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AHHOTALUMUA

BeepeHue. [Nopdrpumn — rpynna reHeTu4eckn obyCcrnoBrneHHbIX NaToNorni, NPosBASOLWMNXCS
Ha oOHe HapyLIeHNs cMHTe3a rema (NPOMeXXyTOYHOro NpoaykTa metabonmama remornobumHa)
M HaKOMMEHNs1 ero TOKCUYHbIX COeAMHEHUN B opraHnsMe yenoseka. CumntomaTnka 3abone-
BaHW pasHoobpasHa: nauMeHTbl MOryT CTankmBaTbCs CO CBETOYYBCTBUTENbHOCTbIO, BbIChI-
NaHUSIMW Ha KOXe, XPOHUYECKMMU BOMNsIMU B XKMBOTE, YaCTUYHBIM WX MOMHBLIM NapanuyoMm,
OCTpbIMK Mcuxo3amn. [inarHocTuka MeTabonnyeckoro paccTpomcTBa OCyLLEeCTBRSeTcs no-
CpeacTBOM MOJEKYISIPHO-TEHETUYECKMX TECTOB 1 TabopaTopHbIX aHann3os Gromartepuanos.
MeaunkaMeHTO3Hasa Tepanus HanpasneHa Ha CHKEHWEe KOHLLEHTPaLmn TOKCUYecknx metabo-
NNTOB B KPOBW NauneHTa.

OnucaHne KNMHMUYECKOro criy4as. Y nauyneHTkun 28 neT nmena MecTo ataka ocTpoun nopdu-
puvn B aTUNMYHON chopme C JOBOMbHO MO3AHMM AeOTOM: HelpoBHCLeparnbHble NPOSBNEHNS
(ocTpble 6onu B XMBOTE, TaxmMkapaus) ¢ nocregyowmm (mocne nekapcTBEHHOro BO34EeNCTBUS)
pa3BUTUEM OCTPON MOTOPHO-CEHCOPHOW MOMMHEBPONATUN C Pa3BUTUEM BAIOro, NpemMyLLe-
CTBEHHO NPOKCUMarbHOro, TeTpanapesa, npeBanupyroLLero B pykax. beinv nonyyeHsl pesyrib-
TaTbl BMOXMMMYECKOrO MCCrefoBaHUs Modn B nabopatopumn eaepanbHOro rocyaapcTBeH-
HOro GHOKETHOro yupexaeHnsa «HaumoHanbHbIN MEANLNHCKUIA UccnenoBaTeNbCKM LIEHTP
rematonorum» MwuHucTepcTBa 3gpaBooxpaHeHus Poccuiickon Pepepauun (Prby «HMAL,
rematonorumy MuHagpasa Poccum) ot 30.06.2020 r. (nopdobunuHoreH 55,3 mr/n npu Hop-
me <3). [NaumeHTKa Mo XXU3HEHHbIM MOKa3aHWsIM HyX[anacb B CPOYHOM MPOBEAEHUN Kypca
naToreHeTU4eCcKom Tepanum apruHaTtom rema (Hopmocanr) B fose 3 Mr/Kr/cyTkun B/B KanenbHO
Kypcom 4 gHs. PekomeHAoBaHHbIN Kypc Tepanuy nepeHecna yaosneTsopuTtensHo. Ha dpoHe
NpoBeaEeHHOro MegUKaMEHTO3HOTO fie4YeHns, peabunuTaunoHHbIX MEPONPUATUINA Y NALUEHTKN
Oblna oTMeYeHa NonoXnTenbHas AMHaMuKa B BUOE HapacTaHUs MbILLEYHOW CUMbl B pyKax
1 Horax, ctana npaktuiecku 6e3 3aTpygHeHu NoOgHNUMATBLCS CO CTyNa Y NOCTENU, LIBET KOXM
ctan 6onee ceeTnbli. BoinncaHa Ha 20- aeHb rocnuTanu3aumm ¢ guardHosom: «OcTtpas ne-
pemMexatoLtaacsa noppupusi. AKCOHanbHO-AeMUENMHU3MPYOLLLAA MOTOPHO-CEHCOPHas Nonm-
HeBponaTtus. BolpaxeHHbIN BANbIA aCUMMETPUYHBIN NPENMYLLECTBEHHO NPOKCUMAanbHbIA Te-
Tpanapes, npeBanvpyoLwwmi B pykax. [llogocTpoe TedeHne, asa ctabunmsaummn. CoctosiHne
nocne 1 Kypca natoreHeTM4YecKor Tepanumn apruHaTtom rema (Hopmocatr) B gose 3 mr/kr/cyT-
Kn». PekomeHgoBaHO HabnogeHne rematoniora No MECTy XUTENbCTBA, a TakXke HanpaBuTb
NauMeHTKy Ha MNaHoBOE CTauuoHapHoe obcneoBaHMe U NevYeHne B OTAeneHne opgaHHbIX
3aboneaHut Y «HMWL, rematonornn» MuHagpasa Poccum.

3akntoyeHue. [opduprHoBas Gone3Hb AMArHOCTUPYETCH CPaBHUTENBbHO PELKO: OKOJSo
12 cnyyaes Ha 100 Tbicay Yenosek. MHoroobpasuve n Hecneungr4HOCTL CUMNTOMOB MPUBO-
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ABSTRACT

Background. Porphyria unites genetic pathologies related to abnormal haem (an intermediate
product of haemoglobin metabolism) synthesis and its toxic products accumulation in human
body. Symptoms can vary, from photosensitivity, skin rashes and chronic abdominal pain to-
wards partial or complete paralysis and acute psychosis. This metabolic disorder is diagnosed
with molecular genetic and laboratory biosample tests. Drug therapy aims at reducing toxic
metabolites concentration in patient’s blood.

Clinical Case Description. A 28-yo female patient had an acute atypical porphyria attack with
a later onset of neurovisceral manifestations (acute abdominal pain, tachycardia) progressing
post-drug-treatment into acute sensorimotor polyneuropathy with flaccid, predominantly prox-
imal, hands-prevalent tetraparaesis. Biochemical urine tests at the National Research Center
for Hematology (by 30.06.2020) revealed porphobilinogen 55.3 mg/L at norm <3. Vital indica-
tions required an urgent haem arginate pathogenetic therapy (Normosang) in a 4-day course
of 3 mg/kg/day drop infusion. The recommended course was well tolerated. Drug therapy and
rehabilitation entailed a positive dynamics of restoring limb muscle strength towards an almost
easy getting-up from chair and bed, and skin lightening. The patient was discharged on day 20
with diagnosis: “Acute intermittent porphyria. Axonal-demyelinating sensorimotor polyneurop-
athy. Severe flaccid asymmetric predominantly proximal hands-prevalent tetraparaesis. Sub-
acute course, stabilisation phase. Condition after one course of haem arginate pathogenetic
therapy (Normosang) at 3 mg/kg/day”. A resident haematologist surveillance was recommend-
ed, with a routine referral for inpatient examination and treatment at the Department of Orphan
Diseases of the National Research Center for Hematology, Ministry of Health of Russia.

Conclusion. Porphyria is relatively rarely diagnosed, about 12 cases per 100,000 people. The
symptoms variety and nonspecificity conduce to a low detection rate, and untimely diagnoses
can entail severe clinical manifestations, including lethal outcomes.

Keywords: acute intermittent porphyria, haem, porphyrins, polyneuropathy, haem arginate.
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BBEOEHUE

Mopdupun — rpynna reHeTUYeckn OeTepMUHU-
poBaHHbIX 3aborneBaHuii, acCoOUMMPOBAHHBIX C Ln-
Knom O6uMOCUHTE3a rema, SIBNAKTCS ayTOCOMHO-
OOMUHAHTHbIMK  3aborneBaHUsIMM C  Bapuaumsamm
neHeTpaHTHOCTU 1 peHoTUNa. NoprpuHbl — Knto-
YeBble CTpoUTENbHbIE BITOKM OPraHNYecKom KN3HU,
ABMSAIOLLIMECH NpefLllecTBeHHUKaMy rema. Cea3aH-
HOe C remMom >enes3o remornobuHa u mmornobuHa
TPaHCNopTUPYET KNCNnopos, a reMoBble (PepMeHThbI
(UMTOXPOMBI, CUHTa3bl OKCMAa a30Ta, LIMKIOOKCUre-
Has3bl, NepoKkcuaasbl, kartanasbl U TpuUnTodaH nup-
ponasa) katanuaupyroT KnodeBble Bruoxnmmyeckme
peakumu B kneTkax opraHusma [1]. PassButue nio-
©or Ho3omnornyeckon opmbl Nopdupun BRSETCs
CNeACTBMEM CHUXEHUS aKTUBHOCTW OQHOrO 13 dep-
MEHTOB LMKINa BnocrMHTe3a rema B pesynbrate My-
Taumm B NaTOrHOMOHUYHOM reHe.

Mo mecTy HapylueHus meTabonuama nopdupun
noapasfaenslTca Ha  3puUTponoaTu4eckne (Bpo-
XOEHHas apUTPONO3TMYECKas, IpUTPONO3TNYECKas
npoTtonopdupnst) U neyYeHouHble (X-cuenneHHas
OOMVHaHTHas npotonopdupnsi, 0bycnoBrneHHas
peduumtom germagpartasbl d-AJlK, octpas nepeme-
Xawwascs nopcupus (OrM)). Mo knnHU4eckum
NPOSIBIIEHNSIM: Ha OCTpble (OPMbI, NpoTeKatoLmne
C NPeVMyLLECTBEHHbIM MOPaXXeHWeM HEepBHOW Cu-
cTembl (X-cuenrneHHass OOMWHaHTHas MpoTonop-
dupus, obycnoeneHHas peduuMTOM Aervaparta-
3bl d-AJIK, ocTpas nepemexatoiasca nopgupus,
BpPOXOEHHas Konponopdupus, BapueratHas Mop-
dupus), 1 popmbl, NPOTEKAKLLME C NMOPaAKEHNEM
KOXXHbIX MOKPOBOB (X-cuenneHHas AOMUHAHTHast
npoTonopdunpusi, NO3AHAS KOXHas nopdupms, Bpo-
XOeHHas konponopdupus, BpOX4eHHas 3puTpono-
aTnyeckas npotonopgupus).

[na knnHnyeckon manndectaumm nodon popmbl
HeobxoaMmMo Kn3bbITOYHOE HakonneHue nopdupu-
HOB. YpOBEHb «MOMOMKMY» LMKna buocuHtesa rema
onpepenset, Kakasd UMeHHO dpakuusa byger npe-
obnapatb B 130bITKE METaboNMTOB, YTO SBMNSAETCA
BeOyLUM hakTopoM B 0COOEHHOCTSIX KITMHUYECKNX
nposiBreHni 3abonesaHus.

PacnpocTtpaHeHHOCTb OCTpLIX Nopdupuin B CTpa-
Hax 3anagHown Eponbl coctaenset 1-10:100 Thic.
HacerneHusi, Torga Kak 4yactota 6eccMMNTOMHOrO
HOCUTENbCTBA FEHETUYECKUX AedEeKTOB COCTaBIis-
eT 50-100 cny4aes Ha 100 Tbic. HaceneHus. Hau-
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fonbluas YactoTa BCTPEYAEMOCTU y OCTPON nepe-
mexatowenica nopcupun (OlMM): 6onee 85% Bcex
Crny4yaeB, pacnpoCTpaHEHHOCTb BapueraTHoOW nop-
dupum 1,3:100 TbIC. HaceneHusi, HacneacTBEHHON
konponopdupun — meHee 400 crniyyaes [2, 3].

OpHO M3 caMbiX XapaKTepHbIX MPOSBNEHWUA fOe-
OtoTa 3aboneBaHus — HeNpoBUCLEPArnbHbIA KPU3,
SABNSAOLWMACA  KUIHEYTPOXalLWMM  COCTOSIHUEM.
A6OoMMHanNbHbLIM GONeBON CUHOPOM COYeTaeTcs
C TOLUHOTOW, PBOTOWN, apTepuanbHOW rmnepTeH3nen
N Taxukapguen, oOyCroBMEHHbIMU OUCHYHKUNEN
BEreTaTMBHOW HEPBHOW CUCTEMBI. [lopaxeHue LeH-
TpanbHOW HEPBHOW CUCTEMbI B NMepuog atakm Mo-
XKET NPOSIBNATLCS LUMPOKUM CMEKTPOM MCUXMYECKNX
N HEBPOMOTrMYECKUX PaCCTPONCTB, BKIHOYasA Hapy-
LEHUS1 CHa, Oenpeccuto, rannoumMHaumm, siBNneHns
OCTPOro MCUXOTUYECKOrO PacCTPOMCTBA, MMMNepKu-
HETUYECKNIN CUHOPOM, CUMMOTOMaTUYECKNE 3nunen-
TUYEecKne NpUCTynbl. B nutepaTtypHOM WCTOYHUKE
YNOMWHAETCA U YHUKamNbHbIA Criydan OCTpOro pac-
cesHHoro oHuedanomumenuta (OP3M) ¢ Tunnu-
HbIMW  peHTreHonornyeckumn  MP-nameHeHnsaMmn
Ha ¢oHe npuctyna Ol (o koTopom He coobuia-
Nocb paHee B CBA3KE C OCTPbIM AEMUENUHU3NPYLHO-
LwmM npoueccom) [4—7]. Bo Bpems atakm oTmevaroT-
CS1 U 3NEKTPONUTHbIE HApYyLUEHUs (TMNnoHaTpMemMusl),
BbI3blBaEMble HeageKBaTHOW CeKpeLuunen aHTuany-
PETMYECKOrO rOPMOHA, NaToNOrM4eCcKUMmn NoTepsiMm
C PBOTOW M HapylleHusaMmn yHKuum nodek [7, 8].
OcTpas nepudepuryeckas NONMHEBPONATUS MOXET
BO3HMKATb W MPOrpeccMpoBaThb KpanHe CTpemu-
TenbHO, NPUBOAA K OCTPOWM AblXaTenbHOW HegocTa-
TOYHOCTM B CBSI3M C MApe30M [blXaTerlbHOW MYCKY-
nartypbl, coyetaTbCs ¢ rpybbiMn OM3aBTOHOMHbIMU
HapyLLEHMSIMN CO CTOPOHbI BEreTaTUBHOW HEPBHOMN
cuctemsbl [8-10].

ABneHnss HempOTOKCMYHOCTKU, COrMacHO OOHON
N3 BEPCUI, CBSA3aHbI C NPAMbIM BO30ENCTBUEM U3-
ObiTka 0-AJ1IK 1 nopdoBunMHOreHoB, CornacHo apy-
rov KoHuenuunm — ¢ AeumMToM B HEPBHON TKaHWU
uutoxpoma P450 n NO-cuHTeTasbl. JddekTns-
HOCTb epuBaTOB remMa SIBNAETCA KOCBEHHbIM MoA-
TBEpXAeHnem obenx Teopui [9-12].

B kayecTBe npoBoLMPYHOLWNX (hakTOpOB pasBu-
TUS CUMMNTOMATUKN MOTYT BbICTYNaTb: NeKkapcTBeH-
Hble mnpenaparbl, HU3KOyrneBogHas AueTa, anko-
ronb, BO3AENCTBME OpPraHNYeCcKnx pacTBOpUTENEN,
WHPEKUNN, rOPMOHarbHbIE U3MEHEHUS Y XEHLUWH
(MeHcTpyaumsi, 6epeMeHHOCTb: MO  CpaBHEHUIO

Ky6aHckun Hay4HbI meguumnHckun BecTHuk / Kuban Scientific Medical Bulletin




M. A. Bapa6aHoBa, 0. A. [[eim6aa, E. f0. Edumerko, T. A. TlerponaBaoBckas, U. A. Bearuko.
OcTpas nepemMerkaronasicss HopeUpHUs BO B3POCAOH MMPAKTHUKE: KAMHUYECKHUH CAydai

C ApYrMMU MOMOBbIMM TOPMOHAMKU MPOrecTepoH
obnapaet 6onee BblpaXXeHHbIM BANAHWEM B NPOBO-
kauun atak OIl1l1), onepaTuBHbIE BMeLLATENbLCTBA,
ncnonb3oBaHne MNOPGUPUHOrEHHbIX NpenapaToB
(Ha canTe [emMaTonOrM4eckoro Hay4HoOro ueHTpa
MwH3agpaBa Poccun pasmelleH peectp onacHbIX
1 6e3onacHbIX NIekapCTBEHHLIX NpenapaToB Ans na-
LMeHToB ¢ nopdumpuen) [13, 14].

Bo Bpemsa atakm Ol akckpeumst nopdUpmnHOB
n nx npegwecteeHHukoB (MBI, 6-AJIK) ¢ mouyon
OYeHb BbICOKA W AMarHo3 rerko MoXeT 6bITb ycTa-
HOBJIEH Ha OCHOBaHMWN KAa4eCTBEHHOIO NOATBEPXKAE-
HWst X cogepXaHusa B moye. OgHako BHe aTaku aTu
nokasaTenu CHMUXarTCa A0 HOpMaribHbIX 3HaYeHUN,
M TOorga METO4OM BO3MOXHOTO BbIsiBNIEHUS 3abore-
BaHUS CTaAHOBWUTCS MNWLb MOMEKYNSPHO-reHeTu4e-
CKoe nccnegoBaHue.

Mopdupun oTHocATCs K opdhaHHbIM 3abornesa-
HUAM, «TOYKOW MNPUNOXKEHUA» CMEXHbBIX HO30M0-
rn, Ha TeppuTtopun PO 3apernctpupoBaHo NuLlb
HECKONIbKO COTEH MnauueHToB (0bLLepoCCUincKmii
perncTp nauneHToB ¢ nopdupuen), Yto oTpaxkaet
HU3KYI0 WH(POPMUPOBAHHOCTb MELMLMHCKOro nep-
CoHana O BO3MOXHOCTM BCTpPeYM C [aHHOW naro-
norven n, Kak crnencrteue, OTCyTCTBME aeKBaTHON
KNMHUYECKOM 1 nabopaTopHOM agmMarHocTukm [15].

MHoroobpasme n HecneumnyHOCTb CUMMTOMOB
NPUBOAST K HWU3KON BbISIBNSIEMOCTM, @ HECBOEBpE-
MeHHasi OMarHocTuka 3aboneBaHWsi MOXeT CTaTb
I'IpI/NI/IHOIZ TAXenbiX CbaTaJ'IbeIX KIMUHNYECKNX npo-
AIBMEHWN BNMNOTb A0 feTanbHoro ncxoaa. loatomy
Mbl COYNW KpanHe BaXKHbIM NogpobHO onucate pea-
KNA KNWHWUYECKMI Criyqan OCTPOM nepemMexaroLen-
€1 nopdUpMKN BO B3POCIION NMPaKTUKe.

KIMHUYECKUA NPUMEP

UHdopmaumnsa o naumeHTe

MauuwerTtka FO., 28 nert, noctynuna nnaHoOBO
22.06.2020 r. Nno HanpaeneHu TepanesTa Monu-
knuHukn Kpbimckoro panoHa KpacHogapckoro kpas,
cTaHuubl Tpouukas, B HeBpornornyeckoe otaerneHme
rocyAapCTBEHHOIO OIOMKETHOMO yupexaeHust 3gpa-
BOOXpaHeHus «Hay4yHo-nccnenoBaTenbCKUN UHCTU-
TYT — KpaeBas knnHuyeckas 6onbHmLa Ne 1 umeHm
npocpeccopa C.B. Ouyanosckoro» MuHucTepcTBa
3gpaBooxpaHeHus KpacHogapckoro kpas (FBY3
«HUN — KKB Ne 1») c xanobamu Ha cnabocTb
B pyKax 1 Horax, MpenMyLLEeCTBEHHO B MPOKCUMarb-
HbIX oTaenax. Crnaboctb Gbina Gonee BbipaxeHa
B pyKax, UTO 3HAYMTENbHO 3aTPyOHSINO Camoo6-
CNyXuBaHWe (He MOorfa CamoCTOATENbHO MPUHATb
nuLLy, NOYMUCTUTL 3yObl, OOETbCS), HAPYLIWUMO MO-
XO[KY, Bbl3Basio 3aTpyaAHEHWS NPy NOAbEME CO CTy-
na u ¢ noctenu. Takke Gecnokouna Apoxb BO BCEM
Tene, yyalleHHoe cepauebueHme.
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AHamHe3 3abonesaHus. Co CNoB NaLUEHTKHU,
BMepBble MNposiBNeHna 3aboneBaHus oTmeTuna
y cebsi okorno 3-x NeT Hasaf, Korga BrnepBble BO3HMK
NPUCTYN WHTEHCUBHbLIX Ooren B obnactu XuBoTa
c cepguebueHnem n o3Hobom. Takke nepuognye-
CKM OTMeYarna M3MeHEeHUs1 OKpackm Mo4un B «Kpac-
HbI UBET». 3a MecsL, 40 NOCTYNfeHns B cTaluoHap
no MEeCTY XUTeNbCTBa NOAOOHOE COCTOsIHME NMOBTO-
puUnock: BO3HUKIA peskast 6onb B XMBOTe, y4alle-
Hue cepguebuenns go 180 B MuH. Haxoamnacb
Ha fevyeHuMM B CTauMOHape C AMarHo3oMm: «XpOoHU-
YeCKMI naHkpeaTwut, ctagusa oboctpeHus». CnycTa
1 Mecsl cTana oTMeYaTtb nosiBreHne 6onm B Horax,
3aTeM npucoeamHuMnachk crnabocTb BOCXOAALLENO
XapakTepa, HapacTawwas fno CBOEN WHTEHCUB-
HOCTW B TeyeHue nocrnegyowmx 2 Hegenb. Oanee
npucoeguHunach criabocTb B pyKax, CTarno CroXHo
BCTaBaTb C noctenu. Jlednnace y HeBponora no me-
CTY XMTemNbCTBa C ANarHo3oMm: «osiCHO-KOHEYHOCT-
Hasg amuoTpodus. CUMHOPOM MNaHUYECKUX aTak».
MpoBoaMNOCbL neyYeHne OKTONMMMNEHOM, KOMOWUNn-
NneHoMm, NapoKCETUHOM, MenbooHMeM — 0e3 3Ha4u-
Moro agpgekTa. beina BeinoniHeHa MPT ronoBHoro
MO3ra: NPU3HAKOB O4YaroBOW MaTONOrMM rofl0OBHOMO
MO3ra 1 NIMKBOPOANHAMUYECKUX HapYLLUEHUI He Bbl-
sBneHo, MP-aHrmorpaguyeckmx npusHaKkoB remMo-
ONHAMUYECKM 3HAYMMOW naTonorumn uepebpanbHbIX
apTepu He oGHapyxeHo; MPT wewnHoro otgena
NO3BOHOYHMKA: HaYarnbHble NPU3HAKN AereHepaTyuB-
HbIX M3MEHEHWUIN OWUCKOB, NEBOCTOPOHHErO CKOSMO-
3a. bbina HanpaBneHa TepaneBTOM MOMUKAUHUKN
Mo MECTY XWUTENbCTBA Ha KOHCYNbLTALMIO K HEBPOIO-
ry KKOIM. NocnutanuanpoBaHa ans o6cnenoBaHus,
YTOYHEHUS OuarHo3a, onpeaeneHust fanbHenLen
TakTUKW BeOEHWS.

AHamMmHe3 Xu3Hu. YpoxeHka KpbIMCKOro parnoHa,
ctaHunubl Tpouukasa KpacHogapckoro kpasi. Pocna
1 pasBuBanacb HopmarnbHO. Ha MOMEHT rocnutanu-
3aumm paboTtana novtanboHoM. He 3amyxewm, 6epe-
MEHHOCTM 1 pofbl oTpuuana. MNMpoxueana ¢ mamow
B BraroyCTpoeHHOM 4YacTHOM JOMeE.

HacrnedcmeeHHbIlU aHaMHe3: CO CNOoB NaLUeHTKH,
HEe OTArOLLEH.

AnnepaonoauquKua aHaMHe3. CO CNnoB NauyneHT-
KW, HE OTAIOLLEH.

PusnkanbHaa gMarHocTuka

Ha momeHm ocmompa 8 obwem cmamyce. KOX-
Hble MOKPOBbI OrnefAHble, HECKONbKO MKTEPUYHbIE,
cyxue, peduumt maccobl Tena 1-n ctenenn. ALl
100/75 mm prt. cT., UCC 115 ya. B MUHYTY, TeMnepa-
Typa Tena 36,5 °C.

B Hespoioau4yeckom cmamyce npu nocmyraeHuu:
B CO3HaHWW, OPUEHTUPOBaHa BO BCeX cepax npa-
BUINbHO. MeHuHreanbHble 3HakuM oTpuuaTeribHbIe.
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[MasHble LWenu CUMMETPUYHbIE, 3padku KpyrIble,
CMMMETPUYHbIE, hoTopeakumst 3padkoB M KOpPHe-
anbHble pedrekcbl XuBble. [BMKEHUS rnasHbIX
A6nok B nonHoM obbeme. Huctarma Het. Jluuo
cuMMeTpuyHo. [eBunauum g3blka HeT. [noTaHue
n oHauusa He HapyweHbl. Mdarkoe Hebo npu do-
HauUWM NOABMXKHO. [MOTOYHbIE N HEGHBLIE pedrnekchl
COXpaHeHbl, CMMMETPUYHbI. Pedrnekcel opanbHoro
aBToMaTtuMaMa oTpuuartenbHble. MblleYHbIN TOHYC
OnysHo CcHMkeH. MbllweyHass cuna CHuxeHa
B MPOKCUMAsIbHOW rpynne MbllWL, pyk: B crubare-
nsax go 4-x 6annos, B pasrnbatensx oo 3-x 6an-
NOB, B AMCTANbHOW rpynne MbIWL, PYyK CHUXeHa:
B crnbaTtensx u pasrmbartensx oo 3-x 6annos. Mbl-
LIeYyHas cuna B HOrax CHWKEeHa B MPOKCUMarbHOM
MbILLEYHOW rpynne A0 YCTYMYMBOCTU, B AUCTanbHO
MbILLIEYHON rpynne Ao 4-x 6annoB. BbisiBneHbl ner-
Kve HapyLleHMs1 MOBEPXHOCTHOM YyBCTBUTENBHOCTH
no nonuHespuTMdeckoMy Tuny. KoopguHaTopHble
OnHamun4yeckme npobbl pykamu BBIMOMHSAET C MU-
MononagaHveMm 1 nNpoMaxmBaHMeM BBUAY napesa,
B HOrax BbIMNOSHSAET ygoBreTBopuTenbHO. B npobe
Pombepra nowartbiBaeTca 6e3 yeTkon narepanusa-
unn. OyHKUNA Ta30BbIX OPraHoOB He HapyLleHa.

MpeaBapuTenbHbIA AMArHos

[MpyHMMas BO BHMMaHWE KIMMHUKO-aHaMHecTu4e-
CKMe [aHHble, ObINO BbICKa3aHO MNPEeLnonoXeHne
o0 gunarHose: «OcTpas nepemexatoLlasics nopgu-
pus. AKCOHanbHO-AEMUENNHU3NPYIOLLAA MOTOPHO-
CeHCopHasi nonvHesponaTud. BoipaXeHHbIN BANbIN
aCMMMETPUYHBIN, MPEUMYLLECTBEHHO NpPOKCUMarb-
HbI, TETpanapes, npesanupyowun B pykax. Nogo-
CTPOE TEeYEHUEY.

BpemeHHas wkana

XpOHOJ’IOI'I/IFI pPa3BUTUA ©onesHn Yy nauneHTKn tO.
npencraerieHa Ha pUCyHke 1.

AvarHocTu4yeckue npouenypbl

JlabopamopHbie uccnedogaHust (8bIMOSIHEHbI
o npubbimuu nayueHmMKU 8 yCrio8usix Heeposoau-
yeckoeo omoeneHusi «['BY3 HUN — KKB Ne 1»).

PedepeHcHble 3Ha4yeHus yKkasaHbl B CKObKax.

Obwut aHanu3 kposu: Iewikoumtsl (WBC)
6,44x10°%n ((4,00-9,00)x10°%n); aputpountsl (RBC)
3,76x10?/n  ((3,90—4,70)x10%%/n);  remorno6uH
(HGB) 105 r/n (120-140 r/n); rematokput (HCT)
31,60% (34,00-46,00%); cpegHuii 0O6bem apUTpo-
uyuta (MCV) 84,00 ¢bn (80,00-100,00 ¢pn); cpeaHee
coa. remornobuHa (MCH) 27,90 nr (27,00-31,00 nir);
cpenHsia koHu,. remornoduHa (MCHC) 332 r/n (322—
358 r/n); TpombouunTbl (PLT) 212x10%n ((150-
400)x10%n); wHaekc pacnp. aputpounto (RDW-
CV) 13,40% (11,50-14,50%); cpegHun ob6bem
TpombouunTta (MPV) 11,00 don (7,40-10,40 con).

Obwut aHanu3 Mo4yu: OTHOCUTENbHAasA NMMOTHOCTb
1,016 (1,010-1,020); pH 6,5 (5,0-7,0); nemnkouu-
Tbl 70 kn/Mkn (3—6 Kn/MKN); HATPUTBLI OTP. (OTpU-
uatenbHo); 6enok oTp. (OTpuuaTenbHO); rMKo3a
oTp. (OTpuuaTeneHo); KETOHbI OTP. (OTCYTCTBYIOT);
ypobunuHoren 16,0 mkmons/n (0,0-3,2 mkmonb/n);
OunupybuH non. (OTCYTCTBYET); 3pUTPOLUTLI OTP.
(oTcyTCTBYHOT).

buoxumuyeckull aHanus Kposu: C-peakTUBHbIN
oenok 0,40 mr/n (<8,00 mr/n); xonecTtepuH obLni
6,95 mmonb/n (2,50-5,14 mmone/n); ANAT 109,0 ea/n
(5,0-55,0 eg/n); AcAT 81,0 ea/n (0,0-35,0 en/n); o6-
wmnr 6enok 70,54 r/n (64,00-83,00 r/n); GunupybuH
obwmin 12,50 mkmone/n (3,40-20,50 mkmonb/n);
xnopugbl 100 mmone/n (101-110 mmonk/n); ka-
nmin 4,30 mmone/n (3,50-5,10 Mmonk/n); HaTpun
140 wmmonb/n (136—-145 wmMonb/n); KpeaTuHWH
112,40 mkmons/n (44,20-97,00 mkmornb/n); mMove-
BuHa 14,10 mmonb/n (2,50-8,30 mmonk/n); rntoko3a

MepBble NnposiBNeHns
3aboneBaHus: 60nu B XXMBOTE,
yyalléHHoe cepauebueHue,
03HOO, okpacka Mouun
B«KpacCHbIV LiBET»

BI'IepBbIe noasrieHne

HEBPOSIOrMYecKom
CMMNTOMAaTKKM

1 HapacTaHue o4aroBoW

O6HapyXeHO MoBbILLEHHOE COAEpKaHNs
nopdobunmHoreHa B Moye, NOATBEPKAEHWE
aunarHosa «OcTpasi nepemMexatoLasca nophupus»;
npoBeeHne Kypca naTtoreHeTUYeckoi Tepanim
npenapatom HopmocaHr

v v v
4 A 4

Bo3obHoBneHne
»anob, usmeHeHne
oKpacky Mo4u

locnutanuamposara B 'bY3 «HNWN-KKB Ne1y,
npeanonoxexune o avarHose: «OcTpas nepemexaroLlascs
nopcupusi. AKCOHanbHO-AEMUENIMHU3NPYOLLas
MOTOPHO-CEHCOpHasi MONMHEBPONATUSI»

[MporHo3 ans kayecTsa
N NPOAOIMKUTENBHOCTU XKNU3HU
OTHOCUTENBHO BNaronpuUsiTHLIN
npu ycnosuv cobnogeHns mep
npodnnakTnku

Puc. 1. XpoHonozaus paszsumus 6onesHu y nayueHmku FO.: knoyesbie cobbimusi U npoeHo3s.
Fig. 1. Sequence of disease in patient Yu.: key events and prognosis.

100

2022 | Tom 29 | Ne 1| 96—107

Ky6aHckun Hay4HbI meguumnHckun BecTHuk / Kuban Scientific Medical Bulletin




M. A. Bapa6aHoBa, 0. A. [[eim6aa, E. f0. Edumerko, T. A. TlerponaBaoBckas, U. A. Bearuko.
OcTpas nepemMerkaronasicss HopeUpHUs BO B3POCAOH MMPAKTHUKE: KAMHUYECKHUH CAydai

5,35 mmonb/n (3,50-6,38 mmonb/n); anbda-amuna-
3a 145,00 en/n (25,00-125,00 eq/n).

Koaeynonoeusi: ¢ubpuHoreH 3,72 r/n (1,74—
4,04 r/n); AYTB-oTHoweHve 1,35 (0,82-1,81);
A4YTB 39,50 cek (24,00-38,00 cek); MHO 1,09
(0,80-1,14); npotpombuHoBoe Bpemsa 12,30 cek
(9,40-12,50 cek).

[OpMOHbI, MapKepbl: TUPEOTPOMHbLIA  FOPMOH
2,27 mkME/mn (0,35-4,50 mkME/mn); T4 cBobog-
Hein 21,04 nmons/n (11,50-22,70 nmons/n); AT
K Tpeonepokcugase 56,60 ME/mn (<60,00 ME/mn);
KpeatuHkmHasa 34,0 eg/n (<200,0 eg/n); kpeaTUHKK-
Ha3a-MB 3,50 ea/n (<24,00 eg/n); X4 1,60 MME/mMn
(HOpMbl 'y GepeMeHHbIX >xeHwwmH, MME/mn: 0,2—
1 Hepens (5-50); 1-2 Hegenu (50-500); 2—3 Hepenu
(100-5000); 3—4 Hegenu (500-10000); 4-5 Hepenb
(1000-50000); 56 Hepenb (10000-100000);
6-8 Hegenb (15000-200000); 8-11 Hepenb
(20000-250000); 2—3 mecsina (10000-100 000)).

NDA-uHpekyuu KKBb: HBsAg He ob6Hapyxe-
HO (He oBGHapyxeHo); Anti-HCV He obHapyxeHo
(He oGHapyxeHo), mapkepbl BUY He oBHapyxeHbl
(He oBHapyxeHo).

UccnedosaHue kposu Ha KCP: N®A, MP oTtpuua-
TenbHO (He 0BHapyXeHo).

UOA, TIUP Ha uHgekuyuu: Cytomegalovirus
He obHapyxeHo; Herpes simplex virus 1, 2 Tnnos
He obHapyxeHo; IgM k VCA Epstein-Barr Virus
He o6HapyxeHo; IgG k NA Epstein-Barr Virus
OBHAPYXEHO; IgG k NA Epstein-Barr Virus
23,28 nHgekc (0,00-0,99 nnaekc); IgG k EA Epstein-
Barr Virus He obHapy>eHo; IgM k Toxoplasmagondii
He obHapyxeHo; IgG k Toxoplasmagondii He 0GHa-
py>xeHo; IgM k Cytomegalovirus He 06HapyxeHo; IgG
k Cytomegalovirus 6,55 nhgekc (0,00-0,99 nHagekc);
IgM k Herpes simplex virus 1, 2 TnoB He oBHapyxe-
Ho; IgG k Herpes simplex virus 1, 2 Tunos 29,20 vH-
pekc (0,00-0,99 wunpgekc); AT k Mycobacterium
tuberculosis He obHapy>xeHo.

lMposedeHa «modoKOHHUKOBasi» npoba Moyu: no-
fNyYyeH MONOXWTENbHBIN pe3ynbTaTt B BUae U3MeHe-
HUSA OKpPaCKM CBEXEBbIAENEHHONW MOYM B CBETION
nocyge nog gencrenem YO-uanyyeHnsa 00 BULLHe-
BOro LBeTa (BbIsiBNEHbI MPOAYKTbI pacnaga nopgu-
PVWHOB B MO4Ye 3a CYEeT MOCTEMEHHOro OKUCIEeHUS
nopcobunmHoreHa B nopcpodunumH) (puc. 2).

UHcmpymenmarnbHble uccniedosaHusi (8bIrors-
HeHbl 8 me4veHue 3-x repsbix CymoK rpebbigaHus
0om MOMeHma eocrumarnu3ayuu 8 ycrioeUsiX Hegporsio-
auyeckozo omoerneHusi «bY3 HUM — KKE Ne 1», npu-
8edeHbl 8 ropsiOKe UX 8bINOTHEHUST 8 CmayuoHape).

Ynbmpa3seykoeoe uccrnedosaHue opaaHo8 bproll-
Hou nonocmu u noyek: Anddy3Hble U3MEHEHUS rne-
YeHM, NPU3HaKN ABYCTOPOHHErO HebponTo3a.

Ky6aHckun Hay4HbIi MeauumHcknin BecTHuK / Kuban Scientific Medical Bulletin

Yrnbmpaseykoeoe uccredosaHue wuUMmMoguOHol
J)Kesie3bl: NPV3HAKOB NaToNorn He BbiSIBIIEHO.

TpurinekcHoe cKaHUpO8aHUe 8eH HUXHUX KOHeY-
Hocmedl: npu3HakoB Tpombo3a rnybokux n nosepx-
HOCTHbIX BEH HUXHUX KOHEYHOCTEN HE BbISIBNEHO.

BnekmpoHelipomuoepaghusi: BbISBNAETCA nopa-
YKEHME MOTOPHbIX BOJTOKOH 1CCreoBaHHbIX HEPBOB
BEPXHUX KOHEYHOCTEM MO aKCOHaNbHOMY TuMy,
C-oTBeTbI C ManobepuoBbIX HEPBOB HE MOMYYEHbI.

Oxokapduoepacpusi: IXO-npusHakm MNMMK 6e3 re-
MOAMHaAMUYECKM 3Ha4YMMOK peryprutaumn. dnacto-
nnyeckas AOUCKYHKLMA neBoro xenygodka. Y3U
nneBpanbHbIX MOMOCTEN: MNMeBpasibHblE CUHYCHI
cB06OAHbI C 06enx CTOPOH.

UccnedosaHue yHKYUU BHEWHe20 ObIXaHUs:
He CHWXeHa.

OKT: cuHycoBas Taxukapamus, 105 B MyH.

KoHcynbmauyuu crneyuanucmoe (8bIrofIHEHb!
8 meyeHue 3-x rnepsbIx cymok rpebbigaHusi om Mo-
MeHma eocrnumanu3ayuu U npusedeHbl 8 rnopsioke
UX 8bIMNOMIHEHUST 8 cmayuoHape).

FacmposaHmeporioa; peakTUBHbINA renaTuT.
l'uHekonoe: 6e3 natonorum.
Ogmarnbmorioe: 6e3 naTonorunu.

lemamornoe: pekoMmeHaoBaHO NpoBeaAeHNE Tene-
MeANUMHCKOM KoHcynbTauum ¢ Y « HMUL, rema-
Tonorum» MuHsgpasa Poccuu.

Bbinucka 13 nctopun 6onesHn Gbina Hanpaene-
Ha Ha TeneMeauUMHCKYK KOoHcyrnbTaumio B OIBY
«HMWL rematonoruny» MuHsgpasa Poccum.

B cooTBeTCTBUM C TENEMEeaNLMHCKUM 3arnpocomM,
noctynmewumM 23.06.2020 r. B cbegepanbHyto cuc-

Puc. 2. «lodokoHHuKogasi» npoba (oueHka 4yepes
30 MmuHym u 4epes 4 yaca).
Fig. 2. Ambient-light test (past 30 min and 4 h).
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Temy TenemMeamuUMHCKON KOHCYNbTaTMBHOW MOMO-
LM YPOBEHb «BpayY—Bpay», coTpyaHukamm Orby
«HMWL rematonormm» MuH3gpaBa Poccumn 6bina
npoBefgeHa  TenmemMeauuMHCKas  KOHCynbTaumsi
No AaHHbIM MEAMWLMHCKOW AOKYMEHTauuu (Bbinu-
CKka M3 UCTopun OOmnesHn) nauMeHTKM C Hanpasu-
TenbHbIM guarHodom: «OcTpas nepemexatoLlasics
nopupusi, akCoHarbHO-AEMUENUHU3NPYIOLLAA MO-
TOPHO-CEHCOpHas MOMMHEBPONATUS, BbIPAXEHHbIN
BANbI aCUMMETPUYHBIN, MPENMYLLECTBEHHO MPOK-
cuMarnbHbIW, TeTpanapes, npesanupylowmnin B py-
Kax, NogoCcTpoe TeYeHne».

[MonyyeHO MeauuUHCKOE 3aKrtyYeHWe KOHCUMU-
yma cotpygHukoB PIrbY «HMWL, remartonorvm»
MwuH3gpaBa Poccuun: no JaHHbIM NpeacTaBneH-
HOW JOKyMeHTauun y naumeHtkun tO., 28 nert, ume-
€T MEeCTO TUMUYHasa Ofs aTakm OCTpon nopcupun
KnuHu4eckas KapTuHa. HemnposucuepanbHblie npo-
saBneHns (ocTpble OoOnu B XMBOTE, Taxukapausl)
C nocnegyowum (nocne nekapCTBEHHOrO BO3AeN-
CTBUS) pa3BUTUEM OCTPON MOTOPHO-CEHCOPHOM MO-
nMHeBpoNnaTMn B BMAE BANOro, NpeumyLecTBEHHO
npoKkcumarnsHoOro, TeTpanapesa, npeBanupyoLle-
ro B pykax. Ons Bepudwukaumm OmarHosa peko-
MEHOOBaHO MCccneaoBaHWe MOYM Ha codepaHue
nopcdobunmHoreHa (c JoctaBkon Ouomatepuana
AN BbINONHeHUs mccregosaHms B dIrbyY «HMAL
remaTonorum» MuHsgpasa Poccuu, Tak Kak BbIMon-
HeHne cneunduyecknx nabopaTopHbIX aHanM3oB
COrMacHO KIMMHUYECKMM peKoMeHZauusam no gaH-
HOM Ho3o0MorMmM Ha Tepputopumn KpacHogapckoro
Kpasi, BKNto4Yas YactHble nniabopaTopum, TEXHUYECKM
He npencTaBnaAeTcs BO3MOXHbIM). [locne nonydye-
HWSi pe3ynbTaToB MCCNEAOBaHUSA pekoMeHOOoBaHa
MOBTOPHAsi KOHCYNbTauunsa Ans onpeaeneHvs ganb-
HeWLWwen TakTukM BegeHns. [1o NOBTOPHOW KOHCYIb-
Tauum NokasaHo MpoBedeHVE CUMMNTOMAaTUYECKOro
neyeHunsl, BBeAeHWE pacTBOPOB [MIOKO3bl, YCUIEH-
HOe NuTaHWe, BbICOKOYrneBoAHas AMeTa; Npu Heob-
XOAMMOCTU NpUeMa JeKapCTBEHHbIX Mpenapartos
YTOYHSATb B pernctpe 6e30nacHoOCTb X MPUMEHEHMS
npu nopdupum (http://www.drugs-porphyria.org).

Beina npoussegeHa TpaHcnopTMpoBKa Guonoru-
YecKoro marepuvarna, nonyyeHbl pesynsratbl 6uo-
XMMUYECKOTO UCCreaoBaHnst MoYM B nabopaTtopum
oreyY «HMUL rematonorun» MuHagpasa Poccun
ot 30.06.2020 r.: nopdobunuHoreH 55,3 mr/n (npu
HopMe <3 mr/n).

KnuHnyecknn gnarHos

B cooTBeTCTBMM C NOBTOPHLIM TENEMEANLIMHCKUM
3anpocom, noctynuewmmMm 02.07.2020 r., nony4eH
OTBET: Y NAUMEHTKM umeeT mecTo amarHo3 «OcTpas
nepemexatowasacs nopdupus. AKCoHanbHO-gemMu-
envHM3NpyoLwas MOTOPHO-CEHCOPHas NoNMHEBPO-
natns. BblpaXeHHbI BAMNbIN - AaCUMMETPUYHBIN
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NPeVMyLLIECTBEHHO MPOKCMMarbHbIN TeTpanapes,
npeBanupyroLWnii B pykax, nogocTpoe TeYeHme».

OuddepeHumanbHaa gnarHocTmka

MpuHMMasi BO BHUMaHMe Nepuogu4HoCTb, OCTPO-
Ty pas3BuTUS Nepudepudecknx napesoB U COMNpo-
BOXOAMOLLMIA X TEMHbIV LUBET MO4YM, NpU NpoBeLe-
HUK gnddepeHUnanbHON ANarHOCTUKN B Ka4ecTBe
BO3MOXHbIX AMarHo30B OOMKHbI paccMaTpyBaTbCs
ocTpasi [eMuenvHuavpylowasi nonvHenponartums
(B TOM 4ncne TUMUYHbIE U aTUMUYHbIE BapuaHTbI
cnHapoma luieHa — Bappe), ocTpas Tokcuyeckas
MuonaTusi, MapoKcM3MarnbHasi — MUOMTNoOMHYpUs
Menepa — beTtua, MHTOKCUKaLMS CBUHLIOM, NPOBO-
uupytoLLas HapyLeHms obmeHa nopprpuHOB ¢ pas-
PYLUEHNEM MbILLIEYHON TKaHW. Takke Heobxoanmo
WCKIIOYUTL MHbIE anbTepHaTMBHbLIE MPUYMHBI OKpa-
LUMBaHUSA MOYM B TEMHO-KpPACHbIN LBET: reMaTypuio,
remornobuHyputo, MMornoduHyputo npu pabgomu-
onuse, crnepctene MeTabornmama INekapCTBEHHbIX
npenapatoB (BMTamuHa B,,, pucamnuumHa, deHun-
TOWHa, nponodona), ynotpebneHne B nNuLLy Kpac-
How cBeknbl [11].

MeaouunHckne BMewaTenbcTBa

CornacHo 3aKkn4eHUt0 KOHCUIMYMa, MO KU3HEH-
HbIM MOKa3aHMsAIM Hydanacb B CPOYHOM MNpoBese-
HUWM Kypca NaToreHeTUYecKon Tepanuu apruHaToM
rema (HopmocaHr) B gose 3 Mr/kr/cyTku B/B Kanenb-
HO KypCOM 4 [iHs1, Takke OblNo pEKOMEHA0BaHO Npu-
HSTb BO BHYMaHWe nepeyeHb npenapaTos, NPOTUBO-
nokasaHHbIX MPU AaHHOW NaTonorMu; NPoJOIHKUTL
BBegeHune pacteopa 10% 250 mn rntoko3bl 2 pasa
B CyTkW. PekoMeHOOBaHHbI Kypc naToreHeTnde-
CKOW Tepanuu nepeHecna yaoBneTBOPUTENbHO.

OvHamuka n ncxoabl

Ha ¢oHe npoBegeHHOro MeankaMeHTO3HOro fe-
YeHus, peabunuTaumMoHHbIX MEPONPUATUIA Y naum-
€HTKM Oblna oTMeYeHa MonoXuTtenbHas AUHaMuKa
B BUAE HapacTaHMs MbILUEYHOWN CUITbl B pyKax 1 HO-
rax, crtana npaktudeckn 6e3 3aTpyaHEeHWA NOAHM-
MaTbCsl CO CTyNna 1 NOCTENN, LBET KOXHbIX MOKPOBOB
ctan ceetnee. BoinucaHa Ha 20-i geHb rocnutanu-
3aumm ¢ gmarHosoM: «OcTpas nepemexaroLlascs
nopcvpus. AKCOHanbHO-AeMUennHN3npyoLLas
MOTOPHO-CEHCOPHAas NonuHeBponaTtus. BbipaxeH-
HbIN BSAMbIA ACUMMETPUYHbLIN, MPENMYLLIECTBEHHO
nNpoKcUmarnbHbI, TeTpanapes, npeBanuvpyoLLni
B pykax. [logoctpoe TeuyeHue, dasa crabunusa-
umn. CoctosiHue nocne 1 Kypca natoreHeTU4ecKom
Tepanun aprmHatom rema (HopmocaHr) B [ose
3 mr/kr/cyTkn». PekomeHaoBaHoO HabnogeHne rema-
TOrnora no MecTy XWUTeNbCTBa, a Takke HanpasuUTb
NnauMeHTKy Ha NraHoBOe cTauumoHapHoe obcnepfo-
BaHVE 1 NneYeHne B oTaeneHne opcaHHbix 3abone-
BaHun HMWLL remaTonoruu.
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MporHos

lMonHoe n3nedyeHne NOpMUPUN HEBO3MOXHO, Of-
Hako rpamoTHasi NpodunakTMka NPUCTYNOB MOXET
No3BoONnUTb A0OUTLCA MHOTONETHEro NaTeHTHOro Te-
YeHus 3aborneBaHus. B cnyyae pasButusa npuctyna
OIl cBoeBpeMeHHas naTtoreHeTudeckas Tepanus
MO3BOMSIET KynMpoBaTb MPUCTYN W NpenynpeauTb
pasBUTUE TSHKENbIX OCIOXHEHWIA.

OBCYXIOEHUE

[MepBrYHbIN 3Tan AUarHOCTUKM SBMASIETCS CIOXHbIM
N OTBETCTBEHHLIM. BapumaTtMBHOCTb CMMNITOMAaTUKM
N TeyeHnss 3aborneBaHusi CO3[alT 3HAYMTErNbHblE
TPYOHOCTM B CBOEBPEMEHHOWN MOCTAaHOBKE LMarHo-
3a. HaunoHanbHbIM reMaTonornyeckum ooLLEeCTBOM
Obina paspaboTaHa LiKana, coaepallasi AaHHble
aHaMHe3a 1 CUMMTOMbI, XapaKTepHble OIS KIMHuYe-
CKOro TedeHusi ocTpbix nopupmin. CKPUHUHE Tako-
BbIX MO CyMMapHOMY 6ansny no3BosnsieT CyauTb O CTe-
MEHN BEPOSTHOCTU HANU4uus nopvpunn y nauueHTa.

KoHTponb 3a aheKTUBHOCTLIO NEYEHNs, OLleHKa
CTabUNBHOCTN COCTOSIHMS BKIOMAET MOHUTOPUHT
cogepxaHus NoppoBUNMHOreHOB B MOYe, YTO TeX-
HMYEeCKM He Bcerga BO3MOXHO B YCroBusix nabopa-
TOpu pernoHoB. [pn ocMoTpe oueHMBaEeTCs Co-
CTOSIHME KOXHbIX MOKPOBOB M CMM3UCTBIX, HAnn4ne
Taxvkapguu, apTepuanbHOM rMnepTeHsun, Gonen
B XMBOTE M KOHEYHOCTSAX, NPOU3BOAUTCS OLEHKa
NCUXO-3MOLIMOHANbHOIO U HEBPOSOrMYECcKoro cra-
TycoB. BaxHa 1 oueHka nabopaTopHbIX nokasare-
nen dyHkumm nedvenn (bunupyoun, ACAT, AJIAT,
Ld, Y3U), BbipakeHHOCTU aHEMUYECKOrO CUHAOPO-
mMa (remornobuH, Y3W ceneseHkn), ABreHU remo-
nu3a (petukynouutos)' [16].

3AKIIOYEHME

C y4eTOM HM3KOW BCTPEYAEMOCTU 1 BbISBNAEMO-
CTW JAHHOM NaTonorMm naumMeHTbl 3a4acTyro u3Ha-
YanbHO MonagakT B HenpodurbHble OTAENEeHWs,
noaBepraTcs He06OCHOBaHHbLIM MHBA3MBHbLIM Me-
TOoAaM OUarHOCTUKM, NeYEeHno NpOTNBOMNOKa3aHHbI-
MU NpU OaHHOW HO30M0rMn MeaMkameHTamu (nop-
OUPUHOrEHHBIMM NIEKapCTBEHHbIMK NpenapaTtamMm).

CNUCOK NNIUTEPATYPbI

Bce 370 MoBbIWAET PUCK MOJFTHUEHOCHOTO yXyALle-
HUSA COCTOSIHMS C Pa3BUTUEM TSKEMNOW O4aroBOW,
00LEeMO3roBoil HEBPOSTOMMYECKOW CUMMNTOMATUKN,
MeTabonuyeckuMy HapyLlleHUsiMM BRAAOTb A0 fe-
TanbHOro ncxoaa. BeinonHeHne aHann3oB cornacHo
KNMHWYECKMM pekoMeHZaumsmM No AaHHOW HO30ro-
mn Ha Tepputopun KpacHopapckoro kpas (BKIto-
Yasd 4JacTHble nabopatopumn) He npeacTaBnsieTcs
BO3MOXHbIM, a8 €OMHCTBEHHbIM MaToreHeTU4eCcKUM
METOAOM JleYeHus1 SABMSKTCA npenapatbl rema,
ONs Ha3HavYeHUst KoTopbix TpebyeTcst noaTBepXKae-
HWe gnarHosa nabdopaTopHbIMU TECTaMM.

Bce aTo npuBoanT K HEOGXoAUMOCTM POPMUPO-
BaHWS1 HACTOPOXXEHHOCTWN y Bpayen obLuern npaktu-
KM kak ambynaTopHO-NOMMKITMHUYECKOTO 3BEHa, Tak
M cTaumoHapa B oTHoweHun OIl, BknoyeHus ee
B Kpyr AnddepeHunanbHO-gUarHOCTUYECKOro no-
ncka y naumueHToB, codeTarlmnx B cebe Heobbsc-
HUMbIN abooMuHanbHbI GONEBOM CUMHAPOM, MNCKU-
XOHEBPOJIOTMYECKYIO CUMNTOMATUKY C UBMEHEHMEM
OKpacKy Mouu.

MHPOPMUPOBAHHOE COINMACHE

OT nauMeHTKM NonyyYyeHo NMCbMEHHOE NMHAOPMU-
poBaHHoe [o6poBonbHOE cornacue Ha nybnuka-
LUMI0 OMWCaHMA KIMHUYECKOro cryyas u nybnuka-
unto potomaTepmanoBs B MeOMLMHCKOM >XypHarne,
BKIOYAs ero aMeKTPOHHY0 Bepcuio (4aTta nognuca-
Hus 07.08.21 r.).
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The patient provided a free written informed con-
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tronic version (signed 07.08.21).
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