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Pesome

BepeHue. Mopdrpum — 3710 rpynna MeTabonnueckix 3aboneBaxuii, 06yCnoBReHHbIX HacNeACTBEHHbIMM JedeKTam B dep-
MEHTaTVBHOM cucTeme 61UOCHHTe3a rema. [peaycMoTpeHHble COBpeMeHHON Knaccudrkalvein nopdupmn paccmaTprizaoTca
Kak camocTonATeNbHble 3aborneBaHms, KoTopble 06ycnoBReHb! CreLmrieckumm GepmeHTaTUBHBIMU AedeKTaMu, BbITeKatoLLMMK
0TClofa CneunduUecK M HapyweH1aMYy obMeHa nopOUPUHOB 1 OCOBEHHOCTAMM KAMHUYECKOro TeueHns bonesHn. OcTpan
nepemesatolan nopdvpua (OMMM) No BUOXUMUUECKUM 1 KNTMHUYECKM NPU3HaKaM, HebnaronpyaATHOMY NPOrHO3y 3aHUMaeT
0cob0e nonoxeHue B rpynne neyeHoYHbIX NopdUpPHIL.

Martepuanbl 1 MmeToabl. [TpecTaBneH KpaTkuii 0630p auTepatypbl no npobneme OMM 1 aHany3 cobCTBEHHOMO KNMHNYECKOTO
HabnoaeHna. bonbHas M1, 49 neT ¢ caxapHbim anabetom 2 Tuna (C] 2) okono 8—10 neT Habofanach No NoBoAY KOMOPOUAHOW
naTonoruu y TepanesToB, 3A0KPUHONOTOB, HEBPOOrOB. HEOAHOKPATHO rOCUTANM3MPOBaANach B NpoduibHble OTAeNeHUA
1 IPOXOAMNA KOMMeKCHoe 06CNefoBaHme.

Pe3ynbratbl. B AHamuike HabniofeH A Obi0 OTMeUEHO HapacTaHue abaoMMHaNbHbIX OOnel v YyBCTBO OHEMEHA B BEPXHUX
VI H/KHUX KOHEYHOCTAX, HAPYLUMNACh MOXOKa, OTMETWA MOABMIEHUE MOUH, OKPALLEHHO B PO30BbIN LIBET. bbi0 BbICKa3aHO
npeanonoxeHue o HapyLieHUn NopduprHoBoro obmeHa. Bepridrkaumsa OMNIM ocyulecTBAANACh KONMYECTBEHHBIM ONpeene-
HVIEM 3KCKPETOPHOrO Npoduna nopdrprHoB. MoBbilieHre NpelieCTBEHHUKOB NOPOUPUHOB (G-aM1HONEBYIMHOBAS KCNIOTa
¥ NOpGOOUNNHOTEH) ABMAOCH KaPAMHANBHBIM KpUTEPUEM ANA MOCTAHOBKM MarHo3a.

3akntoueHue. [pun aHanuze NpuiunHel MaHrdectaunu OMNM 6b110 YCTAaHOBNEHO, YTO NaLMeHTKa Mo MNOBOAY COMYyTCTBYIOWEN
NaToNOr MK NPUHUMana pag NpenapaTos, 06naAatoLLMX NopGUPKHOTeHHbIM dddekTomM. Takxe cumnTomaTuka Oll1, BepoATHO,

MaCK/pOBanach NPoABAeHUAMY A1abETNYECKOI racTpONaTmM 1 NOAMHEPOnaTHK.
EDN: FMDDPV

1

KncnoTa, nophobunmHoren

McTouHnkn dprHaHcmpoBaHus. PaboTa BbiMoaHeHa YacTuHO no focynapcTBeHHOMY 3alaHuio B paMKax OI0)KETHO M Tembl
Ne FWNR-2024-0004

E KnioueBble cnosa. [opdripyris, ocTpas nepemexatolanca nopdupus, Anabetndeckan nonuHeiponatus, §-aMuHoNeByIMHoBan
llj
[

KoHOANKT MHTepecoB. ABTOPbI 3aABAAIOT 06 OTCYTCTBUM KOHGNNKTA MHTEPECOB.
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Diabetic polyneuropathy

as a mask of acute intermittent porphyria in a middle-aged woman
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summary

Introduction. Porphyrias are a group of metabolic diseases caused by hereditary defects in the enzymatic system of heme
biosynthesis. According to the modern classification porphyrias are considered independent diseases, which are caused by
specific enzymatic defects, resulting in certain disorders of porphyrin metabolism and peculiarities of the clinical course of the
disease. Acute intermittent porphyria (AIP) occupies a special position in the group of hepatic porphyrias by its biochemical
and clinical features and unfavorable prognosis.

Materials and Methods. We present a brief review of the literature on the problem of AIP and our own clinical case report.
A 49-year-old female patient P. with type 2 diabetes mellitus, was followed by internists, endocrinologists, neurologists for
about 8-10 years. She was repeatedly hospitalized in specialized departments and underwent complex examination.

Results. During the follow-up the patient experienced increasing abdominal pain and numbness in the upper and lower ex-
tremities, and gait disturbance. Pink-colored urine was observed. A porphyrin metabolism disorder was suggested. Verification
of AIP was performed by quantitative determination of the excretory profile of porphyrins. Elevation of porphyrin precursors
(6-aminolevulinic acid and porphobilinogen) are the main criteria for confirming diagnosis.

Conclusion. When analyzing the cause of AIP manifestation, it was found that due to concomitant pathologies the patient
has been exposed to a number of drugs with porphyrinogenic effect. In addition, the symptoms of AIP were probably masked
by manifestations of diabetic gastropathy and polyneuropathy.

Keywords. Porphyria, acute intermittent porphyria, diabetic polyneuropathy, 6-aminolevulinic acid, porphobilinogen

Sources of funding. The work was partially completed under the State assignment within the framework of budget topic
No. FWNR-2024-0004

Conflict of interests. The authors declare no conflict of interest.

BBepeHue

Octpas nepemexarasics nopdupus (OIIII):
Porphyria acuta intermitens, nnu nuppononopdupus,
VIV TOPUPUA LIBECKOTO THIA. DTO HAC/IeCTBEHHOE
ayTOCOMHO-JJOMIMHAHTHOe 3a60/1eBaHNe 0OMeHa Mmop-
¢upuHOB. XapakTepusyeTcs sKCKpeleli 60IbInx Ko-
JIMYECTB IPefIIeCTBEHHNKOB IIOPGIUPIHOB: §-aMIHO-
neBymHOBOI KncnoTsl (8-AJIK) n mopdobunnuorena
(TIBT'), B MeHb11eit cTenienn ¢ppakuuit ypornopdupuna
(VII) n xonponop¢upnna (KII) ¢ moyoii [1, 2].

OIIII pacnpocTpaHeHa IOBCEMECTHO U OLleHMBaeT-
cs1 KaK caMas pacIIpoCTpaHeHHas BO BceM Mupe Gpopma
OCTpOJt HedeHOUHOI TopGupun. OTHOCUTETBHO Yallje
OIIII perncTpupyercs y M1} CKaHAMHABCKOTO U aH-
I70cakcoro nmpoucxoxjenns [3]. CpegHaAs momyanu-
OHHas 4acToTa cocTasyAaet 1:66000 (4, 5]. TTopdupun
He AB/IAIOTCA 9HAeMUYHbIMY 3a60/eBaHssMu. YacToTa
BCTPEIaeMOCTHU OCTPBIX GOpM HOpbUPHIL ITO pasand-
HbBIM OLleHKaM cocTaBisfeT 7-12 cnydaes Ha 100000.
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Yacrora 6€CCHMITOMHOTO HOCUTENbCTBA [eHETUTe-
ckux gedexros cocrasisier 50-100 cayvaes Ha 100000
qenosexk [6, 7]. B Poccuiickoit Pepepanun macmrab-
HbI€ CIIelMalbHbIe IOIY/IALMOHHbIE MCCIe[OBAHNSA
He npoBopuauch. Ham ¢ 2007 r. u3BeCTHBI TP Cydas
OIIII, xoTopsle paHee 6blIM OMyOMMKOBaHSHI [8, 9].
OIIII - TsKxermoe, HepeAKo 3aKaH4YMBaOIleecs eTab-
HBIM 1cxozioM 3aboneBanue. OITII xapakTepusyercs
Hopa)keHMeM LIeHTPaIbHOIL U TepudepudecKor HepB-
HOJI CUCTEMBI, a6JJOMIHAJIbHBIM 6O/IEBBIM CHHJ[POMOM,
IUIIEPTOHMYECKMMY KPM3aMU, HapyIeHeM Gy HKIUN
MI0YEK, S1MIenTU(HOPMHBIMU IPUCTYIIAMM C Hapyle-
HueM ncuxuky. CrenndudecKux MOpakeHnit KOXN
pu atoit popme mopdupun He HabmrORaercs [2].
ITaToreHes 3aboneBaHMs 06YC/IOBICH BPOXKIEHHOI
SH3MIMOIIATHEI!, IPU KOTOPOJT OCHOBHBIM (epMeHTa-
TUBHBIM flepeKTOM AB/IAETCSA HOHVKEHHAA aKTUBHOCTD
rugpoxkcumernnbunancunarassl (HMBS, panee Hasbl-
BajIach ypomopuprHOreH-CUHTeTa30i1) — pepMeHTa,
y4YacTBYIOIIEro B 06pasoBaHNM YporopdupuHoreHa

MaTtepuanbl n metopbl

IlpepcTaBieH KpaTKuit 0630p MUTEPATYPbI 110 IPO-
6neme OIIII u aHanM3 COOCTBEHHOTO HAOMIONEHM .
BonbHas I1., 49 et okono 8-10 neT HabnOmaeTCA IO
[I0BOJly KOMOPOMIHOI ITATOJIOTUH Y T€PANEBTOB, 9H-
TOKPMHOJIOTOB, HEBPOIOTOB. B Mapre —anpene 2024 1.
6b11a meTanpHO 00CIeJoBaHA B HEBPOIOTMIECKOM

Pe3synbTatbl n 06CyKaeHNe

ITannenTtka I1., 49 net, ¢ He6OMBIIUM CTaXXeM (OKO-
no 8 ner) komnencuposanHoro CJI 2 Ha ¢poHe npu-
ema MetTdopmuHa 2 r/cyT, ganarnudnosnna 10 mr/
CYT U ajornunTuna 25 mr/cyt B Mmapre 2024 roza
HPOXOJ¥Ia KOMIIJIEKCHOE JIedeHe 1 00CiefjoBaHIe
B HEBPOJIOTMYECKOM OTJE/IEeHNI MHOTOIPO(UIbHOM
6onpHuIB! T. HoBOCHOMpCcKa. IIpy BbIMMCKe BBICTAB-
JIeH KIMHMYEeCKNI AMarHos, Ife aKIeHT C/le/laH Ha
HEBPOJIOTMYECKYIO ATOMOTUI0 KaK Ha OCIO)KHEHME
nnabera: CaxapHblit fuabeT 2 TUIIA, [Je/eBOIL YPOBEHD
IIMKUPOBAHHOTO reMorno6uHa < 6,5%, (baKTqu—
KUt — 6,2%. ucMmerabonmyeckas (quabeTmyeckas)
accuMeTpuYHas CEHCO-MOTOPHasA IONMMHeNponaTu s
C BAJIBIM TeTpamnapesoMm, rpybee B HOTax; YyBCTBU-
Te/TbHBIMM HAPYIIEH U AMMY 110 IIPOBOHNKOBOMY THUITY
B BUJie TUIIECTE3UN U TTapecTe3nn (KypTKa U LITaHBI).
uabetmdeckasi aMUOTPOQIUS C IPENMYILeCTBEHHBIM
IOpa’keHMeM IPOKCUMATbHBIX OTHE/I0B HYKHUX KO-
HEYHOCTell. ABTOHOMHas racTPOMHTECTUHANbHAA,
YpOTreHuTaNbHas MOANHENPONIATIA — HEMPOTE€HHbII
MOYEBOJI ITy3BIPb.

I'mnepronmdeckas 6onesnsp II cragum, aprepu-
aZbHasA TUTIEPTEH3Ms 2 CTeNeH!, KOHTPOonupyemas,
puck 4. dypocemuz-saBucumas nodxka. MopbupgHoe
OXKUMpeHYe 3 CTeleHM, 2 CTajjuy, CTabMIbHOe TedeHue.
CucremHast ocTeornenns 6e3 mepenomMos (II0CTMeHOTIa-
3yajbHasA 1 Ha OHe caxapHoro fnabera). BropmaHblit
apTpPO30-apTPUT IPABOTO Ta300ePEeHHOr0 CycTaBa 3
crenennu. Hapymenne GyHKINM CyCTaBOB 2 CT.

ITo okOHYaHUM Kypca nedenus (IIpojo/KeHa ca-
XapOCHIMKAIoIas, TUIIOTeH3MBHAA Tepamns, IpuemM
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u xorponopdupuuorena [10]. OIIII MoXKeT IPOTeKaTh
B MaHubeCTHOII 1 1ateHTHON popme. B pesynbpraTe
(bepMeHTaTUBHBIX HAPYIIEHNIT IPOUCXOAUT MHOTO-
KpaTHOE HOBbIIIEeH)e NPeIIeCTBeHHNKOB Topdu-
puHoB -AJIK u ITBT [11, 12]. OIIII wamie nmporekaeT
JIATeHTHO WY 6eCCUMIITOMHO B TeUeHIe MHOTHX JIeT.
Kinundeckast KapTuHa IPOSBIAETCA B OCTPOIL hase
(mop¢dupuHoBbI Kpus). Pazsurne octporo mopdu-
punosoro kpusa OIlII, kak mpaBuIo, IpOBOLMPYETCs
B/IUAHVEM BHEIIHNX pakTopoB. CaMBIMM YaCTHIMU U3
HUX SABJIAIOTCA JIEKapCTBEHHBIE cpeficTBa (bapburypa-
ThI, TPAHKBI/IN3ATOPBL, KOHTPALIEITUBbI, AHAIT€ TUKIL,
aHTUOMOTHKM, CUCTEMHbIE TTIOKOKOPTUKOU/IBL, MOYe-
TOHHBIE cpefcTBa 1 fp.). Hepenko nmeeT MecTo code-
TaHUe TPUTTepHBIX haKTOpOB (12, 13]. YunTeiBas pef-
KOCTb 3a60JIeBaHM A, BAPMAOETbHOCTD KINMHIYECKON
KapTHUHBL M TPUITEPHBIX (PaKTOPOB, IPOBOLMPYIOIINX
MaHupecTanuio 60Ie3HN, MATYI0 OCBEOM/IEHHOCTD
IpaKTUIECKUX Bpadell, IPUBOGUM COOCTBEHHOE Ha-
Omiofenne. DTO ABAETCS Lie/TbI0 HALIETO COOOIIeHISL.

U TepaIeBTIYeCKOM OT/Ie/IeHISIX MHOTOIIPOQMIBbHOI
6ompan1bI I. HoBOCKOMpCKa. IToBogoM fijist rocmmra-
NU3ALUY SBUIOCH HapacTaHye abjOMMHaNbHBIX 60-
JIeVl ¥ HeBpOJIOTMYeCKVX HapyIleHu 1. BeipaxkeHHOCTD
TAHHOJ CMMIITOMAaTUKM) IPOTPeCCUBHO HapacTana
B TeUYEHUM MOC/IeHUX 3—4 JIeT.

aropacrariHa 20 MI/CyT, CHV>KeHa jo3a pypoceMupa
40 Mr/cyT, a TaK>Ke CHMPOHOTAKTOH, TUPOX/TOPTH-
asuj, UTINAAKPUH, TUI0eBas KUCIO0TA, IeTHOKCH-
bunnnH, npenapaTsl Kaaus, raballeHTUH, BUTAMIH
1) manyenTka Boinucana 6es ynyqurenns 21.03.2024 r.
Ha aM6ynaTopHoe HabmofieHne. OHAKO y)Ke B alpe-
ne 2024 r. BHOBD IOCTYIINMJIA B TEPANEBTUIECKOE
OTJie/IeHNe TOl )K€ MHOTONPOMUIbHON OONTbHUIILI
C KJIMHUKOI yculeHus aboMIHaNIbHBIX 60reit, 3a-
LOPOM U IIPOTPECCHPOBaHIEM MBIIIETHOI CTAbOCTIH.
Yxypmenne coctroguus ¢ 30.03.2024 1, korpa, B CBA3N
C yMeHbUIEHVEM KOTMYIeCTBa BbIfIe/IEHHOI MOYY, TallM-
€HTKA CAMOCTOATENBHO y/IBOV/IA TPUBBIYHYIO [I/1S Hee
no3y pypoceMuzia (B TedyeHMe MHOTMX JIeT IPUHUMATIA
80 mr/cyT) — go 160 mr/cyt. Oddekra Ha fuUype3 He
OTMeTN/Ia, OFHAKO MOSIBU/IICH OCTPbIe 6O/IM BHUSY XKI-
BoTa. BesBanHoit 6puragoit CMII gocraBieHa B ypo-
norudeckoe orpenenne BCMII Ne 2 r. HoBocu6upcka,
TZie OblIa VICKII0YeHa OCTpas YpOolIorndeckas ImaTo-
JIOTMA ¥ TTALIMEHTKA IepeBeieHa B TepaneBTUIecKoe
OTHe/IeH e [i/1 Ja/IbHeIIeT0 JIeYeH A M HaOTIofieH U A.

IIpu dusukaapHOM OCMOTpe 0bpaIano Ha cebs
BHMMaHMe OXMpPeHUe IO TUIY «g1070Ka», TUIO-
TpoduUsA HIUKHUX KOHETHOCTEN M CIen I IHBIIT
OpOH30BaTBIl OTTEHOK KOXX1. Hike puBoauM pe-
3y/IBTATHI ee 00CIe0Ba M, KOTOPble HEOOXOMMO
AHANMN3NPOBATH NPU MOCTaHOBKe AmarHosa OIIII.
O6muit aHamnu3 KPOBU U MOYM — 6e3 0COOEHHOCTEIL.
I'nmuxemusa Hatomax — 3,73 MMOJIb/II, 4epes [Ba yaca
mocse npuema nuiny — 4,48 MMoJb/M, IIMKUPOBaH-
HBIiT TeMOrTI061H —6,2% (11e/1eBOil YpoBeHb < 6,5%),
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KkpeatnHpochoKMHA3a MHOTOKPATHO — pedepeHc,
MoueBas Kucnora — 403 mkmonb/n (210-420), rumo-
Kanuemus Ha GoHe 6ECKOHTPOIBHOTO yrnoTpebie-
HusA pypocemunpa o 2,3 MMOJIb/JI BKyIIe ¢ HU3KO-
HOpPManbHBIM HaTpueM 1 xnopom, CPb - 10,76 mr/n
(0-5), xkanpunit, pocop mmasmsl — pedepeHc, 061t
XOJIeCTepUH — 5,78 MMOIb/1, 061uit 6emok — 69,3 r/71.
TopmonanpHsiii cratyc: TTT- 0,431 MME/mi, cBo60p-
HBIN T4—14,40 IIMOJIb/71, CBOOOHBIIL T3—3,69 TIMOJIb/TI,
anbpocTepoH — 8,683 mr/mi (13-238), perns — 128 nr/
mi (2,7-61,83), kopruson — 8,3 mxr/mn (3,7-19,4); un-
cynuH - 5,89 MmxEJl/mn (2,6-24,9). Mukpoanb6ymMmnu
Mmoun - 10,7 mr/cyr (< 30).

Bupyconorndeckoe nccinegosanue: AT-HCV -otp.,
HBsAg - otp., HIV (B1IY) - orp. Pesynbrarsl o6cre-
moBaHuA MMMyHHoro craryca: AIIIIII - anTuTena
K IMK/IN9eCKOMY U TPY/UIMHOAHTUTEHY JI/IS1 peBMaTO-
upHoro apTputa (orp); AH® - anTHHYK/IeapHbIit dak-
Top (OTp): AAHHDIE IIPUMEHSTIOTCS 151 UCK/TIOUeHW S CU-
CTeMHOT0 3a60/1eBaHMA. AHTUTeA IPY HOTMMUO3HTE:
ATk M12 (o1p); AT x Ku (o1p); AT x PM-ScI-100 (otp);
AT x PM- ScI-175; AT k SRP (otp); AT k Jol (oTp); AT
k PL7 (otp); AT x PL12 (otp); AT « Ej (otp); AT x OJ
(orp); AT x Rj 52 (otp).

I'mcTonoruyeckoe MCCaefOBaHME KOXHO-
MBILIIEYHOTO TOCKyTa: pparMeHT KOXKH C IO IeXaleit
JKUPOBOII KJIETUYATKOI 1 HPParMeHTOM IIOIEePEUHO-
II0/TOCATOI MBIIIIBL. DINJEPMIC OOBITHOI TOIIN-
HBI, ero csiou A depeHIpOBaHbI, CTa0bI PBIX/IBII
Keparo3. BOKpyT COCYZOB IIOBEPXHOCTHOTO CII/IETe-
HUA CKyJHbIE CKOIIEHM A TMMQOLUTOB U TUCTUOL Y-
ToB. KoJ/areHoBbIe BOJIOKHA JIepMBbI M IO KOXKHA A
JKMpOBas KlIeTdaTKa 6e3 IPU3HAKOB CTPYKTYPHBIX
M3MEHEeHUI, MbllIeYHasA TKaHb C COXPAHEHHOJI II0-
IIepeyHOI MCUePUeHHOCTHIO, 63 IIPU3HAKOB BOCHA-
neHuA. 3aKaodeHye: MOpGOTOTNYecKUX IPU3HAKOB
IIaTOJIOTMY He BBIABIIEHO.

OnekTpoHeiipomuorpadus: FUCTanbHasg AKCO-
HajibHasA MOTOpPHasA HelpomaTusA M aKCOHAJIbHO-
TmeMMeNnMHU3NpYyIolas Heliponatus. Y3 opranos
OPIONTHOJ OIOCTH U IOYEK: MPYU3HAKM TeNaToCIIe-
HOMeETaJIMM, )KMPOBOTO I'elaTo3a, XpOHMIECKOTO IaH-
KpeaTuTa.

ITaguenTka saBepimaa Kypc CTaHIapTHOM Heli-
POTPOITHOJ ¥ BA30aKTUBHOII TepaIyi ¥ BbIIIVICAHA HA
aMOy/IaTOpHOE HaOMIoleHNe U TIeYeH e C JMaTHO30M,
aHaJIOTMYHBIM IPeJIIeCTBYIONIeMY, KOTOPBIil ObLI
IOTIOTTHEH Ha/nmn4yeM HeppolaTuy CJIOKHOTO TeHe3a
(mmabeTmdecKoil, IMTIEPTOHNIECKOII, ATEPOCKIEPOTH-
yeckoin), XBII (CKD - 56,3 mi/mMun/1,72 m?).

IIpu ocMOTpe HmaLMeHTKHU Hpod. SHAOKPUHOIIO-
TOM C y4ETOM JAMCCOHAHCA KIMHIYECKMX IPOABIEHMIT
«ocnoxxHeHnit» CJI 2, ero ANMUTENbHOCTY U YPOBHS
KOMIIEHCAIIN, @ TAKXKe C YYeTOM AeTalbHOro cbopa
aHaMHe3a, T7ie BBIACHMINCD TaKye MPU3HAKM, KaK
YKasaHMsA Ha MEePUOAMIECKUIT PO3OBDIIl LIBET MOYH,
«OpPOH30BOCTb» KOXU, Ha YTO OOpaliany BHUMAaHIe
OKpy>kaolue 6e3 KIMHUIeCKUX U Tab0paTOPHBIX
JlAaHHBIX, YKa3bIBAIOUIVX Ha TMIIOKOPTUIM3M, «Hellepe-
HOCHMOCTD» COJIHIIA — Ha KOXKe TTOSB/IAI0TCA BOIBIPH,
KOTOpbIE He/Ib3A PacleHUTb KaK COTHEYHBIE 0XKOTH,
[IepUOSMYECKIIT aGOMUHAIBHBIN 60IEBOI CUHAPOM,
3aII0pBI, IOpaskeHye nepudepndeckoit HEPBHOI Cu-
CTEMBI C YCUJIEHVeM KIMHNYECKUX IPOABIEeHNI Ha
¢oHe mpueMa cafIKoro, O6b11a 3a1I0f[03peHa Hopbupus

U PEKOMEH/[OBAHO yTOYHEHe COCTOSIHIA ITOPYUPUHO-
BOro obmeHa. B mae 2024 r. nccrefoBaH SKCKPETOPHBIIT
opdUPIMHOBBII cLIEKTP. ITomy e I clIefyolye ypoB-
HI [IOKa3aTesieil B Move: §-aMITHOIeBY/IMHOBA A KICTIO-
ta - 33,82 mxmonb/n (< 15,0), noppobunnuorex — 6,7
MKMOJIB/1 (< 2,2), yponiopdupns - 40,31 HMOIb/cyT (<
30,0), xompomopdupuH — 116,58 HMOIB/CYT (< 113,03).
JlaHHBIII BapMaHT HapyLUIeHNII TOpQUPUHOBOTO 06Me-
Ha COOTBETCTBOBAJ IIPOouIII0, cBoitcTBeHHOMY OIIII,
a MIMEHHO — 3aMeTHOE IOBBIIIEHE ITPe/|IIeCTBEHHNKOB
U MeHee BhIpa>KeHHOEe MOBbIIIeHMe ppaKLmil caMux
opGUPUHOB.

IIpencTaBIeHHOE HaMu HAaOMIOfeHNE TI03BOJIsAET
006CyaUTD psJ HOTOXKEHUIT ¥ BOIIPOCOB, BO3HMKA-
IOLIMX IIPY €r0 aHanu3e. Bo-nmepBbIX, y MallMeHTKI
HabJII0/ja/Iach KOMOPOU/THAS IaTOMIOT YA, TPEKJie BCEro
CII 2 n apTepnanbHas runepTeHsusA Ha GOHe OXUpe-
HuA. BegeHne Takux GONbHBIX 3aTPYJHUTENIBHO, TaK
KaK KJIMHUYecKasA KapTMHA Y )KeHIIVH MepyMeHoma-
y3a/IbHOTO BO3PacTa MOXKEeT MaCKMPOBATLCA JPyTOil
IIaTOJIOTHEN U JJasKe JOMVHMPOBATD, CTUPasA KAPTUHY
OCHOBHOTrO 3a6oneBanns [14, 15]. BuyacrHocTu, Knaccu-
yecke npossiaenus OIIIT, takue kak abTOMUHATbHBLI
6071€BOJI CHH/POM, CEHCO-MOTOPHASI IOV HEIIPOIIATIS
C BAJIBIM TeTpalape3oM, HapylIeH1e QyHKIMY IT0YeK,
MOBBIIIEHNE APTEPUATbHOTO IaB/IeHNA paclleHuBa-
nuch Kak npoasnennsa CJ 2 ¢ ero oclnoKHeHUAMMN
B BIJie [MabeTHUeCKoil racTpoIaTuy, fuabeTmde-
CKOJI MO/ HeponaTuy, fuabeTndeckoit HehpomaTum
Ha (OHe ICCEeHINANBHON TUIIePTEH3NN, OXKMLAEeMOIT
y TY4HOI manyeHTKy [16].

Bo-BTOpBIX, IpOBOLUPYIOWUM HaKTOPOM MaHH-
decranyun OIIII MbI paccMaTpuBaeM SITPOTEHHYIO
npuyyHy. [lanmenTKa JIMTeNbHO NPUHUMaa Ipe-
IapaThl, KOTOPBIEe MOT'YT CIIOCOOCTBOBATh Hapylle-
HUI0 opdupuHoBOrO 06MeHa, 0CO6EHHO IPU UX
COBMECTHOM Mcnonb3oBannmu (6onbiune go3nl Gypo-
CeMIf[Ia, BEPOLINIPOH, CTaTUHBI). 310ynoTpebnenne
HeT/eBbIM AMYPETUKOM HPUBENO K Pa3sBUTUIO
«pypoceMusi-3aBUCUMOIL TOYKI», KOTOPas IpuBe-
J1a K 9/1IeKTPO/IMTHBIM HapyIIEeHUAM B BUJie TUIIOKa-
JIMEeMUY M HU3KOHOPMa/IbHBIM 3HaUE€HMAMU HATPUA
" X7I0pa, KOTOpHIe, B CBOIO 0Yepefib, TAaK>Ke MOTYT Jia-
BaTh KIMHNYECKYIO KapTUHY MBILIEYHON CI1aboCTH.
B-tperpux, OIIII ¢ yuetom BapuabenbHOCTI CUM-
IITOMATUKM MOYKHO PACCMATPMBATh KaK MEX/UCIIV-
IUTMHAPHYI0 Ip0o6IeMy, B paMKaX KOTOPOJI CIIeIy-
QIMCTBI PA3/IMIHOTO MPO(U/IA MOTYT HANTU «CBOV»
HO30JIOTMM, a TTAIYIeHThl HAOTI0aTbhCA XM Pypramuy,
racTPOIHTEPOIOTAMHU, SHAOKPUHONIOTAMMY, TepaIeB-
TaMJ, Kap/iMo/IoraMu, IePMaToIoraMy, HeBPOIOTaMy
u ap. [13]. Habnogaemass HaMu MalMeHTKA B 9TOM
OTHOIIEHMH He AB/IANACH UCK/TIOYEHEM.

Takum o6pasoM, puHaMU3UPys 0O6CYKACHME, MOX-
HO cfienath cnepytomiee sakmodenne. OIIII apnserca
penkuM 3aboneBaHNeM C OYeHb BapuabeTbHOM KIIu-
HMYECKON KapTUHOIL, YTO ONpefensdeT cepbe3Hble
3aTPYJAHEHNUA B €e CBOEBPEMEHHOI JJMaTHOCTUKE.
Obs3arenpHbiM KputepueM Bepudukanyy OIIII saB-
JISeTCA OL[eHKA 9KCKPETOPHOTO MpOod1/IA ToKa3aTesneit
nop}pupuHOBOro 06MeHa ¢ KOMMYeCTBEHHBIM Ol pe-
IeleHMeM IpefIIeCTBEHHUKOB ¥ GppaKLnii mopdu-
puHOB. bonbupie OIIII HyX/jal0TCA B MOKM3HEHHOM
IMCIIAHCEPHOM yYeTe I MaKCUMaIbHOM UCK/TIOYEH U
TPUTTEPHBIX GaKTOPOB, IPOBOLMPYIOIIVX PEIVIVBEI
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6onesun. IIporxos mpu OIIII Bcerga cepbesHblit, 0CO-
6eHHO B CTyYasiX C TSDKE/IBIM TedeHyeM 1 OynbbapHbI-
MU PacCTPOICTBAMU, IJle YaCTOTA JIETATbHOTO MICXOHa
MOXKeT octuratb 60-90% [11].

B obcnenoBaHuM HY>XAal0TCA U OypKaiiime poy-
crBeHHUKM 60nbHBIX OIIII. OCHOBHBIM IOKA3aHU-
€M i1l MOTIeKYNIAPHO-T€HEeTUYeCKOTO MCCaefoBa-
HUS MalVieHTa C OMOXMMIYECKN MO TBEPKAeHHOM
OIIIl saBnAeTca BpIABIEHME MYTalluM B KadyeCTBe
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