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ALPERS DISEASE
(SPONGIFORM ENCEPHALOPATHY OF CHILDREN)

A rare case of prion disease in an 8-month-old girl is described - Alpers disease
(spongiform encephalopathy of children). Morphologically. The disease was characterized by
severe spongiosis of the gray matter of the brain, a decrease in the number of nerve cells,
proliferation of astrocytes and progressive cirrhosis of the liver.
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OaHuM W3 BBIJAIOUIMXCS JOCTHKEHMHA B OOJACTH MEIULMHBI U OHOJIOTHH
cTano oTkpsITHE B 1982 rony amepukanckum yueHbiM Ctennu [Ipro3nHepoM HOBOTo
TUNa WHQPEKIHOHHBIX areHTOB — IPUOHOB, KOTOpPBIE OTHOCATCS K HauOoisee
MPOCTHIM U3 U3BECTHBIX HA CETOJHSAIHUHN I1eHb MHPEKIIMOHHBIM areHTam [1] .

[IpuonHbl NpeACTaBISIOT COO0W HH(EKIMOHHBIE Are€HThI, COCTABJICHHBIE
TOJIBKO W3 HM3MEHEHHBIX OEJIKOBBIX MOJIEKYJ X03aMHA. [IpuMoHBI He copepkar
HYKJIEMHOBBIX KHUCJIOT, OTJIMYAsCh 3TUM OT BCEX M3BECTHBIX KUBBIX OPraHU3MOB.
[TaToreHHbIE TPUOH-TIPOTEUHBI, CIIOCOOHBIE K TPAHCMHUCCHH, SBIISIOTCS MyTaHTaMU
HOpMaJIbHOH H30(OpPMBI KIETOYHOrO NpUOH-TpoTerHa. Ilpuon-nporenn (PrP)
NpeCTaBIseT co0OW CHAOTIIMKONPOTEH ¢ MOJeKysipHoi Maccoir 33-35 kD,
KOJMPYEMBIN €JUHCTBEHHBIM F€HOM, PaCIIOJI0KEHHBIM y YesioBeKa B 20 XpoMOCOME.
Ponbs HopmanbsHOTO PrP B KileTke eiie He n3BecTHa. CUMTAETCS, YTO OH IPUHUMAET
Y4acTHE B MEKKJIETOYHOM Y3HABAHUMU U KJIETOYHOM akTuBalMH. Camblil BBICOKHAN
ypoBeHb PrP BbISBIEH B HEWPOHAX, OJHAKO €r0 MOT'YT CHHTE3UPOBAaTh U JIPyTHE
KJICTKHM opranu3ma [5].

[IpuoHoBbIe MH(DEKIUU — KIIACCUUECKHUI MPEICTABUTEb.

N3BecTHBI crienyrome BapuaHTbl IPUOHOBBIX 00JIE3HEH: - CIIOHTHO(POPMHBIE
sHileano- u wmwuenomatuu (6ose3ns Kypy, Oonesnb Kpehtidensbara-SAkobda,
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curapom ['epcrmana-lltpayccnepa-1lleitnkepa, gpartanpHas ceMelinas O€CCOHHUIIA,
XpOHMYECKass  Mmporpeccupyromas  sHiedangonaTtus  JETCKOro  BO3pacTa,
aMUOTPOPUUYECKHI JIEUKOCTTOHTHO3) [3].

JIisi TmpUOHOBBIX 3a00JI€BaHUN XapaKTEPHBIMH SIBIIIIOTCSL  CIIEIYIOIIUE
MOP(OJIOTUYECKHE H3MEHEHUs: CIOHTHUO3HbIE (TyOuaTble M3MEHEHHUs) HEpBHOU
TKaHU TOJIOBHOTO MO3ra, IIOTepsi HEUpPOHOB, MposiMdepanus acTPOLUTOB,
amunougnsie  (Pr-mporeunoBsie) Omsmku.  [lepBwiii  cimywaiik  BKS  Obin
Mopdomnoruuecku nuarHoctupoBad B Pb B 1978 rony [3]. CobcTBeHHBIN MaTepuan
K HACTOSIIIEMY MOMEHTY COCTaBIIsieT 32 HaOIIOACHMUS.

BoJsiesnr AJibnepca KpailiHE peaKoe NPHOHOBOE 3a00JICBaHWM JETEH.
bone3np xapakTepusyercsi '3BMEHEHUSIMU KOPbI OOJIBIINUX MOJIyIIapUil, TOXOKUMHU
o mopdonorun Ha BKS u 00513aTenbHO COYETAIOMUMUCS C TTIOPAKEHUEM TIEYCHU B
BUJIE€ OOUIMPHBIX LIEHTPUIOOYJIAPHBIX HEKPO30B (T€MATUT C UCXOAOM B LUPPO3).
3aboseBaHue pa3BUBAETCS B JETCKOM M FOHOILIECKOM BO3PACTE U B CPEAHEM JIUTCS
onvH roj [4], UMEeT ayTOCOMHO-PELIECCUBHBIA THUIl HACJIEIOBaHUSA. THUIHMYHbBIC
TUCTOJIOTUYECKHUE U3MEHEHUS TIPE00II1a/1atoT B KOPE 3aTHUIOYHBIX JOJIEH, TOJI0CATHIX
TeJIaX, aMMOHOBBIX POTax U B MO3KeUke [4].

B Pecniy6iuke benapyck Mopdosiornuecku Juario3 3Toi MpUuOHHOM 00Jie3HH
ObLJT yCTaHOBJICH JIMIIb B OJHOM HaONIOJCHUH Yy JEBOYKM 8§ MecsieB. B
3aKJIIOYUTENIBHOM  KIMHUYECKOM  JIMarHo3e burypupoBaidi  TSKEIBIN
KOMOWHUPOBaHHBIM UMMYHOICPUITUT u sHIE(DaTonoIuHeHponaTHs
HEYTOYHEHHOTO T'€HE3a C BSUUIBIM TETparape3oM.

[IpuBOIMM 3TO HAOIIOICHHUE.

Heouka 8 mecsueB nocrynuna B APO I'Y PHIIL[ AOI" 01.08.11 u3 Y3
«bapanoBuuckas jaerckas OosibHUII@». COCTOSHUE MPU TMOCTYIUICHUU TSIKEIOE,
JbIXaTeJIbHAsT HEJIOCTAaTOYHOCTh, BBHIPAXKEHHAsT HEBPOJIOTUUYECKAsi CUMITOMATHKA
(pHLIEdanOpaIUKyJIOHEUpONaTUsd C BsJIBIM TeTpamnape3oM U OynbOapHBIMU
Hapymenusimu). M3 anamnesa: 1o 4 Mec. peOEHOK poC M pa3BUBAJICS COTJACHO
BO3pAacTHBIM HOpMaMm, He Oojena, npuBUTa 1O Bo3pacty. B 4 wmec.
rocnuTalIn3upoBaHa B gerckoe otaenenue Y3 «['anueBuuckas [{IPb» ¢ amarnoszom:
OcTpblii  JTApUHTOTPAXEHUT, MOJOYHMIA mnoJiocTh pra. Haxoawnace Ha
crtauroHapHoM JieueHuu ¢ 02.05.11 mo 6.05.11. Beinucana B y10BI€TBOPUTEIBHOM
coctostHuu. Co cJI0B MaMbl peOEHOK C 4 10 6 MEcCsIeB CTall TUIOXO NMPUOBIBATH B
BECE, CTajla BSJOM, HEAaKTHMBHOW, Iepectana mnpucaxusarecs. I[loBropHas
rocniutanu3anus 03.07 B V3 «l"anneBuuckas [[Pb» ¢ xano6amu Ha pBOoTy 4-5 pa3
B cyTtku, 04.07 mepeBeneHa B APO bapaHoBHUCKON NE€TCKOW OOJBHUIIBI C
JMAarHO30M: TNepuHaTajbHasg »HHUEedasonaTus CMEIIaHHOTO TeHe3a, CUHIPOM
yrHereHus. CocTosHME mociie acnupauuu pBoTHbIMM Maccamu. C 04.07.11 no
01.08.11 wnHaxomumace Ha CcTauMOHApHOM lJieueHUHM B Y3 «bapaHoBuucKas
ropojickas JeTrckas OOJbHHUIIa», TJ€ ObLI BBICTABJICH AuarHo3: llepBUUYHBIM
UMMYHOAEHUIIHT, SHIIS(DATONOTNPaIUKYTOHEHPONIaTUI HEYTOYHEHHOTO TeHe3a ¢
BSUTBIM TETparnape3oM u OyiabOapHBIMH HAPYIIEHUSMH, CETICUC, aHEMHUS JIETKOU
CTENEHU, TUCOAKTEPHO3 KUIIICUHHKA.

[IpoBenennoe oOcnea0BaHKE:
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OAK B qunamuke: ¢ 1.08.11 mo 21.08.11 OTmeuaercs TeHACHIMS K aHEMHUH,
aeitkoruTo3 ot 18,7 10 27,3. cHMkeHue ypoBHS TUM(OIIUTOB.

buoxumuueckuii ananus kposu B guHamuke: C 01.08. mo 21.08.11

OTMeuaeTcsi TUIIONIPOTEUHEMHUSI, TUITIOATBLOYMUHEMUS, YBEIIMUECHUE YPOBHS
obOmero Ounupybuna (tax 246mkMons/n) oxono 50/50% mno Qpaxuusm,
yBennueHue ypoBHs AJIT, ACT, yposenb CPb cHmxkancs B aquHamuke ¢ 5,88
(03.08.11) o 0,68 x 15.08.11r.

Uccnenoranue nmynkrata koctHoro Mo3ra ot 02.08.11. ITyHkTaT KOCTHOTO
Mo3ra Oorar KJIETOYHBIMH 3JIEMEHTaMH; JocTaTouHoe KojaudectBo MKII,
GyHKIMOHUPYIOT. JocTaToOYHOE KOTUYECTBO CBOOOMHO JICKANTUX TPOMOOIIUTOB.
[IyHKTAT 3HAYUTENIBHO CBEPHYJICS, MHOTO KHUpAa.

Koarynmorpamma ot 02.08.11 AUTB >120 (koutposs 30,9), IIB 18,8
(koHTpOJib 11), akKTMBHOCTH (HAaKTOPOB MPOTPOMOMHOBOrO Komiuiekca 47,4%,
TB>60 (xoutponsb 11,8), pubpunoren 0,95.

06.08.11. AUTB 52,8 (xoutpons 30,2), IIB 35,3(xonTposns 11,3),
aKTUBHOCTH (haKTOpOB MpOTpoMOMHOBOro komiuiekca 23%, TB>60 (koHTpoib
12,3), pubpunoren 1,48.

12.08.11 AYTB 41,5 (xoutpoasr 29,9), IIB 23,3 (xoutpoisr 11,2),
aKTUBHOCTH (haKTOpOB MpoTpoMOMHOBOTO Komiuiekca 37,2%, TB21,3 (koHTposb
13,3), dubpunoren 2,12, VIII.

CocTostHuEe TPOTPECCUBHO yXY/IIIAIOCh, HAPACTAIN TPU3HAKH [I€UEHOYHOM
Y MOYEYHON HEIOCTAaTOYHOCTH, KOTOPhIE U 00YCIOBUIIM HACTYIUJICHUE JIETATBHOTO
ucxoza

3axknouumenvHulli  KIUHUYECKUU  OUACHO3. OcHoBHOE 3aboJieBaHUE:
TSKEINbII KOMOMHUPOBAHHBI MMMYHOJE(PUIUT, HapylleHHe OOMEHa BEUIECTB
HeyTouHeHHoe (E88.9)

Ocnooicnenus ocrnosnoco 3abonesanus: CIIOH (meueHouHas, modeyHas,
cepaeunas, abixatenbHas, auchynkuus KKT. Duredamononuneiponatus
HEYTOYHEHHOTO I'€HEe3a C BSJIBIM TETPANape30M.

Ha ayromcum: Tpynm [€BOYKM TPYJHOrO BO3pacTa, MPaBUIBLHOIO
TEJIOCTIOKEHHUSI, TOBBIIMIEHHOTO TMUTaHUA. KOXKHbIE MOKPOBbI BOCKOBHUIHEIE,
0JIeTHO-CEpBIE C JKENTYUIHBIM OTTEHKOM. MsITkue TKaHu nacto3Hbie. [101KoxHO-
JKUpOBas KJeT4yaTKa OTe4Has, TOodmMuHOM 2 cM. Ha koxke mpaBoro Iuieuda
MEJKOTOYEHYHbIE KPOBOU3IHUSHUA. B mpaBoii moakiIr0unyHOM 001aCTH U B 001aCTH
nmpaBoro Oeapa BBEJEHBI KaTeTephl. B OpIOMIHOM TMOJOCTH W B IPaBoOM
IJIEBPAIBHOM MOJIOCTH 0KOJI0 450 mut m 150 mu1 monynpo3padyHON KPOBSIHUCTOU
xkunkoctu. Cepos3Hble JHUCTKM Tiagkue, Onectsmue. Jlerkue TecToBaTON
KOHCHUCTEHIIUHU, OJTHOPOJHBIE JKEJITO-KpacHOro mBeta. Kycouku, BeIpe3aHHbIE U3
pa3HBIX OTAEINOB JiIeTKUX, TOHYT. Cepaue Maccoi 46r.copMUpPOBAHO MTPABUIIBHO.

OBanbHOE OKHO U 0OTaIOB MPOTOK 3aKpbITHI. JKenyaouHO-KUIIEUHbBIN
TpakT 06€3 0COOCHHOCTEH, ¢ OOBIYHBIM coaepkUMbIM. [leuens maccoit 412 r. Ha
3,5cM HmKe Kpas peOepHOM MyTrH, TJIOTHOW KOHCHUCTEHIIUH C MEIKO3EPHUCTOU
MOBEPXHOCTHIO. JKemyHbie My TH, )KeTYHBIN My3bIPh U MOJKETYI0UHAs Kese3a 0e3
ocobennoctei. [loukn 82 r. MoueBbIBOASIINE TMYyTH W TOJIOBBIE OpTaHbl 0e3
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ocobennocreit. Cenesenka 32 r. C rimagkoi kamcynoil. Ha mecte BHIOYKOBOIA
KeJe3pl OTeuHas XKHUpoBas kieryaTka. KocTu wyepema u TBepaas MoO3roBas
obosyouka 1enbl. Msrkas Mo3roBas 000JI0OYKa TOHKasl, Mpo3payHas. ['o1oBHOU
Mo3T Maccoit 608 r. U3BuirHbI 00IBIINX TOTYIIApUN cPOPMUPOBAHBI TPABUIILHO,
Ha MUHJAJIMHAX MO3Ke4YKa OOpo3/bl OT BKJIMHEHUS B OOJBIIOE 3aTHUIOYHOE
oTBepcTtue. Ha paspese BemecTBO TosOBHOTO Mo3ra HaOyxiee. BbokoBbie
YKETyJIOYKU CHABJICHBI, SNIEHIMMA Thajkas, onectsmasi. CocyauCTbie CIJICTEHUS
TEMHO-KPACHBIE C JKEITO-3€JIEHBIM OTTEHKOM.

MukpocKonu4ecKu: B KOpe OONBIINX MOTYIIAPUA U MO3KEUKa, B 00JacTH
MOJKOPKOBBIX SIIEp BBIPAXEHHBIM CIIOHTMO3 HEUPONHJIA W TIOYTH TIOJHOE
BBITIAJICHUE HEPBHBIX KJIETOK (puc. 1), mponudeparust acTpOIUTOB.
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Puc.1. Kopa Gonbimux nonymapuii (nosiel0). BeipakeHHbIN CIIOHTHO3
HEHUpONuIIsl, COXpaHUIIUCh €IMHUYHbIE HEMPOHBI, poudepanus
acTpouuToB. [lonHas moreps MOCIONHOTO U PaJUaIbHOIO CTPOEHUS.
Okpacka r.-3. x200

HabyxaHue coxpaHUBIINXCS HEHPOHOB, HEKOTOPHIC M3 HUX THIICPXPOMHBIC,
cMopiieHbl. HeOosblie TNEpPUBACKYJISIPHBIC KPOBOM3IMSAHUA. IledeHp —
HEHTPUIOOYIAPHBIH HEKpO3 r'eraTOIUTOB u c(hopMUPOBaHHBIT
MHUKPOHOAYJISIPHBIA ITUppo3 (puc.2).

Puc.2. [leuens. JloxkHas nonbka. MacCUBHBIN aHHYJISIPHBIN CKJIEPO3.
Oxpacka MAT (mapruyc-anbrit-rony6oii. X200)

B OUTOIIIa3MEC TICIIAaTONMUTOB HAKOIIJICHHUC 6yp01"0 IIUI'MCHTHI, KCIYHBIC
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TpoMObl. B moukax — HekpoTudeckuid Hepo3. B cepaie — oTex MexyTOUHOU
TKaHH, TPU3HAKU MHUOJIN3a, HEOObIINE KPOBOU3NUAHNUA. JIerkue — MOJIHOKpOBHE
MEKaJbBEOJISIPHBIX  IMEPEropojoK, ouaroBas JecKBaMalus OpOHXHAIBHOTO
snutenusa. Cene3eHka — peayKuus TuM@oniHoN TKaHu PoutnKyaoB. BunoukoBas
kKejeza — CpeAu JKUPOBOM KIETYATKH KOJUIAOMPOBAHHBIE JOJIBKU KEJIE3bI
3Be3I4aTON  (POPMBI, COCTOAIIME U3 PETUKYJIOIMUTENHUS C CAUHUYHBIMU
muMmpouutamu. bonbinoe konuuecTtBo Teien laccans, OTAENbHbIE W3 HHUX
KHCTO3HO PACIIUPEHBI.

ITaToslOroaHaTOMUYECKUI JUArHo3.

OcHosnoe 3aboneseanue. bone3nb Aunbrnepca: BbIPaXEHHBI CIIOHTHO3
HEHpPOIUJISL CEpPOro BEIIECTBA TOJOBHOTO MO3Ta, YMEHBIICHHE KOJUYECTBa
HEPBHBIX KJETOK C TMOTEpel MOCIOWHOTO U pPaguaIbHOTO CTPOCHHS KOPHI,
acTporiano3, cPopMHUPOBAHHBIN MUKPOHOLYJSpHBIA Iuppo3 nedeHu. AT3T V
CTEINEeHU, PEAYKIHSI TUM(POUTHBIX (POJUIUKYIOB CEIIC3EHKHU.

Ocnooxcrnenus. OcTpas NEUYEHOYHas: HEAOCTAaTOYHOCTh (IO KIMHUYECKUM
JAHHBIM), aCIIUT, OCTPbII HeKpoTudyeckuil Heppo3. OTek-HaOyXaHuEe TOJIOBHOIO
MO3ra C BKJIMHEHUE MO3K€UKa B 0O0JIbIIIOE 3aThJIOUHOE OTBEPCTHE.

Takum o00pa3om, B MNpHUBEICHHOM HAOIIOJCHUN MOPQOIOTHYECKH OBbLI
BBISIBJIEH PAaCIPOCTPAHEHHBIN CIOHTMO03 HEHPOMUIIS KOpPbI OOJIBIINX MOJYyIIApUH,
IOJIOCAThIX TE€J, MO3Keuka W C(HOPMUPOBAHHBIH MHUKPOHOAYJSPHBIA LHUPPO3
NEYeHU C OOIIMPHBIMM LEHTPUIOOYISIPHBIMU HEKPO3aMH, YTO IOJHOCTHIO
COBMAAACT C TUMUYHBIMUA U3MEHEHUSIMU MTPHUOHOBBIX 3a00JI€BaHUH.

N3BecTHO, 4TO 00JIE3HBb AJbIIEpCa MMEET ayTOCOMHO-PELECCUBHBIN THII
HACJIeI0BaHUS, OJHAKO OMMCAHbI M CTIOPaJANYECKHe (OPMBI.
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