeZieJIax HOPMBI Y MY>KUMH U Y KEHIUH.

Tabnuma 3 — ITokazarenu JIII v TpUIULEPUIOB Y MY>KYUH OOJBHBIX PETUHONATHEN

JIITHII, JIIBII, JIIIOHII, Tpuriauuepuasl,
MMOJIB\JI MMOJIB\JT MMOJIB\JI MMOJIB\JT
HOpMa 2,6 0,7-1,73 0,26-1,04 0,41-1,8
M 3,13+2,59 1,11 £0,96 0,75+ 0,33 1,93 £ 1,08

Tabnuma 4 — ITokazarenu JIII u TpUrmMIEpUI0B y KEHIUH OOJIBHBIX PETHHONATHEH

JIMTHIIL, JIIBII, JIIMOHII, Tpuriauuepuasl,
MMOJIb\JI MMOJIB\JI MMOJIb\JI MMOJIb\JI
HOpMa 2,6 0,86-2,28 0,26-1,04 0,41-1,8
XK 2,84 £2,33 1,2+1,05 0,84 + 0,58 1,82+ 1,26

Mcxons n3 NoaydeHHBIX TaHHBIX Mbl BUJUM, 4TO psijl [TOKa3areneid OMOXUMHUYECKOTo aHa-
7132 KPOBYU y NAIMEHTOB C PETUHOINATUEN OTINYAOTCs OT HOpMBbL. Kpome 3Toro, creneHs Ta-
KHMX OTKJIOHEHUH Y MY>KYMH U JKEHILIUH pa3nuuHbl. Harpumep, y My >K4uH MOBBILIEHO COIEpKa-
Hue mouesuHbl, TTI, JITTHIT u Tpurmuuepunos. OAHOBPEMEHHO C 3TUM COAECPKAHUE MOYEBOI
KHCJIOTBI TOHMKEHO. B 10 3xe BpeMs copeprkanue JIITHII, MoueBHHBI OBBIIIEHO Y JKEHIIUH, a
TaK)K€ HE3HAYUTEIILHO MOBBIIIEHO CoAepKaHue Tpuruuepu1oB. Conep:kaHne MOUEBOM KUCIIO-
ThI, TAK K€, KAK U Y MY>KYUH, IOHWKEHO.

Buoieoown

HccnenoBanue nokasano, 4To B KPOBU OOJIbHBIX PETHHONATUEH MOBBIIIAETCS COAEepKaHue
moueBuHbl, TTI, JITTHIT u Tpumunepunos.
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HEUPO®UBPOMATO3: STUOMATOIEHE3 U KJIMHUYECKUE MPOSIBJIEHUS
HA ITPUMEPE KIIMHUYECKHUX CIIYYAEB

Beeoenue

Heitpodpudpomaros 1-ro tuna (HP-I) — ayrocoMHO-TOMUHAHTHBINH HACIEICTBEHHBIH OIy-
XOJIEBBI CUHIPOM, BeTpevaromuiics ¢ yactotoil 1:3000 HaceneHus, NEHETPaHTHOCTD 3a0071e-
BaHUA K 5-TH jeTHeMy Bo3pacty pocturaer 100 mpoueHToB. XapakTepu3yeTcsl IOopakKeHueM
IIPOU3BOAHBIX AKTOAEPMBI: KOXKH, HEPBHON CUCTEMBI, CETYATKU U ApyTUx opraHos [3]. bone3np
BO3HUKAET B pe3yJbTare rerepo3urorHoil Mmyranuu resa NF1, nokannsoBannoro Ha 17q11.2.
I'ern NF1 xapaxrepusyercs 6onpimmu pazmepamu (280 T.1m.0.). Helipopudpomun (Nf1) — mpo-
aykT NF1 — moBceMecTHO 3KcIpeccupyromuics 6enok, cocrosaumii u3 2808 aMUHOKHCIOTHBIX
octarkoB. CKOpOCTb BOSHUKHOBEHHS MyTallMil B 3TOM I'€HE Ha JBa MOPsI/IKA BBILIE, YEM B JIpY-
rux jokycax. [Ipumepno 50 % ciyuaeB 3a0o1eBaHus Pa3BUBAIOTCA B pe3yibrare MyTauuid de
novo. Okoso nosoBuHbl MyTanuii B rene NF1 npeactaBisior MyTaluy CaiTOB CIUIAHCUHIA.
[lepeunciennble Bblllle 0COOCHHOCTH I'€HA, a TAaKXKe YPE3BbIUYANHO BBICOKAash MHOTO(YHKIIHO-
HAJIBHOCTb €r0 MPOAYKTa MOTYT OBITh OJIHOM M3 MPUYHMH €r0 BHICOKOW MyTabeIbHOCTH [2].

[TposiBnenusiMu HelipohubOpomMarosa sBIsIeTCS pa3BUTHE MHOKECTBA OITyXOJIeH, UMEIOIINX
J00pOKadecTBeHHYI0 Ipupoay (HelipoduOpom), IrHUNEepnUrMEeHTUPOBAHHBIX IMATEH Ha KOXKE
(uBeta «kode ¢ Monokom») u panyxke (yzenku Jluma) [1]. Ilnekcudopmubie HeipopuOpPOMbI
MOTYT AOCTUIaTh TMTAHTCKUX Pa3MEPOB U, TEM CaMbIM, U3MEHSTh BHEIIHOCTh NALIUEHTOB [8],
a TaK)Ke UMEET MECTO O3JI0KaueCTBICHUE ITUX 00pazoBaHuil [4].

IIpu nocranoBke nuarnosa H®-1 pekomeHayeTcs UCIONb30BaTh JUATHOCTUYECKUE KPU-
TEpUH, PEKOMEHJ0BaHHbIe MeXayHapOJHBIM KOMUTETOM JKCIIEPTOB IO HelpodudpomaTosy
[7]: Hanmuuue mecTH wiM Gosiee MATEH LBeTa Ko(e ¢ MOJIIOKOM Pa3MepoOM MUHUMYM 15 MM y
B3pPOCIIBIX U 5 MM Yy JeTeld; 1Be UK Oosnee HeWpohuOpoMBbI 1H000ro THIA MU XOTs Obl OJHA
wiekcuopmMHas HepopubpoMa; BECHYIIKU B MOJMBIIICYHON MIIM TAXOBOI 00IacTH; IIIoMa
3pUTEIHHOTO HEPBA; JABA UK 00Jiee KPOIICUHBIX KEITO-KOPUUHEBBIX y3eskoB Jluia; pa3nuy-
HBIE KOCTHBIE ITIOPAKEHUSI; POJCTBEHHHUK I1IepBOM creneHu poacrsa ¢ HP-I mo Beimenepeunc-
JeHHBIM KpuTepusiM. [lpu Hanmuuuu y GONBHOTO HE MEHee 2 M3 HIKEyKa3aHHBIX MPU3HAKOB,
MOYKHO TIPEAIONI0OKHUTh 3a00IeBaHUE.

Ienn

[Tpoananu3upoBaTh 3THOMATOTEHETHUECKIE 0COOCHHOCTH HelipogubpoMaTosa y manueH-
TOB, @ TaKXKe MPOOJIEMbI TMATHOCTUKH U JICUEHUS HAa IPUMEpPE KIMHUYECKUX CITy4aeB.
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