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AxHoTauus

Bseoenue. HacrencrBennsiii anrnooték (HAO) npexcrasisier
c000Ji pegKoe, FeHeTHIeCKM OMOCPEOBAaHHOE, CTOXKHO Aya-
THOCTHPYeMOe U YyTpOoyKaroliiee XN3HI 3a00/IeBaHIIe, C 0XKIAa-
€MOI1 9aCTOTOI BcTpedaeMocTy okoro 1:10 000 - 1:50 000, 6e3
PACOBBIX M IIOTIOBBIX PA3ININIL. AKTYaTbHOCTD KIITHITIECKOI
npo61eMbI 00yCIOBIeHA CIOKHOCTAMY FMATrHOCTIKM U Jlede-
HuA nanyeHToB ¢ HAO, a Takke cepbE€3HBIM M BCECTOPOHHIM
BIIVAHVIEM 3260/IeBaHNA HAa KN3HD IIAI{MEHTOB.

Ienv. [JaTh OLIEHKY AMATHOCTIYECKOI 3HAYNMOCTI ONpefe-
neHusA KonmndectBa konuii reHa SERPINGI y nanyeHTOB ¢
PAa3HBIMY TUIIAMM HACTEJCTBEHHOTO AHTTI00TEKA, CBA3aHHOTO
¢ gedpunrom narnéuropa Cl-acrepassr.

Mamepuanvi u memoOvt. B iccreoBaHie BKIIOYEHbI 00pas3-
11bI OMOTIOTIYECKOTO MaTepyaia KOHTPOIbHON rpynsl (n=50)
¥ NALMEHTOB C a/UIeNbHbIMU BapuaHTamn B reHe SERPING1
M yCTaHOBIEeHHBIM AuarHo3oM HAO (n=17). KonmuectBo ko-
nnii reHa SERPING1 onpepensanu merogoM ITIIIP «B pexxnme
peanbHOro Bpemenm». B kauecTBe KamnépaTopoB ICIONb30-
Ba/ny cOOCTBEHHbIE IIa3MUIHbIE CTAHAPTHI, OTyYeHHbIE
Iy TE€M KTOHVPOBAHIA MTHTEPECYIOINIX MOCTIe0BATeTbHOCTEN
reHoB B BeKTOp pTZ57_R Vector. KonnyecTBo xonuii reHa
SERPING1 Ha 1 MIH MOHOHYK/I€aPHBIX KI€TOK BbIYMCIIANIN
o popmyrne: [10° x cpennee (SQ) xonmit rena SERPINGI /
cpennee (SQ) xomnmii rena CD64].

Pesynvmamut. B rpynne nanuentos ¢ HAO tum I guarno-
CTUYeCKasA YYBCTBUTENbHOCTh METONMKYN ONpefeneHns
KonuuyectBa Konuit rena SERPINGI cocraBuna 83,3%, qua-
THOCTHYECKasA CHeluPUMIHOCTD — 94%, AMArHOCTUYECKas
spdexTuBHOCTD - 90,4%, MpencKasaTenbHas EHHOCTD
TONIOKUTENbHOIO pe3ynbraTra — 100%, nmpepckasaTenbHas
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Summary

Introduction. Hereditary angioedema (HAE) is a rare,
genetically mediated, difficult to diagnose, and life-threatening
disease, with an expected incidence of about 1 in 10 000
to 1 in 50 000 people with no racial or gender differences.
The significance of the issue is proven by the difficulties in
diagnosis and treatment of patients with HAE, as well as the
profound impact of the disease on patients' lives.

Aim. To assess the diagnostic value of copy number
identification of the SERPING1 gene in patients with different
types of hereditary angioedema associated with Cl-esterase
inhibitor deficiency.

Materials and methods. The study included samples of cDNA
from the control group (n=50) and HAE patients with allelic
variants in the SERPINGI gene (n=17). The number of copies
of the SERPING1 gene was determined by real-time PCR.
Own plasmid standards obtained by cloning gene sequences
of interest into the pTZ57_R Vector were used as calibrators.
The number of copies of the SERPING1 gene per 1 million
cells was calculated by the formula: [10° x average number of
copies of the SERPINGI gene / average number of copies of
the CD64 gene].

Results. In the group of patients with HAE type I, the diagnostic
sensitivity of determining the number of copies of the
SERPINGI gene was 83.3%, the diagnostic specificity was 94%,
the diagnostic efficiency was 90.4%, the predictive validity of a
positive result was 100%, the predictive validity of a negative
result was 94.5%. In the group of patients with HAE type II,
the diagnostic sensitivity was 40%, the diagnostic specificity
was 78%, the diagnostic efficiency was 90%. The obtained data
on the determination of copy number identification of the
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IIEHHOCTD OTPUIIATEILHOTO pe3ynbraTa — 94,5%. B rpynme na-
menToB ¢ HAO Tun II garnHocTimyeckast 9yBCTBUTENBHOCTD
YKa3aHHOIN MeTOAUKN cocTaBuna 40%, AMarHoCTUYeCKas
cneguUIHOCTD — 78%, muarnocruyeckad 3ppexTMBHOCTD
- 90%. ITonry4yeHHbIe FaHHbIE IO ONPEIETCHNIO KOMI4ecTBa
konmit reHa SERPINGI1 B puarsoctuke nmanneaTos ¢ HAO,
CBA3aHHBIM C flepunyrom narnbéuropa Cl-acrepassl, B cpaB-
HEHUU C M3MepeHneM Konndecrsa uurnéuropa Cl-acrepasol
B CBIBOPOTKE KPOBM IeMOHCTPUPYIOT IpHeM/IeMble Pe3ynbTa-
THI /151 ICIIOTIb30BAaHIsI B Ta00OPATOPHOI MPAKTHKe.

KnioyeBblie cnosa

HacnencrBennsiit anrnoorék, Cl-unrnéurop, SERPINGI,
nIasMupHble crangapTel, IIIIP «B pesxxnme peanrbHOTo Bpe-
MEHM».

Anrnooték (AO) - 3TO pe3ynbTaT T0KaJIbHOTO
HOBbIIIEHNA MPOHNUIIAEMOCTU MOACAU3UCTBIX U
NOJKOXXHBIX KalUJIIAAPOB M BEHYII, KIMHUYECKU
XapaKTepu3yeTcs I0KaIM30BaHHBIM BHE3AITHO BO3-
HVKAIOIIMM TPAH3UTOPHBIM U YaCTO pelUAVBUPY-
IOLM OTEKOM KOXKU U CIM3UCTBIX obomouex [1].
ITomyMo Hamboee N3BECTHBIX IIPOBOCIIATIATETBHBIX
MeJaTOPOB aKTUBALMM TYIHBIX KJIETOK (TYICTaMIH;
CepoTOHNH; PaKTOP, aKTUBUPYOIUI TpoMbOoL-
TBI; UTOKVHBI U AP.), KOTOPbIe MOTYT SABJIATHCA
npuanHoit AO y 20% HaceneHus [2], cymecTByer
Ba30aKTVBHBII MeIMaTop OpaAVMKIHNIH, KOTOPBIi
ABJIAETCA OCHOBHBIM (JaKTOPOM BPEMEHHOTO YBEIIV-
YeHM COCYAUCTON IPOHNIIAeMOCTH Y TTAI[IEHTOB C
penkoit popmoit AO — HacleCTBEHHBIM aHTMIOOTE-
xoMm (HAO) [3].

HAO - penxoe ¥ NOTEHLIMANIbHO XXU3HEYTPO-
Kaolllee TeHeTYecKoe 3a0o/ieBaHMe, KIVHNYeCKN
NpOoAB/ALIeeC PelUAUBUPYIOUUMA OCTPBIMU
IPUCTYIaMU OTEKOB C TIOPa)KEeHMEM JIF0OBIX yJacT-
KOB TeJIa, B TOM YJCJIe CIM3NUCTBIX 000modeK. OTEKM,
KaK IIpaBuIo, POPMMUPYIOTCS JOCTATOYHO MEJIEHHO
- B TeyeHMe 2-12 4acoB, 3aTeM CaMOpa3peIIaloTcs B
TeyeHue 2-5 cyTok [4]. I[Tpmunnoit HAO asnsoTca
HaTO/OTMYeCKNe ajlie/IbHble BApMaHTbI, B IIOJjaB/IA-
olleM 6O/bIIMHCTBE CIy4aeB JIOKAaAM30BaHHbIE
B Te€He C HM3KOJI MeHeTpaHTHOCTbI0 — SERPINGI,
KopupymomeM 6emok nHrn6uropa Cl-acrepassl,
KOTOpbIe IPUBOAAT K KommdectBeHHOMY (HAO Ty
I) wmn pynkumonansHomy (HAO tun IT) pedpurury
aToro 6enka [5, 6]. Viuruburop Cl-actepassl — ce-
pMHOBasA MPOTea3a, KOTOpas IPUHIMAET y4acTie B
perynAnyuy paboThl CUCTEMBI KOMIIEMEHTA, KaJl/IV-
KPEeMH-KIHMHOBOI CUCTEMBI, CUCTEMBI CBEPThIBAHN
KPOBU II0 BHYTPEHHEMY IIyTH U GUOPUHONMUTIYE-
cKoit cucteMsl [7]. XapakTepHBIMY 0COOEHHOCT-
My otéxoB npyu HAO ABnA0TCA OTCYTCTBUE 3yfa,
ruepeMmuM KOXU, CONyTCTBYIONeH KpalyBHUIIbI,
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SERPINGI gene in patients with different types of hereditary
angioedema associated with Cl-esterase inhibitor deficiency
in comparison to the measurement of antigenic C1-esterase
inhibitor in the blood serum demonstrate feasible results for
use in laboratory practice.
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a TakKKe OTCYTCTBYEM TEPAIEeBTUYECKOTO OTBETA
Ha NIpMMEHEeHNe AHTUTYCTAMUHHBIX ¥ KOPTUKOCTE-
poupHbIX mpenaparos [8]. PacnpocTpaneHHOCTD
HAO, cBasanHoro ¢ gedunnrom nurn6uropa Cl-
3CTepasbl B CTPAHAX C BBICOKMM YPOBHEM OKa3aHNUsA
IVMArHOCTMYECKOI ¥ MEAVIIVHCKOI OMOIIN COCTaB-
nset 1:10 000 — 1:50 000 [9]. ITpu maboparopHoit
mnarnocTke HAO ncnonbsyloTcs TaKkye OCHOBHbIE
MMMYHOJIOTMYeCKMe TT0Ka3aTeNN, KaK olpeJieneHne
KOJIMYECTBA KOMIIOHEHTOB CHCTEMBI KOMIITIEMEHTA
C4 n narnburopa Cl-scTepassl, onpesienenne GyHK-
IIMIOHAJIbHO aKTMBHOCTY MHTMO6MTOpa Cl-3cTepassl
[8]. Uro kacaeTcs TecTa IO OIpefeeHNIo Kode-
cTBa nHruburopa Cl-acTepasbl Ipy [UATHOCTUKE
nanuentoB ¢ HAO, to y manuentos ¢ HAO tun I
€TI0 KOJIMYECTBO B CBIBOPOTKE, KaK IIPAaBIUJIO, OIIpefie-
JIA€TCA CHVDKeHHBIM 60s1ee 4eM Ha 50% OT HVDKHETo
3Ha4YeHUs HOpPMBI, a y nanuentos ¢ HAO tun II,
HaIpOTUB, I€TEKTUPYETCS B NIpeJieaX HOpMaIbHBIX
3HaueHMII WM 3aBblIeHHBIM [10]. BBupy Toro, uro
reH SERPINGI uMeeT HU3KYIO IeHETPAaHTHOCTb, Y
HOCHUTEIA IIATOT€HeTUYECKOr0 HapyIleHNs IIepBbIil
npuctyn HAO moxxeT pasButbcs 6e3 Kakmx-nmm6o
K/IMHUYECKNX IpeAnochnoK. Cpeu eBpoIeicKoii
nonynAuuy Meauana ge6iora HAO, cBsa3aHHOTO €
meduiyrom nHrM6MTOpa Cl-3cTepashl IPUXOANTCA
Ha 8-12 JIeTHMIT BO3PACT, OTHAKO OIMCAHBI C/Iy4dan
me61oTa Kak B 1 rof, Tak u nocie 40-60 ner [11, 12,
13]. B cBOIO OUepenb OTCYTCTBYIE MIIN TTO3/IHEE TIPK-
MeHeHMe 3 eKkTrBHOI Tepanuy npucryna HAO
MOYKET IIPUBECTY K CMEPTU ITALIMEHTa 110 IPUYMHE
0OCTPYKIIMM BEepXHUX ABIXaTeNbHBIX myTeil [14].
Taxum 06pasoM, BOIPOCH paHHell AMAarHOCTUKI
HAO nmeror 60/1b11oe KIMHNYECKOE 3HAUSHME U
IPeACTaBIIAT CO00J aKTya/lbHYIO MIPAKTUYECKYI0
3a/ladyy CUCTEMBbI 3[ipaBooxpaHeHns. HecMoTps Ha
TO, YTO TECT IO ONIPee/IeHNI0 KONNIeCTBA MHIMOM-
topa Cl-actepassl B guarnoctuke HAO npumenser-
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cs1 ¢ 1990-x ropios [15], B Benapycn ucnonb3oBanue
YKa3aHHOTO TeCTa OTPAHMYEHO, YTO 3aTPyJHAET
IDMATHOCTUKY. I/ pelleHns AMaTHOCTUYECKUX U
K/TacCU(UKAIMOHHBIX 3a/lad IIPY ITOCTAHOBKE Jia-
raosa HAO B bemapycu mbl nccnenosany uartHo-
CTUYECKYIO 3HAUMMOCTDb OIpefle/leHNs KOINYeCcTBa
konuit reHa SERPINGI y maliyieHTOB C pasHbIMU
tunamy HAO, cBsizaHHOTO ¢ AeUIMTOM MHIMON-
Topa Cl-acrepasbl.

ITenpro aHHOTO MCCIEOBAHUA ABUIOCH JATh
OLIEHKY JMaTHOCTUYECKOl 3HAYMMOCTH OIIpefie/IeHNs
KonmuyecTBa Konuit reHa SERPINGI y maliyieHToB ¢
PasHBIMM TUIIAMM HACTENCTBEHHOTO aHIMOOTEKA,
CBA3aHHOTO ¢ AeduiyroM nHrn6muropa Cl-acrepassl.

Martepuanbl 1 MeToabl

OO6DBEKTOM UCCIIETOBAHNA MTOCTYXXIIV 0OpasIbl
010/IOTMYeCKOTO MaTepuaa YCIOBHO 3/0POBbBIX
VHAVBUIOB (KOHTPO/IbHAA Ipyma, n=50) us orpe-
NeHNs TPaHCHY3UONIOINU U SKCTPAKOPIOPATbHBIX
METOJIOB JIeYeHNA TOCYlAPCTBEHHOTO YUPEXKIEeHUA
«PecniyO/IMKaHCKIIT HAYYHO-TIPAKTUYECKUII IIEHTP
TeTCKOJ1 OHKOJIOT MY, TeMAaTOJIOT MM V1 UMMYHOJIOTMI»,
KOTOpbIE 110 pe3ynbTaTaM MeIMLMHCKOTO OCMOTpa
ObUIM TOIYLIeHbl K JOHOPCKOM GyHKIu. YToOBI
MUHMMU3MPOBATh PUCKM BK/IIOUEHNA B KOHTPOJIb-
HYIO Py 6eCCUMITOMHBIX HOCHUTeEIeil MaTore-
HeTuveckoro HapyuleHus B reHe SERPINGI, B Heé
BOLUIV VHAMBUADI cTapliile 22 jieT. MefmaHa Bospac-
Ta KOHTPOJIBHOII TPYIIIIBI COCTaBmIa 34,4 ropia (ama-
ma3oH: 22-62 ropa). [ToMnMo 3TOTO, B MCC/IEfOBaHEe
BK/IIOYEHBI 00pa3libl OMOTOTMYECKOT0 MaTepuana
HaIyeHToB (N=17) ¢ FeHeTNYeCK) OATBEPXKEHHBIM
HAO (5 manuento ¢ HAO tun II u 12 nanmuesToB
¢ HAO tumn I). Bcem nanmentam ¢ HAO neuenue u
npoduIaKTIKa IPUCTYIIOB 3a00/IeBaHNsA He MPo-
BOJMJIACh HAa IPOTAXEHUN KaK MUHUMYM JIBYX
Hefienb. VIHGopMUpoBaHHOE coracue MOTy4YeHo y
BCeX CyO'beKTOB 1/M/M VX OUIVIATbHBIX OTIEKYHOB.

B xadecTBe MaTepuaa il MCCIeNOBaHNA KOINIA
reHa SERPINGI ucnonb3osanu PHK, Beienennyio
13 MOHOHYKJIEaPHBIX K/IETOK IIepudepudecKo Kpo-
BU METOIOM (heHOTI-XTTOpOPOPMHOIT SKCTPAKIIUY C
MOoKa3aTe/AMY ONTIYecKoil noTHoCcTH 260/280 HM
u 230/260 am >1,8. OnTNyYecKyro NIOTHOCTb HY-
KJIEVTHOBBIX KUCIOT o6pasnos PHK n3mepsnm mo-
cpenctBoM criekTpodoTtomeTpa DS-11 EX (DeNovix,
CIIA). Cunres kJHK ocymecrsmsamm us 1 ug PHK.
g HopManusanum 3KCIpeccuy MCIOAb30BaNIN
KOHTpONbHBIN reH (CD64).

I[Tpy BHIMONHEHUM NOAMMEPA3HON Iel-
HOJl peaKIiMM MCIIONb30BaNN CIefylouue Ipaii-
Mepbl u ¢prnyopecuenTHbie npo6s ([Ipaiim-
tex, benmapyce): npsamoit npaitmep SERPINGI1
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(5’-GTGCCCATGATGAATAGCAAG-3’),
obparubnit npaitmMmep SERPINGI1
(5’-GCTGGTCGTCACTTTGATGC-3’), dny-
opecientHas npoba SERPINGI1 (5 -FAM-
TGTGGCCCATTTCATTGACCAAACTTTG-
TAMRA-3’); npamoit npaiimep CD64
(5’-CGACCCCCAGCTACAGAATC-3"),
ob6paTHBH I npanmep CDo64
(5’-TTCCACGCATGACACCTCAA-3),
¢nyopecuentHas npoba CD64 (5 -HEX-
TCCACAGAGGCTGGCTACTACTGCA-
TAMRA-3’). IlocefoBaTeNbHOCTH NIPaiiMePOB C
¢dnyopecuenTHoit poboit asa renos SERPINGI n
CD64 3auMCcTBOBaHbI U3 cTaThy [16].

KonmnuectBo xonmnit rena SERPINGI mopcumThI-
Bajyi MeTozoM IIIIP «B pexume peanbHOro BpeMe-
HI» Ha IporpaMMmupyeMom Tepmonukiaepe CFX96
(Bio-Rad, CIIIA). B xauecTBe KanubpaTopoB uc-
HOTb30BA/IM CepUitHbIE pa3BefeHNs MIa3MUTHOI
IOHK c¢ xonnentpanueir 10, 10°, 10%, 10° xomnmit B
5 mMK/1. [T/masMmaHbIe CTaHAPTHI IPeCTaBIIAIN CO-
60it kToHMpoBaHHbIe B BekTop pTZ57_R (Invitrogen,
CIIIA) mocneioBaTeIbHOCTI KOAMPYIOWIMX 06/IacTeit
reHoB SERPINGI n CD64 ¢ HayMeHbIIMM YUCIIOM
HYK/I€OTH/IHBIX Bapuanuit. KomyecTBo konmii reHa
SERPINGI Ha 1 M/IH. Ie/IKOLIUTOB MOHOHYK/I€apPHbIX
KJIETOK PacCYMTBIBA/IN 10 POopMyIIe:

1000000 x cpenHee kon-Bo Komuii reHa SERPINGI
/ cpenHee Kon-Bo Konuit reHa CD64

Peaknmonnaa cmech ana IIIIP «B pexxnme pe-
aJIbHOTO BPEMEHM» COCTOs/IA U3 5 MK/ BOfbI, 10 MK/
2-kpatHoro 6ydepa ¢ JTHK-nonmumepasoit ArtMix
(AptbuoTex, bermapycp) u cTOK-pacTBOpa paiMepoB
(110 6 TIMOTIb IPAMOTO ¥ OOPATHOTO IpaiiMepoB u 4
IMOJIb (prryopecieHTHOI po6bl). Pesynbrars TP
«B peXIMe peajlbHOTO BPEMEH» aHaNU3UPOBAIN
PV TIOMOIIY MaTeMATI4YeCKOTro IIPOrPaMMHOTO Cpefi-
crBa Real-Time RCR Data Analysis (Bio-Rad, CIIIA).

Konmuecto narnéuropa Cl-sctepasbl mopcun-
TBIBAJIU B CIBOPOTKE KPOBM Ha CIIela/IN3/pOBaH-
HOM KOMITaKTHOM aHajm3atope Dade Behring BN
ProSpec (Siemens, [epmanus) HedenomeTpudeckum
MeTOJIOM C UCIIONIb30BaHMeM Habopa N Antiserum to
Human C1-Inhibitor (Siemens, Tepmanus).

[TocTpoenme rpadMKOB 1 BBIYMC/ICHNA BBIIION-
HAIM C ToMolblo mporpammbl «GraphPad Prizm
6.0». Hemapamerpudecknii kpurepuit ManHa-Yur-
HU MCIO/Ib30BAJIN NIPY ONPEMeeHNN 3HAYMMOCTH
CTAaTUCTUYECKUX pasnuynii. Pasnuuma cuurann
CTAaTUCTUYeCKM 3Ha4YMMbIMu 1pu p<0,05. [JanHbIE
IpefCTaB/IeHbl B BUjje Mefuansl (25%-75%). [1pn
HOCTPOEHUN TIPOTHOCTUYECKNUX MOJIETIeil MCIIOb-
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30Ba/IM NIPU3HAKK C YpPOBHEM 3HaummocTu p<0,05.
VIHTerpanpbHy0 AMAarHOCTUYECKYI0 MHPOPMATIB-
HOCTb YCTaHAB/IMBA/INU IIyTEM MOCTPOEHMS rpaduka
KauecTBa OuHapHoit knaccudukanuu (ROC-ananms)
c orpenenenmeM momany nox kpusoit AUC (ot aHrI.
Area Under Curve), npyu MHTepIIpeTanyu MOIydeH-
HBIX Pe3y/IbTaTOB JICIIO/Ib30BA/IN OOIIENIPUHATYIO
9KcnepTHyIo mKanay. CoITacHO 9KCIepTHO IIKae,
nokasarenb AUC momKeH HaXOOUThCS B IMAIIa30He OT
0,5 1o 1, a 0 BBICOKOJ AMarHOCTUYECKO 3HAYMMOCTH
Pe3y/IbTaTOB CBUJIETEIbCTBYET IOKa3aTe/b OIM3Kmit
K 1. Kpome 3TOr0, 0 IMarHOCTNYECKOI 3HAYMMOCTI
HOJTyYEeHHBIX ITOKa3aTeslell CyoyIu Ha OCHOBAHUM
pacuéra YyBCTBUTENbHOCTY, CIIELVPIIHOCTH, iua-
THOCTIYeCKOT 9P eKTUBHOCTHM, TONMOKUTENTBHOI 1
OTPUILIATE/TbHOI MTpeJICKa3aTeIbHON [IEeHHOCTH.

Pe3ynbTatbl U UX 006CyXAeHUS

J/1 oLleHKM AMarHOCTUYECKOV 3HAYMMOCTU
TecTa IO OIpee/eHNI0 KOIMYeCTBa KONl reHa
SERPINGI y nauneHToB ¢ pasHbiMu TunamMu HAO,
cBsi3aHHOTO ¢ AeduuTom nurnbutopa Cl-screpasp
MbI CPaBHMBA/IN JaHHbIE B KOHTPOJ/ILHOM I'PyIIIe U
B I'PyIIIe CUMIITOMHBIX ITALIMEHTOB C T€HEeTUYeCKN
noprsepxaeHHbIM HAO, nmony4yeHHble Ipyu omnpe-
meneHmu KonmmdecTBa nuHrnbuTOpa Cl-actepassl u
KOMM4eCTBEeHHBIX NoKa3areneil reHa SERPINGI.

B KOHTpO/IbHOI TpyNIIe MefjiaHa KOINIeCTBa
unrnéuropa Cl-actepasbl B CBIBOPOTKe KPOBMU
cocrasua 0,278 (0,241; 0,308) r/1, MeguaHa KO-
yecTBa konuit reHa SERPINGI cocraBuna 708830
(559830; 1076100) xommit. B rpynme nanueHToB
¢ HAO Ttun I megnaHa xonnyectBa MHIMOUTOpA
Cl-acrepassl B CBIBOPOTKe KpoBM cocTaBuna 0,054
(0,052; 0,068) /1, 4TO 3HAYMMO HUXKE B CpaBHe-
HIU C pe3y/IbTaTaMM TeCTa B KOHTPOJ/ILHOI IPyIIIe
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Puc. 1. ROC-kpuBasi onpefeneHns AMarHoCTU4eCKom
3HAaYMMOCTM NOACUYETA KONMYECTBA KONUIA reHa
SERPING1 B guarHoctuke HAO tvn |
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(U=1,00; p<0,0001). Menuana KonudecTBa KON
rera SERPING]1 B rpynrie nanyenToB ¢ HAO tun I co-
craBua 264032 (205754; 392769) konmii, 4TO TaKXKe
3HAYMMO HIDKE B CPABHEHUY C pe3y/IbTaTaMI TeCTa B
koHTponbHOM rpymie (U=13,00; p<0,0001). B rpyn-
ne manyeHnToB ¢ HAO tun II Mmegnana xKonmdectBa
nHrn6muropa Cl-scTepasbl B CBIBOPOTKE KPOBU CO-
crasmna 0,324 (0,308; 0,388) /i1, 4TO 3HAYMMO BBIILIE
B CpaBHEHUU C pe3y/lbTaTaMyl TeCTa B KOHTPOJIbHOIA
rpymnne (U=43; p<0,05). ITo konuyecTBy Komuii reHa
SERPING] B rpynne nanuentos ¢ HAO Ttumn I 3Ha-
YMMBIX PA3/IM4Mil B CPABHEHNH C pe3y/bTaTaMy TecTa
B KOHTPOJIbHOJ TPYIIIle He BbIABJIEHO, MefiaHa Co-
craBmwia 739222 (549180; 757991) (U=94; p=0,45).

ITpu oLjeHKe AMarHOCTUYECKOI 3HAYMMOCTH Pas-
paboTaHHOI HaMM METOAMKY B Ka)XK/IOJ TpyIIIIe
naryeHToB (cpey rpymnbl nanueHToB ¢ HAO Ty I
u cpegyt rpynusl nanyerTos ¢ HAO Tum II) nposo-
mum ROC-aHamms ¢ moctTpoeHneM Kpuoii (puc. 1).
BrrumcneHHas miomajpb mof rpaduKoM KadecTBa
OuHapHOI KaaccudUKaILy B TPYIIIIe MALMeHTOB C
HAO tun I cocraBuna 0,987+0,015 (p<0,0001), uto
yKasbIBaeT Ha «O4YEHb XOpolllee» KauecTBO pa3pado-
TAaHHOI METOJAMKN B COOTBETCTBUU C 3KCIIEPTHOI
mKkanoit AUC, ¢ IuarHocTu4eckoil 4yBCTBUTE/b-
HOCTBIO 1 CIeIpUIHOCTDIO paBHOI 83,3% 1 94%
COOTBETCTBEHHO. [Inarnoctideckas apPpexkTBHOCTD
cocraBuna — 90,5%, mpefcKasaTenbHas LEHHOCTD I10-
TIOKUTENbHOTO pesynbraTa — 100%, mpenckasaTenb-
Hasl LIEHHOCTb OTPULIATENbHOTO pe3ynbTara — 94,5%.

ITnomans mox ROC-xpuBoIt Ipy UCTIONB30BaHUN
paspaboTaHHON HaMU METOAVIKY J/IS JUaTHOCTM-
ku manyenToB HAO tun II coctasuma 0,60+1,00
(p=0,446) c AMAaTHOCTNYECKOII IYBCTBUTEIBHOCTDIO
- 40%, cerudnIHOCTbIO 78% ¥ FMATHOCTUYECKO
apdexTuBHOCTBIO 90% (puc. 2).

100-

B‘c"" 80~

r

™

o

2 604

2

€

a 401

@

[&]

a

F 201 AUC=0.60 £ 1.00

p=0.446

0 r ' r . ;
0 20 40 60 80 100

100% - CneundUIHOCTL
Puc. 2. ROC-kpuBas onpepeneHus AuarHoCTm4ecKoim

3HAYMMOCTM NOACYETA KOJIMYECTBA KOMUIA reHa
SERPING1 B guarHoctuke HAO tvn Il
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ITony4yeHHble JAaHHBIE OTHOCUTEIBHO BO3MOX-
HOCTH MCIIO/Ib30BaHMSA pa3paboTaHHON HaMU Me-
TOJVIKI IO OIIpefie/IeHII0 KOMMYeCTBa KON TreHa
SERPINGI B puarnoctuke naiueHtoB ¢ HAO, cBs-
3aHHBIM C feduiuroMm nurn6muropa Cl-acrepassl B
CpaBHEHUM C U3MepeHMeM KO/IM4ecTBa MHIMOUTopa
Cl-acTepasnl B CBIBOPOTKE KPOBM HEMOHCTPUPYIOT
IpueMiIeMble pe3yIbTaThl [iIA UCIO/Ib30BAHNUA B
nmabopaTopHoOIt IpakTuKe. [Juarnocrudeckas nuop-
MaTVMBHOCTD OIpefie/Ie s KONMM4YecTBa KOIMIL reHa
SERPINGI B guarnoctuke HAO Ttum I ¢ Beicokoi
YYBCTBUTE/TBHOCTBIO U CIENNPUIHOCTHIO II03BO-
JIsIeT BBISIBUTD y TIALIMEHTA CHIDKEHHOE KO/INYEeCTBO
konuii reHa SERPINGI OTHOCUTENbHO MyMaIrasoHa
HOpPMaJIbHBIX 3HAUeHMII TaK JKe, KaK VI OllpefiefieHue
Kom4ecTBa MHrKb6UTopa Cl-acTepassl B CLIBOPOTKE
KpOBU, KOTOpbIN y nauuentoB ¢ HAO Tum I, xax
IIPaBUJIO, CHIDKEH.

Ilo pesynbraTam nposeneHHoro ROC-ananusa B
rpynme nanyeHTos ¢ HAO tumn II ycranoBeHo, 4To
3HAYEeHNs AMATHOCTUYIECKON YyBCTBUTEIBHOCTI 1
creuUIHOCTY OBUIM CTATUCTMYECKV He 3HAuu-
MBI, YTO CBUJIETEIbCTBYET O HEBBICOKOI IIeHHOCTH
omnpepenenua xonuit rena SERPINGI y mauyeHTOB
¢ ¢yHKIMOHATBHBIM AeduuToM nHrnb6uropa Cl-
acrepaspl. ITO 00YC/IOBIEHO TeM, YTO Yy HAHHOI
TPYIIIbI IALMEHTOB, KaK ) KOJIMYeCTBO KOMMII TeHa
SERPING1, xomuduectBo nHrnburopa Cl-screpassl
B CBIBOPOTKE KPOBM [E€TEKTVPYETCs B iMalla3oHe
HOPMa/IbHBIX 3Ha4eHMII MO0 3aBBIILICHHBIM. 3aBbI-
IIeHVIe TI0Ka3aTesIell Hab/IoaeTCs TOr/a, KOIzia ocye
BO3/IEIICTBIA COOTBETCTBYIOMINX (PaKTOPOB IIPOM30-
II/Ia aKTMBALWA CYHTe3a MHrnourTopa Cl-screpasbl,
OIHAKO 3aTeM He(yHKIVIOHMPYIOWINIT MTHTUOUTOP
Cl-acTepassl He pacXofyeTCs U TaKUM 00pa3oM
MOYKET HAKaIlIMBAaTbCA B KPOBU. [JMarHOCTUYIecKyo
3¢ eKTMBHOCTD, IPefCKa3aTeNbHYIO LIeHHOCTD I10-
JIO)KUTENBHOIO ¥ OTPULIATEIbHOTO pe3yabTaTa He
paccunTBHIBAIN BBUJY Hele/1eCOOOpPasHOCTY IpH-
MeHEHIA MeTOJja B IAHHOJ TPYyIIIIe ALIeHTOB.
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