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Ocmpyie nopgupuu npossiaiomea amaxkamu 6 uoe 601U 8 JHcugome, ASMOHOMHOU OUCHYHKYUU U pedice, OCmpoll
nonunesponamuu u sxyegaronamuu. TpanumopHoe u He3HAUUMENbHOE NOBbIUEHUE YDOSHEU NOPPUPUHOE (pedice
UX npeoulecmeeHHUKO8) MAKHce XApaKmepHo 05 paod 3a001e8aHUll 2enamoOUIUAPHOL CUCMeMbl, OMPABIeHUs al-
KO20NeM, MANCENLIMU MEMALLAMY, AHEMUT], HEKOMOPLIX MemaboIUYecKux U UHDEKYUOHHBIX 3a001e8anull. Dmo co-
CMOsIHUE HA3bIBACMCS. 6MOPUYHOU NOpupuHypuel ¢ omauuue om nopgupuu. B cmamve npueooumcsi demanvHoe
KAUHUYeCcKoe U buoxumuieckoe onucanue 12 nayuenmos ¢ 6mMopuyHulmMu NOPGOUPUHYPUAMU, Y KOMOPBIX USHAYATLHO
yemaunasueanu ouazHo3 ocmpoil nopgupuu. Pezynemamul 06ciedosanus smux 601bHbIX CONOCMAGLEHbL C OAHHbI-
Mmu obcnedosanus 18 nayuenmos ¢ sepupuyuposanHou Hac1edCcmeeHHOU 0OCmpoll noppupuell; ONUCAHbL NPUHYUNBL
ouppepenyuanvroeo ouacnoza maxkux cocmosnutl. Ocoboe sHuMaHUue VONNCHO DbIMb YOeIeHO NPAGUTLHOCIU NPU-
MeHeHus aneopumma duoxumuyecko ouaznocmuxu. OHa 8KIIOYaen He MeHee YeM S-KpamHoe NosblueHUue YPOosHs
nop@obunuHOZeHa 6 Moye, KOMOPbIL USMEPAEMcs Ha gblcome CUMNMomo8. OCHOGHbIe NPUUUHbL OWUOOK UHmMepnpe-
mayuu 8KII0UAION HeCB0e8PEMEHHbII COOP MAMePUAnd Os UCCIe008AHU, He3AWUWEeHHOCb MAMePUad om céemd,
npogedeHue UCCied08aHUll 8 HeCNeYUANUZUPOBAHHBIX 1ADOPAMOPUSIX, UCNONb30BAHUE 68 KAYeCmEe MapKepda 0Cmpoil
nopgupuu moivbko Konpo- unu yponop@upuna 6e3 ucciedo8anus nophoOUTUHO2EHA U AMUHOLABYLEHOBOU KUCTIOMBI.

KnioueBbsie cmoBa: ocmpas nopgupus, emopuunas nopQupunypus, noIuHesponamus, SHyeaionamus, 3a001e6anus
neuenu

Acuteporphyries manifests with attacks of abdominal pain, autonomic dysfunction, andrarely with acute polyneuropathy
and encephalopathy. Transitory and insignificant elevation of porphyrin level (sometimes their precursors) is typical for
some diseases of hepatobiliary system, for alcohol and heavy metals poisoning, anemia, some metabolic and infectious
diseases. This condition is called secondary porphyrinuria in contrast to porphyria. The article presents detailed
clinical and biochemical description of 12 patients suffering from secondary porphyrinuria with initial diagnosis
of «acute porphyria». The results of their investigation are compared with the results of 18 patients with confirmed
hereditary acute porphyria. The article presents the differential symptoms of these diseases. The special attention must
be paid on the correct interpretation of biochemical tests that is the fivefold increasing of porphobilinogen level in
the urine, measured at the peak of the symptoms. The main reasons of false interpretation are: untimely collection of
material for research, lighting of the material, investigation in unspecialized laboratories, using as a marker of acute
porphyria only copro- and uroporphyrin without measuring porphobilinogen and ALK level.
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Octpsle nopdupun — rpynna peaKux HacIeACTBEH-
HBIX MeTabonndyecKkux 3abosieBaHuil, OOYCIIOBIEHHBIX
YaCTUUHBIM JE(QHULIUTOM OZHOTO M3 (EPMEHTOB MU
6uocuHTe3a rema (cMm. pucyHok) [3, 9]. K HuM oTHO-
CAT OocCTpyrw mnepemexaronytocs mophupuro (OIIID),
BapHeTaTHyIo MOp(UPHIO0, HACIEACTBEHHYIO KOIIPOIIOp-
¢upuro 1 nophupHo, 00yCIOBIECHHYIO Je(QHUIIUTOM Jie-
ruparasbl aMHUHONEBYIMHOBON kucinoThl (AJIK). Kin-
HUYECKH OCTpble NOpPQUPHM TPOSBISIOTCS aTaKamu,
COITPOBOKIAIOIIUMHECS OOJIBIO B )KUBOTE, JIETKUMH ad-
(DEeKTUBHBIMU HAPYyLICHHSM, TaXUKapAHeH, apTepualib-
HOHM T'MIIEPTEH3MEN, 3all0pOM U JPYTMMHU CHUMITOMaMH
aBTOHOMHOM muchyHkuuu [3]. B cimydae HecBoeBpe-
MEHHOM TMarHOCTHKH U HETIPaBHJIBHOTO JICYEHUS TaK)Ke
MOXET Pa3BUBATHCS OCTPas IOJIMHEBPONATHUS U TSKEIIAs
su1edanonarus [ 13]. [IpuunHOl aTak sIBJIIETCS aKTUBA-
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depmeHT Mertabonaunueckas Bun nopdupuu, BeI3BaHHBIH
LENO0YKa HaClleICTBEHHBIM AepuinuToM

COOTBCTCTBYIOLICTO (bCpMCHTa
AJIK-cuHTeTa3a:

KITI0Y€BOH (hepMEHT - I'muuyn, Cykunaun-KoA
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JIEKapCTB, alKOros, e ¢
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;lelcapﬁolccl/masa > >

Komnponopdupunorex
Konponopgupunoren HacaencrBeHHast

—>y ———>
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IpoTonoppupunoren > p Bapueratnas nopdupus
oKcHJa3a v

[Tporonopdupun
DpUTPONOITUYECKAS
®deppoxenaraza | ¢ | PHTP
poTONOpPUpHs
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B neuenu: pepMeHTHl LUTOXPOM P o) (MeTab0NIU3M JIEKAapCTB), IUTOXPOMbI OKMCIIMUTEILHOTO
(dhocdopunupoBanuisi, MepOKCUIA3BI U JIP.
B spurpouurax: reMorao0uH

IIpenmecTBeHHUKN NopudppuHOB: aMuHoJeByIMHOBas kucaoTa (AJIK) u noppodununoren (I1BIN) —
OTBETCTBEHHBI 32 HEBPOJIOTHUECKUE U TeparneBTUYECKHE POSIBICHUS OCTPBIX MOPHUPHI.

Octpble nop(rpHUN BeIJEIEHBI KUPHBIM LIPUPTOM.

Hopdupuns: yponopdupuH, KonponopGupuH, NPOTONOPGHUPHH OTBETCTBEHHBI 32 KOXKHBIE MPOSBICHUS
nopdupuii (KoxxHble MOPGUPHUN) U TEMHBIH [[BET MOYH.

Puc. 1. buocunres rema u nopdupuu.

sl OMOCHHTE3a TeMa, KOTopasi y MalUeHTOB C OCTPhl-  MaJaioT B KPOBOTOK, @ 3aTEM PA3HOCATCS K TKaHIM H
MU OPGUPUSIMH TPUBOAUT K HAKOIUICHUIO TOKCHYHBIX  opraHaM. OCHOBHBIMHU MPOBOLUPYIOIUMH (aKTOpaMH
MPEALIECTBEHHUKOB TOPGUPUHOB — opdodnnnHoreHa  arak OOBIYHO SIBIISIIOTCS YHOTPEOJICHUE ONpeAeICHHBIX
(ITBT") m AJIK B ne4yeHu (cM. pUCYHOK), OTKy/Jla OHH TIO-  JICKapCTB, aJIKOTOJIsl, HU3KOKaJOpHUiiHasl JueTa, Kojeba-
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HUSI TOPMOHAIBHOTO OHA, T. €. BCE TO, YTO CTUMYJIHPY-
eT cuHTe3 rema [3].

Kak TepaneBTHyeckue, Tak W HEBPOJIOTHUYECKHE
HPOSIBJICHUST OCTPOH MophUpHUH MOTYT UMHTHPOBATh
npyrue 3a0oiieBaHUs, 3aTPYIHSS BBISIBICHHE OCTPOU
nopupun [3]. K coxanennro, mpoOieme OCTPBIX
nopbupuil yaensercs HeJOCTaTOYHO BHHUMAHUS, YTO
HOPUBOIUT K OTCYTCTBHIO HAaCTOPOXKEHHOCTH Bpauei
B OTHOILICHHUH JTOW MATOJOTUU. A MEXIy TeM Herpa-
BUJIbHASI JIMAarHOCTHKA 3TOTO MNOTEHIHAIBHO Kypa-
OEIBLHOTO COCTOSTHUSI C OONBIION JTONICH BEPOSTHOCTH
MOJKET MPUBECTH K MHBAIWIN3ALUHN OOJBHOTO WM €T0
cmeptu [13].

HecmoTpst Ha TO 4YTO CYLIECTBYET COBEPILICHHO
OTIpE/ICJICHHOE YCJIOBHE AMArHOCTUKH OCTPBIX TOp-
(hupwuii: 06s13aTebHOE OOJIee YeM S-KpaTHOE IMOBBIIIIE-
HHE B MOYE yYpPOBHS NpeALICCTBEHHHKA OPPUPHHOB —
IIBI" — Bo Bpems aTakw [ 8], HEpeIKo y MAIMeHTOB ¢ He-
3HAYUTENBbHBIM TOBBIIICHHEM YPOBHEH MOPQHUPHUHOB
1 UX HpeILIeCTBEHHUKOB OLIMOO0YHO YCTAaHABINBAIOT
auarto3 octpoil mopdupuu. axe cpeam ciyuaes,
OINMCAHHBIX B MEPUOJIMYECKON HAYUHOU JUTEpaType,
nMeJia MECTO THIEPANAarHOCTUKA OCTPBIX MOppupuit
[3, 4, 6, 16, 17]. Peup umer o ciydasx, UMCIONIUX
KIMHUYECKOE CXOACTBO C OCTpO# mopdupueil, xorga
HE3HAYUTENIbHOE MOBBIIICHUE YPOBHSI MPEJIICCTBEH-
HukoB noppupunoB — AJIK u IIBI' (menee yem B 3
pasa) Wix NoBBIIEHUE YPOBHS MOPOHUPUHOB MIPU HOP-
ManbHbIX 3HaueHMsX AJIK u IIBI, TpakToBamu kax
octpyto nopdupuro. [IpeacrapieHHbie HaOIIOICHHMS,
M0-BUAMMOMY, MOXXHO OTHECTH K mnopdupunypuu,
ACCOIIMMPOBAHHOW C HEBPOJOTHYECKOM CHMIITOMATH-
koil. CienyeT OTMETHTb, YTO OHM BHOCAT IYTaHHUILY
B TIPEJICTABICHUE O HEBPOJOTHYECKUX IMPOSBICHUSIX
noppupuu.

Psan 3aboneBaHmii M COCTOSHUN COMPOBOXKIACTCS
TPAaH3UTOPHBIM ITOBBILICHUEM YPOBHS HOP(YUPHUHOB, UTO
0003HAYAIOT TEPMUHOM «BTOPUYHAS MOPHOUPUHYPHSD
[2]. Yame Bcero BTopuuHas MOPPUPUHYPHUS 0OYCIOB-
JICHa HapylICHHEM BBIBEJICHHS MOP(OUPHUHOB OmiIHap-
HOM cucTemMoit Ha (hOHE Pa3IUIHON MATOJIOTHH TEeUYeHU
B OTJIMYHUE OT MOBBIIIEHHOTO CHHTE3a IOP(PUPHHOB U HX
IIPEALLECTBEHHUKOB pu nopdupusix. B bnoxumudeckom
npoduie MaueHToOB ¢ BTOPUYHBIMH MTOPOUPHUHYPUIMHU
npeoOmamaeT SKCKpenrs MopPUPHHOB [2] B OTIIHMYHE OT
npesanmpoBanust AJIK u [1BI" mpu octpeix nopdupusx
[8] (cm. pucyHOK). Ilpu BTOPHUYHBIX TTOPpOUPUHYPUIX
KaK TepaneBTHYecKas, TaK 1 HeBPOJIOTHYecKasi CUMIITO-
MaTHKa BbI3BaHA JIPYTOoM MPUUYUHOM, KOTOpast HE JOJIKHA
OBITH yMyIlleHa, a KpOMEe TOro, criennduieckas Tepanus
MOpPUPHH Y TaKUX MMAIMEHTOB OcCCMBICIEHHA. Takum
00pasoM, mepes TeM, KaKk yCTaHOBUThH AMArHO3 Haclell-
CTBEHHOH OCTpoil mophupuu, HEOOXOAMMO IPOBECTH
TIIATEJIbHOE OMOXMMHUYECKOE HCCIICOBAHUE M TIOIY-
YHUTh JIOKa3aTelbHbIC 3HAYCHUSI YPOBHS IPEIIICCTBEH-
HHUKOB MOPGUPHHOB [8].

MpI ipesicTaBisieM Halll OTBIT BBISIBICHUS 12 maru-
€HTOB CO BTOPUYHBIMHU MOPGUPUHYPUIMH, Y KOTOPBIX
W3HAYalIbHO YCTAHABIUBAIU JMArHO3 OCTpoi mopdu-
PHH, ¥ TPUBOAUM NpUHUHKIB AuddepeHnranbHol aua-
THOCTHKH 3THX COCTOSIHUH.

IManmeHTHI H METOALI HCCJIEI0BAHNS

B matepuansl cTarbu BKIIIOYEHBI JaHHbIE 12 maiu-
€HTOB, KOTOpPbIE ObTN TOCIMUTAIN3UPOBAHBI B HEBPOJIO-
rudeckue oraeneHus cranuonapos Cankr-IlerepOypra
B 1998-2011 1. m y KOTOpPBHIX TNEPBOHAYAILHO OBII
OomMOOYHO YCTaHOBIICH IMArHO3 «OCTPOi mophupum».
Octpast nopdupus Obljia 3aroj03peHa Ha OCHOBAaHUHU
KIIMHAYECKUX CUMITTOMOB, BKJIIO4asi O CTPYIO/TIOOCTPYIO
MOJIMHEBPOTIATHIO ¥ SHIE(PAIIONATHIO B COUETAHUH C BbI-
PaKEHHBIM OOJIEBBIM CHHAPOMOM W/WJIM aBTOHOMHOM
mucyHkimed. broxumuyecku mnepBoHaYaNbHBIN JTHa-
THO3 OCTPOH MOp(UPHUU OCHOBBIBAJICS HA BBISBICHUU
MOBBIIICHHBIX YPOBHEH MOPGUPHUHOB U/WIIK UX TIPE/IIIe-
cteHHHUKOB (AJIK, TTIBI") Bo Bpemst ocTpoii dhazbr 3a00-
JIEBAaHUS, OJIHAKO HE IIPEBBIIIABIINX S-KPATHBII yPOBEHb
BEpXHEH IpaHuLbl HOpMBL. 1Ipy BBISIBIEHUH NALMEHTa C
MOAO3PEHUEM Ha OCTPYIO MOPPHUPHIO MPUITIAIIAIN CTIe-
LUaJIMCTa HEPBHO-MBIILIEYHOTO LIEHTPA VIS IPOBEICHUS
JAbHEUIIIeH T PEepeHIIUAIBHON TUArHOCTHKH.

W3 12 marmueHToB OBLTO 6 MY>KYUH U 6 KEHIINH; CPe/I-
Hull Bo3pacT coctaBmwi 41 rox (20-56 net; Tadm. 1). [e-
CSITh MALMEHTOB U3HAYAJIBHO OBLIM FOCIUTAIN3UPOBAHbI
B HEBPOJIOTHUECKUE OTJICJICHHS B CBS3H C Mpeoliaaaro-
el HEBPOJOTMYEeCKOM CHUMMITOMATHUKOM, 2 MalueHTa
MOCTYIIWIIN B OTAEJTICHNE TEPANIeBTUUECKOTO MPOHIIs, U
HEBPOJIOIMYECKasi CHMIITOMAaTHKA PAa3BUIIACh Yy HUX Y)KE
BO BpeMs TroclnuTanu3aluu. Y 6 MalueHTOB UMENIOCh
yKazaHue Ha yIoTpeOIeHIe 3HaYNTEIbHOTO KOJTMYECTBA
AJIKOTOJISI HE3a/I0JITO0 10 PAa3BUTHSI CUMITOMATHKH, TPU
3TOM y 4 — Ha XPOHHUYECKOE 3JI0yTOTPeOICHHIE alKo-
roeM. Hu y ojHOTO M3 ManueHToB He ObUIO yKa3aHUH
Ha ToI00HBIE citydan 3abosieBanuil B cembe. OnHa U3
HaOmronaembIx (mamuentka 10; cM. Tabm. 1) B TedeHue
JUTUTEIHHOTO BpeMEHH paboTaiia Ha MPOU3BOACTBE XPy-
cTaIsl, [Je NCIOJIb30BaId CBUHEIICOACPIKALMN TIPUIIOH.

B rpynmny cpaBuHenust Bomu 16 poccuiickux u 2
(PMHCKMX MalMeHTa ¢ HAcIEeICTBEHHON OCTpoi mopu-
puei, tnarsoctupoBanHoi ¢ nomouisto JIHK-ananusa B
19962011 rr. ¥V 17 6onpHbIX auarHoctupoBaHa OINII,
y OIHOW MAalMeHTKH — HACIIEJICTBEHHAS! KOTPOIOpQH-
pust. Knunudeckn octpas nopdupusi y 3TOW TIpYIIIbI
OoNbHBIX ObLIIa 3al0/I03peHa BO BPEMsl TSDKENIOH araku,
COIIPOBOXKIABILEICS OCTPOH IMOJIMHEBPOIIATUEH WM 3H-
nedanonarueil B COYCTAaHUU C BBIPAKEHHBIM OOJICBBIM
CHUHJIPOMOM W/WJIM aBTOHOMHOH AMC(YHKLUEH, U BepH-
¢unrpoBaHa Kak OMOXMMUYECKH, TaK U B JalbHEHIIEM
MOJIEKYJISIpHO-TeHeTHuecKu [8, 14].

Memoowr uccnedosanus 6o epems ocmpoil @aszv
3abonesanus. Metonpl UCCIEAOBaHUSA NMOPGUPUHOB U
UX TPEeNUIeCTBEHHUKOB BapbUPOBAIM B 3aBHUCHUMOCTH
OT JTabOpaTOpPUH M BO3MOXKHOCTEH cTammoHapa. DTHM
JKe OOBSICHAIOTCS M pa3Hble MOKazaTeId HOPMasbHBIX
3HAQUCHMH I UCCIIeIOBaHHBIX MeTaboauToB. OCHOB-
HBIMH METOJaMH JMArHOCTUKH OBLIM KaueCTBEHHBIN
tect Watson—Schwartz, ompenenstomuii Oonee dYeM
4-xpatnoe nossiienne yposHs [1BI" B moue [2], a Takke
konmmuectBenHas orenka AJIK u [1BI [2, 11] u/mmm xo-
nponopduprHa u ypornoppupuna B Mmoyue [ 15]. Ilpu atom
B JIByX Ja0oparopusx XpomartorpadpudecKkre KOJIOHKHU
3aMlOJIHSVIM BPYUYHYIO aKTUBHpPOBaHHBIM yriaem [11], a
B JIBYX JOpYTHX Ja00OpaTOPHSIX MCIIONB30BaIN XPOMATO-

15



HEBPOJOMUYECKW XXYPHAT, Ne 4, 2012

Tabnuma 1
KimHuyeckne cHMIITOMBI M CHHAPOMBI Y TALMEHTOB ¢ BTOPUYHON nopdupunypueii
JlononuurenbHas
IIpuuuna nopdpupu- NpUYHHA He- TTonuuespo- bonepoii | ABroHOMHas THE CUM-
TTarueHTHI P pup P P DHuedanonarus Hpy
HYpHUH BPOJOTHYECKUX naTus CHUHIPOM | AUCQYHKIHS TITOMBI
CHMIITOMOB*

1 IepBuunblii Ouinap- Her Octpas** Her Her Xponnye- Bropuunas
HBII MPPO3 cKas ameHopes

2 AyTOUMMYHHBIN Her TlogocTpas™* Her Bonb B Xponuue-  TemHast Moua
renaTuT KUBOTE cKast
T'emonutnueckas
aHeMus

3 XpoHndeckuii Bu- CucTtemMHbIi Ocrpast **/ Her boms B Xpornue-  Otex kucten
pycHbIii renatut B, BACKYJIUT peuuauBuU- JKUBOTE CcKas I'emopparu-
obocTpeHHe pytomias 4ecKas Chlllb

4 AJKOrojbHas HHTOK- Her [Momoctpast Her Muanrun Her Her
CHKaIUs

5 AJKOTONIbHAs MHTOK- TpasBma Her Her bons B Her Ocrpast
CHUKaLUs JKUBOTE nromMboca-

KpajbHas
IIeKcona-
TS+ *

6 AJIKOTOJIbHAS] UHTOK- Cudunuc Ocrpast Ocrpas Muanrun Her Pa6romuo-
cuKaiusi. BupycHsrii (pedrexcnr U3 (TeMHast
renatut C 1 + 3Hak ba- Moua)

OMHCKOT0)

7 ATKOTONTU3M U LIUp- HannoueunukoBast Ionocrpas/ Tlonoctpast (koruutuBHpie  Muanruu  [lomoctpas  TemHuast moua
pO3 neyeHu HEJ0CTaTOYHOCTb peLuIBU- HapyILIeHHs, Jerkas arak- Bropuunas

pytomias CHs, ITIPECCHs) ameHopes

8 JlexapcTBeHHBIH HInsodpenus Her XpOHHYECKHH TICUX03 Muainruu Her Octpas MHO-
renaTuT (mm3odpeHns) maTus**

9 AJKOTOoNbHas! HHTOK- Liepe6po- Octpas** Ocrpas (nenupuii, ormyiue- Xponuve-  TemHuas moua
CHKALS BaCKyJIsIpHast (pedrexchr HUe Ha (DOHE XPOHUUECKUX cKast
Crearo3 neueHu Oosne3Hb 1 +3Hak ba-  KOTHMTHBHBIX HapyIICHHIA)

OMHCKOI0)

10 AJKOTONIbHAsE MHTOK- Hyrputusnas ITomocrpas™* IMonocrpas (rammonu- bons B Ilonoctpas  Iloxynanue
CHKaIUs HEJI0CTaTOYHOCTh HallUM, KOTHUTHBHBIE KOHEUHO- Bropuunas
XpoHuyeckoe oTpaB-  (rojojaHue) Ha HapyLICHHUS, TUTIEPKUHE3 CTAX ameHopes
JICHUE CBUHIIOM? (hoHe anmKoronu3mMa 1o THmy "HeT-HeT")

11 Ipuurza noppuprHYpUN U HEBPOIOTHYEC- [Tomoctpast Her Bbonb B Her Her

12 CKUX CUMIITOMOB HEsICHA JKMBOTE

Ocrpast Jlerkue KOrHUTHBHBIE Ha- Ocrpas Bropuunas
pyleHus ameHopes

[Ipumeuanue. * — Gakropsl, BbI3bIBAIONIME MOPHUPHHYPUIO, BO MHOTHX CIIy4asX TAK)KE MOTYT HAIPSMYIO BbI3bIBATh HEBPOJIOTHUECKUE CHM-

ntombl;, ** — peimonaeHa JHMI.

rpadugeckue konoHkn Bio-Rad (Bio-Rad Laboratories,
CILIA) [11]. Ansa uccnemoBaHus COOMpaNH YTPEHHIOK
MTOPIIUIO MOYH B TEMHYIO CTEKIISTHHYIO OaHKY. AHAJIN3HI
MIPOBOAMIIM He Oolee ueM yepes 3 4 rocie cOopa Mouu.

Memoow uccnedosanus 6o epemsa pemuccuu. Yccie-
noBanus nposoauiau B LleHTpe mccnenoBanusi nopdu-
pUH MEIMIUHCKOTO (haKylibTeTa XeITbCHHKCKOTO YHH-
Bepcutera (PunIsIHIUA). 1 Konn4uecTBEHHOH OLIEHKN
ypoHus 3kckperuu AJIK u I[1BI" ucnons3oBaiu Bio-Rad
AaHMOHOOOMEHHBIE XpoMaTorpaduueckne KomoHku (Bio-
Rad, CIIA) [11]. YpoBeHs yporophuprHa U KOIIPOTIOp-
¢upuHa B Mo4e, KonponophuprHa U MPOTOOpPUpruHa
B Kayie [15] olleHMBaIM HpU MMOMOIIHM BBICOKOADhEK-
TUBHOM XKUAKOCTHOU xpomarorpaduu (BIXX, HPLC)
[10]. CrexTpsl mroopecreHInN MOPGUPHUHOB TUIA3MBI
WCCIIENIOBAI METOoM crekTpodurroomerpuu [2]. Uce-
CIIEIOBAHUE AKTUBHOCTH T'HIPOKCHMETHIONINAHCHH-
TeTa3bl IPUTPOLUTOB OCYIIECTBISUIN C IIOMOILBIO CIIEK-
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TpodoToMeTpun TyTeM m3MepeHus kouBepcun I1BIT B
yponiopdupus [5]. AHK-anamu3 renoB HMBS u CPOX
MIPOBOJIMIIH ITyTEM TIPSIMOTO CEKBEHHPOBAHUS IK30HOB,
a TaKk)Ke MHTPOHHBIX oOnacredd [8, 14]. buonornyeckuit
Marepuai coxpansutu mpu -20°C 3anIeHHBIM OT CBETa
JI0 MOMEHTA TPAaHCIIOPTUPOBKH B 1a00PaTOPHIO.

Pesyabrarsl
Bropuuynas noppupunypus

Obwas xapakxmepucmuxa nayueHmos ¢ 6MopuyHoll
nopgupunypuet

V¥V 12 nmauueHToB, HECMOTPS Ha KIMHUYECKYIO Kap-
THHY BO3MOXKHOU aTakud OCTPO mopdupuu, a Takke
1,5-3,5-kpaTHoe MOBBIIEHHE YPOBHEH OppupHHOB 1/
WM UX TIPEIIECTBEHHUKOB B MO4Ye, ocTpasi nmophupus
Obuta nckirodeHa. OCHOBHBIM KPUTEPHUEM HCKITIOYECHUS
SIBUJIOCh MEHEE YeM S5-KpaTHOE IMOBBIIIEHUE YPOBHEU
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npenmectseHHuKoB nophupunos (I16I°) B moue. Kpo-
M€ TOTO0, y OOJIBLIMHCTBA ALIMEHTOB ObUIA YCTaHOBJICHA
KaK MpuYrHa NOpQUpPHHYpUH (B OCHOBHOM ITaTOJIOTHUS
MEeYeHN WIN YNOTpeOieHUEe aJlKOros), Tak U MpUYMHA
HEBPOJIOTUYECKOW CUMITOMATUKH.

Knunuueckas kapmuna y nayueHmos ¢ 6mopuyHou
nopgupunypuet

V¥V 10 nanueHToB BeAyIUM KIMHUYECKUM CHHAPO-
MOM OBITa CHMMETPUIHAS TIONMHEBpOTaThs (cM. Tao. 1).
W3 Hux y 7 manveHToB MOJMHEBPONATHS pa3BUiIach 10
pa3BEepHYTOM KIMHUYECKOW KapTWHBI B mpeaenax 30
JTHEH, T. €. COOTBETCTBOBAJIa KPUTEPHUSAM OCTPOM MOJIH-
HeBpomnaruu, a 'y 3 — B Tedenue 60 qHei, T. e. ObL1a mo-
JOCTPOH B OTAMYHME OT MALMEHTOB C OCTPOH mopdupu-
ell, y KOTOPBIX TIOJIMHEBPOIIATHsI BCETa UMesia OCTPoe
TeuyeHue. Y OONBLUIMHCTBA MALUEHTOB TTOJIMHEBPOIIATHS
OblIa CMEMIaHHOWM MOTOPHO-CEHCOPHOH ¢ Tpeoliana-
HHEM MOTOPHOTO KOMIIOHEHTa, KaK M Yy MAaIlMEHTOB C
octpoit mopdupueii. UyBcTBUTENbHBIC HAPYIICHUS CO-
OTBETCTBOBAJIM AMCTAILHON IOJUHEBPOINIATHH C BOBJIC-
YEeHHEeM KaK MOBEPXHOCTHOW, TaK M, pexe, TIyOoKoit
YyBCTBHUTEIBHOCTH, YTO TaKXX€ NMPUHLUIIHNAIBHO HE OT-
JIMYaJo UX OT MAIleHTOB BTOPOH I'PYIIIbI.

Cpenu 5 manueHToB ¢ NOJUHEBPOINATUEH, KOTOPBIM
ObuTa mpoBesieHa aMeKTpoHeiipomuorpadus (IHMI),
y 3 marmenToB (2, 9, 10; cm. Tabn. 1) BISABICH mpe-
UMYIIECTBEHHO aKCOHAJIbHBIA THUI MOpPaXEHUs IepH-
(hepuueckux HepBoB, a 'y 2 (1 u 3) — nuddysnas ne-
muenuHu3anus. O0pariaer Ha ce0s BHUMaHUE TO, YTO
aKCOHOINATHUs Oblila BBIABICHA Y MALUEHTOB C IPEUMY-
IIECTBEHHO TOKCHMYECKHMM T€HEe30M 3a0ojeBaHus, a
JeMHUEIUHU3alMs — C ayTOUMMYHHBIM. [Ipu aTom miist
OCTpoil mopdupuu ObUTO OBl XapaKTEepHO Mpeodiana-
HUE akcoHomaTuu. PyTuHHOE HMccienoBanue nepedpo-
CIIMHAJIBHON YKMJIKOCTH, BBIIIOJTHEHHOE y 3 MAIMEHTOB
Ipynnbl HAOJIIOAEHNUS, aTOJIOTUN HE BBIIBUIIO, TAKKE
Kak U y OONBbHBIX ¢ Toppupueit. Y mamuenrta 5 ¢ Kim-
HUYECKOW KapTHHON acHMMETPUIHOTO Tepudepude-
ckoro mapes3a B Horax OHMI Bepuduuuposana nosc-
HUYHYIO TUJIEKCOIMATHIO, T€HE3 KOTOPOH B JlajibHEHIIIEM
OBLI pacleHeH Kak TpaBMaTndeckui (majgeHus Ha GpoHe
AJKOTOJIHHOTO OTBSHEHN).

[Ipusnaku ocTpoil sHLIEDATONATHH OTMEYaIUCh y 6
MAI[MEHTOB U MPOSABIISUINCH KOTHUTUBHBIMHU HAPYIIEHHUS -
MH, peXe AETUPHEM, TJUIIOUMHAIMAMYU, yTHETEHHEM
CO3HAHMA, OYarOBHIMH CHMIITOMaMH, YTO COMIKAET WX
C ManMeHTaMM BTOPOW TPYIIIbl, OAHAKO HU Y OHOTO Ia-
[ECHTA HEe OBUIO SMWICNTHYSCKUX MPUTIAJIKOB B OTIH-
YHe OT MaUEeHTOB ¢ OCTphIMU nopupusimu (40% arak
¢ sHuedanonaruen).

MarHuTHO-pe30HaHCHas! U KOMIIbIOTEPHAs TOMOIpa-
(ust TOJIOBHOTO MO3ra HE BBISIBHJIA OCTPBIX OYaroBBIX
W3MEHEHHUH HM Y OJIHOTO M3 MALMEHTOB C 3HLedaona-
THell B omnumne oT 3 mauueHToB (M3 11 manueHToB, y
KOTOPBIX BBIIOJHAIACH MArHUTHO-PE30HAHCHAS U KOM-
IbIOTEepHAst ToMOTpadusi TOJIOBBI) ¢ OCTPOil HopdupueH,
¢ xkaptunHoit PRES (posterior reversible encephalopathy
syndrome) [17].

VY nByx maruenToB (6 u 9; cm. Tabxn. 1) orMevanuch
MIPU3HAKM COYETAHHOTO MOPAKEHMs IEHTPAIbHOTO U

nepudepruuaeckoro MOTOHEHPOHOB, UTO HEPEIKO HAOIIO-
JTAJIOCh U Y TIALIUEHTOB ¢ MOpGUPUEH C OTHOMOMEHTHBIM
pasBUTHEM MOJMHEBpONaTHH ¥ 3HUedanonatun. [Ipu
9TOM Y MAaIHEHTOB ¢ BTOPUYHON MNOpQUPHHYpUEH MH-
paMuIHAasE HEOCTAaTOYHOCTD Obliia 00yCIIOBIICHA IPYTOM
NPUYMHON (CUUIHC, COCYAUCTO-MO3r0Bast HEAOCTATOU-
HOCTB).

BoneBoit cunnpoM ObIT BEIpaXkeH y 9 MaIMEHTOB,
HO TOJIBKO y 4 OBbLI MpeACTaBIeH HHTEHCUBHON OO0JBIO
B JKMBOTE — OLIEHKAa II0 BH3YyaJbHO-aHAJIOTOBOW IIKaJle
(BAILI) 6onee 7 6amoB [7] B oTiMYHe OT TALIMEHTOB C
OCTPBIMH NOPOUPHUAMH, Y KOTOPBIX IMOJMHEBPOIATHUS
BCEIZia COYeTalaCh ¢ WHTEHCHBHOH OOJBIO B JKHBOTE.
VY mamueHToB ¢ BTOPHYHOW MOp(UpUHYpHEH ropas3io
yaie, 4eM 00Jb B )KHBOTE, BCTPEUAINCh MUAITHH, He-
BponaTuueckue O0JIeBble OLIYLICHUS B KOHEUHOCTSIX,
6onp B ciimHe. [Ipu 3TOoM yame 6oneBoil CHHAPOM pas-
BUBAJICSI OTHOMOMEHTHO C ITOJIMHEBPOIIATUEH MK HaKa-
HYHE €€ TIOsIBIICHHS.

[Ipu3Haku aBTOHOMHOW NHUC(PYHKIHH Yy OOJBHBIX
C BTOPUYHOH MOpGUPHHYpHEH Halle BCEro BKIOYAIU
TaXUKapJHI0, APTEPUATIbHYI0 T'MIEPTEH3UIO, TOLIHOTY,
pBoTy. TakuM 00pa3oM, CHIEKTp aBTOHOMHOH JUC]YyHK-
UK ObUT MPAKTHYECKU HJICHTUYEH TAKOBOMY Y ITaIllUCH-
TOB ¢ noppupusiMu. Bmecrte ¢ TeM B oTiIM4KEe OT OCTPOi
noppupuu y OOJBIIMHCTBA MAIIMEHTOB C BTOPUYHBIMHU
NopGUPUHYPUSMH aBTOHOMHAS TUCHYHKIHS UMeTa Mo-
JIOCTpPBIN Xapakrep.

WHTepecHbIMU OKa3aJUCh 3JICKTPOJIUTHBIE U dep-
MEHTHBIC U3MEHEHUsI y OOJIbHBIX ¢ BTOPUYHON MOpHUPH-
Hypuei. Tak, yMepeHHasi THIOHATPUEMHS U THIIOKaJIHe-
MUl OTMeUaJIach TOJIBKO Y OJJHOTO MAIUEHTA C BTOPUYHON
nopdupuHypueld 1 ropasno daiie oOHapyXKuBajach y
MAIUEeHTOB ¢ MepBUYHBIME opupusmu. OOparano Ha
ceOst BHUMaHHE 4acTOE MOBBIIICHUE YPOBHS TPaHCAMHUHA3
JI0 YMEpEHHBIX BenuuuH (Tals. 2), 4To, MO-BUAUMOMY,
YKa3bIBaeT Ha IENaTonaTHiO KaK MPUYMHY BTOPUYHON
nopQUPUHYpUH Y STHX MAlMEHTOB. DTOT IOKa3aTelnb,
OIHAKO, HE MOXET CIY>KUTb KpuTepueM anddepeHiy-
ANBHOTO JIMArHO3a, TAaK KaK MOBBIIICHUE YPOBHS TpaHC-
aMMHAa3 — 4acToe SBJICHHUE Y MALEHTOB C MOPPUPHUIMHU C
HEBPOJIOTMYECKUMH CUMITTOMaMH (Taou. 3).

Togvruenue yposreti nopupunos u/uau ux
npeouLeCmeeHHUKO8 Y NAYUEHMO8 C 8IMOPUUHOLL
nopgupunypuet

CreneHb MOBBIICHUS YPOBHEH MOPOUPHHOB H/UITH UX
MPEIIIeCTBEHHUKOB Y MMallMEHTOB TPyl HAOMIOIEHUS
HE TpeBbIlIaa gaaxe 4-KpaTHoOro ypoBHs (cM. Tali. 2),
T. €. HE COOTBETCTBOBAJIa KPUTEPHUSM IHArHO3a aTakKu
octpoit moppupun. HecMotpsi Ha 310, y 8 MAIMCHTOB
JIMATHO3 OCTPOI opdupun ObLT YCTAHOBIICH B KAU4eCTBE
0e3anbTepHATUBHOTO OCHOBHOTO JMAarHo3a, a y 2 maiu-
€HTOB Jlake OblIa TPOBE/ICHA CTeI(UIecKas maToreHe-
THUYECKasi Teparnusi OCTpoil MopUPUU aprUHATOM Tema
(Hopmocanr, Orphan Drugs), mpu 3ToM yiydiieHue co-
CTOSIHUSA MMALIMEHTOB COBIAIIO C IPOBOAUMOM TEpanue.

Jlns uckirodeHust ocTpol MoppUpUM y TMalUeHTKH
7 C pe3Ko TOJIOKHUTENbHBIM Ka4eCTBEHHBIM TECTOM Ha
IIBI" (cM. Tab:1. 2) OBLT UCCITEIOBAH BECh CITEKTP MOPQhH-
PHHOB M MX NPEALICCTBEHHUKOB B (pa3e paHHEH peMuc-
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53
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11

K/38
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11

12

127

82
29

K/52

105

31 32

32
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K/28
Ilpumeuanue. 3nech u B 1abn. 3: AJIK — amunoneBynuHoBast kucinora; [IBI" — nopdobununoren; AJIT — ananunamunorpancdepasa; [MBC — ruapokcuMeTninOnInancuaTeTasa; * — xpomarorpa-

(ryeckne KOJOHKU ObLIH BPYUHYIO 3aII0JHEHBI aKTUBUPOBAHHBIM YIJIEM; T — IIPU MPOBEICHHN KadyeCTBEHHOTO TecTa Watson—Schwartz 4-5-kparnoe nossienue yposus [1BIT coorBercrByer +++ [2]. Hesa-

MTOJIHEHHEIE SYEHKU 03HAYaI0T OTCYTCTBHUE COOTBCTCTBYIOILINX JTaHHBIX.

cud. Y 7 NaliMeHToOB YPOBHU METa-
0onuToB MOp(UPHHOBOTO 0OMEHA
HOPMAaJIN30BAINCH YKE K MOMEHTY
BBIMIUCKU U3 cTaunoHapa. B 3 ciy-
Yasx Helb3s ObLJIO OJHO3HAYHO
HCKITIOYUTH OCTPYIO TOPPHUPHUIO BO
BpeMsi OCTpoii (a3sl 3aboneBaHus
M3-32 TIOCTOSTHHOHM Korporopdu-
puHypHH (2—3-KpaTHOTO MOBBIIIIE-
HUS1) ¥ HEOONBIIOTO TOBBIIICHUS
ypoBus AJIK B ogHOoM ciyuae. B
TEYEHHE O-MECSIYHOro HalroIe-
HUS ¥ MTOBTOPHBIX J1a00OPAaTOPHBIX
WCCIIEZIOBaHUN ypOBHHU TOphUpH-
HOB U MX MPEIIICCTBCHHUKOB CTa-
OMITM3MPOBAINCH M y TAIMEHTOB
ObUTM YCTaHOBIICHBI ApYTrHe AHa-
THO3EI.

CpasHenue ¢ nayuenmamu c
ocmpoii nopgupueti

B ominume oOT manueHToOB C
BTOPUYHOUN TOphUpUHYypHUei cpe-
I TIAIUCHTOB C OCTPOH mopdu-
pueil ObUTH TPEUMYIIECTBEHHO
JKEHIIIMHBI B Bo3pacte 1857 mer
(cpennuii Bo3pact 32 roma). Yka-
3aHUe Ha TON00HBIE 3a00JeBaHUS
B ceMbe y OOJNBIIMHCTBA MAIlHEH-
TOK Takxe oTcyTcTBoBajiM. llox-
poOHOE oOIMCcaHWe KIMHUYECKON
KapTUHBI Y 12 ManueHToB MpuBe-
JICHO B Halled Npeablaylen my-
Omukaruu [13].

B nenom knmHWYECKas KapTHHA
MAaIMEeHTOB, CTPAJAIOIINX OCTPOH
nopdupueii, ObUTa CXOTHONU. DTO
MOXHO OTHECTH KaK K OTJACJIbHBIM
CHUMIITOMaM M CHHJPOMaM, TaK U
K MX COBOKYITHOCTH, OJTHAKO MOX-
HO OTMETHTh HEKOTOPBIC HIOAHCHI,
KIMHAYECKH pa3iuyarounmecs y
MalMreHTOB 3THX JIByX rpyni. B
YaCTHOCTH, Y TTALIMEHTOB C OCTPHI-
MU TOpQUPHUSIMHU  KIMHHYECKAs
KapTHHA OTJIMYallaCch MEHBIIeH
FeTEPOreHHOCThI0. B omnune ot
MAIUEHTOB C BTOPHYHOW mopdu-
pHHYpHEH y BCEX IALMEHTOB C
nop(upHifHON TONMHEBpoNaTueit
OHa ObUIa OCTpPOW W e€il Bceraa
MIPE/IIeCTBOBAIN CHIIbHAS 0OIb B
xuBote (ornenka nmo BAILL Gonee
7 6ammoB [7]) 1 aBTOHOMHAsI JTUC-
¢yHkms. Y OONbIIMHCTBA HAlU-
€HTOB OCTpasi TIOJMHEBPOIIATHs
pa3BUBasiach BMeCTe ¢ dHIEedao-
natuei.

KiroueBbIM MOMEHTOM, 1103BO-
JSIOMIMM  3aII0JI03PUTH OCTPYIO
NoppUPHIO SBISETCS HE CTOJIBKO
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Tabnuna 4
AJITOPATM IHATHOCTHKH OCTPBIX MOPQUPHIi

1. Korzna nono3peBars
octpyto nopdupuo?

OOBIYHO COUETAHHE HE-
CKOJIBKUX CHMIITOMOB M
CHHJIPOMOB

II. Yto uccienosars?
A. Bo Bpewmst aTaku

YCTaHOBUTH WJIU UC-
KIIFOUNTH THATHO3
"octpas noppupus'",
HEOOXOIUMBIH JIJIs Ha-
YaJia MaToreHeTHYECKOTO
JICUCHHSI aTaKh

JlommomHUTEIbHBIE OHO-
XUMHYECKHE TECTHI IS
nuddepeHmanbHOR
JIMarHOCTHKH OCTPBIX

KnuHMYecKre CUMITTOMBI U CHUHAPOMBI

TepaneBTuueckre CHHIPOMBI
Octpast 60J1b B )KMBOTE MJIM CIIUHE

Ocrpast aBTOHOMHas TUCHYHKLHS (TaXHUKapAUs, apTepu-
ajlbHask THIIEPTEH3HUs], TOUIHOTA, 3a10p U 1Ip.)

OCTpbIit UHTEPCTHINATBHBIH HeQpHUT

CuHApPOM HealeKBaTHOM CeKpey aHTUIINYPETUIECKOTO
ropMOHa

Pabgomuonus

Hesponoruyeckue cuHApOMBI

Ocrtpast sHIEdanonarus (Tociie NCKITI0YCHHs HHPEKITMOH-
HOM STHOJIIOTHN)

Octpast MOTOpHast (MOTOPHO-CEHCOPHAsT) TOJTMHEBPOIIATHSI

VYposens [1BI" B Moue (KonmuuecTBEHHO): IpH Oosiee Yem
S-KpaTHOM MOBBIIICHUH JAUArHO3 OCTPOi Hophupun
BEPOSITCH

Ecnu I1BI" B Mmoue B HOpMe, HO ypoBeHb AJIK B Moue mo-
BBIIICH — UCKJIIOYUTH OTPABJICHHE CBHHIIOM

[Ipn He3HaunTenpHBIX MOBBIIEHUAX ypoBHENH AJIK n ITBI"
UCKITIOYUTH OTPABJICHUE TAKEIBIMH METAJIIAMH, BTOPHY-
HbIE OPGUPUHYPUN

Criextp nop$HUPUHOB B IUIa3Me KPOBH: MOJIOKHUTEIbHBIH
nipu OIIIT, HK, TIKII (¢popma koxkuo# nopdpupun) — 617—
619 HM (TIpU BTOPHYHBIX MOPOUPHHYPHUSIX TAKKE MOKET
ObITh CJ1A00NONOKUTENBHBIM), Ipy BIT — 621 HM

nopdupuii Konponopdupun B cryne (OIIIT nopma, HKIT 111, BIT 11)
Iporonopdupun B cryne (OINIl Hopma i 1 < 2-kpatHo,
BII 111, HKII < 2-kpatHo)

VYponopdupus B mode 111 >> korponoppuprH B Mode |
rpu OIIIT

[Tpu nosimeHnY TOPGUPUHOB Ha (HOHE HOPMATBHBIX
nokazareneil AJIK u I1BI" B Moue — HCKITIOYUTH BTOPUYHBIC
nopGupHHYpHI

[TosropuTs Bce bmoxumuueckue Tects! (AJIK u I1BI" mo-
BBIIICHBI OoJiee 4eM y 85% maiueHToB BO BpeMs peMHC-
cun 1y 100% nanpeHToB, nepeHeclnX TSHKEIyI0 aTaKky ¢
HEBPOJOTHYECKUMU MPOSIBICHUSIMH)

B. Bo Bpems pemuccun

AxtuHocts 'MBC sputponuTos cumkena npu OII1,
KpoMe NalieHToB ¢ BapuaHTHOU dopmoit OIIIT (5-15%),
y KOTOPBIX MyTal{sl HAXOJUTCS B [IEPBOM YK30HE I'eHa
HMBS, He TpanCKpUOHPYEMOTO B SPUTPOLIHTAX

Bepuduxanus tuna
ocTpoii mopdupun
‘YcTaHoBieHue HOCUTE-
JIeil MyTaHTHOTO TeHa B

ceMbe
JIHK-ananu3 B COOTBETCTBYIOIIEM IeHE Yy MPOOaH/Ia mocie

OnoxuMuueckoit Bepru(UKauu JUarHo3a

JHK-ananu3 y poacTBEHHUKOB poOaH/a IOCIe BbIsBIIe-
HHs MyTallud B CEMbE

IIpumeuanune. AJIK — amuHoneBynuHoBas kuciorta; BIl — Bapueratnas mop-
¢dupus; 'MBC — runpoxcumerunounuan cunrerasa; HK — HacnezncTBenHas xornpomnop-
¢upus; OIIII — ocrpast nepemesxatomasics: nopdupust; [1BI" — nopdodbununoren; IKIT
— HO3IHSAS KOXKHAS HOpQUpHs.

COUYeTaHHE ONPEIECNIeHHBIX CHUMIITOMOB (MIEHTUYHBIX
y HalllMX NAIMeHTOB ¢ BTOPUYHOH MOpPUHYpHEH), HO
BPEMEHHBIE XapAKTEPUCTUKH U MOCIIEN0BATETLHOCTD MX
nosiBiieHUs. B Hauane aTaku Bo3HUKAeT OOJb B JKUBOTE,
3aTeM TIPUCOCAWHSIIOTCS CHUMIITOMBI OCTPON aBTOHOM-
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HOW JUCOYHKIUH, U TOJBKO uepe3 1-3 Hex
pa3BHBAETCS OCTPAs MOJTMHEBPOIATHS W/ TN
sHnedanonarus.

Oo6cy:xnenue

Cremyer MOMHHTD, YTO Psi 3a00IeBaHMI
renaroOMIIMapHOW  CHUCTEMBI, OTpPaBJICHUS
AJIKOTOJIEM, TSKETTBIMU METaJITAMH, MBIIITbSI-
KOM, aHEMHH, HEKOTOPbIE METa0OTHYECKUE 1
WH(EKIIMOHHbBIE 3a00JIeBaHNUS COMPOBOXK/A-
IOTCS TPAH3UTOPHBIM MOBBIILICHUEM YPOBHEH
nop(UpPUHOB, B OCHOBHOM KoTIporiophupu-
Ha, U, peXke, UX MPEAIICeCTBEHHUKOB [2]. 3TO
00yCJIOBJIEHO HapyIICHWEM SKCKPEIHH Top-
(DPUPUHOB C JKEMUbI0, PEKEe — YACTUIHOM O110-
K10l HEKOTOPBIX (DEPMEHTOB CHHTE3a TemMa
(mpu otpaBnenusx). Camoil wactoil mpu-
YUHOW TOPQHUPHUHYPUH CUUTAETCS OCTPOE
WIH XPOHUYECKOE OTPAaBICHHE AaJIKOTOJIEM
[2]. Camoii TsKEenol mophupuHYpHEH sB-
JSETCSl OTPABJICHHWEM CBHHIIOM, TPU KOTO-
pom ypoBeHb AJIK 3HaYMTENBHO TMOBBIIICH
U UMeeT BeAyllee 3HAaYeHHE B IaTOreHe3e
[2]. B ocranpHbIX ciydasx mophUpUHYpHUs
SBIISIETCSl OECCUMITOMHBIM MapKepoM, a Bce
HEBPOJIOTUYECKHE TPOSBICHUSI BBI3BAHBI
Ipyroi npuuuHoil [2]. B nureparype onu-
CaHbI BCero 2 ciy4as BTOPHYHBIX MOPHHUPH-
HypUH C HEBPOJOTMYECKUMHU CHMIITOMAaMH,
U aBTOpPbI CTaTeil mpexanojaraid, 4To 3TH
CHUMITTOMBI OOYCJIOBIICHBI TOppupHHAMH [ 1,
12]. D10 mpeAmnonokKeHHe Majnao BEPOSITHO,
TaK KaK 3HAYUTEIHHOE TTOBBIIIIEHIE YPOBHEH
nop$UpUHOB Ha (OHE NPAKTHYECCKH HOP-
masbHbIX 3HaueHut AJIK u TIBI xapakrep-
HO JUISI KOKHBIX MOP(GUPUH, MPH KOTOPHIX
HUKOT/Ia HE Pa3BHUBAIOTCS HEBPOJIOTHIECKIE
CUMOTOMBEI [9].

Octpyro moppuputo Ha3bIBAIOT MaJbIM
umutatopoM [3], u y OonpIIMHCTBa Ta-
[UEHTOB C KJIWHUYECKHUMH CHMIITOMaMH,
MO03PUTENBHBIMH B OTHOILIEHHH OCTPOU
nopdupuu, npu oOCIETOBAHUU BBISBIISI-
oTcs apyrue 3aboneBaHus. DTO HEyIu-
BHUTEJIPHO, TaK KaK KIMHWYECKas KapTHHA
octpoii mophupum Hecneuubpuyna [9].
BoneBoii cuHIpOoM, aBTOHOMHAS TUCPYHK-
1S, TUIIOHATPUEMUS, KOTHUTHWBHBIC Ha-
pYLIEHUSI U UX KOMOWHAIUS MOTYT TaKKe
BCTpPEYAThCS W MPH JIPYTUX MOJIWHEBPOIIa-
tusx. Takum o6pazom, ckpuHUHT Ha AJIK
u [1BI" B Mo4e momkeH OBITh BBITIONHEH Y
Mo00ro manueHTa ¢ OCTPOH MOJTMHEBPOIa-
THeW WK dHIedanonarne B COYETaHUH C
ABTOHOMHOM nucyHKIUEH WM 0OJIeBBIM
CHHJIPOMOM.

Octpeie nophupun — peakue 3adoeBanus. CpeaHss
pacnpoctpanendHocts OIIIl B crpanax 3anagHoit EB-
pomsi coctasnsger 1,0-10,0 va 100 ToIc. Hacenenus [9],
YTO IO3BOJISIET OTHOCHUTH €€ K PEJKUM 3a00JEeBAHUSM,
OJHAKO KOJMYCCTBO HCAUArHOCTUPOBAHHBIX 60J'II>HI>IX,
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CKOpee BCero, MPEeBBIIIaeT TAKOBOE BBISIBICHHBIX, U, Ta-
KUM 00pa3oM, HICTUHHAS PAacIpOCTPAHEHHOCTh ATOTO 3a-
00JIeBaHUsI MOXKET OBITh BBIIIIE,

JlaGoparopHasi IuarHoCTUKa WMeEeT KITF0YeBOe 3Ha-
YeHUE B JMArHOCTUKE OCTPhIX mopdupuii [8] (Tadm. 4).
bruoxumuyeckrie KpUuTepun araku MOpGOUPHUN BKITIOYAIOT
Oosiee yem 5-kparHoe moBeleHre yposHs 1Bl B moue,
YTO MOXKET OBITh BBISBIEHO MPOCTHIMH KaueCTBEHHBIMHU
tectamu Watson—Schwartz wiu Hoesch [2], koropbie
OYEHb JIENIEBHl W JIOJDKHBI OBITH JIOCTYITHBI B IIFOOOM
KPYITHOM cTaljrioHape. Pe3ynbrarsl 3THX TeCTOB AOJIKHbI
BCEI/ia MOATBEPIKIATHCS KOINYECTBEHHBIM M3MEpPEHHUEM
[BI" B MoYe MeTOIOM HOHHO-O0OMEHHOH XpomaTorpadpun
[11], Tak Kak TIpw UCCIIEAOBAHNH KaueCTBEHHBIMU METO-
JJAMHU BO3MOYKHBI JIO)KHOIIOJIOKUTEIIBHBIE PE3YIbTaThl (110
TMaHHBIM JuTepatrypsl, 10 30% [2]). B To ke Bpems He-
00X0ZIMMO UMETh B BHLY, 4To paspymenue [1bI" Ha cBeTy
(B cimydae, ecitu McclieAyeMbIe 00pa3Ilbl HE 3alUIIECHBI OT
cBeTa) U oTcpoueHHoe uccienosanue [1bI y 6ompHOTO C©
YK€ JUITMTETIbHO TEKYIIeH aTakoil SBIAIOTCS OCHOBHBIMHU
MIPUYMHAME JIOKHOOTPHLATEILHBIX PE3YILTaTOB.

[Ipu cBOEBpeMEeHHOM cOOpe MaTepraia, 3alInuTe ero
OT CcBETa BO BpeMsi cOOpa M TPaHCHOPTHUPOBKH B J1a00-
paropuio, a TaKke Py NMPaBUIHLHOM TPOBEICHUH OHO-
XUMUYECKHX HCCIICIOBAHUN YCTaHOBJICHHE IHarHo3a
OCTPO¥ MOPPHUPHHU BO BPEMS aTaK! WIIH €TO NCKITIOUEHUE
HeE JI0JDKHO BBI3BIBATh 3aTpyaHeHui. K coxanenuio, He-
KOTOpBIE TA0OPATOPHH UCTIONB3YIOT HECTaHAaPTH30BaH-
HBIE METOJIbI KOJIMYECTBEHHOU OIICHKH MTOP(OUPUHOB U UX
Ipe/IIeCTBEHHUKOB, KOTOPbIE MEHEE YYBCTBUTEIILHBI K
TIOBBIIIICHNIO YKa3aHHBIX META0O0INTOB, YTO, BO3MOXKHO,
MIPUBOJUT K OTPUIIAHHIO AUArHO3a OCTPOH moppupuu y
YacTH MAIMeHTOB, 00CIIEIOBAaHHBIX B ATUX JabopaTopu-
sx. Tak, oOpamaroT Ha ce0si BHUMaHHe HU3KHE MoKa3a-
temu AJIK y Hammx manueHToB ¢ Bepu(puIrpoBaHHON B
JalbHEeHIIeM oCcTpoii mopdupueit Bo BpeMs aTaku. DTu
pe3ynbTarThl OBUIM TIOMYYEeHBl TIPHU WUCCIEOBAaHUU B Jia-
0OpaTopuy, UCIONB3YIOIIEH PyYHOE 3alloJHEHHE XPOo-
MaTorpauIecKnX KOJIOHOK aKTHBUPOBAHHBIM YIJIEM,
YTO HE COOTBETCTBYET COBPEMEHHBIM JIa0OPAaTOPHBIM
CTaH/IapTaM.

AHanm3 crekTpa Mop(GUPHUHOB IUIA3MBbl TTO3BOJISET
muddepeHInpoBaTh pa3IMYHbIe BHABI MOPGUPHEA (CM.
Tabi. 4), a TakKe MOATBEPXKIACT TUArHO3 OCTPOH MOp-
dbupuu Bo Bpems araku [8]. OreHKa OMOXMMHYECCKUX
noKasaTeJiell T0JKHA MPOBOAUTHCS MMEHHO B MOMEHT
OCTPBIX CHMIITOMOB, TaK KakK B JaJbHEHIIIEM 3TOT ypo-
BEHb MOKET CHU3HUTHCS, 0COOEHHO MPU HACIEICTBEHHON
rxonporopupun. Y marmento ¢ OIIII, meperecmmx
araky C HEBPOJIOTUYECKOH CHMIITOMATHKOHW, ypOBEHb
MTOP(PUPHHOB M TIPEAICCTBEHHUKOB MTOPPUPHHOB OOBIU-
HO OCTaeTCsl BHICOKUM MOXKHU3HEHHO [8&].

Takum 00pa3oM, HEBPOJIOTHYECKHE CHMIITOMBI
OCTPBIX MOPGUPUN U COCTOSHHUN, COMPOBOXKIAFOIINX-
cs BTOPUYHOH TOPPUPHMHYpPHUEH, MOTYT OBITH HJEH-
TUYHBIMHU. B cBsI3M ¢ 3TMM 0c000€ BHHUMaHHE JOIKHO
OBITH yAETEHO MPaBMJIBHOCTH MPUMEHEHHUS aJropuTMa
OMOXMMHYECKOW TMarHOCTUKH, BKJIIOYAs HE MEHEe YeM
5-kparHoe noseliieHue ypoBHs IIBI' B moue, oneHeH-

HOT'O Ha BBICOTE HEBPOJIOTUYCCKHX CUMITOMOB. OCHOB-
HBbIE IPUYUHBI OMIMOOK WHTEPIIPETAINN BKIIOUAIOT HE-
CBOEBPEMEHHBIN cOOp OMOJIOTHYECKOTO Marepuaia s
WCCIIeZIOBAaHUS, HE3AIUIIIEHHOCTh Marepuala OT CBeTa,
MPOBEJICHUE UCCIIEOBAaHUI B HECHEINATH3UPOBAHHBIX
nmabopaTopusix, MCIOJIb30BAaHUE B KayeCTBE OCHOBHO-
ro MapKepa OCTpOi MOpGUPHUHU TOIBKO YPOBHH KOMPO-
WA ypoTIOpQUPHUHOB O€3 HccieI0BaHus KOHIIEHTPAITUi
npeamecTBeHHUKOB noppupuHoB — [1BI" u AJIK.
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