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Mopdbmpwn pasnuyaloTcs Mo 3Tany CMHTe3a reMa, Ha KOTOPOM MPOMCXOAMT cOOW, MPMBOAALLNIA K
HaKOMIEHMIO MPOMEXYTOYHbIX MPOAYKTOB — NOPMpMHOB. BBMAY HN3KOM CNELIMDUYHOCTH KIMHUYECKNX
NPOSBMEHW NOPOUPUIA 1 NATEHTHOr O TeueHns 3abonesaHnin nx CBOeBPEMeHHas AnarHoCTUKa 3aTpyaHeHa.
B cTaTbe paetcs obocHoBaHWe MpPUMeHEHUs BbICOKO3IEKTUBHOM KMOKOCTHON XpoMaTorpadmm
B onpefeneHuy nopuprnHoB. MeTon NPUroAeH K BbISBIIEHMIO MOPIMPUHOB B MOYE, KPOBU U Kane
nauneHToB. [IpoAEeMOHCTPMPOBaHbI MPUMEPbI ero paboTbl.
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ornpenerneHne nopehHnpmHoB

Myaukosa A.W. n coasT. Bonpocsl reMaTonorumn/oHKonorum n uMMyHonatomnoruu B neanatpuu. 2021; 20 (3):
140-144. DOI: 10.24287/1726-1708-2021-20-3-140-144

Application of high-performance liquid chromatography
in porphyrias diagnostics
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Porphyrias are distinguished by the stage of heme synthesis at which a failure occurs, leading to the accumulation of intermediate
products — porphyrins. Due to the low specificity of clinical manifestations of porphyria and the latent course of the disease,
their timely diagnosis is difficult. This article substantiates the effectiveness of high-performance liquid chromatography method
in the determination of porphyrins. The method is suitable for porphyrin determination in urine, blood and feces of patients.
Examples of its work are shown.
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Knaccudukauma nopdupuin npenctaBneHa B
Tabnuue.

Tesa rema. Kak npasuno, nopcpupuu — 3T0
pe3ynbTaT BPOXAEHHbIX AedpeKToB, Hexenu npuobpe-
TeHHbIX. CuHTe3 rema (prcyHok 1) — MHOroCTaauiHbIi
npolecc, n ecnu Ha MmoboM ero atane npoucxoauT cbow,
OH MPVBOAMT K POCTY KOHLEHTpaLMW NPOMEXYTOUHOrO
NPOLyKTa: NOPChUPUHOB M/UNK UX NPEALLeCTBEHHWUKOB.
3Tn cybcTpaThl HakannMBaKTCS B KPOBM U TKaHSX,
YCUIIEHHO BbILENSAIOTCA C MOYOM U KasoM.

MopcbuprHbl — LUMKNUYECKUE TeTpanupposibHble
COeOMHEHUSA, U XOTb OHU U He obnapaloT Buonornyeckom
aKTMBHOCTBIO, HO ABNSAIOTCSH AOCTATOUHO CUITbHBIMM OKCU-
LaHTaMu 1 He MoryT 3(PdIEKTUBHO BbIMOMHATL PYHKLUMIO
KOHEUHbIX MPOAYKTOB: rema, bunupybuHa, LMTOXPOMOB
neuexn [1].

Mopdhmpum knaccmdmumpytoT no:

e bepMeHTy, rae NpoucXoguT MyTauwus, NpUBO-
OSALLasA K HaKOMMeHWIo aHOMarnbHOro NopcpupwHa;

¢ CMMMTOMAaTUKE: HEBPOJIOTMYECKOMN NN KOXKHOM;

e MecCTy npoaykumu (M HakonneHus) aHoMarnbHoro
nopcpupuHa: neveHb UK KOCTHbINA Mo3r [3].

PacnpocTpaHeHHOCTb OCTpbIX NOPCOUPUIA HACUUTBIBAET
7-12 nHa 100 000, no paHHbIM HaumoHanbHOro reMaTono-
rmyeckoro coobuuectea. OHM xapaKTeEpU3yOTCA Nporpec-
CUPYIOLLMM TeueHneM W npeobnafaioliuM nopaseHneM
HepBHoMt cucTeMmbl [4]. Bce ocTpble nopcmpun nposiens-
I0TCA B 3MW30[jaX KPU30B, CONPOBOMAAIOLLMXCS MbILLIEYHOM
cnaboctbio (42-60%), runepTtonneit (36-54%) 1 Taxu-
kapaveit (28-80%). AbooMUHarbHbIE CUMMTOMbI BKITIO-
yaloT B cebst Borb B uBoTe (85-95%), TOLLHOTY 1 pBOTY
(43-88%), 3anop (48-84%) unwu amapeio (5-12%) [5, 6].

BpopeHHasa aputponoaTuueckas nopgmpus — oueHb
penkoe 3abonesaHne, Ha CerofHSALLHUI [EHb BbIBMEHO
1 3aperncTpupoBaHo Bcero okono 150 cnyuaes [7]. Ha
2004 r. BbISIBNIEHO 5 MaUMEHTOB € MOPdVpUEN, BbI3BaHHOM
nedomumtom AJTK-gerunpatasbi [8].

Cpeaun ocTpbix nopcmpuii yalle Bcero BCTpeva-
eTcs ocTpas nepeMeskaiowasca nopcoupus [9]. 06biuHO
3aboneBaHune npoTekaeT B nateHTHow dhopme: 90%
HocuTenen MyTtauum B pepmeHTe HMBS Hukorpa He
NPOSBASIOT ONMCaHHbIX cumnTomos [10].
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PucyHok 1
CxeMa brocuHTesa rema [2]

Figure 1
Heme biosynthesis [2]
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Tabnuua
Knaccudpukaums nopdompmin [3]

Table
Classification of the porphyrias [3]

HasBanue MyTauus B reHe (o603HaueHue) OcTpblie cuMnToMbl  KoKHbIE CUMNTOMBI
Name Mutated gene (symbol) Acute symptoms Cutaneous symptoms
Mopdupus, 0bycnoeneHHas aedouumtom AJK- ANK-nernapatasa (ALAD) . 0
Aerugparasel - ALA dehydratase (ALAD)

Delta-aminolevulinic aciduria

OcTpas nepeMexaioLLasca nopdupus MapokeumeTunbunax-cuHTasa (HMBS) o, 0

Acute intermittent porphyria

Hydroxymethyl-bilane synthase (HMBS)

BpO)KJJ,eHHaFI SpUTpono3TU4eckasn I'IOp(.‘bMpVIﬂ

UROgen lll-cuntasa (UROS)

Congenital erythropoietic porphyria UROgen Il synthase (UROS) 0 et
Mopdhupus KoxHas MeasieHHas UROgen-gnekapbokcunasa (UROD) 0 +
Porphyria cutanea tarda UROgen decarboxylase (UROD)

HacnepcteeHHas Konpornopdupust COPROgen-okcupasa (CPOX) o "
Hereditary coproporphyria COPROgen oxidase (CPOX)

BapueratHas nopcovpus PROTOgen-okcvpasa (PPOX) - +
Variegate porphyria PROTOgen oxidase (PPOX)

SpuTponoaTuyeckasn npotonopdupus ®eppoxenaTtasa 0 -
Erythropoietic Protoporphyria Ferrochelatase

X-cuenneHHas LOMUHaHTHasi npoTonopdupms CuHTa3a aMMHONEBYNWHOBON KUCMOTbI-2 0 nun,

X-linked dominant protoporphyria

Aminolevulinic acid synthase 2

[enaToapuTponoaTnyeckas nopcpupus
Hepatoerythropoietic porphyria

UROgen-nekapbokeunasa (UROD)
UROgen decarboxylase (UROD)

++

BposkpoeHHasa apuTponoaTuyeckas nopdupus u
MO3OHAN KOXHas Nopchupus nuLLeHbl HEBPOSOrMYECKOM
CUMNTOMATUKM.

Hauano npucTyna neyeHouHbIX nopcupuii NpoBo-
unpyloT pasHoobpasHble ¢aKTopbl, He CBOAfALLMECH
K €IMHOMY KpUTEpMIO: BO3AENCTBMUE NUMNOGIUIbHBIX
KCEHOBMOTUKOB M COefMHeHU (Naku, Kpacku, opra-
HUUECKME pacTBOPUTENU, MECTWULWAbI), allkorofb,
cTpecc, nedumunT Kanopui, husmMyeckne Harpysku,
3H[O- ¥ 3K30MEHHbIE FOPMOHbI, @ TaKKe COMyTCTBYIOLLME
uHdbekumn [11]. MpreM npenapaTtos, UHFUBMPYIOLLMX
LIMTOXPOMbI NedeHn (BNNOTb LO HECTEPOUEHBIX NPOTU-
BOBOCMANINTENbHbIX CPEACTB M NULLEBbLIX MPOAYKTOB,

Bornpock! reMaTonorin/OHKONOM M 1 MMMYHONATOMOM VM B NeanaTpim
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Hanonobue rpeindpyToBOro COKa), TakKe MOMET Crpo-
BOLMpOBaTb 3nNu3o4. [ononHUTENbHbIM hakTop pycKa
OJ1S KOXHON MeAsieHHOW mopdupun — neperpyska
neyeHn skene3oM. B CBOIO ouepeapb, OHa TaKKe MOXET
BbITb BbI3BaHa 3M0ynoTpebeHneM ankoroneM, MHAyK-
TOpaMu reMoKCUreHasbl Unu Bupycamu renatutos B u C
[11]. XapaKTepHbIMU CUMMTOMAMU KOKHOW MELNeHHOIA
nopdupum SBNSIOTCA OrpybreHne Koxu 1 NosiBneHune
Ha OTKPbITbIX yuacTKax (TbifibHas CTOPOHA PyK, LUes
NNLO) Ny3bIpeit C CePO3HOM MUOKOCTbIO, 3p03uiA, pybLOB
W runepnurMeHTaumMu. KoskHble cUMNTOMbI (Bonabipy,
runepnurMeHTaums, pybubl, 3po3us) HUKOrLa He BO3HM-
KaloT Npu OCTPOM nepeMeskaoLLencs u obycnosneHHom
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pecomuntom AJIK-germppartasel nopdupusx, a y 60%
nauMeHTOB C BapueraTHon nopdupuen — 3TO e4uH-
CTBEHHOE nposBneHne bonesHn [12].

B cnyuae aputponoaTuuyeckoi npotonopdupmm
uacTo (25%) BcTpevaertcs xonenutmas, 06pa3oBaHHbIi
KpucTtannamu us rugpocdobHoro npotonopdmpuHa B
renaToumTax M MenuHbIx KaHanax. MeyeHoyHas HegocTa-
TOYHOCTb MopasaeT 2—5% nauneHToB, Y MHOMMX Habmio-
naetca neduumnT Kenesa C MUKPOLMTapHOW aHeEMUen u
HU3KUM coflepskaHuneM ButammuHa [ [12].

X-cuenneHHas LOMMHaHTHas npotonopdupus,
renaTosapuTPonoaTMYeckas Nopupus U BpOXLEHHas
3pUTpPONOaTUYEeCKas Nopdnpusa UMeT XapaKTepHbIN
CMMMTOM: aHOMasbHYI0 YyBCTBUTEMbBHOCTb K COMHLY
(cboTonepmatos). MpebobisaHue Ha ceeTy (B TOM uucne
MCKYCCTBEHHOM) BbI3bIBAeT CUIIbHYI0 BOSTb, MKeHue,
OTEYHOCTb U 3YA Ha MOABEPKEHHON U3MYUYEHUIO KOMKE.
HakannusaioLmecs B Koxe NOpdMpUHbI BbICTYNAIOT Kak
chotoceHcnbunmsatopsl [13]. OnutenbHoe unu yactoe
BO3[AECTBME CBETOM B Cly4Yasix BPOMKAEHHOW 3pUTPO-
No3TUYECKON nopcmMpun M renaTtosapuTponoaTUye-
CKOM nopchmpum NpuBoamUT kK 0BpasoBaHuMio BONAbIPEN
n nocnepyloweMy pybLeBaHWIO NOPaKEHHbIX YYaCTKOB
[14]. ¥ nauueHTOB ¢ X-CLENSIEHHON AOMUHAHTHOM
npoTonopcmpuren 1 3puUTPONOSTUYECKOW NMpPoTonopdmn-
puveit NpebblBaHNe Ha COMHLE BbI3bIBAET OCTPYIO XIyuyio
6onb 1 runepemuio Koxu 6e3 obpasoBaHua pybLos, uTo
3aTpyAHAeT anarHocTtuky [15].

KnuHnuecku siBHble Nnopdmpun y geTen BCTpeYatoTcs
KpaiiHe penko, nuwb 5% naumMeHToB C OCTPON nepemMe-
)aloLencsa nopdompueit NposBASAIOT NPU3HaKK B AETCTBE
[10]. CamoMy MnaaLiemy nauueHTy Bbino 3 roga [16].
PasBuBaloLlasics Takke B eTCKOM BO3pacTe renarto-
3pUTPONO3TUYECKAA NOPPUPUA UMEET KOXHbIe NPOsB-
NeHNs, CXOOHble C BPOMOEHHOW 3PUTPOMO3TUUYECKOWM
nopchupuen, Ho nULIEHa OTIIMYUTESNbHBIX MPU3HAKOB:
cnneHomeranuu u aputpopoHTum [17]. C 1969 r. sape-
rMCTPMpPOBaHO 34 crnyyas renaTo3puUTPONO3TUYECKON
nopcoupuu y neteii [18].

Hanbonee yacTble KNUHUYECKME NPOSABNEHUS
nopdupuii HecneunmdUYHbl, YTO B COBOKYMHOCTH C
PeLKoW BCTPEYAaEeMOCTbIO U NATEHTHOCTbIO TeYEHUs
3HAYMTENBHO OCIIOMHAET CBOEBPEMEHHYIO AMArHOCTUKY
W yxyflaeT nporHos 3abonesanus. bonee Toro, nocne
MPUCTYMNOB OCTPbIX Nopdompwii (B TeueHune 2 cyT) conep-
MaHWe NPeaLIeCTBeHHWKOB reMa NpUXoauT B Hopmy [19].
B domnsmonornyeckunx ycnoBusax 0CTaTOUHOR aKTUBHOCTM
chepMeHTa xBaTaeT Afs NOLAEPKaHUs HOPMarbHOro
romMeocTasa rema, B 370T MEpPUO] UX aHanu3 He uMeeT
OMarHOCTUYECKOW LIEHHOCTM.

BaHoe 3HaueHWe B MOCTAHOBKE AMarHosa u ycra-
HOBNEeHWM dbopMbl Nopdupum MMeT onpeaenexHve
cCoLepXaHusa 1 pasfeneHve NopdUpPUHOB, a Takke
NPOAYKTOB UX HEMOSHOMO BUOCKHTES], T. €. UX UOEHTU-
dhmkaums. B HacTosiLLee BpeMs Ot 3TOFO UCMOMb3YIOT

KOMMNneKc nabopaTopHbiX METOLOB. BUOXMMUYECKUX,
XpoMaTorpachuuecknx u reHeTnYeckux. bronormueckum
MaTepuanom ans bonblwmMHCTBa NabopaTopHbIX METOROB
CIY}KWUT pa3oBas UM CYTOYHasA MOYa, PEXE Karl, 3pUTpo-
LMTbI U NMMMADOLMTBI KPOBW, NasMa v CbIBOPOTKA.

[eHeTUYECKMe MeToLbl HanpaBeHbl Ha BbisiIBNEHWE
MOJIOMOK B reHax, KOBMPYIOLLMX dhepMeHTbl BrocrHTe3a
rema: HMBS (OMIM#17600), UROD (OMIM#176100),
PPOX (OMIM#176200), CPOX (OMIM#176300), ALAD
(OMIM#612740), UROS (OMIM#263700). Moneky-
NAPHO-FEHETUYECKME METOAbl MCCIIefOBaHNA [OSIKHbI
MCNonb3oBaTbCA AN ONpeAenieHUss HOCUTENbCTBA
repMMHasIbHOro reHeTMYEeCKoro BapuaHTa. 3Tv uccne-
LOBaHMA, XOTH M NO3BOMAIT C BbICOKOW TOYHOCTbIO
BepudULMPOBaTb OMArHO3 M YCTaHOBUTb XapakTep
reHeTUYEeCKOro HapyLleHus, npuBeaLlero K bonesHu,
OOCTYMHbI He KaxaoMy neyebHo-npodhnnakTuyeckomy
yupexneHuio. OHu TpebyloT LOPOroro v cneumasnbHOro
obopynoBaHus, a B KaUecTBe MaTepuasioB UCMOSb3YI0TCS
dhmbpobnacTbl, NMMdOLNTLI U MHOrAa Buoncus neveHw
[20]. CekBeHMpoOBaHWE 3aHWMAET MHOIO BPEeMEeHM:
MOSHbIN aHaNW3 BbINOSIHAETCA B TeYeHUe 2 Mec.

CtaHpapTHbIi Buoxmmuueckuin TecT ona obHapy-
KeHUs1 5-aMUHONEBYNIMHOBON KUCIOTBI U nopchobu-
MIMHOTEHa B KPOBM, MOYe, Kane W KpPOoBU Npu MOMOLUM
peakTuBa Jpnuxa. B ocHoBe MeToaa nexuT peakuus
anbpervpa, BXOAALLErO B COCTaB peakTuBa 3pnvxa, C
WHOOM-COAEPKALUMMI COeAUHEHUAMM (aMnHONEeByNU-
HoBas kucnota v nopdobunuHorex) [21, 22]. OgHako
3TOT METOA NPUMEHSIETCS NULLIL B CKPUHUHIE OCTPOW
nepemeskaioLLieiics nopdompum [23].

MeTop BbICOKOI(PEKTUBHOW KMAKOCTHOW XpoMa-
Torpadmn (BIKX) ana onpepeneHuns nopgupuHOB
TaKKe WCMosb3yeTcs B AMArHoCTMKe nopdompuin [24].
XpomaTtorpadus — aHanUTUYECKMn METOR pasfnenieHns
MHOIrOKOMMOHEHTHOM cMecu. OH OCHOBaH Ha SIBMEHUM
copbumnn—pnecopbunn KOMMOHEHTOB CMECU Mexay
NMOABUMKHON U HEMOLBMMXHOW chaszamu. B munarocTHoM
XpoMaTtorpadun HenoaBuXKHOW pasoi BbicTynaet
COpBEeHT, a NMOABUKHOMN — KUOKOCTb, KOTOpPas Yepes 3ToT
copbeHT OBMKETCA BMECTE C UccnepyembiM 0bpasuom.
PaspeneHve HOCTUraeTCs 3a CYET TOrO, YTO KOMMOHEHTbI
npobbl C pasHbIMK CKOPOCTAMM B3aMMOLENCTBYIOT C
copBEHTOM MpW HanNpPaBfEHHOM ABVKEHUW B MOABWKHOM
chase [25].

B B3)KX B ponu HenoaBWkHON chasbl MCNONb3y-
eTcs copbeHT, CNPeccoBaHHbIN B KONIOHKM, B HUX MOMe-
WwaioT obpasel 1 NOA BbICOKAM OABIIEHUEM BbIMbIBAIOT
onpepesieHHbIM pacTBOPUTESIEM, U COEOMHEHWST Pa3HOM
NpUPOabl U CTPOEHWUA C Pa3HON CKOPOCTbIO BbIMbIBa-
I0OTCA M3 KOMOHKKW. BbloensawoT HopManbHo-chasHyo
n obpaweHHo-asHyio BIXX. ObpaweHHo-dasHas
XpoMaTorpadus 3anencTeyeT ruapodobHbIi copbeHT:
CUNMKarenb € NPUBUTBIMA YrNeBOJOPOLHbBIMU
uenamu C4, C18, a nmogBuxHON ha30i BbiCTynaeT
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CMecb BOAbl, CNUPTOB, cnabbix kucnoT u BydepHbix
pacTsopos [25].

[na ananusa nopdmpuHoB B Bronornyeckom mare-
pvnane Meton obpalleHHo-chasHon BIXKX nopoxommT,
Tak Kak NopuUpUHbI — 3TO HeneTyune COeAMHEHWS C
YMEpEeHHON MOAPHOCTBIO, PACTBOPUMbBIE B BOAE U APYIUX
NONAPHbLIX OPraHUYEeCKUX pacTeopuTensx (aueToH, aueto-
HUTPUI, HUTPOBeH3on, MeTaHon) [26]. PasHuua B cTpoeHum
nopdompuHoB (Hamnume KapBOKCUIIbHBIX FPYMM B CTPYKTYpE
¥ NONoxeHne BOKOBbIX PafMKasioB B LIMKIIMYECKON YacTu
MOMeKyIbl) BUAET Ha (OM3UKO-XMMUUECKME CBOICTBA 3TUX
COEOMHEHWI, B YaCTHOCTW Ha pacTBOPMMOCTb B Boge. 1o
BPEMEHU yaepsKaHua Ha BOYKX-KonoHke MOXHO CyauTb O
CTPYKTYype NopchMprHOB.

MopthupuHbl NornowanT 1M3nyyeHme B BUAMMOWN
n ynbTpadhunonetoBorn obnacTax cnektpa u obnapgatT
XapaKTepHbIMK CriekTpanbHbiMK cBoitcTBamu [19]. Ux
OT/IMYNTENBHBIM MPU3HAKOM, HE3aBUCUMO OT CTPOEHMS
BOKOBbIX Lienen, SBASAETCA MaKCUMYM MOMMOLLEHNUS MpK
AnuHe BosHbI okono 400 HM: nosioca Cope [27]. OvopHas
MaTpuua — caMblii paCNpPOCTPaAHEHHbIN U BIOAKETHbLIN
BapWaHT feTeKTopa ynbTpadMoneToBoM NamMrbl — MOKET
onpepensTb CUrHamMbl 0T 3TUX COEAMHEHWUN.

Bonee Toro, BAXXX nossonser aHanuaupoBaTb
o6pasubl B MArKMX ycnosusx (0T KOMHaTHOM Temne-
paTypbl 0o 60°C). ObpasLbl BUOMMOKOCTEN YerioBeka
TpebyIoT MeHbLUMX 3aTpaT Ha NpobonoaroToBKy No cpas-
HEHWIO C APYrMMK TUNaMu xpomatorpadum, Hanpumep
rasosoi [25].

MeTon B3XKX nossonsieT NnpoBOAUTL KaueCTBEHHbIN
aHanus, onupasicb Ha BPEMS YOEPXMBaAHUA Ha KOJIOHKe,
0b6beM yaepsKMBaHWA, U3yYeHNe CNeKTpanbHbIX Xapak-
TEPUCTUK KOMMOHeHTa (ynbTpachuoneToBas AeTeKuUms,
MaCcC-CMeKTPOMeTpus, MHppaKpacHas CreKTPOCKOMUA U
0p.). KonmuecTBeHHbIN aHanM3 TaksKke BO3MOKeH. CurHan
OTAESIeHHOr0 OT OCTaslbHbIX COEAMHEHNS COOTBETCTBYET
onpefeneHHoN KoHLeHTpauuu. YeM oH Boile (T. e. yeM
Bbille MWK Ha xpoMaTtorpamme), TeMm Bonblue cofep-
)aHWe KOMMoHeHTa. Ecnu ecTb BHyTpeHHUI cTaHaapT,
nobasnsembii K Kaxaon npobe B 3BECTHbIX KOHLEHTpa-
LMAX, TO Ha ero CMrHaa MOXHO HOPMMPOBAaTb CUIHanbI
nccrefyeMblX COEAUHEHWM W TeM caMblM Nofy4vaTb
Bonee TouHOE 3HaUEHMe.

CywiecTByeT HECKOJSIbKO MEeTOAMK onpepenieHuns
nopdompuHoB B BroMaTepurane npu nomoLum B3XKX. B coot-
BETCTBMM C paHee onybnvnKkoBaHHOM MeToauKoi [19, 24] B
KayecTBe BHYTPEHHero CTaHgapTa UCMosb3yeTcs 2-BUHWN
4-ruppokcumeTun-genteponopcupuH IX. 3T0T KCceHo-
BMOTUK He BCTpeYaeTCs B OPraHu3Me YernoBeKa, MMeeT
CXofHoe cTpoeHue (crepoBaTesnibHo, MPOBONOAroTOBKa
LEVCTBYeT Ha Hero TaK ke, Kak U Ha ocTasbHble nopdom-
PUHbI) M OTLENAeTCA OT APYrX KOMMOHEHTOB B BbIBpaHHbIX
ycnosusix. MesonopdupuH IX He ncnonb3yeTtcs B kave-
CTBE BHYTPEHHEro CTaH#apTa, MOCKOSIbKY MaLMeHT MOXKET
NpuHMMaTL ero B neuebHsix Lenax [28]. MeTon noseonset
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noeHTMdMuMpoBaTh 9 NOpONPUHOB MIIOC COBCTBEHHO rem
W BHYTPEHHWI cTaHpapT (pucyHku 2-5).

PucyHok 2

XpomaTorpamMma AOHOPCKOW MouM C LOBaBMNeHNeM BHY-
TpeHHero ctaHpapTa (1 — BHyTpeHHUit cTaHpapT)

Figure 2

Chromatogram of the donor's urine sample with the addition
of an internal standard (1 — internal standard)
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PucyHok 3

XpomaTorpaMMa LOHOPCKON MOUM C UCMOSb30BaHWUEM
cTaHpapToB: 1 — yponopdompwH I; 2 — yponopdompun lll; 3 —
rentakapbokcmnnopdmpuH |; 4 — rekcakapbokemnnopdm-
puH I; 5 — neHTakapbokcunnopdupuH |; 6 — konponopdu-
pvH |; 7 — konponopcoupuH lll; 8 — BHyTpeHHWiA cTaHaapT,;

9 — mesonopdpupwH IX; 10 — npotonopdpmpuH IX

Figure 3

Chromatogram of the donor's urine sample using the
following standards: 1 — uroporphyrin I; 2 — uroporphyrin

lIl; 3 — heptacarboxylporphyrin I; 4 — hexacarboxylporphyrin

I; 5 — pentacarboxylporphyrin I; 6 — coproporphyrin I; 7 —
coproporphyrin lll; 8 —internal standard; 9 — mesoporphyrin
IX; 10 — protoporphyrin IX
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PucyHok 4

XpoMaTorpaMma Mouu naumeHTa ¢ Nofo3peHUEM Ha
yponopdompuio: 1 — konponopdompu lll; 2 — BHYyTpeHHUI
cTaHgapT

Figure 4

Chromatogram of the urine of a patient with suspected
uroporphyria: 1 — coproporphyrin lll; 2 — internal standard
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PucyHok 5
XpoMaTorpaMma nnasmbl KPOBU NMaLMEHTA C BPOMAEH-
HOWM 3PUTPONO3TUYECKOW Nopdhupuent: 1 — BHyTPEeHHUM
CTaHpapT, 2 — rem; 3 — MesonopdmpuH IX
Figure 5
Chromatogram of the blood plasma of a patient with
congenital erythropoietic porphyria: 1 — internal standard;
2 —heme; 3 — mesoporphyrin IX
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OB30P JIUTEPATYPbHI

XpoMaTorpaMMmbl AEMOHCTPUPYIOT XOPOLLYIO CEeMneK-
TMBHOCTb MeTofa (BCe NWKM MCCreayeMbiX COoeaMHeHWI
OTAEMeHbl ApYr OT ApYra) M YyBCTBUTENbHOCTb. MMuKM,
He UMeloLLIMe AMarHOCTUYECKOW LIEHHOCTU, He MeLlaloT
onpenensemMbiM COANHEHWSM W He BIISAIOT Ha UX DopMy.

MeTopn nossonsieT pabotaTtb C MOYOW UMM KPOBbIO
MauMeHTOB W OMNpefensTb B Hel nopdoupuHbl. B 3aBucu-
MOCTV oT BruioMaTepmana oTIM4YaeTcs KoIM4ecTBO NOAro-
TOBUTESIbHbIX ONepauuin: Ans MOYM AOCTAaTOYHO TEXHUKM
dilute & shoot (passeneHne obpasua u LUeHTPUYrK-
poBaHue), nnasMa Kpoeu ke TpebyeT Boree CROKHOM
OUNCTKM, KyLa BXOAMT U ocaxpaeHue benkos, n pasee-
AeHvie npobbl. [lnnTensHOCTL aHanmsa ofgHoro obpasua
BHE 3aBMCMMOCTM OT MCMONb30BaHHOr0 MaTepuana
cocTasnseT 41 MuH.

dhopme. BcrneacTeme 3Toro cBOEBPEMeEHHas ANarHOCTMKa
nopdupuit 3aTpynHeHa. CyLlecTBYIOT pa3Hble MeTonbl
LMarHoCTUKM 3TOW rpynnbl 3abofieBaHui, BKIIOYAOLLMX
B cebsa Buoxnmmnyeckune, chepMeHTaTUBHbIE U FeHeTUYe-
CKMe TecTbl. TECT C peaKTuBOM Jpnmxa He Mo3BonseT
onpenenutb Bonee penkue doopmbl nopconpuii. 'eHeTu-
yeckue MeTofbl 3aTpaTHbl U TpynoeMku. B3XKX nosso-
nsieT bbICTpo M BlopeTHO onpenenuTb NOPUPKUHBI B
BMONOrMYeCcKMX MUOKOCTAX OpraHu3Ma: nnasme KpoBw,
Moue, YTO fenaeT [aHHbIN MeTo[ BeCbMa MoJIe3HbIM B
LVarHocTVKe nopdoupui.

MCTOYHUK GPUHAHCUPOBAHUA
He ykasaH.

KOH®JIUKT UHTEPECOB
ABTOPbI CTaTbW MOATBEPANUIIN OTCYTCTBUE KOHCDNMKTA MHTEPECOB, O KOTO-
POM HeobxoaMMo COOBLLNTD.

3AKITIOYEHUE

Mopcupun — penko BcTpevalowuecs 3abone-
BaHWS, KOTOpbIE K TOMY ke uMeloT nMbo Hecneuundou-
UECKYI0 CMMMTOMATMKY, NMBO NMpOTeKaloT B NIaTEHTHO
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