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BbIBOABI:

1. B Xome mnpoBeNEHHOTrO KIMHUKO-3MHUJIEMUOJIOTHYECKOTO HUCCIIEIOBAHUS
MOJIy4eHbl JaHHbIE 00 SMUJIEMUOJOTHYECKUX XapaKTEPUCTUKAX DIWICTICUM JIeTel
CepmiioBckoit o6acty B Bo3pacte ¢ 11 10 18 JeT ¢ ICuXu4ecKuMH paccTpoNCTBaMH.
BoiicHeHo, 4ro (¢oKajgbHas AOWICNCHS SIBISETCS CaMblM YacThIM  BHUIAOM
AIUJICNTUYECKOTO MPUCTYIA CPEIU ACTeH TaHHBIX BO3PACTHBIX IPYIIIL.

2. Ilokazarenu pacnpeaeneHus dUICICUU Y IeTe 0 KIMHUYECKUM (popMam:
CUMITOMATHYeCcKass smnuiercus coctaBmwia — 23,3%, uaumonarmueckas — 40,0%,
KkpunrtoreHHas —36,7%.

3. Dnuiencus JUarHoCTUPYETCsl HE3aBUCHMO OT I0JIa B CPEAHEM BO3PACTHOM
nuarma3zo”e 15-16 ner.

4. Takxe MpOBEAEHHOE HCCIEIOBAHUE MO3BOJIAET CIENATh BBIBOJ O TOM, YTO
SIUJICTICUS SIBJISIETCS. MHOTO(AKTOPHBIM 3a00JIEBAHUEM, TEUEHUE M MPOSIBICHUE
KOTOPOTO B 3HAUUTEITHLHON Mepe 3aBUCUT OT Te€UEeHUsI OEpeMEHHOCTH U pojaoB. Cpenu
HUX B Pa3BUTUHU SIUWJIEIICUU WUTPAIOT POJIb MEpUHATANIbHAS THUIOKCHS Pa3TUYHOTO
reHe3a, HEOHATAIbHBIE CYJOPOTrH, TPAaBMaTUUYECKOE MOPAXKEHHUE TOJIOBHOTO MO3ra B
MHTPAHATAIIbHOM MEPHO/IE.
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AHHOTALNSL. XpoHuueckas BOCHAJIUTENbHAS ~ JEMHUEITUHU3UPYIOLIAs
MOJIMHENPOIATH S (XBAI) MIPEICTABIAET coboit ayTOUMMYHHOE
JeMUEIMHU3MpYyolee  3a0oyeBaHue  MepudepuvyecKkoil  HEPBHOM  CHUCTEMBI,
XapakTepu3yroumeecs pPEUUIUBUPYIONMIMM WA  MPOTPECCUPYIOIIUM  TEUYECHHUEM.
Pacnpoctpanennocts XB/III cocraBnsier 1-3 Ha 100 ThiC. HaceneHus B roji, BAPbUPYS
ot 1 no 7,7 na 100 teIc. Hacenenus [1]. ¥ myxuun XB/III Bo3HuKaeT yamie, 4eM y
xeHiuH. CpenHuil Bo3pacT nebrota 3a0olieBaHus Koisiednercs oT 45 mo 55 ner, ¢
BO3PACTOM PAaCHpPOCTPAHEHHOCTh 3a00JI€BaHUS YBEIUYMBACTCS, TOCTUTasi MAKCUMYyMa
(6,7 na 100 TeIC. HaceneHusi) B Bo3pacte 70-79 ner [2]. Peakas BcTpedaemMocTh U
HecnenpuyuHas KIMHUYECKas KapTuHa OOyCIaBIMBAIOT TPYIHOCTh JUATHOCTUKU
XBJII [5]. Jus B3pocmoii kateropuu 0o0iabHBIX XBJIII xapakTepHBIMH SBIISIOTCS
CIEAYIOIIME OIIMOOYHbIE TMEePBUYHBIC JHATHO3BI: JACTCHEPATUBHO-IUCTPOPUUECKUE
M3MEHEHHSI TO03BOHOYHHWKA; MOJMHEHPONATUsl PAa3IMYHOTO TIeHe3a (TOKCHUYEecKas,
aucMeTaboMuYecKass WIM HEyTOYHEHHas); apTpomarws, apTpo3; HEJ0CTaTOYHOCTh
BEHO3HOTO WJIM apTEePUATIbHOTO KPOBOOOpAIICHHUS HWKHUX KOHEYHOCTEH U
TUCHUPKYJIATOpHAs dHuedanonatus. Takke yCIOKHIOT auarHocTuky XBJIIT
COMYTCTBYIOIIME TIATOJIOTHMH, B OCOOCHHOCTM - 3a00JIeBaHHsS CYCTaBOB U
mo3BoHOYHMKA. OmnucaH KIMHUYECKUH ciydail OOJIbHOTO C  XPOHMYECKOU
BOCIIAJINTENIBHOW  IEMHUENMHU3UPYIOIIEW TOJMHEUPONIATUEN C  COIYTCTBYIOLIEH
MOSACHUYHO-KPECTIIOBOM PAAUKYJIONATUEN M ACENTUYECKUM HEKPO30M TOJIOBKH
OeapeHHoM KocTu. B cTaThe paccMaTpuBarOTCs 0COOCHHOCTH ATUOJIOTHUH, TTATOTeHE3a,
KIMHUKY U quarHoctuku XB/IIT B qunamuke ot 1e0roTa 3a00J1eBaHus 10 pa3BEpHYTOM
HEBpoJIOrnueckoit cumnromMatuku. Ocoboe BHUMaHue yaensercs AuddepeHuuaibHOMl
JTMAarHOCTUKE HEBPOJOTHMYECKUX MPOSIBJICHUN U JAHHBIX JOMOJHUTEIBbHBIX METO/OB
HUCCIIEeI0OBaHUM.

Annotation. Chronic inflammatory demyelinating polyneuropathy (CIDP) is an
autoimmune disease of the peripheral nervous system characterized by a relapsing-
remitting or progressive course. The prevalence of CIDP is 1-3 per 100,000 adults per
year, ranges from 1 to 7.7 cases per 100,000 [1]. CIDP affects men more often than
women. The median age of onset ranges from 45 to 55 years, and the incidence rises
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with advancing age, reaching a maximum (6.7 per 100,000 adults) at the 70-79 age
year-group [2]. A rare occurrence and non-specific clinical picture are the main
conditions to cause the difficulties in diagnosing CIDP [5]. CIDP in adults is sometimes
misdiagnosed as other, less treatable conditions among which are spine degenerative-
dystrophic changes; polyneuropathy arised from different causes (toxic, dysmetabolic
or unspecified); arthropathy, arthrosis; Chronic venous insufficiency of the lower
extremities and chronic brain ischemia. there are other conditions of joints and spine
that also may be either misleading or difficult to diagnose CIDP.

We report the case of a patient with chronic inflammatory demyelinating
polyneuropathy associated with lumbosacral radiculopathy and aseptic necrosis of the
femoral head. The article discusses the features of the etiology, pathogenesis, clinical
manifestions and diagnostic process of CIDP from the onset to the development of
neurological symptoms. Special attention is paid to the differential diagnosis of
neurological manifestations and diagnostic methods data.

KiaroueBbie cJjoBa: XPOHHUYCCKAA BOCIAIUTCIbHAA JCMHUCIIMHU3UPYIOIAA
HOHHHeﬁpOHaTH}I, IMOACHUYHO-KPCCTHOBAA PAIUKYJIOIIATHA, acCeITUYECKUN HCKPO3
rOJIOBKH O€JIPEHHON KOCTH.

Key words: chronic inflammatory demyelinating polyneuropathy, lumbosacral
radiculopathy, aseptic necrosis of the femoral head.

BBenenue

XBJIII - ayrouMMyHHOE JeMHUEITHHU3UPYIOIIee 3a00JIeBaHue TTepudpepruuecKoi
HEPBHOM CHUCTEMBI C PELUJIUBUPYIONIUM UM MPOTPECCUPYIOLIMM TE€UECHHEM, OoJiee
pacrpoCTpaHEHHOE CpEeIM MYXKCKOTO HAceJeHUus, JOCTUralpllee MaKCuMyma
3aboJieBaeMOCTH B Bo3pacte 70-79 ner.

Heab ucciaenoBaHusi — U3y4YUTh OCOOCHHOCTH TUATHOCTUKH XPOHUYECKOMN
BOCTIAJIUTEIBHON JIEMUESIIMHU3UPYIONICH MOJIMHEUPOTIATHH Y KOMOPOUIHBIX OOJIbHBIX,
npoBecTd audepeHnnanbHy0 JAUArHOCTUKY C JAPYTUMH  HEBPOJIOTHYECKUMU
3a00JI€BaHUSIMU.

Onucanne KIMHUYECKOTO Cayvasi

[Tartuent 69 ner, camoctosTenbHO oOpaTwics k Hepojiory JJOKTMO
07.10.2020 ¢ xanobamMu Ha CIa00OCTh B HMKHUX KOHEYHOCTSX, 00JIb B MOSICHUYHO-
KPECTIIOBOM OT/I€JI€ TTIO3BOHOYHHUKA C UPPATUALIUEH B SITOIUIIBI, HUKHIOIO KOHEYHOCTD,
OoJibllie B JIEBYIO, OOJIb B JICBOM KOJIEHHOM cycTaBe. M3 anamHe3a 3a0oseBaHus: O
pexoMenaanuu kapauosuora ¢ 2011 r. mo 2018 r. exxegHeBHO mpoxoauit 10 7 kM. B
2018 r. mocne NpuBBIYHON (U3UUECKON HArpy3KH OTMETUJ 0OJIb B JIEBOM KOJIEHOM
CyCTaBe. KoncyneTupoBan TPaBMaToOJIOTOM, PEBMAaTOJIOrOM, JINarHO3:
«JleBocTOpOHHUI KOKCapTpo3 3-4 cT. AcCenTUYECKU HEKPO3 TOJOBKH OeapeHHOI
koctu. JleBocTopoHHMIT TOHapTpo3 1-2 cT.». B Hauane ceHTsiOps Hapocia 00ib B
KOJICHHBIX CyCTaBax M IoOsBHIach ciabocth B Horax. 23.09.2020 Beimoanena MPT
MOSICHUYHO-KPECTIIOBOTO  OT/IeJIa MO3BOHOYHUKA: "OCTEOXOHIPO3 MOSCHUYHOTO
OT/I€JIa IO3BOHOYHKKA C BBITSTYNBAHHEM MEKITO3BOHKOBBIX nucKoB L2-1.3, L3-L.4, L4-
L5, L5-S1. Cnonamnoaptpos. Jedpopmupyrommii crnonaunes. JlereHepaTUBHBIN
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JMCKOTEHHBIM CTEHO3 TO3BOHOYHOTO KaHajma Ha ypoBHsx L[2-1L3, L3-L4 -
oTHOocuTelabHbIA, [L4-1L5, L5-S1- abcomtotHeiii. I'emanrunoma tena L4 mo3onka". C
23.09 mo 05.10 oTmedaeT yXy/aIIEHHE COCTOSHHS B BHJE HapacTaHUs CJIa0OCTH B
HOTax, H3-3a 4Yero ObUI BBIHYXKIECH TIEpPEJBUTaThCAd C IMOMOINBIO TalOK s
CKaHJIMHABCKOM X0/ab0bI. B CBsi3M ¢ HapacTaHueM cIab0CTH B HIHKHUX KOHEYHOCTSIX
rOCHUTAIN3UPOBAH B HEBposiornueckoe otaenenue JOKTMO.

HeBpomormueckuii craryc: UMH — 06e3 ocoOenHocrell. CyXOXKHUIbHBIC
pedaekchl ¢ PyK CHHXKEHBI, 0€3 YeTKOW pa3HUIbl. MplieyHas cujia B pyKax
JIOCTaTOYHAs, B HOrax cHmeHa a0 20. KojeHHbIC XKuBBIe, 0€3 YETKOH pa3HUIIBL.
AXWIIIOBHI - abs. UyBCTBUTENBHBIX HApYIIEHUH HET. ATpodus M 6enep, roJieHeH,
OompInie cripaBa. BeipakeHHBIN HIDKHIN TTapanapes, 0ombiie crpasa. CTenmnax npaBoi
cronsl. [lepenBuraeTcsi ¢ MOCTOPOHHEW MOMOIIBIO.

W3 npoBeneHHBIX HUCCICAOBAHUNM IMOKA3aTEIIbHBIMU SIBISIOTCS  CIEAYIOIINE
pPE3yJIbTATHI:

JlabGopaTopHble wuccienoBaHus KpoBu: Jeikonuro3 13,7* 109 / 1, C-
peakTuBHbIN 6en0k — 10 Mr / mu1, peBMarouaHbiin paktop — 35 ME / mu.

Meronsl  HempoBusyanuszauuu: MPT  1nossCHMYHO-KpeCcTHOBOro  OTAENa
MMO3BOHOYHHKA: OCTEOXOHAPO3 MOSCHUYHOTO OT/AENIA TO3BOHOYHHKA C BHIMSTYMBAHUEM
MEXKIIO3BOHKOBBIX guckoB [.2-L3, L3-L4, L4-L5, L5-S1. Coongunoaptpos.
Hedopmupyrommit CIIOHTAJIES. JlerenepatuBHBIN JTACKOT€HHBIN CTEHO3
MMO3BOHOYHOTO KaHaia Ha ypoBHsaX L2-L3, L3-L4 - orHOcuTenwHBIHA, [L4-L5, L5-S1-
a0cotoTHBIN. ['emanrroma Tena L4 no3BoHKa.

MPT rpyaHoro otaena IT03BOHOYHHKA: IMPAaBOCTOPOHHUM KH(POCKOINO3 Ha
ypoBHe Th8 mo3BoHka, ¢ poTaluei Mo3BOHKOB, KIMHOBHAHAS Aedopmarus tea Ths,
Th9 ¢ Hanmuumem aereHepaTUBHO-AUCTPOPUUYECKUX H3MEHEHHW. CIOHIUI0apTpo3.
Hedopmupyromuii cionauiies. bonesnp dopectobe.

OnexTpoHeipomuorpadusi HUKHUX KOHEUHOCTEH: MPU3HAKA YMEPEHHOTO
aKCOHAJILHOTO TOPAXEHUSI MOTOPHBIX BOJOKOH ITyOOKHX M TMOBEPXHOCTHBIX BETBEU
Maso0epIIOBBIX HEPBOB C IBYX cTOpoH. [Ipu uronpuaroit Muorpaduu HeHpoHONIATHS
OoJIbIIIe BRIpAXKEHA CIICBA.

[TpoBogwmncs muddepeHmaIbHbIi AMardHo3 ¢ OOKOBBIM aMHUOTPO(PUICCKUM
ckiepo3oM, Ooisesnbto [llapko-Mapu-TyTta, 00AMTEpUPYIOLIIMM aTEPOCKIEPO30M
COCYJIOB HIDKHUX KOHEYHOCTEH.

OTcyTcTBHE MOTEHIMANIOB (PUOPWILIALNYN, (PacCUUKYJISIUN, MOJOKUTEIbHBIX
octppix BoaH Ha OHMI mno3BoimMiio  MCKIIOYUTH  JUArHo3  OOKOBOIO
aMUOTPO(UUYECKOTO  CKJIEp03a; OTPHUILIATENIbHBIA  HACJIEJICTBEHHBIA  aHaMHE3,
orcytcTBue Ha DOHMI nopaxkeHusi CCHCOPHBIX BOJIOKOH UCKITIOUnio 6oie3ns [llapko-
Mapu-TyTa; nokaimu3auust O00JMM B CyCTaBe, OTCYTCTBHE HEHPOTPOHUUECKUX
m3MeHennit, Y3J/II'-npu3HaKoB TMOPaXEHUSI HWKHUX KOHEUYHOCTEW IMO3BOJIUJIO
UCKIIFOUYUTh JIMAarHO3  OOJMTEPUPYIOIIETO aTEepPOCKIEpO3a COCYJOB  HUKHUX
KOHEYHOCTEM.

[TauvieHTy ~ BBICTaBJIEH  JUArHoO3: «XpoHHUYECKass  BOCHAJIUTENbHAs
JEMUCIIMHU3UPYIOIas MOJIMHEHponaTusi C BBIPAKEHHBIM HUKHHUM I1apanape3oM.
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ConyTtcTByromuid  auarHo3: JIEBOCTOpOHHMIT KOKCapTpo3 3-4CT. AcCEenTUUYECKuid
HEKpO3 TrOJIOBKU OefipeHHON KOoCTH. JleBocTopoHHMIT roHapTpo3 1-2¢t. XpoHudeckas
BepTeOporenHass  (OCTEOXOHAPO3  MOSCHUYHOIO  OTAeNa  TO3BOHOYHHUKA €
BRIIIAYMBAHMEM MEXKIIO3BOHKOBBIX auckoB L[2-1.3, L3-L4, L4-L5, L5-S1.
Cnonaunoaptpos. edopmupyromuii crionauies. JlereHepaTuBHBIN JTUCKOTCHHBIM
CTEHO3 MO3BOHOYHOTO KaHaja Ha ypoBHAxX L2-L3, L3-L4 - otHOocuTenbHBIN, [L4-L5,
L5-S1- abGcomornpiii. ['emanrnoma Ttenma L[4 mMO3BOHKA) MOSCHUYHO-KPECTIIOBAsS
PAAMKYJIONATHS C BEIPAXKEHHBIM OOJIEBBIM, KOPEIIKOBBIM CHHIPOMOM.

[TanmieHT nostyyan neyeHue: JI-mu3nHa 3CliMHAT, BUHIOLETUH, yiaMaJieKC, BUT.
B1, Bur. B6, omemnpazon, wmumgokaiM, (eHnOyT, HEHpoMHIWH, TabarneHTHH,
JUIOTHAKCOH, C\K MarHe3us, (PU3HOTEPaIIEeBTUICCKOE JICUCHHE.

Coctosinue OonpHOTO Ha (POHE MPOBEIECHHOTO JICUEHUS YIYyUIIUIOCH,
YMEHBIIWIACH 00JIb B MOSCHUYHO-KPECTIIOBOM OT/IEJIE€ TO3BOHOYHHKA, YMEHBIINIIACH
c1a00CTh B HOTaX.

Oo6cyxneHue

OtuonartoreHe3 3a00ieBaHUsA JO CHX TIOp OCTAe€TCsl OKOHYATEIbHO HE
M3y4eHHbIM. Takue ™ycKOBble (aKTOpbl, Kak NpeauIecTByomas HHGEKIus,
BAaKIMHAIUSA, CTPECC, NMEPEOXJIAXKICHUE, BBISBICHBI TOJBKO y 20 % MNanUeHTOB C
XBAII [3,6]. CnoxnocTh auardoctuku XB/III y nanHOro 60JHOTO 3aKit04aeTcs B
HaJlMYUW  COMYTCTBYIOIIEW TATOJOTHMH, KOTOpas HaXOJUT OTPaKCHHE B
noauMoppu3Me KIMHUYECKON KapTUHBI. [lopakeHue cycTtaBoB TpeOyeT eTalbHOTO
M3YUYCHHS, TaK KaK CYCTaBHOM CHHJIPOM MOKET MaHU(ECTUPOBATh COMATHYECKYIO
MaToJorui0. DTO B 3HAYUTEIHLHOW MEpe BJIMSIET HAa TaKTUKY BEJCHHS, IMPOTHO3
MalueHTa.

bonpuiyo ponb B AMArHoCTUKE 3a00JieBaHUN TepudepuyecKoll HEpBHOM
CUCTEMBI HWTrpaeT »syekTpoHerpomuorpadgus [4,7]. OnHa mnokazana MOpaKeHUE
M30JUPOBAHHBIX MOTOPHBIX BOJIOKOH, YTO TO3BOJWIO OTAU(depeHIIupoBaTh
MMOPaYKEHUE HEPBOB HIMKHUX KOHEUYHOCTEM OT XPOHUYECKOU MOSICHUYHO-KPECTLIOBOU
PaaUKyJIONATHH.

BuiBoabI

JIaHHBIN KIMHAYECKUM CIy4yal JIEMOHCTPUPYET CIOKHOCTb IHATHOCTUKHU Y
OOJIBHBIX C KOMOPOUIHOM MaTOJIOTUEH.
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AnHoTaumusi. B craThe mnpencraBieHbl OOLME CBEACHUS HECOBEPIICHHOTO
aMCJIOreHe3a €ro rcHeTU4YCCKue MyTaluu, 0COOEHHOCTH Pa3BUTHA, KIIMHHUYCCKYIO
KapTHUHY.

Annotation. This article provides general information of imperfect
amelogenesis, its genetic mutations, features of development, and the clinical picture.

KirwuyeBble caoBa: aMenoreHes3, MyTallud, SMallb, HECOBEPIICHHBIN
aMCJIOI'CHEC3, BPOKACHHAA I1IaTOJIOI' .

Key words: amelogenesis, mutations, enamel, amelogenesis imperfecta,
congenital pathology.
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