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LinaHokoGanamMmuH-gedpununTHas noanHemponarus
npu MHransiLMOHHOM BO34eNCTBUMN 3aKUCK a30Ta

U TMaMUH-aeduunTHaa NnonnHenponaTua Ha ¢poHe
6one3Hun LLlapko — Mapu - Tyta 1-ro Tuna: gBa
KIMHNYeCKUX HabnoaeHus

H.®. Pyxauii, E.P. bBapaHuesud, T.B. AaaasH, A.B. TaTtapuyk, O.B. SMaHy3Ab

PIBOY BO «lMepsblt CAHKT-NeTep®yprckmi roCyAQpPCTBEHHbBIM MEANLLMHCKMI YHUBEPCUTET MUMEHM
akaaemmka U.T1. NMasaosan MuH3apasa Poccun, Cankr-lNetepbypr, Poccus

PE3IOME

LleAb McCAEAOBAHMA. AEMOHCTPALMSA PEAKMX M COHETAHHbBIX GOOPM MOAMHENPOMNATHM, BO3HUKAIOLLIMX BCAEACTBME A€COULIMTA BUTAMMHOB HO OOHE
3K30reHHOM MHTOKCHMKALMM (3AKMCh A30TA) U MPEACYLLECTBYIOLLIEN HACAEACTBEHHOM MNATOAOMMMU (6oAe3Hb LLIapko — Mapu — TyTa), C QKLLEHTOM
HQ 0OPATUMBIK XAPAKTEP CUMMITOMOB MNP CBOEBOEMEHHOM STMONATOreHeTUYeCKOM Tepanmm.

MaTepuarbl M METOABI. [IPEACTABAEHBI ABQ KAMHMYECKMX HOBDAIOAEHUSA MALMEHTOK 27 1129 AeT C BEepPBbIE BbISBACHHbIMMU MOAMHEMPOMNATHUSIMM. [TPOBEAEH
KOMMAEKCHbIM AHOAM3 AHOMHECTUYECKUX AQHHbIX (MPOGDECCHMOHAAbHbIN, TOKCUKOAOTUYECKMI, HYTPUTHUBHBIN, CEMEMHBIM), HEBDOAOMMYECKOro CTaTyCa,
AQBOPATOPHbIX MOKA3ATEAEN (BUTAMMH B 12, THOMMH), AEKTPOHEHPOMMUOrPACOUM M MOAEKYAIPHO-TEHETUYECKOrO TeCTUPOBAHMS.

Pe3yAbTaTbI. B 1epBom HAOBAOAEHMU Y MALMEHTKM C MPOGDECCUOHAABHBIM KOHTAKTOM C 3AQKMCbIO A30TA BbIBAEHA B12-A€pULIMTHAS MOAMHENpPONaTms,
MOATBEPXXAEHHAS CHMKEHMEM YPOBHS KOOOAOMMHA M MAKPOLIMTAPHON aHeMMeN. Bo BTOPOM CAy4ae HQ GOOHE XPOHUHECKOM OAKOTOAbHOM HArpYy3Ki
AMQrHOCTUPOBAH AECOMLMT TUAMMHA, MPH ITOM COEHOTUMMYECKME OCOBEHHOCTHU (A€CGPOPMALIMA CTOM) M PE3YALTATHI TEHETUYECKOro TeCTMPOBAHMS
MO3BOAMAM BePUCDMLMPOBATL BoAe3Hb LLapko — Mapu — Tyta 1-ro tuna (Aynavkaums 17p11, reH PMP22). HasHQ4YeHHAs 3aMeCTUTeAbHAs Tepanms
(LMAHOKOBAAQMMH, TUAMMH) MPUBEAQ K PEMPECCY MAPECTEINH, YAYHLLIEHWIO YyBCTBUTEABHOCTM M YOCTUHHOMY BOCCTAHOBAEHMIO ABUTATEABHbIX GDYHKLIMHA.
3akAloyeHHe. [IPEACTABAEHHbIE CAYYaM MAAOCTPUPYIOT HEOBXOAMMOCTh CMCTEMHOIO AMArHOCTMYECKOrO MOAXOAQ MPU MOAMHENPOMNATUSIX,
BKAIOYQIOLLLErO OLLeHKY MpHOBpETEHHbIX AECOULMTHBIX COCTOSHMI AQXKE MPU MOATBEPXKAEHHOW reHeTn4eckor nartorornm. CBOeBpemMeHHas
KOppeKLMA BUTAMUHHOM HEAOCTATOYHOCTM OBeCrneymMBaeT 3HQYUMBbIN KAMHUYECKMI OTBET 1 YAY4LLIQET KQ4€CTBO XM3HM MALMEHTOB.

KAIOYEBLIE CAOBA: cOYeTAHHAS STUOAOMMS MOAMHEMPOMATHUM; MHIAASLIMOHHAS TOKCHMYECKAs HeMponaTms; B12-AeouUMTHAS NOAMHENPONATHS;
MPOgbeCCHOHAAbHbIE MOAMHEMPONATHM; PEAKME MPUYMHBI HEMPOMATHM; PEAKAS MPUYMHA AECOMUMTA LUMAHOKOBAAQMMHA.

KOHPAUKT UHTEPECOB. ABTOPDbI 3Q5BASIOT 06 OTCYTCTBUM KOHOPAMKTA MHTEPECOB.

Cyancobalamine-deficiency polyneuropathy associated with
nitrous oxide inhalation and thiamine-deficiency polyneuropathy
in Charcot-Marie-Tooth disease type 1: two clinical cases
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SUMMARY

Objective. To demonstrate rare and combined forms of polyneuropathies resulting from vitamin deficiencies against the background of exogenous
intoxication (nitrous oxide) and pre-existing hereditary pathology (Charcot-Marie-Tooth disease), emphasizing the reversible nature of symptoms
with timely etiopathogenetic therapy.

Materials and methods. Two clinical observations of 27- and 29-year-old female patients with newly diagnosed polyneuropathies are presented.
A comprehensive analysis of anamnestic data (occupational, toxicological, nutritional, family history), neurological status, laboratory parameters
(vitamin B 12, thiamine), electroneuromyography, and molecular genetic testing was performed.

Results. In the first case, a patient with occupational exposure to nitrous oxide was diagnosed with B 12-deficiency polyneuropathy, confirmed by
decreased cobalamin levels and macrocytic anemia. In the second case, against the background of chronic alcohol consumption, thiamine
deficiency was detected; phenotypic features (foot deformity) and genetic testing results verified Charcot-Marie-Tooth disease type 1 (17p11
duplication, PMP22 gene). Prescribed replacement therapy (cyanocobalamin, thiamine) led to regression of paresthesia, improved sensitivity,
and partial restoration of motor functions.

Conclusion. The presented cases illustrate the necessity of a systematic diagnostic approach for polyneuropathies, including assessment of
acquired deficiency states even with confirmed genetic pathology. Timely correction of vitamin deficiency provides a significant clinical response
and improves patients' quality of life.

KEYWORDS: combined etiology of polyneuropathy; inhalational toxic neuropathy; B 12-deficiency polyneuropathy; occupational polyneuropathies;
rare causes of neuropathy; rare cause of cyanocobalamin deficiency
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BBenenne

[Tonuneiiponarus — pacrpocTpaHeHHasl TOJTUITUOJIOTHYE-  HEPBHOM TKAHU WIJIM BTOPUYHOE NMOPAKEHUE €€ BCIIEICTBUE
CKasl HO30JIOTHYCCKAsl CIMHHUIIA, BOSHUKAIOIIAS y JIFOJCH BCEX  T'CHEPAM30BAHHOTO COMATHYECKOTO 3a00JICBaHUsI, TATOIOTH-
BO3PACTOB KaK CaMOCTOSATENBHOE 3a00JICBaHUE MICPUPEPHICCKON  YECKOTO COCTOSIHUS MJIA HMHTOKCHKAITHH.
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Hens. B HacTosmIEH cTaThe OYAYT OMUCAHEBI PEIKUAC CITyYan
BO3HUKHOBCHHUS NICPBUIHON JIEQUITUTHON MOTUHEHPOIATHH
¥ coueTaHHOU (Gopmbl 3a00eBaHus Ha (POHE TpeACyIIe-
CTBYIOIICH TEHETUYCCKHU IETCPMUHUPOBAHHON MTATOIOTHH.

Marepuajibl M1 MeTOAbI
Onucanyne KJIMHAYECKHX HAOTIONEeHHH

Knunuueckuii cnyuaii Ne 1

Kenmuna, 27 met. )KanoObl Ha MATKOCTH IPU XOIb-
0c, MOBBIIICHHYIO (PU3UYECKYI0 YTOMIISIEMOCTh, BHE3AITHO
pa3BUBIIKECS BHIPAXCHHEIC MAPECTE3UH B KOHEYHOCTIX
JIO YPOBHS JIOKTEBBIX CTHOOB M KOJICH, OCCIIOKOSIINE B TE-
4yeHue 3 HeJenb.

AHaMHe3: TaIeHTKa — Mpo(eCcCHOHATBHBIN JEKOPaTOp I10-
MEIICHUM, EATeIBHOCTh CBSI3aHa B TOM YHCIIE C 3alIOIHCHUEM
Ta30BBIMH CMECSMH (TeJIHi, OKCH]T a30Ta) BO3AYIIHBIX IIAPOB.
XpoHudeckue 3a00JIeBaHus, YIOTPEOIICHHE TOKCHISCKUX
BEIIECTB OTpHUIaeT. HaciaencTBeHHOCTH 10 3a00JICBaHUSIM
HEPBHOW CHCTEMBI HE OTATOIICHa. B comariueckoM craryce —
JIerKast OJIETHOCTh KOXKHBIX IIOKPOBOB, B OCTAJILHOM — 0e3
0COOEHHOCTEH.

Hesponornueckwii cTatyc: Co3HaHHE SICHOE, B TIPOCTPaH-
CTBE, BPEMCHH ¥ COOCTBEHHOU TUYHOCTH OPUCHTHPOBAaHA
MpaBWILHO. MEHUHTCaIPHBIX CHMIITOMOB HeT. OOMaHOB
BOCHPHUSATHSI, TTATOJIOTMICCKIX ITOBEICHUYCCKUAX PEAKIIUN HET,
Ha BOIIPOCKHI OTBEYAET MpaBWIbHO. TectupoBanue mo MoH-
peasibckoi mkane — 29 6amioB (HopMa).

UepernHbie HepBbI HHTAKTHEL. CYXOXKUIbHBIC PEQIICKCHI
C PYK ¥ HOT CHIDKCHBI, aXHJUIOBBI H KapIIOPaIHaIbHbBIC OTCYT-
cTBYIOT. [10BEepXHOCTHBIC peieKChI (OPIOLIHBIC) TOCTATOYHBIE.
[MaTonormueckux peduekcop Het. Cuia MBI MoHAS. bo-
JIeBasi 9yBCTBUTEIIEHOCTH H3MEHCHA B BEPXHUX KOHEYHOCTIX
IO TUITY «BBICOKUX IIEPYATOKY, HIDKHUX KOHEYHOCTEH IO THITY
«ronbdy». TemneparypHas, TakTHIIbHAS cOXpaHeHbI. Hapytie-
HUE MPONPHOICTITHBHON YYBCTBUTCIFHOCTH B IMABIAX CTOIL
CHIkeHHe BUOPAIIMOHHOM YYBCTBUTCIIBHOCTH Ha YPOBHE
MEIHAaThHBIX JIOIBIKEK 10 4 CEKyH]I.

[Manpue-HOCOBas mpoba, MATOYHO-KOJICHHAs ITpoda — He-
YBEPEHHO C JIByX CTOPOH, C AJIEMCHTaMU JrcMeTpuu. B mo3e
Pombepra ¢ 3aKphITHIME IJTa3aMU — HEYCTOWYHUBOCTH (HE TPY-
6as1). Cumntom Jlepmutra HeyOenutenbHbIi. OyHKIMM Ta30-
BBIX OPTaHOB HE HAPYIICHBI.

Hannvle 1a00pamopHbIX u UHCHPYMEHMATbHBIX 00CT1e008aAHUI

Knuandeckuii ananu3 KpoBu — remMorioous — 105 /1 (<),
cpeanuit 00beM 3putporutoB — 105,8 ¢ (85,0-105,0), cpex-
Hs1s1 KOHIIEHTpanus reMonioorHa B sputponute 35,0 mr (24,0—
33,0), ocTanbpHBIC TOKA3aTed B HOPME.

Broxumiyeckuii aHaIM3 KPOBH — CHIDKCHA KOHIICHTPALTHS
B12 (90 nr/mi). B ocransHOM — 63 0cobeHHOCTEH, B TOM
YHCIie KOHICHTpanus (OIUeBON KUCIOTH 1 C-peakTHBHOTO
Oerka B Ipejesiax HOPMEL.

OOmuit ananmu3 MoYH — 6€3 0COOCHHOCTEH.

Amnanu3 kposu Ha BUY, renarut B u C, cudunuc — ot-
pUIATSIBHBL. YIBTPa3BYKOBOE UCCIICIOBAHUE OPIOIIHOM 110-
JIOCTH ¥ 3a0PIOMIUHHOTO MPOCTPAHCTBA, OPTAHOB MAJIOTO
Ta3a, GUOPOracTPOIyOICHOCKOIIUS, PEHTTCHOTpaMMa JICTKUX,
JNEKTPOKApIHOrpaMma — Oe3 MaToNIOTHH.

DnexrpoHeiipomMuorpadus: CCHCOMOTOPHOE aKCOHAIBHO —
JIEMHEITMHU3UPYIOLIIee TIOPAKEHNE HEPBOB BEPXHHUX M HIKHUX
KOHEYHOCTEH 110 MOIMHEBPUTHYECKOMY THITY, O0JIee BhIpayKeH-
HO B CEHCOPHBIX HEpBaX HW)KHUX KOHEYHOCTEH.

Jluaenos: B12-nedunurHas nonuHelponarus (pearo-
JIOKMTENBHO Tokcnyeckoro (N,O) renesa.

Hasnauena repanus nnanko6anamuaom 1000 Mxr B/M
10 nueit, 3arem 1000 mxr 1 p/aen, 8 Hen. C pexomeHaauei
CMEHBI XapakTepa Tpyuna.

[Ipu ocmoTpe uepes 6 Hex IMoKa3aTeNu KIMHIYECKOTO
aHaJM3a KPOBH HOPMAJIM30BAINCH. OTMEUYeHa TONOKUTEb-
Has JUHaMHKa: YMEHBIICHNE BBIPAXCHHOCTH MapecTe3ni
1 IATKOCTH MIPU X0/b0e, YIy4lInIach TOJIEPAHTHOCTD K (H-
3WYECKUM Harpy3KaM.

Knunuueckuii cnyyai Ne 2

[TanuenTKa, sxeHIHA 29 JIeT, %KaJlo0bl Ha ¢1a00CTh U Ta-
pecTe3ny B KOHEYHOCTSIX, TPEUMYILECTBEHHO HIKHHX.

AHaMHe3 — CUMIITOMBI BO3HHKIIM 6 MeC Ha3a/l, IPOrpeccupy-
10T, B TEUCHHE MOCIIEIHETO MecsLa CTalu 0osee BhIPaKCHHBIMH,
TalMeHTKa 00paTHiIach 32 MEAMIIMHCKOHN TTOMoIIbIo0. 113 anamHesa
)KH3HH — COMaTHYECKUE M HEBPOJIOTHUECKHE 3a00JIeBAHHS OTPHLIACT.
Cewmeitnblit anamHe3 He orsroineH. [Ipodeccus — Oapmen. Yio-
TpebneHne ankorons — 3—4 mopimu 3—5 pa3 B HeJlelro Ooee 3 JerT.

B comarnueckoM craryce — JerKHue acTo3HOCTh, TUIepe-
MU ¥ YCHIICHHE KAITMJUIIPHOTO PUCYHKA KOXKH JIHIIA.

B HeBpoJIOrHYECKOM cTaTyce — CO3HAaHUE SICHOE, B IPO-
CTpPaHCTBE, BpEMEHHU U COOCTBEHHOW JIMYHOCTH OPUCHTH-
poBaHa MpaBWILHO. MEHUHTEANBHBIX CUMIITOMOB HeT. O0-
MaHOB BOCHPHUATHUS HET. Ha BOpOCHl OTBeYaeT MpaBUIHHO.
OMOIMOHAIFHO HECKOJIBKO rurepiaadmisHa. TectupoBanue
o MoHnpeasbckol mikasne — 28 6auios (HopMa).

UepernHbie HepBBI HHTAKTHEL. CYXOKUIBHBIC PEQICKCHI
C PYK CHIDKCHBI, KOJICHHBIC, aXFJUTOBBI PE(ICKCHI OTCYTCTBYIOT.
Bprommsie pedekcs! — nocrarounsie. [laronornyeckux ped-
JIeKCOB HeT. JIerkast runoTpodus MBIIIIT TOJICHEH U MEKOCTHBIX
MBIIII] CTOM. 3aTPYAHCHO BBIMOIHEHHUE TECTA KIIOCTOSATH HA TISIT-
kax». CHHKECHHE CUITBI B MBIIIIAX-PAa3ru0aTeisx cTon 1o 4
0ayuIoB, B OCTAJBHBIX TPYIITAX MEIIII] CHTa coxpaneHa. KoH-
TPaKTyp HET, 00beM JIBUKEHHUH B CycTaBax coxpaHeH. CHIDKEHHE
TaKTWIBHOW U 00JIEBOW YyBCTBUTECIBHOCTH BEPXHUX KOHEUHO-
CTEH 0 TUMY «IIePYaTOK», HUKHUX KOHEYHOCTEH — IO THITY
«BBICOKHX HOCKOBY». [ py0Ooe HapyleHre NponpHOLeNTHBHON
YYBCTBUTEIIHHOCTH B MAJIBIAX CTOI U BHOPAIMOHHOW Ha YPOBHE
MeIraibHbIX Joabbkek (3 cex). Herpybas nedopmanust cromn
o Tumy cTonbl Opupeiixa 1 MOIOTKOOOpa3Has aedopMarys
nanbLeB cror. [lanbie-HocoBast mpo0a, MATOYHO-KOJIEHHAs
1po6a — HEYBEPEHHO C JIByX CTOPOH, C JJIIEMEHTAMH JINCMe-
Tpun. Jlerkoe npokaHue BBRITSHYTHIX pyK. B mo3e PomOepra
C 3aKPBITBIMU IJ1a3aMU — nomarsiBanue. CummnroM Jlepmurra
oTpHIaTeNbHbIH. OYyHKINN Ta30BBIX OPTaHOB HE HAPYIIICHEL.

[NarmenTKa coo0IaNa TaKKe, YTO B TCUCHUE BCEH KU3HH
OoTMeYaia CIOKHOCTH B MON00PE yIOOHOH 00yBH.

Hannvlie 1a00pamopHbIX u UHCIPYMEHMATbHBIX 00CT1e008aAHUIL

Knunnueckuil ananus KpoBH — HOpMA.

Buoxumunueckuii aHaIIi3 KPOBH — KOHLIEHTPALMS THAMHUHA —
0,9 vr/mi (2,10-4,30). B ocransHOM — 0€3 0COOCHHOCTEH.
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OOmuii aHaM3 MOYHM — HOpMa.

Amnanu3 xposu Ha BUY, renarut B u C, cudunuc — or-
pHLATEIbHBL. YJIBTPa3BYKOBOE MCCIIEJOBaHHE OPIOIIHOM 1M0-
JIOCTH ¥ 3a0PIOIINHHOTO MPOCTPAHCTBA, OPTaHOB MaJIOro
Ta3za, puOpPOracTpoayoCHOCKONHS, PEHTICHOTpaMMa JIETKHX,
3NIEKTPOKapANOrpaMMa — 0e3 CyIeCTBEHHBIX N3MEHEHHH.

OnexrpoHeiipoMuorpadusi: CHWKEHHE CKOPOCTH MPOBeJie-
HHS| UIMITYJIbCA TI0 TIEpPOHEaIbHBIM HEpBaM C 2 CTOPOH /10 24 m/c
crpaBa ¥ 22 M/c cieBa (CKOPOCTh IPOBEJACHUS UMITYJIbCa
I10 HEpBaM BEPXHUX KOHEYHOCTEH — 28 M/C) CO CHI)KCHHBIMH
MMOTCHITMAIAMH MBIIICYHOTO OTBeTa Ha oHe nuddy3HOTro
MIEPBIYHO aKCOHAJIBHOTO MTOPAYKEHHUS ¢ PU3HAKAMU BTOPHYHOM
JIEMHCIIMHU3AIMN CEHCOPHBIX M MOTOPHBIX HEPBHBIX BOJIOKOH,
Oosee BRIPaXKEHO Ha HIDKHUX KOHEYHOCTSIX.

l'enetndeckoe TecTHpOBaHUE: TyIUTHKAIMS B 17 XpoMocome
(17p11), rene Genxka nepuepryeckoro muenuna 22 (PMP22).

Jluacnos — 6one3np lllapko — Mapu — Tyra 1-ro Tuna,
OCJIOKHEHHas TTOJIMHEeponaTueil BcieacTBUEe HeloCTaToy-
HOCTH THaMHHA.

[Tpoenena Tepanus tnamuaoM 100 Mr/cyT BHyTpUMBI-
ILIEYHO 7 JHEH C IepexoioM Ha MepOpaNIbHBIN IPHEM THAMHIHA
100 mr/cyT, 2 mecsna.

KympoBans! mapecre3uy, yIy4Iniach 1yBCTBUTEIEHOCTb
B HIDKHMX KOHEYHOCTSIX M CTAJIO 3HAYMMO MEHEE BhIPYKEHHBIM
CyObEeKTHBHOE OLIyIIeHHE c1abocTH B HOrax (opcoduiexcust
3HAYMMO HE N3MEHUIIACH).

Obcy:xnenue
Knaccupukayua nonuneiiponamuii [1]
Iepsuynuie:

— HacueacTBeHHbIe (Oosesns [llapko — Mapu — Tyra, [e-
xepuHa — Coraca, Pedcyma);

— MIMONAaTHYECKUE BOCTIAINTENBHBIE (OCTpas U XpOHHYE-
CKasl IEMHEIMHU3UPYIOIIUE TTOJIUPAANKYIIOHEHpONIaTHH).
Bmopuunvie:

— qucMerabonuueckue (IuadeTnaeckas, ypeMuieckas);

— nedururapHsie (IIpU HEOCTATKE BUTAMHUHOB);

— TOKCHYECKHE (aJIKOTOJIbHAs, JIEKAPCTBEHHAs, TPOMBIIII-
JICHHAs);

— acCOLMHMPOBAHHBIE C CHCTEMHBIMH 3200JIeBaHUSMU (JIUCTIPO-
TEMHEMHH, CAPKOHNJ103, 00JIE3HHU COCANHNUTEIHLHON TKaH!);
— MH(EKIMOHHBIE U NOCTBaKUMHaNbHbIE (1pn BUY, nud-

TEpUH, TEIaTHTaXx);

— MapaHeoIIaCTHYECKHE;

— o0ycIoBiieHHbIE (hU3NYECKUMU (aKkTOpaMu (BUOparys,
XOJION).

T'enemuuecku demepmunuposannvle NONUHENPONAMUU

HacnencrBennsle nepudepruieckre HeHponaTiHy BKIIO-
yatoT ceHcopHo-moTopHble (HMSN), MmoTopHbsie (HMN),
cercopHsle (HSN) u cencopno-ereratususie (HSAN) dop-
MelI [1, 2]. Haubonee pacnpocrpanena 6onesns lapko —
Mapwu — Tyra (IIMT), B 80-90 % ciryuaeB 0OycioBieHHas
n3MeHeHueM uncina konuid rena PMP22 (xpomocoma 17p.12)
unu mytauusimu B redax GJB1, MPZ, MFN2 [3, 4]. dymuiu-
kanwst/genenus PMP22 BBI3bIBaeT 10303aBUCUMYIO CBEPX-
9KCIPECCHIO OelKa B IIBAHHOBCKHUX KJIETKaX, IPUBOISIIYIO
K IIPOTEacOMHOI1 TIeperpy3Ke, arperanny Oejika u HapyLIIeHHIO

ayrogaruu [4]. Myraunu 8 MPZ BbI3bIBaroT arperaiuio oemnka
B HHJOIJIa3MaTUYECKOM PETUKYIyMe U anonTos [2, 4]. B oc-
Hose LIIMT sexut auchyHKIUS B3aUMOAEHCTBHS AKCOHOB
U IIBAHHOBCKUX KJIETOK, IPUBOJAILIAS K IEMUETHHU3AUU
WA aKcoHomaTuu [2].

Bonesns knaccuduimpyercs 1mo Bo3pacty Havaia (oT He-
OHATaJIBHOTO JI0 MO3JHET0 B3POCIIOro), TUITY TTOPAXKCHHS
(IeMUeNMHN3UPYIONINI/aKCOHAIBHBIN ) M TUITY HAaCJICIOBaHHS
(ayTOCOMHO-ZIOMIHAHTHBIH, PEIIECCUBHBIH, X-CIICIUICHHBIN) [5].
Ucrtopuueckas xnaccuduxauns HMSN (I-VII) ycrynwmia
MECTO COBPEMEHHOMH, YUHUTHIBAIOIICH (EeHOTHIL, ANEKTPOPH3HO-
JIOTUYECKHE JaHHbIE, TUTl HACIE0BAHNS U IPUUUHHBIN TeH [5].

Tuamun-oepuyumnsle u IMAHON-ACCOUUUPOBAHHBIE
nonauneiponamuu

Jedunur tTnamuna (Butamuna B 1), KpuTHYHOTO IS
SHEPreTHYECKOro 0OMeHa, BO3HUKAET P ATMMEHTapHOH
HEZ0CTaTOYHOCTH, aJIKOTOJIM3ME, Mallbabcopounu, mocie
Gapuarpuueckux onepauuii [3, 7]. AkruBHast popma (THa-
muHaudocdar) — kohakTop KIrOUEBEIX (HEPMEHTOB ITUKIA
Kpebca n nenrozodpocdarnoro mytu. Ero nepunur Bener
K cHIXeHnto cuHTe3a AT®, nakrar-anuno3y, HapyeHHIO
CHHTE3a MUENINHA U HelipoTpancmuccuu [4]. [lepudepuueckas
HEpBHas CUCTEMa CTpaJiaeT Py XPOHUUECKOM Jieunure, mpo-
SIBIISIICH aKCOHAJIBHOM MonuHelponaTtuel no ganueiM SHMI
u Ouoricun [4]. HeBponorndeckasi CHMIITOMAaTHKA (C1a00CTB,
aTakCcHsl, KOTHUTHBHEIC PAacCTPOMCTBA) YacTO O0paTuMa mpu
CBOEBPEMEHHOU Tepanuu [4].

AnxoronbHas nonuHeliponarus (10 36 % Bcex nmosuHenpo-
NaTUil) UMEET CMELIaHHbIA MaTOreHe3: IPAMOE TOKCHUECKOe
JIeCTBHE 3TaHOJIa/META0OIUTOB M BTOPUYHBIN NeUIHUT
THaMUHA U3-3a MaJIbaOCOPOLINY ¥ HAPYIICHHSI YTHUIIN3AIUN
[6, 8,9, 13]. BelnensroT XpOHUYECKYIO TOKCHUYECKYIO (hopMy
(mpeobataHue YyBCTBUTEIBHBIX H BETCTATUBHBIX HAPYIIIC-
HHI) B OCTPYIO/TIOIOCTPYIO THAMUHACHUIUTHYIO (HOPMY
(mpeobaianue NBUraTeILHBIX PACCTPONCTB U atakcuu) [9,
12—14]. TedeHue 9acTo MPOrpeCcCUPYIOIIEe, CTAOHITH3UPYIO-
1eecst Mpyu OTMEHE aJIKOT OISl U JICYeHUH THaMUHOM [9, 16].

Huanxobanamun-oepuyummnasn nonunenponamus

Hesponoruueckue nposipiaeHus nepuunta BUTAMHUHA
B,, (pyHHKYIAPHBIA MHENO3, CEHCOMOTOPHAS MOJHHEH-
ponarus, KOTHUTUBHBIE PACCTPONCTBA, ONTUUECKAs HEel-
pomarusi) MOTYT OIlepeXaTh reMaTOJIOTHYECKHUEe H3MEHe-
Hus [7, 8]. [laToreHe3 KOMOWHIPOBAHHEIN: 1) CHIKCHHE CHH-
Te3a S-aJleHO3MWIMETHOHNHA, HE0OX0ANMOTO TSl 00pa3oBaHus
MHENNHA; 2) HAKOIUIEHHE MeTHIMaJIOHOBO# Kucnotsl (MMK),
HapylIaonel YHepreTH4eckuii 0OMEH M BBI3BIBAIOMICH JK-
CalTOTOKCHMYHOCTD; 3) HapyleHne MeTaboau3Ma MUEIHHA
n3-3a Orokap! MeTHiIManoHmI-KoA myrassr; 4) nucbanaHc
HelipoTpopudeckux Gaktopos [8, 14—16, 19]. [Tomuneiipo-
NaTHs IPEUMYIIECTBEHHO aKCOHAJIbHASL.

[puuunb gepunura B |- HACIIEJICTBEHHbIE (medexTs
BHyTpeHHero dakrtopa Kactmia, Tpancniopra), amumeHTap-
ueie, 3aboneBanust XKKT (arpodudaeckuii racTpurt, pezexus
KUIICYHUKa, MaJIbaOCcopOIHs ), IPUEM JeKapcTB (MeTGOpMUH,
3aKHCh 30T, HHTHOUTOPBI IPOTOHHON MOMITBI ), HOBBIIEHHAS
motpebHoCTh [7, 12, 20].
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3akinioueHune

OTHonoruyeckas ¥ naToreHeTuueckasi FeTepoOreHHOCTh
nojsnHelponaTuil TpedyeT CHCTEMHOro NMOAX0oAa K Aua-
rHocTuke. TiaTenpHbll aHAIN3 aHAMHECTUYECKUX JaHHBIX
(cemeiiHor0, MPOhEeCCHOHAIBHOTO, TOKCUKOIOTHYECKO-
ro, HyTPUTHUBHOTO) SIBISIETCS] KPUTHYECKH BaYKHBIM IS
yCTaHOBJIECHHS epBonpuuuHbl. HacnencTBeHHbIe (hOPMBI
SIBJISIFOTCST BAXKHOM COCTaBIISIIOLIEH B CTPYKType 3aboite-
BaHM nepudeprudeckoil HepBHOU cucTeMsbl. X TedeHune
MOXET OBITh MOAM(PULIHUPOBAHO BHEUTHUMHU (aKTOpaMH, 12
YTO HE0OXOAMMO YUUTHIBATh IIPH HHTEPIPETALIMHA HEBPOJIO-
rudeckoro nedpunura. [IprodpereHHbIC TOTMHEHPOIATHH,
B CBOIO OU€pellb, OCTAIOTCS 3HAUMMBIMH ¥ OTEHLIUAIBHO
o0paTuMBIMH cocTosHUSIME. KiTMHn4eckas kapTHHA MOXKET
pa3BUBATHCS CYOKIIMHUYECKH, 2 HEBPOJIOTUYECKHUE MTPOsIBIIE-
HUS — OIlepe’kKaTh UM CYIIECTBOBAaTh H30IUPOBAHHO OT KJIac-
CHYECKHMX IFeMaTOJOTHYECKUX UIIH CUCTEMHBIX MapKepoB.
CBoeBpeMeHHas U LieleHanpaBlIeHHass JUarHOCTUKA B CO-
YETaHUH C MOJEKYISIPHO-TEHETUUECKIM TECTUPOBAHUEM IIPH 15,
000CHOBaHHOM IT0JI03PEHUH TIO3BOJISIIOT BEpUPUIIPOBATh
CJIOKHBIC U cOYeTaHHbIe (OPMBI oNMHeHponaruii. B ciydae
MIPHOOPETEHHBIX BApUAHTOB MTOJMHEHPONaTHH, a1eKBaTHAS
Tepanusi MOXKeT IPUBOJUTH K PErpeccy CUMITOMATUKH, YTO
MOJYEPKUBAET BaXXHOCTh PAHHETO BBISIBICHUS U KOPPEKLIUU
TedeHUs 3a00JIeBaHUs.
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