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AHHOTAILIUA

OBOCHOBAHHME. B 2018 romy BbImeacHa HOBasg (opMa HACICACTBEHHOTO aHTMOOTEKa 0e3 medwmimra Cl-
WHTUOUTOPA — HACJIENCTBEHHBIN aHTMOOTEK C MyTallleil B TeHe IIa3MWHOTeHa. B MUpOBOIT Hay4HOI JuTepaType
OTMCAaHO HEOOJIBIIIOE YMCIIO MMAIIMEHTOB C 3TOU (hopMOii 3a00JIeBaHMs, B CBSI3U C YEM ITPOBEIEHNE HOBBIX MCCIIEI0BA-
HUM aKTyaJbHO.

IIEJIb — BBISIBUTH XapaKTepHbIEe cOLMoaeMOrpacdrdeckre U KIMHUYEeCKHEe OCOOEHHOCTU MAlIMEHTOB C HACIEACTBEH-
HBIM aHTMOOTEKOM C MyTaIlMell B TeHe TUIa3MUHOTeHA; OIeHUTh 9 (MEKTUBHOCTH TEPAITUU; TIPOBECTH CPABHUTETHLHBIN
aHaJIN3 ¢ TPYIIION MAIlMeHTOB C HACIeICTBeHHBIM aHTHooTéKoM I/11 Tuta.

MATEPHUAJI 1 METO/IBI. B peTpocnieKTUBHOE McCliefoBaHue BKIIOYeHO 14 marmeHToB (1 MykunHa v 13 KeHIIuH,
cpenHuit Bo3pact 51,64%13,55 roma) ¢ HaclieICTBEHHBIM aHTMOOTEKOM ¢ MyTauuei ¢.988A>G B reHe Iia3MUHOIeHA
(p.Lys330Glu;K330E). I'pyrimy cpaBHeHUst cocTaBuiiv 194 manueHTa ¢ HacaeICTBeHHbIM aHTHooTéKoM I/11 tuma (56
Myx4uH 1 138 xeHuiuH, cpennuit Bospact 37,03+16,23 roxga).

PE3VJIBTATDI. Cpennuit Bo3pacT nebiota 3a00ieBaHNs y TIAIMEHTOB C HACJIENCTBEHHBIM aHTMOOTEKOM C MyTaluei
B reHe miasMuHoreHa — 25,07110,46 roga, 4To 3HAYUTEIBHO BEILIIE, YEM Y ITALIMEHTOB C HACJIEACTBEHHBIM aHTMOOTEKOM
I/11 TunoB — 11,58%8,92 rona (p <0,001). IMepudepnueckre otékn 3adprkcupoBansl y 21,4% NariieHToB ¢ HACJIeICTBEH-
HBIM aHTMOOTEKOM C MyTallueil B TeHe MIa3MUHOTeHa, abIoMUHaIbHbIC aTaku — Y 28,6%, 4TO pexe, 4YeM Y MallieHTOB
¢ HacjaeACTBeHHBbIM aHrnooTékoM I/11 Tunos (nepudepuueckue oréku — 97,4%, p <0,001; aGmoMuHaIbHbIE aTAKA —
86,6%, p <0,001). OTéxu 06acT JKia U LIer ObUIM Y BCEX MALMEHTOB C HAC/IEACTBEHHBIM aHTMOOTEKOM C MyTallUei
B reHe masMuHorena (100%), B rpymie HaciaencTBeHHoro anrnootéka I/11 turmos — y 72,2% (p=0,023). Y 85,7% nauu-
€HTOB C HACJIE[ICTBEHHBIM aHTMOOTEKOM C MyTalllell B TeHe TJIa3MUHOTEHA ObIITM OTEKU SI3bIKa. Y MEHbIIIEHE MHTEHCHB-
HOCTH U JUIMTEIBHOCTH 28 13 29 atak B cpenHeM Ha 71,4% otMeTwnn 4/5 MaleHTOB, MPUMEHSIBIINX UKaTubaHT (Pupa-
3up); 3/4 MauMeHTOB Ha (hOHE TepaIrTuy TPAaHEKCAMOBON KMCIOTOM OTMETHII CHVXKEHME YaCTOTHI aTak.
3AKJIIOYEHUE. /Ie0toT B 3pestoM Bo3pacTe, IIpeodIagaHe B KTMHNIECKO KapTUHE OTEKOB JIMIIA U SI3bIKa — XapaK-
TEepHbIE OCOOEHHOCTH TeYeHUsI HACIECTBEHHOTO aHTMOOTEKA C MyTalluell B reHe Tuia3MuHoreHa. [IponeMoHcTpupo-
BaHa 9 (PEKTUBHOCTH TPAHEKCAMOBOM KUCIOTHI U MKATUOAHTA Y HAOII0AaeMOIl KOTOPTHI MAIIUEHTOB.

Karoueevte caosa: anrnootek; HacaeaCcTBeHHBIN aHTHO0TEK; HAQO; C1-mHrnouTop; miasMmHOTeH
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ABSTRACT

BACKGROUND: In 2018, a new form of hereditary angioedema without Cl1-inhibitor deficiency — hereditary angio-
edema with a mutation in the plasminogen gene — was identified. The world scientific literature describes a small number
of patients with this form of the disease and, therefore, new research is relevant.

AIMS: To identify the sociodemographic and clinical features of patients with hereditary angioedema with plasminogen
gene mutation; to evaluate the treatment efficacy; to conduct a comparative analysis in a group of patients with hereditary
angioedema type I/Il.

MATERIAL AND METHODS: 14 patients (1 male and 13 females, mean age 51.64%13.55 years) with hereditary angio-
edema with ¢.988A>G mutation in the plasminogen gene (p.Lys330Glu; K330E) were enrolled in a retrospective study.
The comparison group included 194 patients with hereditary angioedema type I/1I (56 males and 138 females, mean age
37.03+16.23 years).

RESULTS: The average age at disease onset in patients with hereditary angioedema with a mutation in the plasmino-
gen gene is 25.07£10.46 years, which is significantly higher than in patients with hereditary angioedema type I/1I —
11.58+8.92 years (p <0.001). Peripheral angioedema was reported in 21.4% of patients with hereditary angioedema with a
mutation in the plasminogen gene, abdominal attacks in 28.6%, which is less common than in patients with hereditary an-
gioedema type I/II (peripheral edema 97.4%, p <0.001; abdominal attacks 86.6%, p <0.001). Face and neck angioedema
was observed in all patients with hereditary angioedema with a mutation in the plasminogen gene (100%) and in 72.2% of
patients in the group of hereditary angioedema type 1/11 (p=0.023). 85.7% of patients with hereditary angioedema with a
mutation in the plasminogen gene had edema of the tongue. A decrease in the severity and duration of 28 out of 29 attacks
by an average of 71.4% was reported by 4/5 of patients who used icatibant (Firazyr); 3/4 of patients reported a decrease in
the frequency of attacks during treatment with tranexamic acid.

CONCLUSIONS: The disease’s manifestation in adulthood, the predominance of face and tongue angioedema are com-
mon features of hereditary angioedema with a mutation in the plasminogen gene. The efficacy of tranexamic acid and
icatibant was demonstrated in the observed cohort of patients.
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CnMcoK COKpalIeHHii:

AQO — aHTMOOTEK

HATI® — MHIMOUTOP AHTMOTEH3UHITPEBPAIIAIOIIETO
dbepmeHTa

HAO — HaciteICTBEHHBI aHTUOOTEK

HAO-FEXII — HAO BcinenctBue mytaumu B reHe XI11
¢akTOpa CBEPTHIBAHUS KPOBU

HAO-KNG1 — HAO BcnencTtBue MyTalluy B TeHE
KMHUHOTeHa 1

HAO-PLG — HAO BciencTtBue MyTalliyd B Te€HeE
IJIa3MUHOTeHA

O0ocHoBanue

HacnenctBennsiii anruoorék (HAO) — opdan-
HO€, TeHEeTUUYECKM JAeTEPMUHUPOBAHHOE, MOTECHIIM-
aJlbHO XU3Heyrpoxamwllee 3abojieBaHUEe, KOTOPOe
XapakTepHu3yeTcsl peLIMINBUPYIOIIUMU OTEKAMU KOXKU
W CIU3UCTBIX/TOACIU3ZUCTBIX 00osoueK. KioueByto
poJib B pa3BuTum aHTHO0TEKOB (AO) ipu HAO urpaer
Meauarop opamukuHuH. UMeHHO nmoaTtomy 3tH AO
HEYYBCTBUTENIbHBI K CTAHIAPTHON Teparuu, mpuMe-
HsieMolt 1Jisl iedeHus naieHToB ¢ AO, BbI3BaHHBIMU
MeIUaTOPaMU TYYHBIX KIIETOK (CUCTEMHBIE TIIOKO-
KOPTUKOCTEPOUIbl; aHTUTUCTAMUHHBIE TIpeTapaThl;
aJlpeHaJiiH), U TPeOyIOT APYroii, maToreHeTUYECKU
000CHOBaHHOM Tepanuu [1, 2].

Bnepsoie HAO Obutu onucanbl B 1888 r. kaHaz-
ckuM BpadoM YuiabamoM Ocnepom (William Osler)
Kak 3aboJieBaHUE, XapaKTepU3yeMoe TTOBTOPSIOIIN-
mucs AO y IMallMeHTOB C OTATOIIEHHBIM CEMEMHBIM
aHaMHe30oM. B 1963 r. 6blTa ycTaHOBJIeHa POJb
neduuura nHruouropa Cl-acTepa3sl B IaTOreHese
3a0oneBaHus. CIycTsl HECKOJILKO JIET OBLI BBIACIICH
HAO II tuna, accouumupoBaHHBIN ¢ PYHKIIMOHAIb-
HOI HegocTaTouHOCThIO C1-uHrnéuropa, a B 1986 1.
BbIgBIeHa MyTauus B reHe SERPINGI, accouuupo-
BaHHas ¢ nepunuroMm Cl-mHruburtopa u pa3BUTHUEM

cI'’KC — IIIoKOKOPTUKOCTEPOUIbI ISl CUCTEMHOTO
MMPUMEHEHMUSI

TK — TpaHekcaMoBasi KUCJIOTa

CI-UHT — Cl1-uHruburtop

SERPINGI1 (Serpin Family G Member 1) — cepniux
anbda-1

UNK-HAO — HAO BcnencTtBue HEM3BECTHOM MY-
Talu

HAO [3]. B 2000 r. BnepBble ObLI OIMMCAaH HOBBII THII
HAO — 06e3 geduuura Cl-uHruobutopa, KOTOPbIA
n3HavaxbHO 06l Ha3BaH HAO III tnna, u 3a 20 jeT
B IISITU TeHaX ObLIU UASHTUDUIIUPOBAHBI IPUUUHHO-
3HaYMMBbIe IS pa3BuTus 3Toro tTuna HAO myranuu
(Tabn. 1).

JlaHHBIE OTKPBITUS MOCTYXUIU TIPUIMHON Tepe-
cmortpa kiaccudpukanum HAO. B HacTostiee BpeMst
BoiaessioT HAO ¢ nepunmrom (HAO I u II tumnos)
u 6e3 nedpunura Cl-unrudburopa (puc. 1).

OnHuM U3 HauboJsiee YacThbIX TEHETUYECKMX TUTIOB
HAO 6e3 gepuniura Cl-maruduropa ssisgercss HAO-
PLG, orkpsithiit B 2018 1. K paszsutnio HAO-PLG
npuBoauT MucceHc-myTanus ¢.988A>G B rene PLG,
B pe3yJibTaTe KOTOPOM MPOMCXOAUT aMUHOKHUCIIOTHAS
3aMeHa B CTPYKType Oejika miasmuHoreHa [7]. Ha-
cnenpoBanue HAO-PLG, kak u npyrux ¢opm HAO,
IIPOUCXOIUT 10 ayTOCOMHO-IOMUHAHTHOMY TUITy [11].

Pacnpocrpanénnocts HAO-PLG HemsBecTHA.
Ha cerogHsmHuii 7eHb ONMCAaHO HECKOJBKO Cepuit
KJIMHUYECKHUX CIIydaeB: CyMMapHO 3To 146 mammeH-
TOB, MpUHAaAJIeXaNux K 33 cembsiM U3 cTpaH EBporibl
(I'epmanum [7, 12—14], ®panuuu [15], I'peuun, bo-
rapuu, Ucnanuu [16]), SAnonnu [17], AmMepuxu [18].
Tounblii matoreHe3 HAO-PLG Takxxe HeM3BECTEH:

Taommua 1. ITpuanHHO-3HAYMMBIE MYTAIMM /ISl HACJIEACTBEHHOTO aHrHOOTEKA 0e3 nedunuta C1-uHruouTopa

Table 1. Causal mutations for hereditary angioedema without C1-inhibitor deficiency

Ten Myraius lon oTkpeITUS Kem otkpsiTa
FI2 gggggé 2006 Dewald, Bork [4]
F12 ¢.971_1018+24del72 2011 Bork u coasr. [5]
FI12 ¢.892_902dup 2013 Kiss 1 coasr. [6]
PLG c.988A>G 2018 Bork u coasr. [7]
ANGPT1 c.807G>T 2018 Bafunno u coasr. [8]
KNG1 c.1136T>A 2019 Bork u coasr. [9]
MYOF c.651G>T 2020 Ariano u coasr. [10]
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HAO

HAO ¢ pedouumtom G1-UHI

HAO | Tuna 06ycnoBneH CHWKeHUem
KONN4ecTBa U PYHKLIMOHANBHON
aktusHoctu CG1-WHI B nnasme
(85% Bcex cnyyaes HAQ)

HAO Il Tuna 06ycnoBneH CHUXEHNeM
(PYHKLMOHANbHON aKTUBHOCTY
G1-WHT, npu atom ypoBeHb C1-WHT
COXpaHseTCs B Npeaeniax HopMmbl
UNA NOBbILLEH
(15% Bcex cnyvaes HAO)

HAO 6e3 pecouumta C1-AHM

HAO ¢ myTauueit B rexe XIl chaktopa
ceepTbiBaHns kposu (HAO-FXII)

HAO ¢ myTauueii B reHe
nnasmuHorexa (HAO-PLG)

HAQ ¢ myTaumen B reHe
aHrunonostuHa 1 (HAO-ANGPT1)

HAO ¢ myTauueii B reHe KWHMHOreHa 1
(HAO-KNG1)

HAOQ ¢ myTauueit B reHe MuodhepnmHa
(HAO-MYOF)

HAO ¢ Hem3BeCTHOM MyTaLuei
(UNK-HAOQ)

Puc. 1. CoBpeMmeHHas KiaccuduKalms HacJIeICTBEHHBIX aHTHOOTEKOB [1, 11].

Fig. 1. Current classification of hereditary angioedema.

IIpumeuvanue. HAO — HacnenctBeHHble aHTnooTéku; C1-UHI — C1-unruourop.

Note. HAO — hereditary angioedema; C1-MHI — Cl-inhibitor.

mnpenmnoJjaraloT, 4To, Kak u mis1 HAO ¢ nedpuuurom
C1-uHruburopa (BBUIY CXOXECTH OCOOEHHOCTE i Teue-
HUS 3a00JI€BaHUST U TIOIXOI0B K JICYCHUIO ), KITIOUEBBIM
MeInaTOpOM sIBJIsieTcsl OpaagukuHuH [19].

Peumnusupyromue AO pa3andHOM JOKaIN3aNH,
HEUYyBCTBUTEJbHBIE K HA3HAYEHUIO aHTUTHCTAMMHHBIX
MpernapaToB U CUCTEMHBIX TIIOKOKOPTUKOCTEPOUIOB
(cI'KC), — 3TO OCHOBHOIi CUMIITOM MJIs1 BCceX (hopMm
HAO. Ocob6ennoctu teuenus HAO 6e3 medpunura
Cl-unruburopa, B ToM uucie HAO-PLG, usyueHbl
HEIO0CTAaTOYHO, HO UMEIOIIMECS OTTMCAHUS KIMHUYEe-
CKMX CJIy4yaeB Jal0T OCHOBaHUeE I0JlaraTh, YTO 0COOEH-
HOCTM TE€YEHUsI CYIIECTBYIOT HE TOJBKO JJISI TPYIIIIbI
B 1I€JIOM, HO M JUISl OTAEIbHBIX TeHETUUECKUX TUIIOB
B yacTtHocTH [11].

CBoeBpeMeHHas ImocTaHoBKa nuarHoza HAO mo-
3BOJISIET TMOA00paTh MAIlMEHTY aAeKBaTHYIO Teparuio.
OpHako gaxe s xopollo usydyeHHon ¢opmbl HAO
¢ aepuuutom Cl-unrudutopa (HAO I u II Tunos.)
3aepXkKa B ITOCTAaHOBKE MMarHo3a B pa3HBIX CTpaHax
y OOJIBIIIOrO YHMCJIa ITAallMeHTOB cocTaBsieT 0osee 10 1eT
[20—23]. AuarHoctuka HAO-PLG npencraBisieT codoit
elle 0osiee CIOXHYIO KIMHUYECKYIO 3agady, YTo o0y-
CJIOBJIEHO HE TOJIbKO OTCYTCTBUEM OOBEKTUBHbBIX OMO-
XUMUYECKUX MTPU3HAKOB, HO U MaJIbIM YUCJIOM OMKca-
HUI 0COOEHHOCTEN KITMHUYECKOTO TEeYSHUS U BEACHMUS
TaKuX MalMeHTOB.

Ilens — BEISIBIICHNE XapaKTePHBIX COIMOAEMOTPa-
GUYeCKUX U KIIMHUYECKUX OCOOEHHOCTEN MallMeHTOB
¢ HAO-PLG; ouenka 3¢ (eKTUBHOCTU IpenapaToB
11 KynupoBaHus AO, mpenapaToB IJisl JOJTOCPOoY-
HOM IPOPUIAKTUKH Y 3TOM TPYIITHI TAIIEHTOB; TIPO-
BeJICHUE CPAaBHUTEIBHOIO aHaau3a MO aHAJIOTMYHbBIM
napameTrpaM y namueHToB ¢ HAO ¢ gepummrom Cl-
uHruouropa (I u II Tumsbr).

Marepuaa u METOIbI

Juzaiin uccaedosanus

BrIMToJTHEHO HAGIIOAATEIBLHOE PETPOCIIEKTUBHOE
BBIOOPOYHOE OHOLIEHTPOBOE UCCIIEAOBaHNE, BKIIIOYA-
JOLLIEE ONMUCATENbHBINA M aHATUTHYECKU I BEIOOPOYHBII
STaITbI.

Kpumepuu coomeemcmeus

B uccnenoBanue BxintodeHo 14 nmanmenTos u3 10 ce-
meit c HAO-PLG. Kputepusimu BKJIIOUeHUS B UCCIIEN0-
BaHe ObITA HAJTMUKE BHISIBJIEHHON MUCCEHC-MYTalluU
¢.988A>G (p.Lys330Glu;K330E) B rene PLG, a Takke
kmHnYecknx cumiromoB HAO (penmumuBupylonye
AQO pa3nuyHol JoKaau3aluuu U/uin abaoMUHaIbHbIC
aTakM) Ha MOMEHT MPOBeICHUS UCCIIeTOBaHMNSL.

I'pynny cpaBHeHUs1 cocTaBuiu 194 manueHTa ¢ nua-
raHo3oM HAO c¢ gepuiintom Cl-umHruduropa us 124 He-
POACTBEHHBIX ceMmelt. Kputepusamu BKIOYEHUST ObLIN
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yctaHoBJieHHbIN auarHo3 HAO I wiwm II Tumna B coot-
BercTBuM ¢ Kputepusimu WAO/EAACI |2, 24]; Hanuuue
KJIUHMYecKUX cumnromoB HAO (peuunuBupyloliye
AO pa3IMYHON JIOKAIU3aLUKY 1/WUI1 a0JOMUHAIbHBIE
aTaku) Ha MOMEHT MPOBEICHUS UCCIEeA0BAHNSI.

Kputeprem ucKIt0ueHUs 1711 00eMX IPYIIN MalueH-
TOB SIBJIsLIOCH OTcyTcTBUE cuminToMoB HAO (B uccie-
JIOBaHWE He ObLIM BKJIIOUEHBI 2 TallMeHTa ¢ MyTaluei
B TeHe MJIa3MUHOTeHa 0e3 KIMHUYECKUX MPOSIBJICHU
3a00J1eBaHUsI).

Yenosus nposedenus

Uccnenosanune mposeneHo Ha 6aze ®I'BY «[ocymap-
CTBEHHBIN HAYYHBIHN LEHTP « THCTUTYT UMMYHOJIOTHI»
DenepabHOTO METNKO-OMOIOTUYECKOTO areHTCTBA»
Poccum (manee 'HII «MHCTUTYT MMMYyHOJIOTUN»
DMFA) u aBiseTcs pe3ylbTaTOM MHOTOJETHEN CO-
BMecTHOU pabotel MHCTUTYTA MMMyHOJIOTMK, Menm-
KO-TE€HETUUYECKOTOo Hay4HOro LIeHTpa W Bpayen-uM-
MYHOJIOTOB JIEYEOHBIX YUPEXIAEHUI pa3HbIX PETMOHOB
P® mo nuarHocTuKe M JIeUEHUIO HACIeACTBEHHBIX
u nauonarmueckux AQO.

IIpodoaxcumenvrnocms uccredosanus

Co6op 1 00paboTKa METUIIMHCKUX JAaHHBIX TPOBO-
JIUIach ¢ OKTsI0ps 1Mo nexkaopp 2020 r.

Onucanue meOUUUHCK020 6MeUamenscmed

Bri6opka nanueHtoB ¢ HAO-PLG 6bu1a cpopmu-
poBaHa 13 Koropthl 1319 mamuenToB u3 931 cemMbu,
HarpaBjieHHBIX ¢ Ttogo3peHueM Ha HAO B Menuko-
FeHeTUYEeCKU HayYHbIN LIEHTp UMEHU aKaJaeMuKa
H.TI. boukosa u3z 'HI «MHCTUTYT UMMYHOJIOTUN»
DOMBA u apyrux jJe4eOHBIX ydpekaeHUi# MOCKBHI,
a Takxe npyrux pernoHoB P® (Cankr-Iletepoypr;
ApxaHrenbckasi, CapaToBckasi, Tamb6oBckast, Tyabckas
obmactu; Pecrryonuka bamkoprocran) B iepuon ¢ 2009
1o 2020 r. aJ1s1 TPOXOXAEHUST MOJIEKYJISIPHO-TeHeTnYe-
CKOTro TeCTUPOBAHMS HAa HAJIMYME MyTalllil BO BCeX K-
3oHax reHa SERPING 1, a TakxKe TTaTOreHHbIX BAPYAHTOB
¢.988A>G (p.Lys330Glu;K330E) rena PLGu1 c.983C>A
(p.Thr328Lys) u ¢.983C>G (p.Thr328Arg) rena F12.

I'pyrnina cpaBHeHUs Obla chopMUpOBaHa U3 Tal-
eHToB ¢ HAO I u I TunoB, HaGmonaommxcsl B KIIMHUKE
IHL «MHaCTUTYT MMMYHOJIO0TUI» DMBA.

MeauiMHCKOro BMellIaTebCTBa He MPOBOIUIIOCH,
TaK KakK IN3aifH NCCIeI0BaHMS ITPeIyCMaTPYBaJl TOJBKO
PeTPOCIIeKTUBHBIN COOp JaHHBIX, B TOM YHUCJIE 10 3(-
(beKTUBHOCTH JIeUeHUSI.

OcHo8HOU UCX00 Uuccredo8anus

B xome peTpocneKTUBHOTO MCCIeAOBaHMUS ObLIN
MMOJIYYeHBI BaXKHBIE IJIsI TIPAKTUYECKOTO 3MPaBOOX-
paHEeHMS TaHHBIE O KIMHUYECKUX M COLMOIEeMOrpa-
duueckux ocodbenHoctax HAO-PLG (moxa, cpenHuii
BO3pacT, CpeIHU BO3pacT AebroTa 3abojeBaHUs,
CpemHMIT BO3pacT MOCTAHOBKM IHMAarHo3a, 3amepxkKa
B ITOCTAaHOBKE MWaTrHO3a, HAIMYKE OTSATOIIIEHHOTO Ce-
MeTHOTo aHaMHe3a, HaJTMIne B aHAMHE3€ TPaxeoCTo-

MUM, XUPYPTUIECKOTO BMEIIATEIbCTBA, CMEPTU POJI-
crBeHHUKa BestenctBre AQO). bria oxapakTeprzoBaHa
KJIMHUYECKasi KapTuHa 3a00JieBaHUSI Y TTallMeHTOB
JNaHHOM BBIOOPKH ITyTEM aHaIK3a YaCTOThI BCTpeyae-
MOCTU KJIMHUYECKUX CUMIITOMOB (mepudepudeckue
OTEKM, aOTOMUHAIBHBIE aTaKW, OTEKW 00JIaCTH JHIIA
W 11U, OTEKU SI3bIKa, OTEKY TOPTaHU, MapruHAJIbHAS
apUTeMa); MpoaHAJIM3UPOBaHA YaCTOTa BCTPEYaeMOCTH
BBIIII€YKa3aHHBIX CUMIITOMOB B KQ4€CTBE CTAPTOBOIO
cumntoMa. OueHeHa 3(pPEeKTUBHOCTh TpaHEKCaMO-
BOW KUMCJIOTHI B KQYECTBE OMUMWU ST JOJITOCPOYHOU
npodmnaktuk AO 1 nkatubaHTa B KA4€CTBE OIMLIUU
st kynupoBaHMst AO y nauneHToB ¢ HAO-PLG. Ipo-
U3BENIEH CPaBHUTEbHBIN aHAIN3 BEIOOPOK MAllUEHTOB
¢ HAO-PLG u HAO 1 u II Tumnos.

Ananu3z 6 nodepynnax

Bce manueHTsl, IpUHUMABIINWE YYaCTHUE B UCCIIE-
IOBaHUMU, ObLIM pa3aeieHbl Ha IBE IPYINbl. B mepByio
rpynny 010 BKiIodeHo 14 manuenTtos ¢ HAO-PLG
n3 10 HEpOACTBEHHBIX CEMEI, BO BTOPYIO (TpymHmy
cpaBHeHus)) — 194 mauueHTa u3 124 HEpOACTBEH-
Hbix cemeit ¢ HAO I u Il tunos. CpaBHUTENbHbBIN
aHaJIM3 MEXAY JBYMS TpyIIaMy MalueHTOB MPOBO-
IUJICS TI0 collroieMorpaduyecKrum U KIMHUYECKUM
rnapameTpam, TaKMM Kak IOJ, CPeIHUI BO3pacT,
cpeaHuil Bo3pacT nebtoTa 3abojieBaHUS, CpeaHUN
BO3pacT MOCTAaHOBKM JMAarHo3a, 3ajaepxXkKa B IMocTa-
HOBKE MarHo3a, HaJlnuue OTATOLIEHHOTO CEMEMHOTO
aHaMHe3a, HaJluuMe B aHaMHE€3€ TPaXeoCTOMUH,
XUPYPruueckoro BMellaTeJbCTBa, CMEPTU PO -
CTBeHHHUKa Beyenactsue AQ, yacTota BCTpeuaeMoCTH
KJIMHUYECKUX CUMIITOMOB (TIepudepudyeckre OTEKH,
abgoMUHaNIbHBIC aTaKW, OTEKM 00J1aCTH JIULIA U LIIeH,
oTéKu roptaHu). CpaBHUTEIbHBINA aHAJU3 YaCTOThI
BCTPEUYaEMOCTHU OTEKOB $I3bIKa, OTEKOB pa3JMUHOM
JloKaJu3alluu B KauyecTBE CTapTOBOro CUMIITOMa
He OBbLJ OCYILECTBJIEH B CBSI3U C OTCYTCTBUEM JaHHOM
WH(bOPMALIMU B MEIULIMHCKOM TOKYMEHTAIlUU Mallv-
€HTOB U3 IPYIINbI CpaBHEHUS. DPDEKTUBHOCTD Tepa-
MM1U B IBYX IpyMIiax He CpaBHUBAIACh B CBSI3U C TEM,
YTO HAa MOMEHT IMPOBENEHUS UCCeNOBAHUS UMEUCH
JaHHBbIE 00 3(P(PEeKTUBHOCTH TePalIUU TOJHKO Yy He-
0O0JIBIIIOTO YMC/Ia TALIMEHTOB UCCIEAYEeMOM I'PYIIIbI,
B CBSI3M C Ye€M CPAaBHUTEJbHBINA aHANU3 He SIBJISLICS
penpe3eHTaTUBHBIM.

Memodwl pecucmpayuu ucxodos

JaHHbIe 00 0COOEHHOCTSIX KIIMHUYECKOTO MPOSIBIIC-
HUS 3a00JIeBaHUsI, COLlMOIeMOoTrpaduecKnX XapakTe-
puctukax u 3(p(peKTUBHOCTU TepaIlu B UCCIIEAyeMOM
BBIOOpKE IMALIMEHTOB OBLIN ITOJIy4eHBI IIYTEM aHaIM3a
MEIUIMHCKON JOKYMEHTAIMU TTallMEHTOB 1 0a3bl JaH-
Heix [HL «MHCcTUTYT iMMyHOJIoTU» PMBA. B ToM
clyyae, eCJIv JAaHHBIE O MallueHTe ObUIU cOOpaHbI 6oJiee
yeM 2 roja Hasal Wid ObLIM COOpaHbI HE TOJHOCTHIO,
Bpau-ucciaenoBaTe b aKTyaIM3upoBaJl UH(MOPMALIUIO
B COOTBETCTBMHU C pa3pabOTaHHOW HaAaMU aHKETOM-
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orpocHukoM (ITpunoxenue). IlosydeHHbIE TaHHBIE
cTpykTypupoBaHbl B Tabauiy MS Excel (CIITA).

Imuueckas IKcnepmusa

HccnenoBaHue ono0peHO JTOKATBHBIM 3TUYECKUM
koMmutetoM OI'BY «I'HL « MHCTUTYT UMMYHOJIOTU»
DOMBA», ipotokos Ne 9 ot 17.09.2020.

Cmamucmuyeckuil anaiu3

B xone uccinenoBaHusT BEITIOJHEH OMUCATEIbHBIN
Y CPABHUTEJIBHBIN CTATUCTUYECKMIA aHAJIM3 JAHHBIX C [O-
MOILBIO IPOrPAMMHOTI0 00eCIIeYeHMS IJIs1 CTaTUCTUIE-
cKoi1 00pabotku, BKiovast IBM SPSS Statistics (CIIIA),
MS Excel (CILIA). /1J1s1 ocyiiecTBiIeHUSI IeCKPUTITUBHO-
IO CTAaTUCTUYIECKOTO aHAJIN3a UCTIOJIb30BAIM TAKUE Ma-
paMeTpBbl, Kak cpeHee apupMeTHIeCKOe U CTAHIAPTHOE
OTKJIOHEHUE BHIOOPKHU. AHAJIM3 KOJMYECTBEHHBIX JaH-
HBIX TIPOU3BOAWIIN ¢ TToMolllblo U-Kputepust MaHHa—
VYutHu, aHaaM3 Ka4eCTBEHHBIX JAHHBIX — C IIOMOIIBI0
Kkputepus xvu-kBagpar [Tupcona (x?). Pasuuniia cuuranach
cTaTUCTUYEeCKU 3HaummMoit mpu p <0,05.

ITockonbky Ha ceromHsamHuit neHp HAO-PLG
MnpeacTaBlsieT Co00i opdaHHOE MaloU3y4eHHOE 3a00-
JIeBaHME C HEM3BECTHOM CTETNIEHbIO pacpPOCTPaHEHHO-
CTU, HEBO3MOXKHO OBIJIO IPOM3BECTH ITPeIBAPUTETbLHBIIA
pacué€r Beibopku. PacuéT Beibopku mist HAO I/11 tumnos
HE IMPOU3BOAWIICS TI0 TEM K€ TIPUUMHAM.

Pe3yabTaTsi

Obsexmbl (yuacmHuku) uccae0o8aHus

B uccnenyemoii Beidopke nmamueHTos ¢ HAO-PLG
(n=14) xeHyH 06110 13 (92,9%), myxxunn — 1 (7,1%);
cpemHuii Bo3pacT coctaBui 51,64+13,55(29—71) roxa.
CpenHuii Bo3pact ae0roTa 32001 BaHNS 1T TTALIMEHTOB
¢ HAO-PLG — 25,07%£10,46 (12—45) rona, cpeaHuii
BO3pacT IMOCTaHOBKHU auarHo3a — 51,14+14,04 rona,
3a/epKKa B IOCTAHOBKE JuarHosa — 25,36+16,80 rona.

OcHosHble pesyabmanmol uccnedosanus

Bce manuenth (100%) uMenu B aHaMHe3€ XOTS
OBl OIWH 3IMTU30]I OTEKA JINIIA U 1IeH, ¥ 12 malneHTOB
(85,7%) otmedanuch oTéKM s13bIKa, v 11 (78,6%) —
oTékn ropranu. B anamuese 2 (14,3%) manueHToB
MPUCYTCTBOBAIU UCKIOUUTeIbHO AO objacTu nuiia,
1IIEU U 13bIKa. AOTOMUHAJIbHbIE aTaKU TTPUCYTCTBOBATIU
B aHamHe3e 4 (28,6%) manumeHToB, neprdepudecKue
otéku —y 3 (21,4%), MapruHaabHast 3pUTeMa — TOJb-
koy 1(7,1%).

OTEK 00J1aCTH JIN1IA U 1LIeN SIBUJICS CTAPTOBBIM CUH-
npoMoM st 11/14 (78,6%) onmcaHHBIX NALIMEHTOB.
[To omHoMy (7,1%) ciydato meGroT 3a6oyIeBaHUS OBLT
CBsI3aH C a0MOMUHAIBLHOM aTaKOi 1 OTEKOM TOPTaHU CO-
OTBETCTBEHHO. D130/ HaOII0AaEMbIX OMTHOBPEMEHHO
abIoOMUHAIbHOI aTakKu U Iepu¢epruIecKoro oTéKa ObL1
CTapTOBBEIM cMHApOMOM Takxke y 1 (7,1%) nauuenTa.

st Bcex manmeHToB u3 Beioopku ¢ HAO-PLG xa-
pPaKTepeH OTITOIIEHHBIN ceMelHbIi aHaMHe3 (100%),

CMepTh POJACTBEHHUKA MPUCYTCTBOBajJa B aHAMHe3e
6 (42,9%) nanmentoB u3 4 (40%) cemeii. Xupypruyecko-
My BMEIIIaTeILCTBY BCISACTBIE AOMOMUHAIBHOM aTaK1
moaBeprchk 2 (14,3%) naunenta, 1 (7,1%) 6bina BbI-
MOJHEHA TPAXeOCTOMMUS B CBSI3U C HEA(P(DEKTUBHOCTHIO
Teparuy IIPHU OTEKE S3BIKA.

Mbl npoBesin OolieHKY 3¢ (EKTUBHOCTU MPOBO-
nuMoit tepanuu B rpynne HAO-PLG: 6 (42,9%)
MAIlEHTOB M3 UCCIENYEMOM KOTOPTHI He HYXXKIATNUCh
B MpuéMe MpenapaToB IJIsl JOJTOCPOYHON Mpodu-
JIAKTUKK BBUIY HU3KOM yacToThl AO (1—6 3rmu3onos
B rom); 8 (57,1%) OblIM paclieHeHBI BpadyaMU-HC-
clenoBaTeNsIMU KaK MallueHThl, HyXIaloluecs
B IOJTrocpouHoii mpodunaktuke (dactora AO Gosee
1 paza B Mecsll), OIHAKO B HACTOsIIIEe BpeMsI TOJIbKO
YeTBEpPO M3 HUX IOJYyYyaloT Tepaluio — TpaHeKca-
moByio kuciaoty (TK) B mo3upoBke ot 1 mo 3 r/cyt
Ha mporstkenun 6—24 mec. Tpoe (75%) u3 4 nauu-
€HTOB yKa3aJiu Ha cHuXeHue yacToTel AO Ha ¢oHe
teparmu, 1 (25%) He OTMETIII TOMOOHBIX U3MEHEHMIA.
B cpenrem yactora AO y TallMeHTOB, IIPUHUMAIOIINX
TK, cokparmnack Ha 72,6%: cpeaHsis 4acTOTa aTak
nmo nipuéma TK cocrapnsiia 26,5 B roa, Ha ¢hoHe TIpu-
éma TK — 7,25 B Toz.

HMkatubant mig kynupoBaHus AO Mcnonb30Baiu
5/14 (35,7%) manmeHTOB, BBeICHWE TIperrapaTta Ipo-
BEJIEHO B 00I1Iei CJIOXKHOCTHU IpH 29 aTakax, Mpu 3TOM
4/5 (80%) naliueHTOB OTMETIJIN YMEHbBIILIEHKE TPOI0JI-
XuUTesbHOCTU AO (MpU MCMOJIb30BaHUM MPU 28 aTakax
n329), 1 (20%) narmeHTKa coob1mia o HeaPdeKTUB-
HOCTH TIperiapara Inpu KyIUpOBaHWUM OMHOM aTakKM.
B cpenHeM MIMTENbHOCTh aTakK y MallMeHTOB, MPU-
MEHSBIIMX 3TOT IIpelapar, cokparuwiachk Ha 71,4%.
CpenHsIs TPOIOIKUTETEHOCTD aTak 6¢3 MCITOTb30BaHMsI
uKatrbaHTa coctaBuia 42 4, ¢ UCMojIb30BaHueM — 12 4.
Hwu oguH 13 onmrcaHHbBIX HAMU MAILIMEHTOB HE TPUMEHSIT
nHrnouTop Cl-3cTepasbl WIN CBEXKe3aMOPOXKEHHYIO
iasMy uist KynupoBaHust AO.

ITomumo ommcaHus rpynisl mauueHToB ¢ HAO-
PLG, MbI Takke nMpoBeau CpaBHUTEJbHBIM aHaIU3
nByx rpynn nanueHToB — HAO ¢ medpuuurom Cl-
uHruouropa (n=194) u HAO-PLG (Tabu. 2, puc. 2).

Kak BugHo mu3 Tadn. 2, mis maumeHToB ¢ HAO-
PLG xapakTepHbl 60Jiee MO3AHUI 1e0I0T 3a00JIeBaHUS
(p <0,001), a Takxxe Bo3pacT ITOCTAHOBKM AMAarHo3a
(p <0,001), yTo oTpaxaeTcs U B CTATUCTUYECKU 3HA-
YUMOM pa3HUlIe Bo3pacTa 00euX MOy OOJbHBIX
(p=0,02). HecmoTps1 Ha TO, YTO CpemHsSI 3aIepKKa I10-
craHoBku auarHo3a mist HAO I u 11 tunos cocraBuia
17,54%13,29, a s HAO-PLG — 25,36116,80 rona,
pa3HUIla 0Ka3ajdach CTATUCTHIECCKN HE3HAUYMMOM
(p=0,089). Kaxnspiii yeTBEpThiii mamueHT ¢ HAO 1
u Il TUIIOB HEe MMeJl ceMeHOTO aHaMHe3a, B TO BpeMsI
Kak g manpueHToB ¢ HAO-PLG ceMeliHbIN aHaMHE3
MPUCYTCTBOBa BO Bcex ciyuyasx (p=0,023). B rpynme
HAO-PLG Takxke 3HAaYMTEIbHO Yallle BCTPEYaINCh
clyyau cMepTU poacTBeHHUKa oT AO.
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Ta6muma 2. CpaBHUTEbHBINA AHAIN3 KIMHAYECKHX U COLUONeMOTpaduIecKuX XapaKTePUCTHK NANMEHTOB C HACIEACTBEHHBIM

aHruootékoM ¢ aedumurom C1-unruouropa u HAO-PLG

Table 2. Comparative analysis of clinical and socio-demographic characteristics of patients with hereditary angioedema

with C1-inhibitor deficiency and HAE-PLG

HAO c gepuiutom Cl-uHruouropa, HAO-PLG,

IMapameTpnl n=194 =14 p
CpenHuii BO3pacrT, JIeT 37,03+16,23 51,64+13,55 0,02
Ion xeHckuii/myxckoit (%) 138/56 (71,1/28,9) 13/1 (92,9/7,1) 0,118
CpenHuii Bo3pacT 1ebroTa, JeT 11,58+8,92 25,07£10,46 <0,001
CpenHuil Bo3pacT MOCTAaHOBKU JMarHo3a, Jet 29,20x15,11 51,14+14,04 <0,001
3amepkKa B [IOCTAaHOBKE IUArHo3a, JeT 17,54+13,29 25,36%16,80 0,089
CeMeitHblit aHaMHe3, KOJIMYECTBO MalueHTOB (%) 141 (72,7) 14 (100) 0,023
Xupypruyeckoe BMEIIATENbCTBO, KOIMYECTBO 39.(20.1) 2(14.3) |
nauueHToB (%)
TpaxeocToMust WK UHTYOALMsI, KOJTMYECTBO 9 (4.6) 1 (1) 0.5
nauueHToB (%)
CMepTh POICTBEHHUKA BCJIEACTBIE AHTMOOTEKA, £01.7) 6 (42.9) 0.023
KOJIMYECTBO NareHToB (%)

ITpoBenéHHbBIN CpaBHUTEJIbHBIN aHANU3 XapaKTep-
HbIX Jokanu3anuit AO y mauueHToB ¢ HAO ¢ nedpu-
uutoM Cl-unruduropa u ¢ HAO-PLG (cMm. puc. 2)
MPOJEeMOHCTPUPOBAJ, UTo nepudepuyeckue AO
1 abJOMUHAJIbHBIE aTaKW 3HAYUTEJbHO Yallle BCTpe-
yalpTcs B aHaMHe3e naiueHToB ¢ HAO ¢ neduiiurom
Cl-unruduropa (p <0,001 g oboux mokaszareseit).
AO nuua u meu 0oJiee XxapaKTepHbI IJIs IMALMEHTOB
¢ HAO-PLG (p=0,023). HecMoTps Ha TO, 4YTO OTE-
KM TopTaHu 6osiee xapaktepHbl 1t HAO-PLG (cwm.

97,4

puc. 2), TaHHasI pa3HUIIa OKa3ajach CTaTUCTHMYECKU
He3HauuMmoit (p=0,093).

JlonoanumensHole pe3yavmamot Uccae008aHUS

HOBoe (14,3%) u3 14 nmauuento ¢ HAO-PLG
Ha MOMEHT IMOCTAaHOBKY IMAarHO3a Mojyyaiu 0a3ucHYy10
TUMIIOTEH3UBHYIO Tepanulo npernaparamu, CIOCOOHbIMU
ycuuth nposinenus HAO: nepBasi maiveHTKa noJryda-
Jla aHTarOHUCT peleNnTOpoB aHThoTeH3uHa 1, Bropas —
MHTAOMTOP aHTMOTEH3WHIIPEBpalIlamIIero gpepMeHTa

100

Mepudepuyeckne A60MUHANbHbIE
OTEKM, aTakum,
p <0,001 p <0,001

OTéKM ropTanm, OTéKM
p=0,093 nnua v wew
p=0,023

B HAO ¢ gedomuntom G1-uHrnéutopa

B HAO-PLG

Puc. 2. CpaBHPITeI[I;HLIfI aHaJIn3 JJOKaJIM3alMd aHTUOOTEKOB Yy NalqM€HTOB C HACJICACTBECHHbBIMUA aHTHUOOTEKAMM C )le(I)I/IHI/ITOM

Cl-unruburopa (n=194) u HAO-PLG (n=14), %.

Fig. 2. Comparative analysis of angioedema localization in patients with hereditary angioedema with C1-inhibitor deficiency (n=194)

and HAE-PLG (n=14), %.
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(MATI®). Ha doHe Tepanuy 3TUMM TpenapaTaMu OT-
MEUYaJIUCh MPAKTUYECKN HETIPEPBIBHO PEIIMANBUPYIO-
mue AO paznuuHol Jokanuzauuu (rnepudepuyeckre
AQO; AO s13bIKa, T1l1a; adgoMUHaNIbHbIE aTakn). ITocae
TOTO, KaK JaHHBIC TIpenapaThl ObUIM 3aMeHEHBI, 00e
MauMeHTKN OTMETUIA CHIKEeHYE YacTOThl AQ, 0IHAKO
MOJIHOM peMHUCCUH 3a00JI€BaHUsI JOCTUTHYTO HE ObLIO
(AO coxpansmuch 10 1 paza B MecsIll y IIepBOI Iaiu-
€HTKM U 10 3 pa3 B Mecsill — y BTopoii). Kpome Toro,
eIll€ OMHA MallMeHTKa OTMedaia CBA3b nosBiaeHusT AO
1A rociie ucnonab3oBanuss MAIID, ucroab3yeMoro
JUISI CHUDKEHUSI apTepUalibHOTO JIaBIeHUS «I10 Tpebo-
BaHMI0». OJTHA U3 MALIMEHTOK MMeJa OMbIT UCTIOIb30-
BaHUs 3CTPOTeHCOoAepXKaIllero mpernapara B aHaMHe3e
(B cocTaBe KOMOMHMPOBAHHOTO OPATBHOTO KOHTpAIIETI -
THBA), Ha (DOHE Yero He OTMevasia yBeTNYeHUS YaCTOThI
n/vm tskect AO.

Heorcenamenvhoie s61eHus

HexenarenbHble SIBIICHUS B XOAE MCCIICHOBAHUS
HE pETruCTpupoOBaINCh, TaK KaK JIU3aH UcCieq0BaHus
npeaycMmaTrpuBal TOJIbKO peTpOCHCKTHBHHfI aHaJIn3
JaHHBIX.

Oocyxknenue

Pe3ztome ocrosHoco pesyabmama uccnredosanus

B pe3ynbrare mpoBeAEHHOTO UCCIICIOBAHMS MBI BbI-
SBUIK, 4To LI manueHToB ¢ HAO-PLG xapakTepeH
0oJiee MO3MHMUI Bo3pacT Aebiora 3a00jieBaHUS, YeM
1 manreHToB ¢ HAO ¢ nepuumrom Cl-uHruburopa.
B ximHu4eckoit KapTuHe 3a00jeBaHUs Y MallMEHTOB
¢ HAO-PLG npeo6nanator AO nuua u si3bika. Adno-
MUHaJbHbIE aTakKu U Nepudepudeckue oTéKU MeHee
XapakTepHbl, yeM a1t manueHToB ¢ HAO 1 u 11 tumos.
TpanekcamoBasi KUCJI0Ta U UKAaTUOAHT 3((EeKTUBHbI
B JleueHuu naunueHToB ¢ HAO-PLG.

Ob6cyacoerue 0CHOBHOZ0 pe3yabmama Uccae008anUs

B cBs13M ¢ TeM, YTO B HACTOsIIIee BpeMsl TaHHBIC
o penkux (popmax HAO BecbMa HEMHOTOUYUCJICHHBI,
OIMMCAaHME 3TUX TPYII OOJbHBIX MPENCTABISIET COOOM
OOJIBIIION HAyYHBII MHTEepec. Mbl BbISIBUIM, UTO B UC-
cinenyeMoii koropre 6onbHbIX ¢ HAO-PLG npeo6nana-
10T MalMeHTHI )KEHCKOTO ToJia (B cooTHoleHuu 13:1),
YTO COOTBETCTBYET JaHHBIM paHee MPOBEAEHHBIX HC-
cnegoBaHmii nanHoro tuna HAO [7, 12, 15, 17]. Takoe
BBIPaXXEHHOE TPEeBAIMPOBAHUE MALIMEHTOK XEHCKOIO
1moJia, HECMOTpPsI Ha ayTOCOMHO-TOMUHAHTHBIN TUII
HacJienoBaHus, onucaHo Takke rmpu HAO-FXII u, Be-
POSITHO, OOBSICHSIETCS 00JIee HU3KOM MEHETPAHTHOCTHIO
Yy MyXuuH, yeM y xeHiuH [25]. dna HAO-FXII nHa-
JINYre MeHeTPAaHTHOCTHU, 3aBUCSIIEN OT 1oJja, 00b-
SICHSIETCST XapaKTEPHBIM TPUTTEPHBIM aKTUBUPYIOIITUM
IEeMCTBHEM SCTPOTEHOB MPW BO3HUKHOBEHUHU OTEKA
[26, 27]. OmHako y manveHTok ¢ HAO-PLG, B oTimimume
ot npyrux TunioB HAO 6e3 necdpuniura C1-unrudburopa,
BJIMSIHHE 3CTPOTEHOB TMPEACTABSCTCSI MEHEE OUEBUI-

HbeIM. OfHa MalMEeHTKA U3 ONMCAaHHOKW HAMU KOTOPThI
Ha (poHe IprEéMa 3CTPOreHCOoAepKalllero KOHTpalenTH -
Ba He OTMevajia yBemdeHns yacToTel AO. Hu y omHoit
13 ONMCAHHBIX HAMU TMAllMEHTOK He OblIa OTMEYeHa
cBa3b pazButus AO ¢ ImyOepTaTHBIM IIEpUOIOM, Oepe-
MEHHOCTBIO U TleproaoM JlakTauuu. CoriacHO TaHHBIM
3apyOeXXHBIX KOJIJIET, 3CTpOreHcoaepXkaliie mperna-
paThl SIBUJIUCH TPUTTEPOM i pa3BUTUSA AO TOJIBKO
y HeOOJIBIIOro KonmdecTnBa manueHTok ¢ HAO-PLG,
MPUHUMABIINX UX, — Y 22,6%. B oCTalbHBIX CIydasx
(77,4% manyeHTOK) TIPUEM TaKWX IIPETapaToB HUKaK
He TTOBJIWSIT Ha TedeHue 3a0osieBanms [ 7]. B To e Bpemst
y 6osbimHceTBa nanueHTok ¢ HAO ¢ nedunimtom Cl-
WHTHOHUTOpPA MPUEM TIPEIapaToB, COMEPXKAIINX 3CTPO-
TeH, 3HAUYUTEIbHO YXyOman TeueHue come3nu (y 60%
nanueHToK B ucciaenoBanuu K. Bork u coasrt. [28],
y 67,4% — B ucciaenopanum C. Saule u coasr. [29],
y 80% — B uccaemoBanuu L. Bouillet u coast. [30]).
st 6onbinmuHceTBa anueHToK ¢ HAO-FXII mpenapa-
Thl, COJIepKallle 3CTPOTEH, TaKXKe CUUTAIOTCSI OMHUM
U3 KJTI0YEBBIX TPUTTePHBIX (hakTopoB. Tak, B uccieno-
Banuu K. Bork 1 coaBr. [31] 66110 moka3aHo, uto 90,7 %
nauueHTok ¢ HAO ¢ myTtanueii B rede F12, npuHUMaB-
IIUX OpaJIbHbIe KOHTPALIENITUBDI, COMEPXKAIIINE CTPO-
reH, uMmenu peruausupyomnme AO. Y 78,6% nareH-
TOK, TIpeKpaTUBIIMX MTpUéM npenapatoB, AO GoJibliie
He peuuauBrpoBanu [31]. YkazanHoe pasianuue siBIsi-
€TCSI OOHOU M3 OTIMYUTENIbHBIX yepT nmoaruira HAO-
PLG, B cBs13u ¢ yeM orcyrctBre AO Ha poHe TTpuéMa
OpaJIbHBIX KOHTPALIENTUBOB, COAECPKAIIIUX SCTPOTEH,
He JOJDKHO OCTaHABIIMBATh Bpada B JMAarHOCTHYECKOM
noucke HAO y nmanuenTa ¢ peuunuBupyommumMua AQ.
OnHakKo, yYUTHIBasi MaJIyl0 BEIOOPKY OOJIbHBIX U HE-
00JIbIII0E KOJTMYECTBO HAOIIOIEHU T 17151 DOPMUPOBAHMS
OKOHYAaTeJIbHBIX BBIBOIOB, Y nauueHToB ¢ HAO-PLG
ciemyeT M36eraTh MCITOIb30BaHMS 3CTPOreHComepXka-
LIMX [IPerapaToB.

W3BecTHO, yTO MAII® 1 aHTAarOHUCTHI PELENTO-
poB anruoreH3uHa Il gBasgoTcs cnennpuIecKuMu
tpurrepamu aist HAO ¢ nedpuuutom Cl-uHruoéutopa
n HAO-FXII [2, 25]. Ha ¢poHe mpuéma naHHBIX TPy
IIpeTapaToB Bo3pacTaeT puck pazsutus AO, B ToM
yucle XU3Heyrpoxarouieit jokanusauuu. Y 3 ma-
IIMEHTOB MCCeayeMOil HaMU KOTOPTHI MPUEM TIpe-
mapaToB rpymnn UAII® 1 aHTarOHUCTOB PELIETITOPOB
aHruoTeH3uHa Il Takxke okasbiBajq 3HAYUTEJIbHOE
BiussHue Ha TedeHrne HAO. Posb ykazaHHBIX ITperiapa-
ToB B Bo3HMKHOBeHUU AO y mauueHToB ¢ HAO-PLG
paHee ObLjla TAKXKe OIMCaHa B 3apy0OexkHOM TuTepaType
[7,12, 13, 15—17]. DT naHHBIE OOIKHBI OBITH yUTE-
HbI TPpYU Ha3HAYEHWUU aHTUTUTIEPTEH3UBHOM Tepanuu
nauueHTaM ¢ HAO-PLG, paBHO Kak U Ial@eHTaM
¢ npyrumu dopmamu HAO. TTauueHTsl, UMelolI1e
KJIMHUYecKylo KapTuHy AO Ha ¢oHe mpuéma mpe-
mapaToB 3TUX I'PYII, HYXIAIOTCSI B 00CIeT0BaHUU
¢ uenbto uckinwdeHnss HAO, B Tom yucie 0e3 nedu-
nuta Cl-uHruduropa.
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Hawnbosnee xapaktepHoii tokanu3anueii AO B HalIei
BeIOOpKe naneHToB ¢ HAO-PLG cranu o6nacth auna
n men (100% manueHToB), 3K (85,7%), TOpTaHb
(78,6%). HecmoTpst Ha TO, 4TO abmOMHUHAIbHEIE aTa-
KM TIPUCYTCTBOBAJIM B aHAMHe3¢ HeOOJIBIIOTO Yucia
nauneHToB (28,6%), oHu MOIJIU, Kak U B ciaydae HAO
¢ nepunurtoM Cl-mHrHOMTOpPA, SIBAATHCS NPUUYMHOM
HeoOOCHOBAHHOTO XUPYPrUYeCKOTO BMEIIaTeIbCTBA
y 14,3% 60nbHBIX, YTO TOBOPUT O TOM, UTO a0OMUHAIIb-
Hble aTtaku mpu HAO-PLG Takxe oueHb 001e3HEHHBI
U KJIMHUYECKU MOTYT HAaITOMUHATh «CUHIPOM OCTPOIO
KuBoTa». [TojlyueHHbIe HaHHBIE O JoKanuzauuu AO
COIOCTaBUMBI C TAHHBIMU 3apyOeKHOU JIUTEpaTypHl,
KOTOpBIe TaKXKe MOKAa3aJIy IMpeodIajaHne OTEKOB JIUIIA,
sI3bIKA ¥ TOPTaHM Hajl a0JJOMUHAJIbHBIMU aTaKaMU U Te-
pudeprnIecKUMU OTéKaMU B KJIMHUYECKOU KapTUHE
HAO-PLG [7, 15]. B uccnenoBanuu K. Bork u coasr.
[7] 18,33% mauyeHTOB MMENIM B aHAMHE3€ TOJIBKO OTE-
Kku s3p1Ka. [lanmenTka, ommcanHasg D. Bodian u coaBT.
[18], Takke cTpamaiia UCKIIOUUTEIbHO OTEKAMU 3TOM
JoKanu3auuu. B Haleil koropte He ObLIO MAllMEHTOB
¢ m3onupoBaHHbIMU AQO g3b1ka, ogHako 14,3% u3 Hux
MMENH UCKITIoUnTeIbHO AO 00J1acTy JINIIA, IIeU U SI3bIKa.

AO ipu HAO-PLG, Taxk xe xak 1 npu HAO c ne-
¢dummuTom Cl-MHrHOUTOpPA, MOTYT OBITD JIETaTbHBIMMU.
Y 42,9% nanueHTOB B ONMMMCAHHOW HaMHW KOTOpPTeE
aHaMHe3 ObUT OTSITOIIEH CMEPTHIO POJICTBEHHUKA BCJIE]I-
crBue AQO; colmocTaBUMBbIe JaHHBIE OBLIM OIMCAHBI
B 3apyOeXHBIX uccieqoBaHusix [7, 12, 15, 17]. OnHoii
(7,1%) naiueHTKe M3 UCCIEAYyeMOM HaMM KOTOPTHI
ObLIa BRIIIOJIHEHA TpaxeocToMMs BesieacTBre AQO sS3bIKa.
JaHHBIX O YacTOTe MPOBEACHUS 3TONH MAHUITYJISILIUU
cpenu nanueHToB ¢ HAO-PLG B 3apy0exHOi1 auTe-
paType He TNpelcTaBleHO, OJHAKO B MCCIIeNOBaHUU
K. Bork 1 coaBr. [7] ObUIM OnMcaHBbI JBa clydasi CMEPTU
BCJIeACTBUE acUKCcHU Ha (DOHE OTEKA S3bIKA.

Hannuue cemeiiHoro aHaMHe3a OBbLJIO XapaKTepHO
JIJII BCeX onucaHHbIX Hamu nauueHToB ¢ HAO-PLG.
ITockoneky mist moarunia HAO-PLG Het cieumnduue-
CKOro OMOXMMMUYECKOro IMTpU3HaKa, TO AUarHo3 MOXHO
MPEATOI0XUTh TOJBKO MPU HATUUYUU OTITOIIEHHO-
ro ceMeiiHOTO aHaMHe3a. M3onupoBaHHEIE cllydau,
B CBOIO ouepellb, MOIJIM OBbITh MPOMYIIEHBI BpauaMu
¢ OoblIelt BepossTHOCThIO, yeM Ipu HAO ¢ neduiiurom
Cl-unruburopa, Korma ecThb JOMOJIHUTEIbHbBII OMO-
XUMUYECKUI KpUTepuii [26].

Mg Hamwmx nanueHToB ¢ HAO-PLG xapakrepeH
MO3MHUN Ne0l0T 3a00eBaHUsI — HE paHee BTOpoi
JeKalpl XKU3HU, YTO TaKXKe COIJIacyeTcsl ¢ JaHHBIMU
3apy0exHbix kojer [7, 12, 15, 17]. B uccnenyemoid
rpyIIe oTéK obacTu auia Haubosee yacTo (78,6%) BbI-
CTyITaJl B KaUeCTBE CTAPTOBOTO CUMIITOMA. YUMThIBA,
YTO AAHHBINA KIMHUYECKUI TTapaMeTp He OLIEHUBAJICS
y paHee omMCcaHHBIX TpynIl nauueHTos ¢ HAO-PLG,
MOoJIy4eHHbIe HAMU JaHHBIE UMEIOT OOJIbIIIOE 3HAUEHUE
B (DeHOTUITMYECKOM XapaKTepUCTUKE JAHHOTO ITOATHIIA
HAO.

3agepkka B MOCTAHOBKE AMarHo3a y IMaldeHTOB
¢ HAO-PLG cocraBuna B cpenHeM 25,36%16,80 rona.
Cpok 3a1epkKU B TOCTAaHOBKE AMarHo3a paHee paccMa-
TpUBAJICS TOJIBKO B OTHOM UCCJIETOBAHUM, POBEIEH-
HOM Ha Koropte 60JibHbIX BO PpaHIInu, ero MearaHa
coctaBuia 24,00 roga, 4To coryiacyeTcs ¢ MoJaydeHHbIMU
HaMU JaHHBIMU [15]. 3HAUUTENBHBIN CPOK 3adePKKU
B IIOCTaHOBKe auarHosa y namueHToB ¢ HAO-PLG,
JaXe TPU HATUYUKU Y HAX OTATOUIEHHOTO CEMEHOTO
aHaMHe3a, BO MHOTOM OOBSICHSIETCSI TeM, UTO JaHHBIN
noatutt HAO Onut BeImeneH Toabko B 2018 1., Korma
OblJ1a onucaHa MPUYMHHO-3HAUMMasi MyTallusl B TeHE
TUIa3MUHOTEHA.

Tepanus HAO ocHoBaHa Ha Tp&X OCHOBHBIX
HamnpaBJIeHUSIX — KYMUPOBAaHUU OTEKOB, KpATKO-
CPOYHOI U JOATrOCpOYHOU mpoduaakTuke [1, 2].
Ha ceronHsgmHui A€Hb HAKOMJIEHO HENOCTATOY-
HO JaHHBIX 0 BeaeHuu naumeHToB ¢ HAO-PLG.
ITpoBeneHU0 OOJNIBIIUX PAHIOMU3UPOBAHHBIX
KJIMHUYECKUX UCCIIeIOBAaHUI MPENSITCTBYET Majioe
koymuecTtBo nanueHToB ¢ HAO-PLG, TeM He MeHee
PUCK BO3BHUKHOBEHUS MOTEHIIMAJIbHO (aTajbHBIX
AOQO o0ycoBIMBaeT OCTPYIO HEOOXOMMMOCTh MOMCKa
MaTOreHETUYECKON Tepanuu ¢ (pOpMUPOBAHUEM J1O-
Ka3areJbHOM 0a3bl. Ha cerogHSIHMI 1eHb MaToreHe3
HAO-PLG no xoHIa HesdceH, OTHAKO CUMUTAETCH,
4TO KJII04YeBbhIM MenuaTopoM (kKak u mig HAO I u 11
TUIIOB) SIBJISIETCSI OpaAKMHUH, B CBSI3U C YEM OCOOBI
WHTEPEC BbI3bIBAET U3YyUYECHUE NEUCTBUS TPENapaTos,
JnokazaBlux ¢cBow addexkTuBHocTh ipu HAO ¢ ne-
¢unurom Cl-uHTHbOUTOpPA.

B Poccum nmnsa xynupoBaHusa AQO y ImalMeHTOB
¢ HAO poctynHbI ABa criellMaiM3UPOBaHHBIX Tpe-
napara — MKaTUOaHT U uHruodbutop Cl-3cTepasnl
yenoBeka. MkatubaHT mpenacTaBiseT coO00i CHMHTe-
TUYECKUI TIENTHUH, COCTOSIINNA 13 10 aMIHOKHMCIOT
U SBISIOIIUIACS CEJEKTUBHBIM KOHKYPEHTHBIM aH-
TarOHUCTOM PELEeNTOPOB OpaJuKMHUHA 2-TO TUIIA.
ITpenapaT mpou3BOAUTCS B BUjE IITIPUIIA, TOTOBOTO
K HMCIOJb30BaHUIO, coaepxkaiiero 3 mua (30 Mr) pac-
TBOPA JJIS1 MOAKOXHOTO BBEICHUS, YTO JIEJIAET CAMO-
CTOSITeIbHOE MPUMEHEHMs TIperapara naluueHTaMu
JIETKO BBIMTOJTHUMBIM, MUHUMU3UPYS BpeMsi, 3aTpauu -
BaeMoOe€ Ha OKa3aHue 9KCTpeHHo# momoiu. [Tpenapar
noka3saJl BICOKYI0 3(p(hEeKTUBHOCTb U 0€30IMaCHOCTh
npu npumeHeHuu y nmauueHToB ¢ HAO I u I Tunos
HE TOJIbKO B MaCIITAOHBIX MHOTOLIEHTPOBBIX UCCIIEN0-
BaHUSIX, HO U B MHOTOJIETHEN KIIMHUYECKOM MPaKTUKE,
U PEKOMEHJ0BaH K NMpUMeHeHHU1o Kak B Poccuu, Tak
¥ BO BceM mupe [1, 2].

IMTauueHTsl UccaeayeMoi TPYIIbl OOJbHBIX UC-
MOJIb30BaJu OPUTUHAJIBLHBIU MpernapaT UKaTUOAHT
(Pupasnp)!, Tak Kak Ha MOMEHT ITPOBEIEHUS MCCIISIO-

! VIHCTpYKIIMST 0 METUIIMHCKOMY TPUMEHEHUIO JIeKapCTBEHHO-
ro mnpenapara ®upasup® Pexum pnocryna: https://apteka.hk/
instrukciya/firazyr.pdf. [lata o6pamienus: 15.02.2021.
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BaHMSI JXKEHEPU KU MpernapaTa He ObLIY 3aperucTpupo-
BaHbl. [Ipenapat ObLT IpUMEHEH IS TeueHUs 29 aTtak
y 5 malMeHTOB, B 28 Cilyyasix OTMeUajoCh COKpallleH1e
npoaoxutesibHOCTH AO (1 mauMeHTKa He OTMEeTUIa
addexTa oT Tepanuu s JiedeHus 1 araku). B 3apy-
OeXXHOM TMTepaType OMmyOIMKOBaHbI PE3yJIbTaThl JIUIIb
OJIHOTO PETPOCMEKTUBHOTO HAbJI0AATEIbHOTO MC-
cienoBaHus, npoBeaéHHoro K. Bork u coaBt. [14],
¢ aHaM30M 3¢ dekTuBHOCTU Tepanuu y 111 maueHToB
¢ HAO-PLG. IlpumeHeHre MKaTUOAHTa MMOKAa3ajlo0
addexkTuBHOCTh y 11 13 13 mauueHTOB. YMEHblIEHUE
MPOIOJKUTETbHOCTH cuMIiiToMoB AO Ha 88% Tipu BBe-
JNIEHUM MperapaTa oTMedanoch rmpu oueHke 201 ataku
¢ BBeleHMEeM MKaTubOaHTa u 149 ImpeaiecTBYIOIIMX
0e3 neyeHus1 y 13 6onbHbIX. CpenHsst MPOAOJIKUTEb-
HOCTBH OT€Ka 0e3 jeueHus cocraBsuia 44,7+28,6 4,
TIPX UCITOIb30BaHUHY Tipeniapata — 4,31+2,6 9. YYuTHI-
Basl TOJIOKUTEJIbHBIN OMBIT MPUMEHEHUsI UKaTUOaHTa
y nauueHToB ¢ HAO-PLG 3apybexxHbIMU KoJIIEramu
[14], a Takzke BbIpakeHHBbIM 3 (EKT TP ro UCMHOJb30-
BaHuM y 80% mallMeHTOB Hallleli KOTOPThI, Ha3HaYeHUE
mpernapara B KauyecTBe pernapaTa i KynupoBaHus AO
SIBJISIETCSI TIPEATIOYTUTEbHBIM.

Hu oguH 13 onmucaHHBIX HAMM TTALIUEHTOB HE MPU-
MeHs1 nHrnouTop C1-3cTepa3sl B KAYeCTBE ITperapara
JUUIS1 KYTTMPOBaHUS OTEKA, HO B 3apyOeXKHOM TUTEpaType
MMeEIOTCS JaHHBIE 0 ero 3¢ (HEKTUBHOCTH, OAHAKO MPO-
eHT 3¢ GEeKTUBHOCTH ¥ CKOPOCTH pa3peIieHNsT OTEKA
oKazajlaChb HUXe, YeM MTPU UCITOJIb30BaHUM UKATUOAH -
Ta. BuccnenoBanuu K. Bork u coasrt. [14] uHru6utop
Cl-acTepasnl yenoBeka nmokasan 3(hGheKTUBHOCTD
y 7 13 12 nauueHToB. InuteabHocTh 74 0TEKOB Y 12 ma-
LIMEHTOB CpaBHUBAJACh C JUJIMTEILHOCTb 129 OTEKOB
9THX K€ MallMeHTOB 0e3 JIeYeHNS 1 oKazanach Ha 44%
MeHblIe (CpedHsd NMPOAOIXKUTEIbHOCTh OTEKOB
0e3 neueHuss — 48,2+32,5 4, Ipu UCIOJIb30BAaHUU
nHrubutopa Cl-actepasbl yenoseka — 31,5+18,6 4)
[14]. Ha cerogHsAIHMi 1eHb TaKXKe UMEIOTCS JaHHBIE,
noarBepxkaaore 3¢p¢GeKTUBHOCTh UKATUOAHTA Y MH-
rubutopa Cl-actepassbl 411 BCeil IpyINbl NallMeHTOB
¢ HAO 6e3 nepunura Cl-unruduropa [32, 33].

HecMmotpst Ha TO, uTo mi1st AO, BEI3BaHHBIX Opaau-
KUHUHOM, HexapakTepeH 3¢ dekT oT cI'KC, naiueHTs
¢ HAO-PLG uHorna orMeyaloT IoJIOXKUTEIbHBIN 3¢(-
(exT ot maHHOTO BHMIa Tepanuu. Tak, B MCcCaeTI0BaHUMN
K. Bork u coaBnrt. [14] c'KC noka3zaiu BbICOKYIO 3(-
(bekTUBHOCTD Y 8 113 35 mallMeHTOB IIPU UCIIOJIb30BaHUU
BO BpeMs 61 ataku n3 268, HU3KYI0 3(PHEeKTUBHOCTb —
y 7 u3 36 manmeHTOB BO BpeMst 82/268 aTak, ObLIH
Hea(PPeKTUBHBI y 26 13 36 MALMEHTOB TP UCIIOIb-
30BaHUM BO BpeMst 125/268 aTak. AHTUTUCTaMUHHbBIC
npernaparthl ObUIM HEdMDGEKTUBHHBI Y 5 U3 5 TTaLlMEHTOB
Bo Bpems 37/37 arak. cI'KC u aHTUTrHCTaMUHHEIE
B KOMOMHALIMU TOKa3aJIu BbICOKYIO 3(p(PeKTUBHOCTD
y 4 u3 23 manueHTOB BoO BpeMs 13/309 aTtak, HU3KYIO
3¢ PeKTUBHOCT — y 7 U3 23 MaLMEeHTOB BO BpeM:I
150/309 aTak, u 6111 He3(PEeKTUBHBL Y 17 13 23 na-

LIMEHTOB BO BpeMs 146/309 atak. CBexxe3aMOpOKEH-
Hasl TuTa3Ma TIPUMEHSIIAch IS KyITMPOBaHUS OTEKOB
y IBYX MAllMEHTOB M B 00OOMX clydasix He MOBJUSIA
Ha nporpeccupoBaHue AO [14]. DTu naHHBIE ClIeAyeT
VYIUTBIBATH MIPU MPOBeAeHUU OTuddepeHInaTbHON
nuarHoctuku AO.

Cpenu onMcaHHBIX HAMU MTAlIMEHTOB, TTOTYyYaloIIX
B Ka4eCcTBe TIpernapara JOJTOCPOYHON TPOGUIaKTHKI
TK, 75% otMmeTnnu cHIKeHHEe 4acTOTHI AO B cpeTHEM
Ha 72,6%. Y GOJBIIMHCTBA OMMCAHHBIX 3apyOeKHBIMU
aBTOpaMu nauneHToB, puHuMatonmx TK, wacrota AO
TaK>Xe COKpaTUIach, y HEKOTOPBIX MAIMEHTOB TeUeHUE
0osie3HU TpHUOOpesIo OeCCUMNTOMHEIN XapakTep [7, 14,
17, 34]. B uccnegoBanuu, nposeacHHoM K. Bork u co-
aBT. [14], TakKe ObLIO IMOKa3aHO CHUKEHNE YaCTOTHI
arak y mauveHToB, noaydaiomux TK (y 3 nanueHTOB
YacToTa aTaK COKpaTUIach B cpeqHeM Ha 93,9%). Yuu-
ThIBasl MOJy4YeHHbIE HAMU JaHHBIEC, a TAKXe JaHHbBIC
3apyoexHbIx Kojuier, TK apdexrnBaa mpu HAO-PLG,
TaK Xe Kak u npu npyrux dpopmax HAO 6e3 nepunura
Cl-unruoduropa.

B Hacrosmee BpeMsT MBI He MeEeM COOCTBEHHOTO
OIbITa MCMOJIb30BaHUS JAaHa30j1a B KaueCTBe J0JTr0o-
cpouHoii npopunaktuku HAO-PLG. OnbiT 3apyoex-
HBIX KOJIJIET TI0Ka OYeHb OTpaHUYeH, HO, YIUTHIBas
umelolmecs faHHble (y 3 mauueHTOB B UCCASA0OBAHUN
K. Bork u coaBr. [14], moayyamoiiux 1aHa30j1, 4acToTa
aTak COKpaTWIach B cpemHeM Ha 83,3%), mpuMeHeHNE
JlaHa30J1a TAKKe MOXKET ObITh 2 (PEKTUBHBIM. MBI TaK-
XK€ He UMeeM COOCTBEHHOTO OITbITa HAa3HAYEHUS TTpoTe-
ctuHoB nanueHTKaM ¢ HAO-PLG. CornacHo JaHHBIM,
noysiydeHHbIM B ucciaenoBanuu K. Bork v coaBr. [14],
B TPYIINe MallMeHTOK, MMPUHUMABIINUX MTPOTECTUHEI
B KauecTBE CPeNCTBa IOJrOCPOYHON MPODUIAKTUKH,
4acToTa aTaK COKpaTWIach B cpeiHeM Ha 46 %, ipu 5ToM
IIPOTECTUHBI OB 0YeHb 3(P(PEKTUBHBI TOIBKO Y TeX
manueHToK (y 2 u3 6), KoTopble paHee MPeKpaTHIN
MPUEM 3CTPOreHCoAepKAIIUX IpenapaToB. YacTuuHas
3 (hEeKTUBHOCTh TPOTECTUHOB HabIoAa1ach y 1 manu-
EHTKHU M3 6; y 3/6 mallMeHTOK MPOTreCTUHBI He BIIMSIIN
Ha yactoty AO [14]. B TO Xe BpeMs B psle uccie-
IOBaHMI ObLIa TTOKa3aHa BBICOKAS 3((HEeKTUBHOCTD
nporectiHoB y nauueHTok ¢ HAO-FXII [31], a Takke
B obuieit rpynne nauueHTok ¢ HAO 6e3 neduuura
Cl-unruoburtopa [35]. Ha ocHoBaHMU mpeacTaBieH-
HBIX TAHHBIX MOXHO MPEATIOJ0XUTh, YTO TPOTECTUHDI
npu HAO-PLG He tak 3¢ dexkTuBHbI, Kak npu HAO-
FXII. OnHako TpedyeTcs JaibHeIIee n3y4yeHue 3T0ro
Boripoca. Beibop mpemnapaToB AJs1 KPaTKOCPOUHOM
npodumaktuku y mauueHToB ¢ HAO-PLG ocraércs
3aTPYAHUTEIBLHBIM BBUAY OTCYTCTBUSI MCCIEIOBAaHUI
10 TaHHOMY BOTIPOCY.

HecmoTps Ha TO, YTO B IIeJIOM KIIMHUYECKasT KapTH -
Ha HAO-PLG u HAO c nepuniutom Cl-uHruburopa
OYeHb MOX0Xa (OCHOBHBIM CHUMIITOMOM SIBJISTIOTCS
peuunuBupymomue AQO), IIpu IpoBeIeHUN CPaBHU-
TEJbHOTO aHAJIM3a 3TUX KOTOPT OOJIbHBIX HAM YIAJI0Ch
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BBISIBUTH PSIJ CYLIECTBEHHBIX OTIMYNI. Bo-mepBbIX,
CpeIHUI BO3pacT aebloTa 3a00JIeBaHUsI 3HAYUTEILHO
BhIlIe B Koropre nmauueHToB ¢ HAO-PLG. g HAO
¢ nepuuuToM Cl-MHrubMTOpa XapakTepeH IeOioT
B 1-11 m 2-11, a nig HAO-PLG — Bo 2, 3 n 4-if nekamax
xn3HU. [ToydyeHHBIE JTaHHbIE CBUAETEIBCTBYIOT O TOM,
YTO TaKHe MalMeHThl MOTYT ITONACTh HAa MPUEM K Bpa-
yaMm B J11000M BO3pacTe, BONPEKU pacpoCTpaHEHHOMY
3a0JIy>KJIEHUIO, YTO MallMeHTaMU C HACJIeICTBEHHbIMU
3a00JIeBaHUSIMU SIBJISIIOTCSL B OCHOBHOM JIeTU. Takum
00pa3oM, BaxkHO, UTOOBI Bpauu BceX CIelMaabHOCTeH
ObUIM ocBenoMIIeHBI 00 310l (popme HAO, ocobeHHO
C Y4ETOM TOTO, YTO O0JIee BO3paCTHHIE MAlIMEHTHI Yallle
HYXIalOTCS B Ha3HAYEHUU TUIIOTEH3UBHON Teparnuu,
a HazHavyeHUe MATI® 1 6J10KaTOPOB PEIETITOPOB aH-
ruoreH3uHa 1l manmentam ¢ HAO Moxer yXyoImmTh
TeueHue 3a00JieBaHUSI U MIPUBECTU K PA3BUTHUIO KU3-
HEYIpoXamwIlux atak. Bo-BTOpbIX, CYILIECTBYIOT 3HA-
YUTEIbHBIC pa3Indus B TUIIMIHOM Jokanu3anuu AO.
Hnss HAO-PLG B KIMHMYECKOM KapTHUHE Ha IEePBbI
1aH BeIxomaT AO Juia U sI3bIKa, IMPU 3TOM OT TepU-
depuueckux AO u aOmOMMHANBHBIX aTaK, KOTOPHIE
SIBIISIIOTCST OCHOBHBIMU cuMnToMaMu Iipu HAO ¢ neu-
nutoM Cl-uHrMbuTOpa, CTpagaeT TOJILKO HEOOMbIIOe
KonnuecTBo namyeHToB ¢ HAO-PLG. TakuMm obpaszom,
ximHn4eckas kaptuHa HAO-PLG 6Gosbiire moxoxka
Ha AO, nHnyuupoBaHHble TpuéMoM HATID [36]. Bei-
SIBJICHHbIE HAMU OCOOEHHOCTU JIOKAIU3alMU OTEKOB
npu HAO-PLG cBuaeTeaIbCTBYIOT O TOM, UTO HEOOXO-
JUMO TIPOBOAUTH U depeHIInaTbHYI0 TUAaTHOCTUKY
¢ HAO naxe nanpeHTam ¢ U30JJMPOBAaHHBIMU OTEKAMU
00J1acTH JTU1IA U SI3bIKA.

CpaBHUTEIBHBINM aHAIN3 KIMHUYECKUX XapaKTe-
puctuk nanueHToB ¢ HAO-PLG u HAO-FXII B nc-
caenoBanuu K. Bork u coaBT. [7] mokasaj, 4To pa3Hble
TeHOTHUITHI 3a001eBaHUSI, OTHOCSINECS K OTJHOMY
tuny (HAO 6e3 nepuuura Cl-unruburopa), UMEIOT
cBou (heHOTUIIMYECKHUE 0COOeHHOCTU. TlolyueHHbIe
HaMU IaHHble TakXe yOeIUTEeJIbHO FOBOPST O TOM,
4TO KaxXnplii Tun u oartun HAO, nmest xapakTepHbie
KJIIMHUYECKME YePThl 1 0COOEHHOCTH (hapMaKoJIoruye-
CKOTO OTBETa, TpeOYIOT UHANBUAYAIU3ALUU [TOIXOI0B
K BEJCHMUIO.

Oepanuuenus uccae0o8aHus

IIpoBenéHHOE MCCIIeIOBAHIE MMEIO OTPaHTYEHUS
BBUIY MaJioro KojimuecTBa nauveHToB ¢ HAO-PLG
B OOIIEH MOMYASIIIUU OOJIBHBIX, B CBSI3U C YEM pa3Mep
BBIOOPKHU JJ151 JOCTUXKEHUST TpeOyeMoil cTaTucTuue-
CKO¥l MOIIHOCTU Pe3yJbTAaTOB HE PACCUUTBIBAJICS.
Takum o6pa3oM, MOJTydYeHHas B XO[€ UCCIeA0BaHUS
BbIOOPKA YYaCTHUKOB HE MOXET CUUTATBHCS B J0-
CTaTOYHO CTETeHM pPeIpe3eHTaTUBHOM, YTO HE TT0-
3BOJISIET 9KCTPATIOJIMPOBATD IMOJyYEeHHBIE PE3YIbTAThI
Y UX MUHTEePIIpEeTal1io Ha TeHePpaJIbHYI0 COBOKYITHOCTD
aHaJIOTUYHBIX MallMEHTOB 3a TpeaeJaMu UCCIeno-
BaHWUsI.

3aKioueHue

C opnoii ctoponbl, HAO ¢ nepuuurtom CIl-
uHruouropa 1 HAO-PLG cxoxu: B monmyJsiiuu 00Jib-
HBIX 00erMu (hopMaMy MPeo0IanaloT XKEeHIIUHEL; 00e
¢dopMbI 3a00JIeBaHUSI UMEIOT ayTOCOMHO-TOMMHAHT-
HBIN XapakKTep HacjelOBaHUs; XapaKTepU3yIOTCs pe-
HuAMBUpYOIUMU AO, KOTOpbIE CITOCOOHBI TPUBOIUTD
K JIETAJILHOMY MCXOJly; B KaueCTBe Tpernapara Juisl Ky-
nupoBaHus AQ y maureHToB 00enx popm 3 HEeKTUBHO
npuMeHeHue nkatndanra. C Apyroil CTOpoOHBI, B pe-
3yJIbTaTe MPOBENEHHOTO MCCAEI0BaHUS U U3YUYECHUS
Pe3y/bTaTOB MPEAIIECTBYIOLIUX pA0OOT ObUIM BbISIBJIEHbBI
cymectBeHHbIe oTimauss HAO-PLG ot HAO ¢ nedu-
mutoMm Cl-unruouropa: mis HAO-PLG xapaktepeH
no3aHuil nedroT; 3abojieBaHMEe, KaK MpPaBUIO, MAaHU-
dectupyer ¢ AO 1u11a; B KIMHUIECKOM KapTUHE 3200~
JIeBaHUsI MTPEBATMPYIOT OTEKU JIUIIA U SI3bIKA, U Y YACTU
MalMeHTOB 3TO eNMHCTBEHHbIN CUMITTOM 3a00JIeBaHUSI;
3CTPOTeHCOMEPKAIIIMe TTPeTiapaThl He BCeraa IBJISTIOTCS
TpUTTEPHBIMU (hakTOpaMu B pa3BuTuu AO. 3HaHUE
3TUX 0COOEHHOCTE MO3BOJIUT MPAKTUKYIOILIEMY Bpauy
He nponycTuTh namueHta ¢ HAO-PLG Ha npuéme,
CBOEBPEMEHHO YCTAaHOBUTH KOPPEKTHbIN AUArHO3 U Ha-
3HAYUTH aeKBAaTHYIO TePaITHIo.
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[Ipunoxenue / Supplement

NuauBuayansHas ankera / Individual questionnaire

(OJ710)

Hata poxxaeHus U BO3pacT

[lon

Tun HacneacTBeHHOro aHruootéka (HAO)

Crnyyan cMepTH B ceMbe OT nposiBiaeHuit HAO

TanCOCTOMI/IH B aHAMHE3€

XI/IpypI‘I/I‘IeCKOC BMEIIaTCJILCTBO B aHAMHE3EC

BO3paCT IOABJICHUA IICPBLIX CUMIITOMOB

BO3paCT IIOCTaAaHOBKM AMarHo3a

IMepudepuyeckne oTéKM B aHaMHe3¢e

AOnoMUHAJIbHBIEC aTAKU B aHAMHE3€e

Otéxu TOpTaHN B aHAMHE3C

OTéxu IMIa U 111eV B aHaMHe3€e

OTéKu SI3bIKa B aHAMHE3€e

MapruHayibHast 3puTeMa B aHaMHe3¢e

OnbIT npuéMa MpenaparoB 151 JOJITOCPOYHOUN MPOPUIAKTUKI
YacroTa aTak 1o mpuémMa J0JArocpoYHON MpodUIaKTUKA
YacroTa aTak Ha hoHe TTpuEMa TOJITOCPOYHON TPODUTAKTUKYI
OIBIT CHOJIB30BAaHUS MpeTapaToB WISk KYITMPOBaHUS OTEKOB

ITpomoXuTEeTBHOCTD aTaK 0e3 UCITOIb30BaHMS TIPETapaToB Il KyIIMPOBAaHUS OTEKOB
ITponoKUTETEHOCTD aTaK C MCIOJI30BaHMEM IIpenapaToB IS KyITUPOBaHUS OTEKOB

OnbIT NpuéMa rpenapaToB U3 IPYIN UHTMOMTOPOB aHTMOTEH3UHIIPEBpallaloliero epMeHTa, aHTarOHUCTOB

peLenTOPOB aHTHoTeH3nHa 11, acTporeHcoaepKaIIMX IIpernapaToB
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