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Pestome

MpeAcTaBAeH KpaTkuii 0630p AUTEpPATypbl No npobreme
OCTPOM NepemMeXaroLLLEeC NOPEOUPHM M AHAAN3 COBCTBEHHOIO
HabAloaeHHs. BoabHas K., 18 AeT, B Te4eHHne roaa Ha6AIOAQAACH
10 NOBOAY NPMCTYNOB AGAOMMHAAbHBIX GOAEH, KOTOPbIE MHTEP-
NPeTUPOBAAMCH KAK 060CTPEeHUs XPOHMHECKOro NaHKpedaTHTa.
3aboAreBaHne MaHUhECTMPOBAAO KAQCCHYECKMM COHETAHMEM
CUHAPOMOB: A6AOMMHAABHBIA GOAEBOMH, HEBPOAOTHYECKHE
PACCTPOMCTBA, MK3MEHEHHE LLBETA MOYM C XKEATOro Ha Kpac-
HO-60pAOBbIN. [Py peunanse 6biA onpeAeAeH 3KCKPETOPHbIA
npogb1Ab MOPGOUPHHOB U MX NPEALLECTBEHHMKOB. OBHAPY>XeHOo
noBbILLEHHE AMMHOAEBYAMHOBOM KUCAOTHI B 3,5 pasa n nopcpo-
6uAnHOreHa B 36 pas, YTO ABASAOCH MOATBEPXKAEHUEM AMATHO3A
((oCTpas nepemMexaroLLascs nopupuan. AHAAUIUPYIOTCA
¢baKTOpPbI PUCKA M COMYTCTBYIOLLASA NATOAOIMA.

KAto4eBble CAOBA: OCTPAsA NepPeMEXAloLLAACA Nopdupus, Ana-

FHOCTHKQ, 3KCKPETOPHbINA NPOCOUAL MOPCOUPHUHOB M UX MPEA-
LUEeCTBEHHMKOB, (PAKTOPbI PUCKA, COMYTCTBYIOLLLAS MATOAOTHSI.

Summary

A brief review of the literature on the problem of
acute intermittent porphyria and analysis of their
own observations. Patient K., 18 years old, through-
outthe year was observed on the attacks of abdom-
inal pain, which were interpreted as an exacerbation
of chronic pancredtitis. The disease manifest the
classic combination of syndromes: abdominal pain,
neurological disorders, changes in urine color from
yellow to red and burgundy. At relapse there was
defined excretory profile of porphyrins and their pre-
cursors. Aminolevulinic acid found to increase by 3.5
times and 36 times porphobilinogen, which confirms
the diagnosis of acute intermittent porphyria. Risk
factors and concomitant pathology are analyzed.

Key words: acute intermittent porphyria, diagnosis,

excretory profile of porphyrins and their precursors,
risk factors, comorbidities.

OCTpaS[ nepemexaronias nophupus (OITIT)
110 OMOXMMHUYECKUM U KIIMHUYECKUM IIPH-
3HaKaM, HeOIaronpUsATHOMY IIPOTHO3Y 3aHHUMAeT
0c000¢e MOoJIOKEHHE B TPYIIIIEe eYEHOYHBIX MOpHH-
puii. 3aboneBanue BrepBble onucano B 1889 roxy.
B.J. Stokvis [1] cooOmmn 0 manueHTke, y KOTo-
poii mocie npuema cyns(poHana Modya npuodpena
KpacHBIH LIBET, Iociie yero OoyibHas rmoruodna.
M. R. Moore u coaBT. [2] cCUMTAIOT, YTO BpauH,
NeunBIIe aHmmiickoro kopons [eopra 111 (koHerr
XVIII u nayano XIX Beka), HaOMOAIN y HETO
u ero nouepu Kaponmuel Maruiibibl, KOpOJIEBBI
Januu n HopBerun, THIIMYHYI0 0CTpyI0 Hopdu-
puto. [To maenuto W.N. Arnold [3], mpuctymsl
ocTpoil NophUpHN HAOITIONATIMCH Y HUIEPIIaICKO-
TO Xy/IO)KHUKA-TIOCTUMIIPECCHOHNCTa BuHcenTa
Ban T'ora. H. Gunter [4] B 1912 roxy xiaccugu-

uuposai OIIII kak caMOCTOSATEIBHYIO HO30J10-
rudeckyto ¢popmy. I[ToznHee Obu1a ycraHoBiIeHa
B3aHMOCBSI3b MEXKIY IPUEMOM 0apOUTYypaToB
u obocTpenuem 3aboneanus [5]. IlepBoe co-
o6menue o 6onsHOM OIII B Poccuu caenanu
A. beton u U. I'enbman B 1928 rony [6].

OIIIT — camas pacnpoCTpaHEHHAs BO BCEM
mupe, kpome FOxHO# Appukn, popma ocTpoii
neaeHouHOH nopdupnu [7]. Januas ¢popma
nmopdupuu pacopocTpaHeHa MMOBCEMECTHO,
HO OTHOCHUTEIILHO Yallle PETHCTPUPYETC
y JIUI CKaHJHUHABCKOTO U aHTJIOCAKCKOTO
mpoucxoxaeHus. CpeHssa NOMyIsSIHOHHAS
yactoTta coctaisieT 1 : 66000 [8]. B EBporie
oHa BcTpevaercs ¢ yactoroit 7 : 1000000 [9].
B Hamreii cTpaHe crieruaibHEBIC MOMYIISITHOH-
HBIC UCCJICIOBAHUS HE MPOBOIIIINCE.
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OIIII nHacnexgyercs Mo ayTOCOMHO-
JOMHHAHTHOMY THILY, IIOOTOMY Y MYX-
YMH ¥ )KCHIINH BO3HUKAET MPaKTHYECKH
C OtMHaKoBOH dacToTol. OCHOBHBIM (hep-
MeHTaTHBHBIM JiehextoM pu OITIT siBis-
€Tcs TeHeTHYECKH JeTepMUHIPOBAHHAS
HEJIOCTAaTOYHAs! aKTHBHOCTH CHHTETa3bl
ypomopdupunorena I — depmenra, yga-
CTBYIOILIETO B IIPEBpaIieHun mophoodu-
mmaoreHa (I1BI') B yponopduprHoren
[10]. Hapsimy ¢ 3TM y GOJBHBIX B IICUYCHH
00OHapy>KeHO CEMHKPATHOE I10 CpaBHE-
HUIO C HOPMOM MOBBIIIEHNE AKTUBHOCTH
CHHTETa3bl aMUHOJICBYJIMHOBON KHCIIOTHI
(AJIK). B pesynbrare 3THX HapyIeHUH
B OpraHu3Me OOJIBHBIX TPOUCXOUT HAKO-
IUIEHUE NPE/IIIECTBEHHUKOB NTOP(QUPHHOB
AJIK u ocobenno I1BI [11]. TTockombky
HakaruBaromuecs npu OIII npenmre-
ctBeHHUKH noppupuHoB AJIK u ITBI'
He 0011a1at0T POTOCEHCUONITH3NPYIOIH-
MH CBOICTBaMH (B OTINYHMH OT IOpupH-
HOB, HaKaITMBAIOIIUXCS IIPH Bapuerar-
HOM 1 O31HEH KOKHOU opdupusix), ata
(hopma ophupuH He CONPOBOXKAACTCS
CHMITOMaMH ()OTOCEHCHONITHN3AIINN KOKH
U €€ BOBJIICUEHUEM B IIaTOJIOTMYECKUN
nipouecc [12]. Hanbonee xapakTepHbIM
onoxumuueckum cumrnromom OITIT siB-
JsieTcs 04eHb BbIcokoe coneprkanue [1bI0
u AJIK B moue. [ToBbllIeHHAs SKCKpe-
LSl TIPEJIIIeCTBEHHUKOB OP(QHUPHHOB
OTHOCHTCSI K YHCITY TOCTOSIHHBIX ITPH-
3HaKOB OOJIE3HN 1 HAOMIONAETCS HE TONBKO
BO BPEMs OCTPOTrO IPUCTYIIA, HO U B Ie-
PHOJ CTOMKOM PEMUCCHUH, & TAKXKE Y JIHI]
C JTlaTeHTHOH opmoii 3aboneBanus. [1pn
Manudecramyu OIIT 1 Bo BpeMst ocTporo
npuctyna konuuectso 1Bl n AJIK cyue-
CTBEHHO yBenuuuBaercs.. Hapsany ¢ atum
B Mo4Ye y OOJIBHBIX OIpeessieTcs yMe-
PEHHO MOBBIIIEHHAs 3KCKPELHS YPOIIop-
¢upuna (YII) n konponopdupuna (KIT),
kotopsie Ha 75—-80 % cocTosT U3 n3oMe-
pos I1I tuna. Conepxanune nopQuprHOB
B KaJie HOpMaJIbHOE WJIN CJIETKa ITOBBI-
menHoe. B apurponurax naronoruueckue
ophUpHHBI OTCYTCTBYIOT. OnTCaHHBIN
BBIIIE KOMIUIEKC OMOXHMHYECKUX MPH-
3HAKOB cuuTaeTcs TUnUuHbIM Ju1st OINIT
U Hapsy ¢ ONpeNesIeHUEM aKTUBHOCTH
CHHTEeTa3bl yponopduputoreHa I B apu-
TPOLIUTAX UMEET PEIIAOIEe JUAarHOCTHU-
yeckoe 3HaueHue [12].

3aboneBaHNEe MOXET IMPOTEKATh
B MaHU(}ECTHOW U JIAaTEHTHOH (hopme.
Knuanueckas marudecranus OIIIT
00BIYHO HacTymaer B Bo3pacte oT 20

10 40 net. [13]. OcTpble TpUCTYIBI
00JIC3HU MOTYT HACTYIaTh CIIOHTAH-
HO, HO OOBIYHO OHH IIPOBOLIMPYIOTCS
pazmuuHbIME QakTopamu. K ux gucity
OTHOCST aJIKOTOJIb, HHTEPKYPCHTHEIC
3a00JIeBaHUs, XUPYPrUICCKUEC BMEIIIa-
TEJBCTBA U MHOTHC JICKAPCTBCHHBIC
npemnaparsl — 0apOUTyparsl, TPaHK-
BIIIM3ATOPBI, TPU3cO]YIBBUH, Opalib-
Hble IPOTUBO3a4aTOYHbIE CPEICTBA,
aHTUACTIPECCAHTHI, CYIb()aHUTaAMUIBI
U JpyTHE JIEKapCTBCHHBIC MIPEHapaThl,
MIXPOKO MPUMEHSIEMBIC B METUIIMHCKOM
MpaKTHKe. Y KEHIINH B KAYECTBE MPO-
BOIIMPYIOLIETO (PaKTOpa MOTYT BBICTY-
naTh OEpeMEHHOCTH U pojsl [12].

Knuanueckast kapTuHa octpoit (assl
0oJe3HN XapakTepusyeTcs OOoNbIIoN Ba-
puabeIbHOCThIO, Pa3HOOOPA3HBIMHU CO-
YETaHUSMH CUMIITOMOB M Pa3IMYHON
CTEMEHBIO BBIPAXKEHHOCTHU U MOCIEN0-
BaTEIbHOCTEIO UX BO3HHUKHOBCHUS, YTO
SIBIISICTCS IPUYIMHON JHATHOCTHYCCKUX
3aTpylHEHU. BIIENAIOT HECKOIBKO
TPYIII KIMHHYECKUX TIPH3HAKOB OCTPOTO
npucryna 6onesnu: 1) abnoMuHaIbHBIC
CHMIITOMBI (MHTEHCHUBHBIE KOJIMKOOOpas3-
HBIEe 00JIH, 3a]IepXKKa CTyJa, TOIIHOTA,
PBOTA), YTO HEPEIIKO SBISIETCS TIOBOZOM
JUIS SKCTPEHHBIX XUPYPTrHYSCKUX BMEIIIa-
TEJBCTB; 2) HEBPOJIOTMYECKUE CUMITTOMBI
(BsiTBIC TIAPANIMYH U TTAPE3Bl, IPH3HAKH
MIOJIMHEBpUTA, OyJIbOapHbIe paccTpoi-
CTBa, HAPYIICHUS YyBCTBUTCIBHOCTH);
3) ncuxuyeckue HapymeHus (IMOIHO-
HaJIbHAas JTJAOWIBHOCTD, AETPECCUBHOE
COCTOSIHHE, PeKe HaOII0al0TCsl CITy-
XOBBIC U 3PUTCIHHBIC TAILTIOIIMHAIINH);
4) snunenTUQOPMHBIC IPHUITAIKH, KOTO-
PpBbl€ HEPEIIKO COUETAIOTCS C KOMATO3HBIM
COCTOSIHHEM; 5) CeplIeyHO-COCYANCThIE
HapyIICHUS (CHHYCOBas TAXUKAPAUS, TH-
MepTOHMYECKNE KPU3BI); 6) HapyIICHNS
(DYHKIIMH TTOYEK C TIOBBIMICHHBIM PUCKOM
Pa3BUTHS XPOHUUECKOH OYEUHO He-
nocrarouHoctu [12, 14]; 7) BeiaBieHa
YeTKasi CBA3b MEXIY 3TOH (POPMBI MOP-
(bupun 1 pa3BUTHEM TeMaTOCILTIONSP-
HOM KapiuHOMSBI [15, 16].

Teuenue OIIIl unnuBuayanb-
HO y OOJIBHEIX BapbHPYET OT JIETKOU
JI0 KpaiiHe TsDKeToi ocTpeiinieit opMBl.
JleTanbHOCTB cOCTaBIsAET B CPEAHEM
10%. CmepTh OOIBHOTO Yalle BCEro Ha-
CTyIaeT OT napanuda gpixanus. CroH-
TaHHBIC PEIUIUBBI OCTPHIX IPUCTY-
ITOB MOTYT ITOBTOPSITHCS B PA3IMYHBIC
CPOKH: 4epe3 HECKOJIBKO MECSILIEB UIIU

yepe3 1-2 roga. O0b19HO ocTpas dasa
00JIe3HN HAUMHAETCS C BOSHHKHOBEHHUS
a0JJOMUHAJIBHBIX M HEBPOJIOTHYECKHIX
CUMITOMOB. B nanbHelmeM kK KIMHU-
YEeCKOW KapTHHE MOTYT IPHCOCTHHUTD-
sl ApyTHUe NpU3HaKu. B cBs3u ¢ 3TUM
OIIII cnexyer mono3peBaTh y Kaxka0ro
0OJBHOTO C HEOXKHMJIAHHO BO3HUKIIECH
WHTEHCUBHO 00JIbI0, 0COOCHHO ITPH
COYETaHUM C IIpHU3HaKaMu nepudepu-
yeckoi Helpornaruu. BaxubeiM gomnomn-
HUTEIBHBIM IMarHOCTHYECKUM KpHUTE-
pHEM IIpU TaKoH KIMHUYECKOW CUTYya-
IIUH SIBJISIETCS] U3MEHEHHE 1IBETa MOYH,
KOTOpasi BO BPEMsI OCTPOT0 IPUCTYIIA
npruodpeTaeT po30BHIH HIIM KpPacHO-
OOpIOBBIil OTTEHOK, @ HHTEHCUBHOCTD
€e OKpallluBaHUs CTaHOBUTCS OoJiee
3aMEeTHOM IpH CTOSIHUM Ha cBeTy [17].

YuuThIBast peKoCTh 3a00IeBaHMs,
BapHabeNbHOCTh KIIMHUYECKON KapTHHBI
1 MaJylo ocBesoMIIeHHOCTH 00 OIIIT
MPaKTHYECKUX Bpayei, IIPUBOIUM COO-
CTBEHHOH HaOIoeHue.

Bonbuas K., 18 ner, xxurens Pecry-
omukn Caxa, mocTynuiia B OTACICHHE
HEOTJIOKHON XUPYypruu 26 aBrycra
2013 rona c xxanobamu Ha pe3Kue 00IHu
B J)KUBOTE 0€3 YeTKOH JIOKJIN3AINH, KO-
TOpbIE BO3HUKIIN MTOCIe (PU3NIECKON
Harpy3ky U pe3Kylo OO0IIyIo Ci1adoCTh.
HckmoueHa octpas XUpyprudeckas
narosiorus. 27 asrycta 2013 rona na-
LMEHTKA TIepeBEICHa B OT/IEJICHHE Ta-
CTPO3HTEPOJIOTHH ISl JaIbHEHIIIEero
JIeYeHUst U 00CIIeI0BaHus.

Bonbha B Teuenue roga. B 2012 rogy
HEOJHOKPATHO I'OCIUTAIN3NPOBAIaCh
B nerckoe otaenenue L{Pb r. Hepronmu
C IMarHO3aMU «IIaHKpeaTut (bosieBas
dbopma)», «XpOHUUECKHI HEIOHE]-
put». Manugecranus 601e3H1 B MapTe
2013 rona. Ha ¢one nepeoxnaxaeHus
u ynorpebenust nusa (0,5 1) HOSIBIITUCEH
WHTEHCHBHBIE OINOSICHIBAIOIINE OOIH
B J)KHBOTE, 3aTPYJHEHHE IIPH MOYCHCITY-
CKaHHMH, MOYa CTaJla KPaCHO-00PIOBOTO
ngera. B nunamuke HapacTany ciadbocTb
BO BCEX KOHEYHOCTSIX M OOJIM B MBIILIIAX.
OIIII 6b11a BepuduIMpoBaHa KIMHNYE-
CKH, ITOKa3aTesn nopGupuHOBOro 00-
MeHa He onpenernsutick. [Ipn usyuennu
CeMeWHOro aHaMHe3a yJIajloch yCTaHO-
BUTb, YTO Y MaTepH B Bo3pacte 22 jeT
BO3HMK aHAJIOTWYHBIA IpHUCTYN OoJe
C HEBPOJIOTMYECKUMH PacCTPOICTBa-
MU, KOTOPBIH 3aKOHYMIICS JIETaIbHBIM
HCXOJZIOM.

e-mail: medalfavit@mail.ru
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[Tpu mocTymeHNH COCTOSIHUE Cpe-
Hel crenenu TsoxecTd. Co3HaHME ACHOE,
aJIcKBaTHA, B KOHTAKT BCTYyIMAaeT cpasy,
OTBEYAET THXUM I'0OJIOCOM, OBICTPOTO
9MOILMOHAJIBHOTO HCTOILCHHUS HET, Ipa-
BIJIBHO OPUECHTHPOBaHA BO BPEMCHH,
MPOCTPAHCTBE, 3aMaxu paznnyact. Ou-
3UKaJIbHOE 00ciieJOBaHHE: TEII0CIIO-
JKEHHE TPaBUIIbHOE, KOXKa TEJIECHOTO
LIBETa, NAaTOJIOTUIECKUX 00pa30BaHUIl
Ha KOXK€ HET, BUJAMMBIE CIU3HUCTHIC
onenneie, poct 150 cm, Bec 42 kr, UMT
18,7 xr/M*. B JIerkux aycKynbTaTHBHO
JIBIXaHHE BE3UKYISIPHOE, TPOBOIUTCS
BO BCE OTZENbI, XpUIIOB HET. [lepky-
TOPHO IO BCEM IOJISIM JIETOYHOH 3BYK.
UYacrora neixanus 21 B MunyTy. ToHBEI
cepaua sSCHbIe, pHTMHUYHBIE, 1aTOJIO-
TUYECKUC TOHBI U IIIYMBI HE BBICITYIIIH-
BaIOTCS, MEpUPEPUIECKIX OTEKOB HET.
AJl 85/ 60 MM pT. CT., IyJIbC POBHBIH,
PUTMHUUHBIN 76 ynapoB B MUHYTY. JKu-
BOT TPaBIIBHON (DOPMBI, HE HAIIPSIKEH,
0O0JIE3HCHHBIH MTPU TAJIBIAIIH BO BCEX
oT/Ieax, HO IPEUMYIIECTBEHHO 110 X0y
TOJICTOTO KHIIEYHHKA, OTAEIBI KOTOPO-
ro cia3MupoBaHsbl. [ledens o kpato
pebepHoii xyru, pasmeps o Kypiosy
10 x 8 x 6 cM, HIDKHMI Kpail 3aKpyTIIeH.
Cenesenka He yBennueHa. CHMITOMBI
pasapakeHus OPIONIMHBI OTPULIATEb-
Hble. PU3NOIOrHYECKUE OTIIPABICHUS
B HOpME, MOYa KpacHO-00p10BOTO I1Be-
ta. CyTounslii auypes 2,1 1.

Pesynerarer o0cienopanus. OOmmit
AHAJN3 KPOBHU: SPUTPOLIUTHI 3,69 x 10'%/11,
remoriooud 100 r/n, nefikonuTsr 16,81
x 10%/1, pomGoumTer 202 x 10%1, re-
matokput 32,4 %, n. 13 %, cer. 71 %,
mamd. 11 %, moH. 54 %, COD 52 MM
B yac. OOIMii aHaJIN3 MOYH: [IBET TEM-
HbIH, otHOTH 1 020, nefikorurer 15-17
B nosie 3penus, pH 5,5. bruoxumust kpoBu:
OO6umii ormnpy6ouH 11,9 mmons/n, AnAT
0,36 Mxmonb/i1, AcAT 0,25 MKMOJIB/II,
o0mmit 6enok 73,4 r/n, kpeatnHUH 82,2
MKMOJIB/JI, Iieno4Has ocdaraza 142,2
e11/J1, raMMarTIOTaAMIJITAHCTICTHIa3a
10 en/m, xKee30 CHIBOPOTKH KPOBH 8,6
MKMOJIB/11 (HopMa 8,95-30,43 MKMONB/I),
¢epputun 36,0 mxr/n (Hopma 10—
120 mr/m), narpuii 135 MMous/, Kaui
4,78 MMOJIB/1, KanbIuit 2,24 MMOJIB/J,
ModYeBHHA 12,7 MMOJIB/JI, IPOTPOMOUHO-
BBl nHACKC 98 %, caxap 4,89 MMOJIB/II.
CKpUHHHTOBBIC MapKEephl TeaTUuTa
B (HBsAg) u renatuta C (AT-HCV)
OTpUIIATEIIbHEIE.

HccnenoBanue 3KkCKpeTOPHOTo Mpo-
¢huns nokasareneil moppUpUHOBOIO
obmena: AJIK 1831,2 umonb B cyTkn
(Hopma 1o 534 umoub B cyTkn), I1BI0
3182,4 umonb B cyTkH (HOpMa 10 88,4
HMOIb B cyTkH), KIT 487,6 HMOIB B CyT-
k1 (HopMma 10 133 umons B cyTkn), YII
1565,2 amons B cyTKH (HOpMa 110 45
HMOJIb B CYTKH).

HHCcTpyMeHTalIbHBIE METOBI HCCIIE-
nosanus. DKI': putMm cunycoBbid, 70
YAApOB B MUHYTY, OTKJIOHEHHII OT HOPMBI
HE BBIBIICHO. PEHTreH rpyjHON KIIETKHU:
IIaTOJIOTUH HET. YibTpacoHorpadus op-
TaHOB OPIONTHOM MOJIOCTH: TTOJIUII JKeId-
HOTO Iy3bIps.

Koncynsranus HeBposora. Hespo-
JIOTUYECKHUX PACCTPONCTB HE BBIABJICHO.
ITo anamHe3y nonmHeHponarys Ha oHe
nopdupuu.

Koncynsranus odransmornora. AH-
THOIATHUs CeTYATKU 110 TUIIOTOHUYECKO-
My Tuity oboux ria3. Koncynsramus
ypousiora. OcTpoil ypoJoruueckou na-
TOJIOTU HE BBIABICHO. PexoMeH10BaHO
HaOJIOZICHHE Y Hedpoora.

C y4eToM NpoBeZeHHBIX 00CiIe10Ba-
HUI BBICTABJIEH AUATHO3 «OCTpas mepe-
Mexatonias nopgupus, ocrpas dasa,
NOp(GUPHHOBBII KpH3, a0OMHUHAIIBHBIH
BApHUAHT, CPEHEH CTENEHU TAKECTH.
XKenezonedururHas anemus. XBIT 11
CTETIeHH, XPOHUYECKUH Muestonepur,
obocTpenue. XoJecTepo3 KeIIHOTO ITy-
3bIpsh». [IpoBeneno neuenue. [ankpea-
tun 25000 EJ] no nBe npake aBa pasza
B JIeHb, MalibTO(ep oHa TalbieTka Tpu
pasa B aeHsb, runpodiaokcarya 500 Mr
JIBa pa3a B JEHb [SATh AHEH, IITIOKO30-Ka-
JIMEBasi CMECh ©XKETHEBHO, MeKcuaon 2,0
BHyTpHBeHHO 10 mHel, nurodnasuH 10,0
BHyTpUBeHHO 10 mHel, mutatndumumy
0,2-npouenThsiit 1,0 ABa pasa B 1eHb, BU-
TamuHbl B, B, HHKOTHHOBAs KHUCIIOTa
B Teyenue 10 nueii. Ha ¢pone npoBoau-
MO Tepariy CaMO4yBCTBUE MALUEHTKH
yIyqnmiocs. AGIoMUHaIBHEIE 00Jn
TIOJTHOCTBIO KYTIIMPOBaHHI K 18 ceHTsI0ps
2013 roga, HOpMaNIKU30BAJICS LIBET MOUH,
YIYYIIWIKCH IT0KA3aTeIH TeMOTpaMMBbl:
sputpouuts 5,13 x 10'%/11, remorio6uH
151,0 r/n, netikonutet 8,1 X 10%/1, TpoM-
6orutet 315,0 X 10%/1, remarokpur 46,8 %.
[MarmenTka 20 centssops 2013 rona BeITH-
CaHa B yIOBIETBOPUTEIILHOM COCTOSIHUH.
PexomeHi0BaHbI AucTIaHCEpHOE HaOIIO-
JICHUE 110 MECTY >KUTEJIbCTBa U podu-
JIAKTHKa KOHTAaKTOB ¢ (pakTopamy pHcKa.

[pencrasnenHoe HaOMIONEHHE IIPE-
rojaraeT o0CyInTh psifi BONPOCOB, Ka-
catomuxcs OIIII. Bo-nepBsix, Auarsos
OIIII BBI3BIBAET 3aTpyAHEHUS y Bpauell,
4TO OOBSACHSETCS PEAKOCTHIO YKa3aHHOTO
3aboneBanus U npodiieMaMu Jabopa-
TOPHOH ANArHOCTHKH (KOJIMYECTBEHHOE
olIpeieNieHne TioKaszareneii nophuprHo-
Boro oomena) [18]. Bo-Bropsix, ¢ yue-
TOM BapnabeIbHOCTH CUMIITOMaTHKH
OIIII MOXHO paccMaTpUBATh KaK MEX-
JIUCLHUTIIIMHAPHYIO IpoOiiemy. Takue
0OJIBbHBIE MOTYT IPU MaHU(ECTaN
U (unm) peruauBe 3a00IcBaHUs Ha-
OmronaTbesl TepaneBTaMM, XUPYpramM,
racTpO3HTEPOJIOraMH, HEBPOJIOTaMH
[19]. Habnromaemast HaMu MalueHTKA
B 9TOM OTHOIICHUH HE SIBISIETCS UCKITIO-
yerueM. Ipu peunause 3aboneBanmus,
KOTOPO€ MPOSBUIOCH HHTEHCUBHBIM
60JIeBBIM abJIOMHUHAIBHBIM CUHIPO-
MOM, B T€UECHHE CYyTOK HaOIronasachk
B OTZIEJICHUH HEOTJIOKHOW XUPYpPruH,
a 3aTeM Kypc JICYCHHS U 00CIeI0BaHuN
MPOBO/MIIA 1O/l HAOIIFOIEHUEM TaCTPOdH-
Teponoros. B-tpetbux, peruausel OINIT
KIIMHAYECKH OTYETIIMBO MPOSIBIISIOTCS
JIUIIb TIPU JSHCTBUN OCOOBIX, CIIeLH-
(pruecKUX IPOBOLUPYIOMINX (aKTOPOB.
B namem cirydae 3To OB IpHEM He-
OoNBIINX 1103 3TaHONa. B-ueTBEpPTHIX,
OMOXUMHUYECKHHN CIEKTP SKCKPETOPHBIX
nop¢upunos (YII u KII) u ocobenno
nx npenmectseHHUKOB (AJIK u I1BI)
HMMEET Pelllaroniee JUarHOCTUUECKOe
3Ha4eHHe B U dhepeHnnanbHON 1ua-
raoctuke OIII. Conepxanne AJIK npe-
BBIIIAJIO KOHTPOJIBHOE 3HaYEHUE B 3,5
pasa, a IIbI" B 36 pa3, uTo comacyercs
¢ JaHHBIMU JApyrux aBTopos [20, 21].
[oBbimenHOe 00pa3oBaHKe U HAKOILIE-
Hue B opraausme 0oipHoro AJIK u ITBIC
obycnosieHo cneuuduynoit s OIII
(dhepMeHTONIaTHEH — HEJTOCTATOYHOM
aKTHUBHOCTBIO CHHTETa3bl yporopdu-
pusorena I. TToBbllIeHHOE copepxkaHue
nopuprHOB B Moue (B HAIIEM CIIy4ae
VII u KII) 00BsicHsAETCS CIIOHTAaHHBIM
HedepMeHTaTUBHBIM 00pa30BaHUEM MX
u3 u30bITOuHOrO Kommuectsa [1BI [22].

Kpome Toro, y Hamieii maneHTKH Ha-
OJIrOIaNTNCH COITYTCTBYOLIHE 3a00eBa-
Hus. BaxkHOe 3HaUeHNe MMeeT NaToorus
MOYeK, KOTOpasi, BEPOSITHO, BO3HUKJIIA
no manudecraruu OIII v KIHHUYECKU
MIPOSIBIISLIIACH CHMITTOMATHKON MTHEIIO0-
HedpuTa, 4TO HE XapaKTEPHO JUIS pelu-
musa OIIII [12]. XKene3onepunurHyro
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AQHEMUIO U XOJIECTEPO3 KETIHOTO My3bIPs
TOXE MOXHO PacCMaTpPHUBaTh KaK KOMOp-
6unnyto naronoruto npu OIII. BonbHbIe
OIIIT momKHEI HAXOOAUTCS Ha JUCIIaH-
cepHOM ydeTe. 13 ux moBCeIHEBHOIO
ObITa JIOJDKHBI TTIOJTHOCTBIO UCKITFOUAThCS
(haxTOpBI, MPOBOLMPYIOLINE PEIUANBBI
6one3nn. [Ipornos npu OIIII Bcerna ce-
PbE3HBIN, 0COOEHHO B CIIydasix ¢ KpaliHe
TSDKEIIBIM T€YEHHEM U [TyOOKUMH Oyib-
OGapHBIMH pacCTPOICTBaMH, JETaIbHBIN
HCXOJ IPU KOTOPBIX MOXKET AOCTUTATh
60-90% [23].
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