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Ilpedcmasnen kpamkuii 0630p rumepamypsbl no npoodieme 0B0UHbIX NOPHUPULL U AHATU3 COOCNBEHHO20
KIUHUYECK020 Habniodenus. [numenvio Ha npomsicenuu 6onee 10 nem nabmodanu 6orvrno2o B. 30 nem
¢ 6epuUPUYUPOBAHHBIM OUACHO30M OCMPAs NePeMedNCalowascs nopQupus, Komopas manugecmuposana
ocmpeim 601e6bIM AOOOMUHATLHBIM CUHOPOMOM, HEBPOIOSUYECKUMU PACCMPOUCMEAMU 8 8ude nepuge-
pUHecKoll NOTUHEUPONAmuY U 2eMUNAPe3oM HUNCHUX KOHEUHOCMell, omMeden makoice CUHOpoOM apmepu-
anvHou eunepmensuu. Habniodaemasn Kiunuueckas cUMRmMOMAmMuKa cOOmM8encmeosand ocmpomy noppu-
PUHOMY KpU3y npu Manugecmayuu u/uiu peyuouge ocmpoii nepemedcaiowelics nopgupuu. /luaznos ovin
NOOMEEPHCOeH KOMUUECMBEHHbIM ONPeOeleHUeM IKCKPeMOPHO20 NPpOoQuis npeoulecmeeHHUKOs8 nop@upu-
HOG (0-AMUHOKANPOHOBAs. KUCIOMA, nopgodununozen) u gpakyuii nopgupunos (yponopgupum, xonpo-
nopgupun). HIx xoHyemmpayuu cyujecmeeHHo (0CoOeHHO NnpeoulecmeeHHUKU NOPOUPUHO8) Npesblulanu
KOHMPONbHbIE 3HAYEHUsl, YMO AGNAEMCS KAPOUHATbHLIM OUACHOCIUYECKUM KPUMepuem ocmpotl nepeme-
arcarouyetics noppupuu. Ha ghone cmotixoil KIuHUKO-OUOXUMUYECKOT PEMUCCUU OCMPOTL NEPEMENCAIOU eliCsL
nopghupuu uepes 4 200a y nayueHma cmaau nosAGNAMbCs CUMAMOMbL (POMOCeHCUOUTUZAYUY KONHCU (NY3bIPU,
9po3UU, NUSMEHMHbIe NAMHA) HA MBLIbHOU nosepxnocmu kucmel. Ilozonee cghopmuposancsa eunepmpuxos
6 gucouHo-nepuopoumanvroi oonacmu. Cman usMeHAMbCA KOHCMENNAYUOHHBIIL UN IKCKPEMOPHO20 NPo-
@uns nopgupunos. Ha ghone coxpansioweiicss noguluienol dKCKpeyun npeouecmeeHHUK08 nophupunos
(O-amuHONeBYIUHOBAS KUCIOMA U NOPPOOUTUHOCEH) HAOTIOOALOCh NPOSPECCUBHOE YEeNUYeHUe IKCKPEYUU
Gpaxyuu yponopghupuna, komopas cmaia oomuHupyrouei (00 58% om obwezo cooepocanus nopgupu-
Ho8). Taxoe dnumenvroe HabaroOenue 8 OUHAMUKE NO3BOTULO KOHCIAMUPOBATNb NOAGLEHUE HOBO20 8APUAH-
ma Hapyuienus nophupunoeo20 0oMena, KOMmopulil ¢ y4emom KAUHUYeCKOU CUMAIMOMAMUKU COOMBENCMEO-
6 Opy2otl (hopme neueHOUHoO NoOpPupULL, a UMEHHO NO30Hel KOJNCHOU nopgupuu. 3apecucmpuposarivie
6 OUHaAMUKe HaOMOOeHUs KAUHUKO-OUOXUMUYECKUE USMEHEHUs DKCKPEeMOPHO20 NPoPuis nokazameinet nop-
Pupunosozo obmena mocym ceudemenbCmeosamy 0 GO3HUKHOBEHUU COYENAHHO20 (PePMEHMaAmueHo20 0e-
@exma, ceoticmeeHHo20 060lHbIM nopupusm. bvina koncmamupogana manugecmayus no30Hel KOACHOU
nopgupuu Ha hoHe KOMNEHCUPOBAHHOU OCMPOU nepemeicarouetics nopoupuu.

KnioueBble ciloBa: ocmpas nepemeicarowdncs nopgupus; nopoupunoblii Kpus, NO30HAA KOXCHAS NOp-
¢hupus; Oeotinvie nopgupuu; KoruuecmeeHHoe onpeoeieHue npeoulecmeeHHUKO8 —
O-AMUHONEYTUHOBOU KUCTONIbL, NOPPHOOUTUHOZEHA U PPAKYUT NOPPUPUHOE — YPONOD-
¢upuna, konponopgupuna.
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A brief review of the literature on the problem of double porphyria and analysis of its own observation is
presented. For more than 10 years patient B was observed for more than 10 years with a verified diagnosis
of acute intermittent porphyria, which manifested with acute pain abdominal syndrome, neurological
disorders in the form of peripheral polyneuropathy and hemiparesis of lower extremities, and hypertension
syndrome was also noted. The observed clinical symptoms corresponded to an acute porphyrin crisis in the
manifestation and / or relapse of acute intermittent porphyria. The diagnosis was confirmed by a quantitative
determination of the excretory profile of porphyrin precursors (d-aminocaproic acid, porphobilinogen) and
porphyrin fractions (uroporphyrin, coproporphyrin). Their concentrations are significantly (especially
porphyrin precursors) exceeding the control values, which is the cardinal diagnostic criterion of acute
intermittent porphyria. Against the backdrop of persistent clinical and biochemical remission of acute
intermittent porphyria, symptoms of photosensitization of the skin (blisters, erosion, pigment spots)
on the dorsal surface of the hands began to appear in 4 years. Later, hypertrichosis was formed in the
temporo-periorbital region. The constellation type of the excretory profile of porphyrins began to change.
Against the backdrop of persistent increased excretion of porphyrin precursors (9-aminolevulinic acid and
porphobilinogen), a progressive increase in the excretion of the fraction of uroporphyrin was observed,
which became dominant (up to 58% of the total content of porphyrins). Such a prolonged observation in
the dynamics allowed us to state the appearance of a new variant of the porphyrin exchange disturbance,
which, taking into account clinical symptoms, corresponded to another form of hepatic porphyria, namely,
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late cutaneous porphyria. The clinical and biochemical changes in the excretory profile of the parameters of
porphyrin metabolism registered in the dynamics of observation may indicate the occurrence of a combined
enzymatic defect characteristic of double porphyria. In our case, a manifestation of late cutaneous porphyria
was noted against a background of compensated acute intermittent porphyria.

Keywords: acute intermittent porphyria; porphyrin crisis; late cutaneous porphyria; double porphyria; quan-
titative determination of the precursors — d-aminolevulinic acid, porphobilinogen and porphyrin

fractions — uroporphyrin, coproporphyrin.
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Bce u3BecTHbIE U BKIIIOUEHHBIE B COBPEMEHHYIO KJIacCH-
¢ukanuio kmuHUYeckrue HopMbl TOpHUPUI 32 UCKITIOYEHH-
€M TIPUOOPETEHHOHN CIIOPaAMYeCcKON MO3IHEH KOXKHOM Top-
¢upun (I1IKII) npeacraBisioT coOOM IpyIIly I'€éHETUYECKU
JeTePMUHHUPOBAHHBIX 3a00eBaHUN 0OMEHa BEleCTB, 00b-
CIMHSIONM TPU3HAKOM KOTOPBIX SBISIOTCS IEPBUYHBIC
crenupuyecKue HapylmeHus Meradoim3Mma MopUPUHOB
[1]. [Taromoruueckue OTKIOHEHUST TOPPUPUHOBOTO OOMEHA
pU MOPPUPHSIX COCPETOTOUCHBI TIPEUMYIIIECTBEHHO WIIH B
KJIETKaX KOCTHOTO MO3ra (3pUTPOIIOITHYECKUM TUIT), WIIU B
rernarouuTax neyeHu (MEYSHOUHBIH TUI) U CBA3AHBI C Jie-
(hekTOM OJTHOTO M pexe AByX (DEPMEHTOB OMOCHUHTE3a remMa.
depMeHTaTHBHBIH JeQeKT CenupuueH Uil KXo Gop-
MBI OPPUPHU U OIpeAenseT 0COOCHHOCTH KIMHHYECKOTO
TeueHHs1 OONIE3HU U XapaKTEPHBIN 111 Hee OMOXUMHYECKHUH
CHUHJIPOM, KOTOPBII YCTaHABIMBAETCS IO HKCKPETOPHOMY
npoduiIo MOPpGUPUHOB U UX MPEANICCTBEHHUKOB B MOYE U
Kaje, a TAKXKE M0 COJACPKAHUIO I3TUX META0OIUTOB B DPH-
TPOLUTAX U IJ1a3mMe KpoBH [2—4].

Bompoc o 1BOHHBIX MOpPPHUPUAX OTHOCHTCA K YHUC-
Jy HEAOCTAaTOYHO HM3y4YeHHBIX. MHTepec K Hemy BO3poc
rocie toro, kak M. Qadiri u coaBT. [5] onucanu HOBYIO
(dhopmy niedeHOUHOH mopdupuK Noj HazBaHUeM «YecTep-
ckas nopupus» (Ha3BaHUe OOJIE3HU CBSI3aHO C TOPOJOM
B BenukoOpuranuu, rae HaOmoganuch O0onbHbIE). Hero-
CPeICTBEHHbIE HAOIIOAeHUS 32 OONBHBIMU U PETPOCIEK-
TUBHBII aHAJIH3, IPOBEJCHHBIN aBTOpaMHu B 4 TIOKOJICHUSX
OonbIoi cemeiHol rpymmbl (200 YeaoBeK) mokasal, 4To
3a00/1eBaHUE HACIIEAYETCS MO ayTOCOMHO-IOMUHAHTHOMY
TUIYy U MPOTEKAET B MAaHU(PECTHOHN U JIATEHTHOU (opMax.
Manudectnas Yectepckas mopdupus CONPOBOKAACTCS
OCTPBIMH TIPUCTYIIaMHU, KOTOPHIC KIMHHYECKH HE OTIH-
YalTCA OT TAKOBBIX IPH KIACCHYECKOW OCTPOH mepeme-
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atomerics nophupun (OINIT). OnHako y OONBHBIX OTHO-
CUTEIJIbHO Yalle PErHCTPUPYETCs TsKENble paccTpoicTBa
MICUXHKH, 3JI0KAYCCTBCHHAS THIEPTCH3Ms W HapylLICHHE
GyHKIMK MoYek. B oTimume or BapueratHoi moppupuu
nopaxeHue koxxu npu Yecrepckodd moppupuu He Ha-
omronaercs. JlatentHas Qopma mporekaer KIMHUYECKH
0ECCHMIITOMHO, XOTSl y YacTH TaKUX OOJBHBIX HMEETCs
HAKJIOHHOCTh K THIIEPTCH3MH. BapOuTyparsl U XUpypru-
YeCKHE BMEIIATEIhCTBA MPOBOLUPYIOT OCTPbIC TPUCTYIIBI
Kak y OONbHBIX MaHU(ECTHOM, TaKk U y JIUL C JaTeHTHOH
dbopmoii Oone3HH.

buoxumuueckuii cunnpom Yectepckoit mopdupun
CKIIJIBIBACTCS U3 BBICOKOTO COJIEPKaHUs Op(HOOHINHO-
reHa (I1BI") u B MeHbIIeH CTENIEHN J-aMHUHOJIEBYTMHOBOM
kucioThl (5-AJIK), HOpMaIbHOTO MIIM ClIerKa MOBBIIICH-
HOTO KostnuecTBa ypornopdupuna (YII) u konponopdupu-
Ha (KII) B MOo4Ye u CylIeCTBEHHOTO MOBBIMIEHUS (paKkuuu
npotonopdupuna (I1I1) B kaxe. B spurponnrax maroiuo-
rudeckue noppupHuHsl OTCyTCTBYIOT. B daze pemuccuu u
y JHI C JIaTeHTHOW (opmoii OoJe3HH copepKaHHue MOop-
(UPHHOB M MX MPEAIICCTBEHHUKOB 3HAYUTENBHO HMIKE,
4YeM BO BpEeMsl OCTpO aTaku, OJHAKO XapaKTepHBIE CO-
OTHONICHHUS MEXAY (ppakiuusiMu mopGUPUHOB MPH ITOM
coxpansercs [6].

Coo01ieHust 0 OONBbHBIX C COYETAHHBIM KIMHUYECKUMHU
U OMOXMMHUYECKHMH MPHU3HAKAMH PA3IHYHBIX (HOPM MOP-
¢bupuit nyonukoBanuch B auteparype u panee. J. Kushner
u coaBT. [7] HaOmoanu OONIBHOIO ¢ KIMHUKO-OHOXUMHU-
YECKUM CHHIPOMOM BPOXXICHHON 3PUTPONOITHYECKON
nopdupuu, y KOTOporo Hapsiay ¢ 1e(HUIMTOM KOCHHTETA-
3bl yporopdupruHoreHa OblI0 00HAPYIKEHO THITMYHOE IS
nacnenctBennoit [IKII cHukeHre aKTUBHOCTH JIeKapOOK-
cuiasel yporopdupruHorena B spurporutax 1o 50% mo
cpaBHeHUI0 ¢ Hopmoii. M.B. Topion u coasr. [8] omwuca-
1 OOJIBHOTO C COYETAHHBIMH KIMHUYECKUMH U OHMOXH-
mudecknumu npuszHakamu OIIIT u TIKII. M3BecTHBI Takxke
0OJIBHBIE ¢ KOMOWHUPOBAHHBIM KIIMHUKO-OHMOXUMHYECKHM
CHUHJIPOMOM XapaKTEPHbIM Ul BapUeraTHOW HMOppUpUU U
[IKII [9-11].

E. Kostler [12] Ha ocHOBaHMM PETPOCIEKTUBHOTO aHa-
7132 HEMHOTOYHCIICHHBIX JIaHHBIX JIUTEPATYPhl MPHUILIET
K 3aKITIOUCHUIO, YTO y OONBHBIX MOPOUPHSIMH C JTBOWHBIM
(bepMeHTaTUBHBIM 1€()eKTOM KOHCTaTUpyeTcs CBOeoOpas-
HBIH KOMIUIEKC OMOXMMHYECKHMX IPU3HAKOB, a MHOTAA U
HeoObryHOe TeyeHue Oonesnu. [lo muenmio K. McColl
U COaBT. [6], mpu JIBOWHBIX TOpQHUpHUIX (GepMeHTATHB-
HbIC HapyIICHHs B CUCTEeMe OMOCHHTE3a reMa 3aBUCST OT
TeHOTUIIa OOJIBHOrO, TOrAa KaK KIMHUYECKHH CHHAPOM
U OKCKPETOPHBIM Npodmib NOPGUPUHOB ONpenensercs
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JluHamuKka nokasareJieii nopgpupunosoro oomena 6onbHoro B.

Bepxuss rpanuna

Jlata uccnenoBaHus

Howasaress HOpMbI 29.12.07 | 09.09.08 | 10.03.09 | 08.06.11 | 13.09.11 | 250012 | 13.04.15
[IpenuecTBeHHUKN
Op(GHUPHHOB, HMOJIB/CYT
$-aMHUHOJIEBYTMHOBASI KACJIOTA 259.4 1388,7* 556,9%* 862,2%* 1487,9%* 640,9* 648,6* 610,4*
Tlopdobununorex 22,0 79,6* 67,2% 123,8* 159,1* 119,3* 190,1* 88.,4*
DKCKpETOpHBIE MTOP(QUPHHEL,
HMOJIB/CYT
Yponopdupus, 45 37 40 26 96,4* 148,6* 141,5* 190,1%*
Konponopbupun 133 1222%* 491,7* 451* 991,4* 369,9* 789,6* 137,7%
Oomiee comepxaHue 178 1259* 531,7* 477* 1087,8* 518,5%* 931,1* 327,8%
Coorromenne YIT/KIT 0,34 0,03* 0,08* 0,06* 0,10* 0,40 0,18* 1,38%
DekanbHbIe TTOPPUPUHEI,
HMOJIB/T CYXOil Macchl
Komponopdupun 14,5 12,6%*
[Mporonoppupra 36,8 34,6%*
Obuiee comepxanme 51,3 47,2%*
Coornomenune KIT/IIIT 0,39 0,36%*

IT puMe4daHuc. * PE3YNbTAThl, UMCIOIIUE OTKIIOHEHUS OT HOpMLI;**

¢denorunuyeckumMu (akropamu. Takue HalMEHTHl B IO-
BCEIHEBHOH MPaKTHKE BCTPEYAIOTCS PEIKO, O YEM MOXKET
CBUJICTEIHCTBOBATh HAIllle HAONIOACHHWE M 3acCily’KUBAaeT
CIIEUATBLHOTO 00CYKICHUSI.

Boneroit B., 30 ner. 3aboxnen octpo Ha ¢oHE TpoBe-
JICHHS JIAKO-KPACOYHBIX PEMOHTHBIX paboT B IUIOXO IPO-
BETPUBAacMOM IOMeIlleHuU. [lepBble cUMOTOMBI OOJE3HH
MOSIBUIINCH Ha 2-€ CyTKH: KOJIMKOOOpa3HbIe OOJU B )KUBOTE,
TOIITHOTA, PBOTA, 3aJIePKKa CTyJa, TOJIOBHBIE OOIH, Cep/lie-
OueHue, MOBBINIEHUE apTepruabHOTO MaBieHus 10 160/100
MM pT. cT. Eme uepes 2 nHs crana HapacTaTh ciabocTh B
HIKHUX KOHEYHOCTAX M OOJH B OCAPEHHBIX KOCTAX M Ta30-
OeapeHHbIX cycTaBax. bonbHON ¢ TpymoM BcTaBai, HE MOT
CaMOCTOSITEIIBHO MEPE/IBUTATHCS.

CocTosiHME NIPH TOCTYIJIEHUN CPEeJHEH CTENEHH TsxkKe-
cTd. BoJbHON B CO3HaHMHU, aeKBaTE€H, OPHEHTUPOBAH BO
BpEMEHH, B KOHTAKT BcTynaet jerko. Poct 174 cM, macca
tena 50 xr, nHAEKC Macchl Tena 16,5 kr/m2. Koxka Gneqnast,
cB00OOHA OT BhIChIMaHui. [Ipn usukansHOM 00CIen0Ba-
HUY Ha0JII0/1a1ach BEIpakKeHHasi HEBPOJIOTMUECKask CUMIITO-
MaTHKa B BHJE MOJUHEHpONaTHH M TeMumnape3a HIKHUX
KOHe4YHOCTel. OOmmi 1 OMOXUMHUYECKHH aHaTU3bl KPOBH
0e3 OTKJIOHEHHI OT HOpMbI. OONIMI aHATU3 MOYH, 3a KC-
KITFOUEHUEM PO30BOTO [BETA, KOTOPBIH IMOSBUIICS B HaYase
3a0oseBaHus, B mpeaenax HopMbl. KauecTBennas npoOa Ha
nopdupuHbl B Moue mnonoxurenpHas (++++). [IpenBapu-
TEJIBHBI MArHO3 — OCTpas NepeMexaroulss mopdupus.
Jis yTOuHeHHs IUarHo3a IMPOBEICHO KOJIWYESCTBEHHOE
OTpe/ieJICHUE MPENIICCTBEHHUKOB TOPQHUPUHOB, a TaKXKe
9KCKPETOPHBIX U (peKanbHBIX NOPGUPUHOB. DKCKpeuus
6-AJIK u IIBT" B 3,5-5,0 pa3 mpeBbliana KOHTPOJIbHBIC
3HadeHus. [Ipu uccnenoBannu ¢paxiuii TopGUPHUHOB KOH-
CTaTHPOBaHa TOJBKO BBICOKas SKckpeums ¢pakouu KII.
Conepxanne Qpakuun YII u dpexanpubix Gpaxmuiit KI1 u
[1IT ObuTO B Mpezenax HOpMBI (cM. TadauIy). Pesynbrars
MIPOBEICHHBIX UCCIICAOBAHUH O3BOIMIN YCTAHOBUTD KITH-

— pE3yJbTaThbl HCCHCHOBaHHﬁ, IPOBEACHHBIE OJHOKPATHO.

Huueckuil nuarno3: OIIIT BnepBble BbIsBIEHHAS, TSKeIas
(dhopma, nophUpUHOBBINA KPU3 C SBICHUSIMHU 0O0JIEBOTO a0-
JOMHUHAIIEHOTO CHHJIpPOMa, nepudeprueckoil moimnHeipo-
MaTHH, TeMHITape3a HUKHUX KOHEYHOCTEH, apTepHabHOM
TUIEPTCH3HU.

IIpu xoHTpONBEHOM OOCIEnOBaHMH B ceHTs0pe 2008 .
OTMeueHa MOJOKUTENbHAs JUHAMUKA B HEBPOJIOTHYECKOM
cTaryce: JBHUTaTeIbHbIC PACCTPOMCTBA Pa3pelIHIIUCh, I1a-
[MEHT CaMOCTOSITEIbHO MEpeBUTAeTCsl 0€3 MOCTOPOHHEH
nomomi. bojeBoil abMOMHHAIBHBIN CHHIPOM HE peIu-
JuBUpyeT. Moya o0buHOro sxenroro nsera. Ilokasarenu
nop¢upuHOBOro oOMeHa cTa0uIu3upoBanuch. OmHAKO
skckpenns d-AJIK, IIBI" u ¢ppakums KIT ocraBanuck Beimie
HOPMAaTUBHBIX 3HaueHWi. TeM He MeHee, Takol MpopuIIb
9KCKPETOPHBIX IO0KazaTened nopGpupuHoBOro oOMeHa Io-
3BOJIST  KOHCTaTUPOBAaTh KIMHUKO-OMOXMMHUYECKYIO pe-
muccuro OIIII (cm. Tadauny). B 2009 r. cocTosiHue nanu-
€HTa OCTaBallOCh CTAOMIBHBIM. DKCKPETOPHBIH NPOQPHIIH
nokaszaresieii mopGUpPHHOBOrO OOMEHa CYIISCTBCHHO HE
n3MeHuics. CoxpaHsnachk KIMHUKO-OMOXMMMYECKas pe-
muccus 3abonesanusa. B urone 2011 1. manueHT COOOIINII,
YTO THUIBHOW MOBEPXHOCTH KUCTEH MOSBHIHNCH IMYy3BIPH
(puc. 1), kotopsie cyObeKTUBHO He Oecnokomu. [locie
HX CAMOCTOSITEIILHOTO BCKPBITHS (HOPMUPOBAIHCH SPO3UH,
a 3aTeM NUIMEHTHbIe IATHa (puc. 2). [Ipu KoHTpoIbHOM
oOcnenoBaHun OOHAPYKEHO W3MEHEHHE HKCKPETOPHOTO
npoduitst TopUPHUHOB (CM. TAGIUILLY). 3apETUCTPUPOBAHO
MOBBINICHUE dKCKpennu ¢pakuun YII, koTopoe mporpec-
CUpOBaJIO B JUHAMUKe HaOmroneHus. IIpu stom ¢pakuns
VII craja HMOCTENEHHO IOMHUHUPOBATh B JKCKPETOPHOM
npoduiie MOpPUPUHOB, YTO YKA3bIBAJIO HA, BEPOSTHOE,
(hopMHpOBaHHE XPOHUYECKOW (POPMBI MMEUCHOYHOU IOp-
¢upun, a umenHo [IKII. B atoT xe nepuox y 00IbHOTO
HabmIonanocs GOpMUPOBAHUE THUIEPTPUX03a B BUCOYHO-
nepuopburansHoi obnactu (pue. 3). IlanueHT ocraercs
Ha JMCIIaHCEepHOM HaONIOAeHNH.
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Puc. 1. ITy3bIpp Ha THUILHOI IOBEPXHOCTH JIEBOH KUCTH.

Ob6cy:xnenue

Taxum o0pa3om, mpu HAONIIOACHUH B AMHAMUKE Y 00JIb-
HOro ObLTH TocienoBareabHo auarHoctupoBansl OINII u
[IKII. IlepBoit manudectuposana OIIIl, mmarHoctupo-
BaHUE KOTOPOH OOBIYHO BbI3BIBAET 3aTPYyIHEHHsS y Bpa-
4yel, 4TO CBA3aHO C PEIKOCTBHIO JAHHOTO 3a00JeBaHUS U
BapHaleNbHOCThIO CUMIITOMATHKH, KOTZAa B KJIMHUYECKOH
KapTHHE MOXET JOMHHUPOBATh OO0NIeBOW abpoMHHAIb-
HBIi CHUHJIPOM W/MIM HEBPOJOTHUYSCKUE pacCTpoiicTBa
[13]. Aunarnoctupyetcst OIIII He TOIBKO MO KIMHUYECKUM
cUMITOMaM. [JIaBHBIM KpUTEpHEM B BepU(PHUKALHUU HaH-
HOU (OpMBI TOPHUPUH CIIEAYET CUNTATh KOJIMYECTBEHHOE
ompe/iesieHne nokasareyei nopdupuHoBoro oomena. Hawu-
Oosiee XapakTepHbIM OHoxuMmHueckuM cumnromom OTIIT
SIBIISIETCSI O4eHb BhIcOKoe cozaepxkanue O-AJIK u IIBIT B
Moue. [loBbIlIeHHAs YKCKpeLUrs MpeIleCTBEHHUKOB HOp-
(DUPHUHOB OTHOCHTCS K YUCITYy IIOCTOSHHBIX MPU3HAKOB 00-
JIE3HU W HAOJIOJaeTcs He TOJIBKO BO BPEMs OCTPOTO TPH-
CTyIIa, HO ¥ B EPHOJ CTOMKOM PEMHUCCHH, a TAK)KE Y JIHIL
¢ nareHTHOH (opmoii 3aboneBanus. [Ipu mManudecranun
OIIIT u Bo BpeMs ocTporo npuctyna koaudectso 6-AJIK n
[IBI" cymecTtBenHo yBennuuBaeTcsi. Hapsiay ¢ 3Tum B Mmoue
y OOJIBHBIX MOXXET ONPENEISIThCS YMEPEHHO TOBBIIICHHAS
akckperms YII u KII. Conepxanue moppupHHOB B Kaje
00BIYHO HOpMaJIbHOE. B spuTpommrax mnarojoruyeckue
KOHLIEHTPAaLUUU MOPOUPUHOB OTCYTCTBYIOT. ONHCAHHBIN
BBIIIIE KOMIIEKC OMOXMMHYECKUX MPHU3HAKOB ObLT 0OHa-
PYXEH y HaOIoIaeMoro HaMH MAIMeHTa, YTO MO3BOJIHIO
C Y4eTOM KJIIMHHUYECKO# KapTuHbl Bepupuuposars OIIII.
Taxoii KOHCTEJISALIMOHHBIN BapHaHT NOPHUPHUHOBOTO MPO-
¢uns cuntaercs TunuanbeiM s OINIT u Hapsay ¢ onpexe-
JIEHHEeM aKTUBHOCTH ypornopdupuHorena | B spurpounTtax
WMEEeT pemaioniee auarHoctudeckoe 3HadeHue [14-16].
KonunuecTBeHHOE OIpeaesieHue MpeIIecTBEHHUKOB IOop-
(UPHUHOB, SKCKPETOPHBIX U (eKaNIbHBIX NOPHUPHUHOB HE-
ob0xoaumo ains quddepeHnanTbHOW THarHOCTHKH C BapH-
eratHoit mopdupueit (BIT).

BII Taxke OTHOCHTCA K TPYIIE OCTPBIX MEYECHOUHBIX
nopdupnit. CriennpuIHbIM U Hee (EPMEHTAaTUBHBIM JIe-
(bexToM cuMTaeTcs CHHKEHHE aKTUBHOCTH OKCHIa3bl IPO-
TONOP(GHUPUHOreHa, 00ECIeYNBAIOIIETO MPEBPALICHUE MPO-
tonopupunorena B [1I1. [Ipu 3TOM B Ieproasl peMHCCHH
M BO BpEMs OCTPOH aTaku HawOoyee XapakTepPHBIM U Jina-

Puc. 2. BTOpI/I‘IHaﬂ MUIMEHTAalUs Ha MECTax pa3peuICHUs Hy3I)IpCI7L

THOCTHYECKH 3HAYMMBIM OMOXHMHYECKUM Tpu3HakoM BII
SIBJSIETCS] OUCHB BBICOKOE COZIepKaHKe MOp(GUPHUHOB B Kalle,
re KomumuectBeHHO jpomuuupyer ¢paxmust [T [14, 17].
YV HaOmiomaeMoro HamMM MHalMeHTa ObUT 3aperucTPUPOBaH
WHOHM CIIeKTp MoKaszareseil mopGuprHOBOro, NP KOTOPOM
coziepkaHne (peKANBHBIX TTOP(GUPHHOB HE MPEBHINIANIO0 KOH-
TPOJIBHBIX 3HAUEHUH, 4T0 cooTBeTcTBOBAO OIIII.

Bmecre ¢ Tem, pe3yabraThl NEPBUYHOIO 00CIIEIOBAHUS
OosibHOTO U yepe3 4 rofa ykas3blBald Ha TO, YTO KOMILJIEKC
OMOXMMHUYECKHX MPU3HAKOB U KinHU4Yeckoe Tedenue Ol
Y HEro UMeIl HEKOTOPbIE 0COOCHHOCTH, TaKHe KakK:

* Ocrpass manugecTanusi OOJE3HH ¢ OJHOBPEMCHHBIM
COYETAaHHEM MHTEHCUBHOIO 00JIeBOro a0JIOMHUHAIBHOTO
CHUHIPOMA, HEBPOJOIMYECKHMH pacCTpOMCTBAMU B BUJE
reMHIIape3a HIKHUX KOHEYHOCTEH M apTepHuaIbHOM rumnep-
TeH3ued. OOBIYHO HAOMIONAeTCs W30JIMPOBAHHOE WM TIO-
CJIeZI0BaTEe/IbHOE BO3HUKHOBEHHUE JAHHBIX CUMIITOMOB IIPH
Manudecranuu /i peruause OIIT [14, 18].

* Cieun(pnvecKuii KOHCTEIUTSIIIMOHHBIN THIT SKCKPEITHH
MPEIIESCTBEHHUKOB M (pakuuii NOpPUPUHOB, COOTBET-
cTByromMi Ouoxumudeckomy cunapomy OIIII cran usme-
HATBCS. 3aperuCTPUPOBAHO HapacTaHUe dKCKpeLuu Gpak-
uun YII ¢ 2,9 1o 58% ot obuiero conepkanus nophupu-

Puc. 3. I'uneptprxo3 B BUCOUYHO-TIEPHOPOUTAIFHON YaCcTH JINIIA.
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HOB B Moue. Takue HapymeHUs NOpPUPUHOBOTO OOMeHa
coorBercTByrOT nareHTHou [IKII. Tlpu stoit hopme xpo-
HUYECKOW NEUYEHOYHOW mopdupuu paccTpoicTBa oOMeHa
Op(UPHUHOB CTAHOBATCSA €IUHOOOPa3HBIMH MU COIIPOBO-
KIAIOTCS TNPEUMYLIECTBEHHO IOBBIIIEHUEM SKCKPEIHH
¢dpakuuu YII B moue 10 40-65% ot o01iero coaepranus
nopdupunoB. Ha 3ToM 3Tane Goie3HM CyTOUHasl SKCKpe-
s nopdupuHoB ¢ Moyoii He npesbimaeT 1000 HMob/cyT
1 TIO3BOJISIET BBISBIIATH TAKUX OOJNBHBIX HA PAHHUX JAOKIIH-
HHYECKUX CTaausix Ooe3nu [14].

* B nuHaMuke HaONMIOJCHUS Y MAlMEHTa OTMEUYCHO I10-
SIBICHHE CHMITOMOB (DOTOCCHCHOMIM3ALUK KOXH B BHJIC
My3bIpel Ha THUIBHON MOBEPXHOCTH KHUCTEH. XapaKTepHO
UX BO3HUKHOBEHHME B JIETHUH IIepro/l Ha ()OHE MOBBIILICHHON
uHconsAnMK. B nanpHeimem GopMUpOBaIHCh SPO3UH H ITHT -
MEHTHBIC IITHA Ha MecTe My3bIpeil. OueHpb crieruuIHbIM
qus TIKTI, Ho He yacTo, ABISAETCS NOSABICHUE THIIEPTPUX03a
B BHMCOYHO-IIEpUOpOUTaNbHOIl oOnmactu. Takas KIMHHKO-
OMOXMMHUYECKasi CUMIITOMATHKa COOTBETCTBOBAJA MAaHH-
dectroii popme TTKII.

Hame nabmionenue pacmmpsieT KIMHUKO-OMOXUMHYeE-
ckue acnextsl OIIIT u ITKII B TOM I1aHe, YTO Cpeau 3TUX
OONBHBIX MOTYT BCTpEYaTbCs MALMEHThl C COYETaHHBIMHU
(depmeHTaTuBHBIMU JiehekTaMu. Y TakuxX OOJBHBIX MpHU
WCCIJIEZIOBAaHUM B JAMHAMUKE MOTYT KOHCTAaTMpPOBAThCS OT-
KIIOHEHHSI OT OOBIYHBIX COOTHOIICHHH MEXTY (pakIusIMH
MOp(UPHUHOB, YTO H3MEHSET KOHCTEJUISIIMOHHBIA CIIEKTp
rokasaTesnei noppUpHUHOBOro 0OMeHa U MOXKET CBUIETEIIb-
CTBOBaTh O COYETAHHBIX (epMeHTATUBHBIX nedekrax. o
HallleMy MHEHHUIO MalHeHThl ¢ JATEHTHBIMH U MaHHU(eCT-
HBIMHU (popMaMu TOpHUPH TOTKHBI HAXOAUTHCS Ha OCTO-
SSHHOM JTMCTIAaHCEPHOM HaOJIOJICHUH, B XOJle KOTOPOTO He-
00X0IMMO NPOBOJAUTH PETYIAPHbI MOHUTOPUHI ITOKa3are-
neit noppupruHoBoro ooMeHa. K KITMHUKO-OMOXMMHUYECKUM
KPUTEPUSIM, KOTOPbIE MO3BOJISIOT 3aII003PUTh COUCTAHHBIC
(epMeHTaTHBHBIC HAPYIICHUS, MOTYT OBITh OTHECEHBI: paH-
Hsist (o 30 siet) MaHU(ecTanus 0OCTPON WIM XPOHUYECKOM
(opMBbI MeueHouHOH nopdUpHH, a TakKe U3MEHEHHE KOH-
CTEJUILIMOHHOTO CIIEKTpa IoKa3areneil nop(upuHOBOro

oOmeHa B JUHAMHKE Ha6.]HOILeHI/I$I.
®unancuposanue. VccieoBane He HMENIO CITOHCOPCKOH MOUIEPKKH.
KoHpuuKT MHTEpecoB. ABTOPHI 3asBISIOT 00 OTCYTCTBHM KOH(IMKTA
HHTEPECOB.
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