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COBPEMEHHBIE NIOAX0AbI K JUATHOCTHUKE U JIEYEHHUIO HACJIEACTBEHHOIO AHTMOHEBPOTHYECKOT' O OTEKA

0606ujeHbl 0CHOBHbIE C8edeHUs], pe3y1bmambl UCCAe008aHUL, 00CMUNCEHUSs] U MeXCOYHAPOOHbIL ONblm 8 OMHOWeHUU PpedKo20, HO Ype38bl4atiHo
0nacHo20 NAMO/102U4ecko20 sI8AeHUSl — HACAedCMBeHHo20 aHzuoHespomuyeckozo omeka (HAO). B Pecny6auke KasaxcmaH 0o nocsaedHezo
epeMeHU OaHHOe 3a60/1e8aHUe CHUMA/I0Ch NOAHOCMbI0 OMCYMCMEYIWUM, Ymo 6bl10 CB513aHO C NPo6eaamMu 8 0p2aHU3ayuu /1a60pamopHoll
cAyAHcBbl, omcymemauem npomokoaa ouazHOCMuKu u aedeHus. MHozue 8onpocbl Ha OAHHbLIU MOMEHM YCNewHo pewaiomcs, Ho 00 CUX nop
601bWUHCMB0 Npenapamos 045 npoguaakmuku u Aevenust HAO He 3apezucmpupoganbl. Takxce HAO He eHeceH 8 nepeyeHb opgPaHHbIX 3a60-
snesanuti PK.

Katoueavle cnoea: HacnedcmseHHbll aHeUOHespomuyeckuli omek, omek KeuHke, kpanusHuya, KomniemeHm

HacnencrBeHHbIM aHrnoHeBpoTHYeckuil oTék (HAO) - reHeTH4YecKoe 3a60JieBaHUE, CBSI3aHHOE C 1ePUIUTOM U AUCHYHKIUER HUHTHUOUTOpA
C1-acrepassl (C1-INH), TakkKe cyliecTBYeT peIKUNA, BEPOSITHO He CBSI3aHHbIH ¢ HHrubutTopoM Cl-acrepassi[l, 2].

Uuru6uTop C1l-3cTepasbl — IJIMKONPOTENH 02-IJ106YJIMH, BbIpabaThIBAOILIMKACS NPEUMYLIECTBEHHO B renaToOUMTaX, MPeJOTBPAIlaeT CIOH-
TAQHHYIO aKTHUBALMI0 KJIACCUYECKOTo MyTH, NPeJOTBpallaeT NMepPexo/ NpeKaleKpenHa B Ka/lJIEKpEUH, peryJupyeT akKTUBHOCTb CHCTEMBbI
cBepthiBanud (pakrop XI u XII), MHrUOUpYeT npeBpallleHUe JIa3MOTeHa B [JIa3MUH.

B cpesHeM yacToTa BCTpeYaeMOCTH HAcJeACTBEHHOr0 aHTMOHeBpoTHYeckoro oteka (HAO) cpeau HacesieHus cocrasisier 1 ciydai Ha 10-
15 ThIC. yesoBeK. B HacToOAWMI JeHb CTaTUCTUYECKUX AAHHBIX N0 pacnpocTpaHeHHocT HAO B MMpe HeT, HO aKTUBHO UAeT mpouecc ¢pop-
MUpPOBaHUs 6a3bl JaHHBIX MaLueHToB ¢ HAO, oTAe/NbHO 151 KaXX0H cTpaHbl [3]. B HacTosmMi MOMEHT B MUpe HacUUThIBaeTcs 2568 cemeit
¢ HAO B 56 cTpanax mupa [3]. HecMOTps Ha HeYacCTyI0 BCTpe4aeMOCTh JaHHOT0 3a60JIeBaHMs, IETAJILHOCTD B CpeJHeM cocTaBisieT 15-33%
caydaes [3]. B cpejHeM nepBble KIMHUYECKHe NPOSBJIeHNUs HaunHatoTca K 20 rogam. B 40% ciydaeB 3a6oJieBaHMe pa3BUBAETCA [0 5 JIeT,
y 50% - 10 12,ay 75% - no 15 net. He ciefyet 3a6bIBaTh 0 CIOHTAHHBIX MyTanusax npu HAO, koTopsle cocTaBisitoT 25%, B JaHHOU rpy -
e MalLMeHTOB MOXeT OTCyTCTBOBaTh ceMelHbIN aHaMHe3 o HAO [3]. HecMoTps Ha mposiBjieHHe KJIMHUYECKUX NPOSIBJIEHUH, Y MHOTHX
NalyeHTOB 3a60/ieBaHKe OCTAeTCsl Hepaclo3HaHHbIM Ha IPOTSXKeHWH MHOTHX JIeT; NMalMeHTbl I0JIy4aloT JedyeHue ¢ JUardHo3oM: "aaepru-
yecKUi" WaK "UAMONATHYECKUH aHTHOHeBpoTHUYecKUH oTek".OcTpble npucTynbl HAO BO3HMKAIOT CIIOHTAaHHO MJIM NOJ, BO3/leHCTBHEM Ta-
KHUX TPUITEPOB KakK: CTpecc, TpaBMa (0koJ10 50% csyyaeB), pas/MyHble XUpypruyeckyue BMelllaTe/IbCTBA, BUPYCHble MHPeKIUY, TpenapaThbl
3CTporeHoB, UHrM6UTOPBI AIID [1].

YacroTa o6ocTpeHui y nanueHToB ¢ HAO B Mupe coctaBisieT: y 22 % npoueHToB 6oJiee 1 paza B Mecsn, y 44% 6-11 obocTpeHuid B rog, y
22% HeT YeTKHUX epUoJi0B 060CTPEHUH U peMHUcchU. [1].

l'enpux Upeneyc KBuHke BrepBble onucbiBaeT oTeKk KBuHke B 1882 roay. B 1888 r oTek BnepBble onvcbiBaeTcs, Kak HacsieqcTBeHHBIN
aHTHOHeBpOTHYeCKUH oTeK. (Y.Ocuep). 1963 rogy JloHanbacoH B.I' u IBaHc P.P. BiepBble ONUCHIBAIOT NPUYKHY HACJAeACTBEHHOI'O aHTHO-
oTeka Kak gedekt C1 unruburopa [3].

HacnencTBeHHBINH aHIMOOTEK OTHOCUTCS K IPyIIIe epBUYHBIX UMMYHO4e pULIUTOB, 06y CJI0BJIEHHBIX MyTallUsIMU ayTOCOMHOTO reHa (B 11-i
xpomocoMe) C1INH. C1INH xapakTepu3yeTcsi HeJOCTAaTOUHOCTbIO, IEPEU36LITKOM MJIM HEJNOCTAaTOYHOW aKTHUBHOCThIO C1  HMHru6GHUTO-
pa cucteMbl KoMIieMeHTa yesoBeka. C1INH - 3To BBICOKO I'JIMKO3MJIMPOBaHHBIN O€JIOK CBIBOPOTKH, CHHTE3UPYeMbIH B Ne4YeHH, KOHTPO-
JIMPYIOIMHA aKTUBALMI0 KOMIJIEMEHTA, NMOJAABJAS 3CTePasHyl aKTUBHOCTb ¢akTopoB Cls (kjaccHyecKMM NyTb KOMILJIEMEHTA) HWJIU
MASP1/2 (nextuHOBBIH nyThb). Tarke C1INH ciykUT HHIMOUTOPOM KoaryJsiiioHHoro gaktopa X, KaJsIMKperHa, TKaHeBOr'0 aKTUBATOPa
IJIa3MUHOT€eHA U IJIJa3MMHA, UHTUGUPYeT Nepexo/, KHHUHOTeHa B 6paZiMKUHIUH, SABJAIOIIUKICA IJTaBHBIM MeJHaTOPOM IOBBILIEHUS COCY/LU-
cTOW nmpoHunaeMocTy. Bce MexaHusMbl ¢ yyactueM C1INH cBsizaHbl ¢ npejoTBpallleHHeM pa3BUTHUsA oTeKa. [JIaBHBIM MeAMATOPOM IpHU
QHTHOOTEKe sBJIsAeTCs 6paJJuKMHUH, KOTOPbIA CBSA3bIBasICh C penentopoM D2R (peuentop 6paJMKMHHUHA, KOTOPBIM 3KCIpEeCcCUPYETCs B
Pa3/IMYHBIX TKAHSX), BbI3bIBAET MOBbILIEHHE TPOHUIIAEMOCTHCOCY/I0B (IpeUMyllieCTBEHHO BeHY.T), TJIy60KUX CJI0eB AepMbl (B OT/IMYUE OT
KpalMBHUIIBI) ¥ NOACIU3UCTOTO CJIosl. M3 Yero MoXKHO cZie/1aTh BBIBOJ, YTO B Pa3BUTHH aHTHOHEBPOTHYECKOTO OTeKa MPUHUMAIOT y4acTHe
TPUCHUCTEMBI: CHCTEMA KOMIIJIEMEHTA, KHHUHOBasA 1 pU6PUHONIUTHYECKas CUCTEMBI [4].

[anuenTts! ¢ HAO AB/AIOTCA reTepo3UroTaMy — HacjaeAyl0T OJUH HOPMaJbHbIA U O4UH H3MeHeHHbIH I'eH, OTBETCTBEHHBbIN 3a cuHTe3 C1-
INH. Kak nokasaHo Ha pucyHke 1, ieTu, 6oierolux pogutesei B 50% ciyyaeB MOIyT yHac/1e/J0BaTb MU3MEeHEHHBIH I'eH, HO CTOMT OTMETHUTh,
4yT0 B 20-25% cnyyaeB HAO Ha6t0aeTcs CIOHTAHHAs MyTallys TeHa ¥ eTel, He UMeIoIMX Hac/leICTBEHHOH NpeApacioioKeHHOCTH.

340p0BbIN POAUTENb Pogutens ¢ HAO

HopmanbHas [lomnHaHTHas
— annenb annenb HAO

3a0poBbiit  340pOBBbIN Pe6€Hok PebéHok
pebéHok pebEHok cHAO cHAO

PucyHok 1 - XapakTep HacsiefoBanus HAO (NORD, 2010)

HepocraTtouHocTs C1-MHIMGUTOPA NPUBOAUT K HEKOHTPOJMPYEMOH aKTHBALlMY PAaHHHUX KOMIIOHEHTOB KoMIlJIeMeHTa. OnpeziesieHne Npu-
YUHBI JepUIMTa HMeeT 0C000e 3HaUYeHHe /IS BbIOG0pa MeTo/ia JiedeHHs JJaHHOT0 ayTOMMMYHHOT0 3a6oieBaHus [5].

Ha cerogHsamHuM aeHb BoigensaoT 3 Tuna HAO:

HAO 1 tuna BctpevaeTcs y 85% nanueHToB. XapaKTepHU3yeTcst CyOHOPMaJIbHBIM ([j0 IOJIHOTO OTCYTCTBHsA) ypoBHeM C1-HHru6uTOpa, KO-
TOPbIA 00ycC/IOB/IeH AedeKTaMU cCUHTe3a 6Geska, BeAylUMU K Aeduuuty cekpeuuu Cl-MHrMOUTOpPA WM K HapylLIeHHIO ero TpaHCHopTa
BHYTPb KJIETKHU [6].

HAO 2-ro Tuna Bctpevaetcsi y 15 % nauueHToB. Y nanueHTa BblpabaThlBaeTCsl HOPMaJIbHOE HJIM NOBBILIEHHOE KOJIMYeCTBO HENPABUJIBHO
dyHkunonupytomero Cl-unruéuropa. O6bl4Has NPUYMHA - TOYEYHAss MyTalusl B MO3ULMM APTUHUH 444 J0Kyca, KOTOPbIA KoaupyeT "pe-
AKTUBHBIA LIeHTP" - aKTUBHBIN CBA3bIBAIOLIMHN /pa3/ie/IloIKK yyacToK MoJieKybl. He dyHKuHoHUpyouui C1-uHrMGUTOp He pacXoAyeT-
s, 9TO IPUBOJUT K G0Jiee BLICOKOM, YeM B HOPMe, KOHI|eHTPAL[H B CbIBOPOTKE KPOBH [7].



HAO 3-ro Tuna (pacnpocTpaHeHHOCTb HEHM3BECTHA) - HeJJAaBHO ONMHCcaHHoe 3a6oJieBaHue. KoHnenTpanusa C1-uHru6uTopa B njasMe KpoBH
HOpMaJlbHasi, MEXaHU3M 3a60J/IeBaHUsI HEU3BECTEH U, BEPOSITHO, He CBsi3aH ¢ uHru6utopom Cl. Jlo HeJjlaBHEr0 BpeMeHU CYUTAJIOCh, YTO
atoT TMn HAO BcTpeyaeTcst TOJIBKO Y JKEHILMH, OJJHAKO GbLJIM BbISIBJIEHbI CEMbH, B KOTOPbIX AaHHbIM TN HAO 6bl1 AMAarHOCTUPOBAH U y
MY>X4UH [7].

JInarHocTtuka.

JuarHo3 HAO BbicTaBJIsIeTCsl HA OCHOBAaHMM aHAMHe3a, KIMHUYECKOH CUMIITOMATHKH, Pe3y/IbTaTOB pU3UKaJbHOTO U HHCTPYMEHTABHOTO
o6caeioBaHuii (8).

B aHaMHese, B 10/1b3y HaC/IeICTBEHHOI'0 AHTHOOTEKA CBUZETENbCTBYIOT:

CeMelHBIM aHAMHe3 OTEKOB PAa3/IMYHOM JIOKAJIM3ALHH, B TOM YHCJIe CJIy4au 'M6e/IM OT OTeKa FOpTaHH.

YacTble rocniuTanM3anyy ¢ KIMHUKON «OCTPOro *KUBOTa», B AaJIbHEHIIIEM HENOATBepP)KJeHHbIe XUPypriudecKre MaToJ0THH UK AaTOJOTHH
XKKT.

CBAA3b MeX/ly BOSHUKHOBEHHEM OTEKOB M MeXaHHYeCKHM Bo3JeiicTBUeM (yzap, TpaBMa). CBsA3b oTeKa C TPaBMOH, GU3NYECKUM U IMOLH O-
Ha/IbHBIM HalpsKeHUSMH, OCTPBIMH PECNIMPATOPHBIMH 3a60JileBaHUAMM MO3BOJISET B IEPBYIO 049epeAb AyMaTh 0 Hasudnu HAO.

OTeKu pa3BUBAKOTCS B TeYEHHE HECKOJIBKHUX YACOB U MOTYT COXPAHATBLCS B TeUEHHE HECKOJIBKHUX CYTOK.

OTtcytcTBUe 3¢pdekta oT 'KC aHTUrHCTaMHUHHBIX IpenapaToB NPU KyNMPOBAaHUU 000CTPEHUM.

CB$I3b OTEKOB C IPUEMOM CJIeAYIOLIMX IPenapaToB: MHru6uTopoB All®, 610kaTopoB aHrHoTeH3uHa 1.

YxyjleHe TeyeHHs 3a60J1eBaHKs BO BpeMsi 6epeMeHHOCTH, Ha pOHe NIprueMa 3CTPOreHCoApexXalMX npenapartos [8].

B KJIMHNYeCKO#l KapTHHE XapaKTePHbI OBTOPSIIOLIMECS CyYyaud aHTMOHEBPOTHYECKOTO OTEKAa KOXKH, MOJAKOXKHOH JKUPOBOH KJIETYATKH,
CJIM3UCTBIX 060JI09€K OPraHOB, BO3HUKAIOLIMX TaKXKe U IPU OTCYTCTBUM KPaMBHUIbI; CIOHTAHHOE U HEPEryJsipHOe BOSHUKHOBEHHE OTé-
KOB WJIM NPOBOLMpPYEMble TPaBMOH, MH}EKLMeEN, MEHCTpyaLel, 6epeMeHHOCTbI0, CTPECCOM, IPUEMOM JIEKAPCTB, ONEPALlMOHHBIMU WJIH
CTOMATOJIOTUYeCKHMH BMeLlaTeJbCTBAMH, NPOJOJDKUTENBHOCTBIO A0 72-96 yacoB. HaGirogaeTcs yxyAlleHue TedyeHUs 3a60JeBaHUSA BO
BpeMs 6epeMeHHOCTH, Ha GOHe ITpHeMa 3CTPOreHCOAPeKal X NpenapaTos [8].

OTEKH MOSIBJIAIOTCSA YacTO B OJHOM U TOM ke MecTe. XapaKTepHa Me/lleHHas JUHaAMHKa: HapacTaHUe OTEKOB B TedyeHHe 12-36 4acoB U pas-
pelleHMe B TedeHHe 2-5 JHeH, HCYe3HOBeHUe abAOMUHAJIBHBIX CUMITOMOB B TedeHHe 12-24 4acoB,0TCyTCTBHE OTBETA HA TepanHuio aHTH-
MCTaMUHHBIMHU IIpenapaTaMy UM KOPTUKOCTepPOHaMU,BOSHUKHOBEHNE NIPUCTYIIOB B AE€TCTBE U YXY/LIeHHe CUMITOMAaTUKHA B MOAPOCT-
KOBOM nepuo/ie.0TeKH MOTyT HabJIF0JaThCA eXXeHe/leJIbHO UJIH e3KeMeCsIYHO, B HEKOTOPBIX C/Iy4astX TOJIbKO HECKOJIBKO pa3 B TOA.
OTArou€HHbIA CeMeHbIA aHaMHe3 BCTPeYaeTCsl NpUMepHo B 75% ciyyaes.

Kpanusnuna g1 HAO He XxapakTepHa, 0/JHAKO y HEKOTOPBIX NTAI[MEHTOB Ha Haya/IbHBIX 3Tanax 3abo/ieBaHUsI MOXKHO HabJII0AATh KOJblle-
BU/IHYIO 3pUTeMy. B To e Bpems, HaubGoslee peIKUMH NPOsIBJIEHUSIMU HacJle[ICTBEHHOT'O0 aHTHOOTeKa ABJSAIOTCS: IJIeBpa/bHbIA BBINOT,
JIMHaMH4ecKoe HapyllleHHe MO3roBOTr0 KpoBooGpallieHusI ¢ TeMUIIape3oM (NpH JIOKaJIbHOM OTeKe I'0JIOBHOTO M03ra), JU3ypHs U 3a/leprkKa
MOuYH (NIpH OTeKe MOYEBOro My3bIpsl U ypeTpbl), OTeKH MBI (CIUHBI, LeHy, IIJIe4a, IpeAIiedbs U Jp.) U CyCTaBoB (IJleyeBblX, 6eJpeHHbIX)
[3].

PazsinuatoT Tpu THIA OTEKOB:

1. Tlepudepunyeckue - HOAKOXHbIE OTEKH JIMLA, BEDXHUX U HIXKHUX KOHEYHOCTEH.

XapaKTepH3syeTcs MOABJIE€HHEM Yy OOJIbHBIX IJIOTHBIX 0€360/Ie3HEHHBIX OTEKOB, HE CONPOBOXKAAMIUXCSA 3y/JOM U JIOKAJIHU3YIOIUXCSA NpaK-
TUYeCKH Ha JIIOBIX yYacTKaX TeJsa: BEPXHUX U HXKHUX KOHEYHOCTAX , JIMLE , TOJIOCTH PTa , TYJIOBHUILE, TeHUTAIHUAX.

2. TacTpouHTepcTHLMa/NbHbIE — a6JOMHUHA/bHbIE OTEKH.

OTek B 06/1aCTH OPraHOBGPIOLIHOM MOJIOCTH, KaK NMPaBUJIO, CONPOBOXK/AAETCS BBIPAKEHHBIM 060JIEBBIM a6A0OMHHAIBHBIM CUHPOMOM, TOLI-
HOTOM, pBOTOH U Anapeei. [Ipy 3TOM, KJIMHUYecKasi KAPTHHA MOXKET HAallOMUHATDh KJIMHHUKY "OCTPOTO KMBOTA" MJIM KUILIEYHOHU HETPOXOH-
MOCTH.

3. OTéxu JpIXaTebHBIX Iy TeH.

[Ipy nmopa’keHWH BepPXHUX JbIXaTeJbHbIX MyTel, 0TeK, KaK MPaBUJIO, paclosiaraeTcsl Bblllle TOPTAHM, 3aXBaThbIBasd I'yObl, SI3bIK U TJIOTKY.
OTeKH ropTaHH, IPOSIBJISIOTCA OCUILIOCTbIO rosioca, ahoHuel, CTpUJ0PO3HBIM JibIxaHHeM. OTeK ropTaHM JlaXke OJJHOKPATHO BCTpevyaeTcs y
50% 6os1bHBIX [3].

Kak BUAMM, OTCyTCTBHE €JUHOTO MOHUMaHUsA MeXaHU3Ma pa3BUTHUA HAO U pazHO06pa3HOCTb KJIMHUYECKON KapTHHBI 3TOr0 3a60/1eBaHuUs
YCJIOXHAIT AU PepeHINaNbHY0 JMarHOCTUKY — BOSHUKAeT He06X0AMMOCTb UCKJII0YaTh GO0JIbIIOE KOJHYECTBO 3a00/1eBaHUM (aTUITHYHbIE
ke popmbl HAO yacTo ocTtaroTcs He BepuduunpoBaHHbIMU) [9]. Taxke 60JbLIYIO POJIb UTPAIOT JJAG0PATOPHBIE METO/bI JIEYEHHSL.
JlaGopaTopHas JMarHOCTHKA.

HeoGxoanMble ncceoBaHus sl TOATBepKAeHUs1 HAO:

e rcciefoBaHKe YpoBHA C4 cuCTeMbl KOMILJIMMEHTa;

e ompe/JiesieHNe YPOBHS U GYHKIHOHaIbHON akTUBHOCTH C1-INH;

e onpejesieHre Hanuyusa aHituTtena k C1-INH;

e onpegeneHue Clq;

® reHeTHYeCcKoe UCCle/joBaHUe.

[Tpu nojo3peHnH Ha MpUoOGpeTeHHbIH aHrHoHeBpoTHYeckuit oTek ([1AO) Heob6xoaMo onpegenenneClq u C1-INH95Kd [8].

Ta6smna 1 - JlabopaTopHasi JUAarHOCTHKA IpU aHTHoHeBpoTuyeckoM oTéke(Kaplanetal.) [10]

KoHueHTpanus AKTHUBHOCTb
Tun c4 CLINH | C1-INH tlq
HAO-1 Tuna l ) ) N
HAO-2 Tuna l N wiu | l N
HAO-3 Tuna N N N N
Wuru6utop AP N N N N
UronaTUyecKui OTEK N N N N
[pro6peTéHHbIH  gebULUT l ! ! l
C1-INH
* N-HopMa

K coxanenuto B KazaxctaHe 10 mocJjiejHero BpeMeHH OTCYTCTBOBajia BO3MOXKHOCTb PyTHHHOTO ONpe/ie/IeHUs JaHHBbIX (paKTopoB. B Ha-
cTosI1ee BpeMsl psifi JaGopaTOPUH IPeLOoCTaBJIAIOT NOAO0OHbIE BU/bI HCCIeJ0OBAaHUH.

JnddepeHnuanbHbIN AMArHO3.

HAO Heo6xoauMoO fuddepeHIpOBaTh C PSAJOM MOX0XKHUX M0 KJIMHUYEeCKOHW KapTHHE MaTOJIOTHH.

[Ipro6peTeHHBI aHTHOHEBPOTHYECKUH OTEK — HMeeT cxoxyto ¢ HAO KJIMHMYEeCKyI0 KapTHHY, HO HET OTATOL[eHHOTO CeMeHHOro aHaMHesa.

AHTHMOOTEKH, MeAaTOPOM KOTODPBIX ABJIAETCA FMCTAMUH — XapaKTepHUCTHKA OTEéKa: ropsAYHil, runepeMUpoBaHHbIN, pa3BUBaeTCs OGLICTPO,
COXpaHsIeTCs 10 72 4acoB, XOPOIUUI OTBET HAa BBeJIeHHE IJIIOKOKOPTUKOCTEPOUOB U TPUEM aHTUTMCTAMUHHBIX NIpeNapaToB.



AHTHOOTEKH, BbI3BaHHbIe HHrUOUTOpaMu All® - HopmasbHble ypoBHU C1-INH, C4,C1q, 0TEéKH MOABJSAIOTCS MOC/IEe MpHeMa HHTHOUTOPOB
AII® u 6,10KaTOPOB pPeLleNTOPOB aHIMOTEH3HHA.

AHTMOOTEKM BCJIeAICTBHE NHUIIEBON a/lylepruu — UMeeTcs Y€TKasl CBSI3b C IPUEMOM ONpe/ie/IEHHOr0 NPOAYKTa MUTAHHUS, TOBbIIIEHHBIN ypo-
BeHb o6uero IgE, cnenuduueckux IgE k onpesesié HHBIM POAYKTAM.

OcHoBHbIe npuHIUNLI TedyeHuss HAO.

e KynupoBaHMe CHMITOMOB;

e KpaTkocpouyHas nmpodHIaKTHKa- IpernapaTsl HA3HAYAIOTCA B TedyeHHe 1-3 AHeH [0 onepanMOHHBIX WM CTOMATOJOIMYECKUX BMella-
TeJbCTB;

e [lpodunaxkTrka penuanBoB (L0rocpodyHas NpodUIaKTHKA).

Kynuposanue octporo npucryna HAO

1. TlojkoXXHOe BBeJleHUE aHTArOHUCTA pelienTopoB 6paaukuHuHA (Icatibant). @upasup30 mr. B ciyyae HejocTaTOuHOH 3GPEKTUBHOCTH
ninu penuausa HAO ukatu6aHT BBOAAT NOBTOPHO (30Mr) yepes 6 yacos.

2. BHyTpuBeHHOe BBejileHUEe KOHIeHTpaTa C1-uHru6uTopa (JOHOPCKUHM UK PEKOMOHUHAHTHBIN).

3. Cexas WJIM CBeXXe3aMOPOXKeHHAsl HATUBHas 1s1a3Ma B o6beMe 250-500 Mt

4. AHTHOUOPUHOIMTHYECKHE PenapaThl (TpaHeKcaMoBas KMCJIOTA, E-aMUHOKANPOHOBasA KUCI0Ta B Jo3e 5-10 r (o4 KoHTpoJsIeM Koary-
JIOTPaMMBI).

5. Ilpu OTCyTCTBUH JOCTOBEPHBIX JaHHBIX 0 Haanunu HAO Bo3MoxxHO nokasaHo BBegeHue 'KC [11].

KpaTkocpouyHas npodutaktrka HAO

Beeznenuve /lanasosa 3a 7 gHeH Ao mpoueAypsl v 3-5 AHeH mocje npoueayphbl.

B\B KamnesibHOe BBeJleHMEe HATUBHOM MJa3Mbl, B 06beMe 250-300MJ1, e-aMUHOKanpoHoBast kKucsioTa B fo3e 100-200 mu uau C1 uHru6uTOp
JIOHOPCKUH UJIM peKOMOUHAHTHBIH [11].

[IpodunakTuka penugusoB HAO (mosrocpoyHast npoduiakTHKA)

[ToxazaHusAMHU it Ha3HaueHUst npoduIaKTHYeCKOH Tepanuu SIBJISTIOTCS:
6oJiee opHOro Tsikesioro npucrtyna HAO B mecsin, 6oJsiee 0HOr0 a6A0MHUHAJBHOIO NPUCTYIA B TOJ,0TEKH B 06JIaCTH JIMLA U ILIEeH,YacThle
nepudepuryecKue OTEKH,0TEKU B 06J1aCTH FT€HUTAJHN.

[Ipu peleHuu Bolrpoca 0 AOJTOCPOYHON NPOPUIAKTUKY, HEO6X0JUMO IOMHUTE, UTO pejkue o6ocTpeHuss HAO He sBJIAIOTCS NTOKa3aTeseM
JIETKOTO Te4eHHs1 3a00/IeBaHuU.

B nepuos pemuccry Tepanuio NoAOGHpParT MHAUBUAYAIbHO AJIS KaXKAOTO0 NalMeHTa:

e 3aMecTUTesbHas Tepanus C1-UHrMOUTOPOMOHOPCKUM MJIM PEKOMOGHUHAHTHBIM [9)].

® £-aMHUHOKAIIPOHOBAas KUCJIOTA B Zjo3e 4-16 r'\B cyTKH.

e ATTeHyHpOBaHHbIe aH/poreHbl — /laHa3o.1: HayaabHas Ao3a 400-200 Mr\cyT; 3aTeM, B 3aBUCUMOCTH OT 3¢ deKTa Tepanuy, 103y CHIKAIOT
J10 200-100 Mr\cyT, Bo3MOxeH npyueM yepes fieHb (MUHUMaIbHOM f03bl) [11].

HemennkameHTO3HOE JledeHNe BK/IIOYaeT B ce6s1 HEO6XOAMMOCTb 3KCTPEHHOH MHTY6alM MJIM TPAXeOTOMUH MPU aHTMOOTeKe B 06/1aCTH
rOpPTaHHU.

BbIBOABI: yYNTBIBast pa3HOOOpa3ye KIMHUYECKUX NposiBaeHHH HAO, oTCyTCTBHE IMPOTOKOJIOB AUAarHOCTUKU U AU PepeHINalbHON Auar-
HOCTHKH B PK, oTCyTCTBHE HAaCTOPOXKEHHOCTH CpeAy Bpadel, OTCYTCTBUE NEPBUYHOM BBISAB/ISAEMOCTH, TPYAHOCTH IIPH JIaGOPAaTOPHOH JHU-
arHOCTHKe, KOTOpble yXyALIaloT BbIsIBJIeHHe U Ja/lbHelllee jedyeHue nanueHToB ¢ HAO, cTaHOBUTCA siCHA HeyTellUTe IbHas JeldCTBUTeb-
HOCTb — NMAaIJMeHTBI C HepPaclo3HaHHBIM HacJIe/ICTBEHHbIM aHTHOHEBPOTHYECKUM OTEKOM HaOGJII0/IAI0TCS AJNUTENbHO ¥ Bpadel pasMuHbIX
CrenyaJbHOCTeH ¢ 0TCyTcTBUEM 3¢ deKTa OT IPOBOAMMON Tepanuy, YTO B CBOIO 04Yepe/ib CBOAUT Ha HOJIb TAKTUKO-3KOHOMHUYECKYI0 060cC-
HOBAHHOCTD JIe4eHUs U MOBbIIIAET PUCK He6GIarONPUSTHBIX UCXO0B. B JaHHBIM MOMEHT HallMOHa/IbHBIM npoTokoJ o HAO HaxoguTcs B
ctaguu GOpMUPOBaHUS, BeJleTcs paboTa B OTHOLIEHHWH CO3/Jj@aHHUs MmanueHTcKoro coobiiectBa B PK. [Toka ke rpaxaaH PK - mauueHTOB ¢
HAO noazepxuBaloT ciefytoiiye opranusanuu[11, 12, 13]:

e MexxpernoHa/bHasi 061ecTBeHHas opraHu3anys «061uecTBo nanueHToB ¢ HacieacTBeHHBIM AHTMOHEBPOTHYECKMM OTEKOM» s
P®, r. MockBa;

o HereditaryAngioedema (HAE), Canada, Ottawa

¢ National Organization for Rare Disorders. The USA

Heob6xoauMo ckopeiliiee BBeJileHHe NMPOTOKOJIOB AUArHOCTUKU U JiedeHUus nauveHToB ¢ HAO B PK, BK/IOUeHHE JJaHHOTO 3a00JieBaHUs B
CNUCOK OpdaHHBIX, CKDUHHUHIOBble 06C/Ie/l0BaHUs NMALMEHTOB U3 IPYNINbl PUCKA, KOTOPbIE MO3BOJAT YJYYUIUTh MHNEePBUYHYIO BBISABJseE-
MOCTb, JUATHOCTHKY U Jla/ibHellllee BBeJileHUe NAllMeHTOB C HAc/Ie/JCTBEHHBIM aHIMOOTEKOM, peryJsipHble TOCTABKU NpenapaToB (BHe 3a-
BUCHMOCTH OT CTaTyca perucTpaliu) B KJIMHUKY [10 PerHOHA/JILHOMY IPUHIUITY.
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TYA BITKEH AHTUOHEBPOTHUKAJIBIK ICIHYAIH, IUATHOCTHUKACBI MEH EMIHIH, KA3IPI'I 3AMAHFbI TOCI/IJEPI

Ty#in: Cupek ke3jeceTiH, 6ipaK eTe KayilTi MaToOJIOTUSJIBIK KepiHiC - Tya GiTKeH aHrMoHeBpoTUKaJbIK iciHy(TAl)xaiibiHAa Herisri
MaJIEMETTED, 3€PTTey HOTHXKeJIepi, )KEeTICTIKTep MeH XasIbIKapasblK TaXipHbe *KMHAKTaJbIN capanTtajfaH. KasakcraH pecny6/MKacbiHAA
aTajgfaH aypy oKakplHFa JeHiH JKOK Jen caHaidfaH. DByn »kaFjaill, KenTeH Kell, 3epPTXaHAJbIK MeKeMeJepJiH >KYMBICBIHBIH
YHBIMAACTBIPBUIYBIHBIH, aKayJapbIMeH, COHbIMEH KaTap, AMAarHOCTHKAchl MeH eMiHiH XaTTaMacblHbIH G6GoJIMaybIMeH O0aiJaHBICTBI.
Kemnreren mMacesiesiep 6yrinri Tagaa memiMin Tabyza. bipak ocel kyHre geitin TAI anzbiH any MeH eMJiey npenapaTTapbIHbIH 6acbIM 6eJiri
TipkenMereH xoHe TAI KP opbaHpIK aypasap TisiMiHe eHridisMereH.

Tyiinai ce3aep: Tya 6iTKeH aHTHOHEBPOTHKAJIBIK iciHy, KBUHKe iciHy, KpanmMBHHIIA, KOMIIJIEMEHT.

T.T. Nurpeissov, A.Y. Yakupova, V.V. Khan
Republican Allergy Center of RCI, Almaty, RK

MODERN PATTERNS TO DIAGNOSTICS AND TREATMENT OF HEREDITARY ANGIOAEDEMA

Resume: Basic information, research results, achievements and international experience regarding a rare but extremely dangerous patholog-
ical phenomenon - hereditary angioedema (NAO) are summarized in this article. Until only recently, this disease was considered completely
absent in the Republic of Kazakhstan, which was associated with the gaps in the organization of laboratory services, the lack of a diagnostic
and treatment protocol. Many issues are currently being successfully resolved, but so far most of the drugs for the prevention and treatment
of HAE arenot registered. Also, HAE is not included in the list of orphan diseases in the Republic of Kazakhstan.

Keywords: hereditary angioedema, Quincke edema, urticaria, complement



