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CTaTbsl NOCBSIlIEeHA HACJEICTBEHHOMY AHTHMOHEBPOTHYecKOMY oTeKy. IlpeacTaBiieHbl KIMHMYeCKHe CJIYy4Yan
NAIUEHTOB ¢ HACJIEJCTBEHHBIM AHTMOHEBPOTHYECKMM OTEKOM, BBISIBJeHHBIX B Pecnydiuke BamkoprocraH.
OuneHeHbl JaHHBbIC AHAMHE3a, KIUMHMYECKUX H JIA00PaTOPHO-MHCTPYMEHTAJIBHBIX MOKa3aTeeldl y MAHEeHTOB ¢
HACJICACTBEHHBIM AHTHOHEBPOTHYECKHM OTEKOM; IOJYEPKHYT MNOJUMOP(PU3IM KIHHHKO-AHAMHECTHYECKUX
JAHHBIX, He MO3BOJISIIIMII CBOCBPEMEHHO YCTAHOBUTH cHenuduyYecKHe CHHAPOMBbI H ONpeNeIUuTbhCd €
KJIMHAYECKHM [HMATHO30M, 4YTO OOYCJIOBJIHMBAaeT B CBSI3M C 3al03JAJI0M JAMArHOCTHKON IO37Hee Ha3HAYeHHE
cnenuduyeckoro 0a3MCHOro Je4yeHHsl, NpoOBeleHUe NPOPUIAKTHYECKUX MEPONPUATHH W NPeBeHTHBHOIO
BMeIIATEIbCTBA B CBSI3M C TPABMHPYIOIUMMHM >KM3HEHHBIMM M MEIUIMUHCKHMHM CHTYallMsIMH, NPHBOASA K
JKU3HEYTPOKAIOLIUM COCTOSIHUSIM. IIpeacrasien AJITOPUTM JIeYeHust npu HacJIeICTBEHHOM
AHTHOHEBPOTHYECKOM OTeKe B PAa3JUYHBIX 10 YPreHTHOCTH COCTOSSHUAX. OCHOBHBIMHM KJIHWHMYECKHMH
NPOSIBJICHUAIMH HACJIEACTBEHHOI0 AHTMOHEBPOTHYECKOr0 OTeKa SIBJSIOTCS OTEKH, COXpaHsommecs 2—5 gHeid.
HaunGosee BoBJeKaeMbIMH OPraHAMH 4eJOBEKa SIBJISIOTCA KOKa, BEPXHHUe AbIXaTeJbHble MYTH U KeJIYA0YHO-
KHIIeYHbIid TpakT. KiuHMYeckne mNposiBleHUsl Pe3KO BapbHUPYIOT MeXK1y HNAlUEHTAMM: OT OTCYTCTBHS
KJIMHUYECKHX TMPOSBJICHUH [0 KU3HEYIPOKAKIIUX OTeKOB, 4YTO TMNPOSBJIsSETCA 4YeJ0BEYeCKHUMH M
IKOHOMHYECKUMH MOTEPSAMH. YYeHble 0TMEYal0T, YTO0 a0A0MHHAJIbHBIC 001U XapaKTEePHbI VISl BCeX NallieHTOB
U BbI3BAHBI BPEMEHHOH KHINEYHOW HENMPOXOAMMOCTBIO H3-32 BBIPA’KEHHOI0 CJIM3HCTOIO0 0TEKAa, B CBSA3H C YeM
MHOTHE NANMEHTBI C HACICJACTBEHHBIM AHTHOHEBPOTHYECKHM OTEKOM IOABEPralTcsi ONepaTHBHLIM
BMeLIAaTeIbCTBaM.

KitrogeBrle coBa: cucteMa KOMIUIEMEHTa, aHTHOHEBPOTHYECKHH 0TeK, C1-HHrnOnTOp, UMMYHOIHArHOCTHKA

CLINICAL CASE OF HEREDITARY ANGIONEUROTIC DOMESTIC, CAUSED BY
DEFICIENCY IN THE C1 COMPLEMENT SYSTEM
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The article is devoted to hereditary angioedema. Clinical cases of patients with hereditary angioedema identified
in the Republic of Bashkortostan are presented. The data of anamnesis, clinical and laboratory - instrumental
parameters in patients with hereditary angioedema were evaluated; polymorphism of clinical and anamnestic
data is emphasized, which does not allow to establish specific syndromes in time and decide on a clinical
diagnosis, which, due to late diagnosis and late appointment of specific basic treatment, preventive measures and
preventive intervention in connection with traumatic life and medical situations, leading to life-threatening
conditions. The treatment algorithm for hereditary angioedema in various, in terms of urgency, conditions is
presented. The main clinical manifestations of hereditary angioedema are: swelling lasts 2 to 5 days. The human
organs most involved are the skin, the upper respiratory tract, and the gastrointestinal tract. Clinical
manifestations vary dramatically between patients: from a lack of clinical manifestations to life-threatening
edema, which is manifested by human and economic losses. Scientists note that abdominal pains are
characteristic of all patients and are caused by temporary intestinal obstruction due to pronounced mucous
edema, in connection with which many patients with hereditary angioedema edema undergo surgical
interventions.
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Hacnencreennsiii anruoneBporudeckuii otek (HAQO) — mo MexayHapogHOW CTaTHCTUKE

OTEeK, BO3HHUKAIOMUN B pe3yibrare aepunura B cucteme C-1 xoMIieMeHTa, saBisieTcs op(anHbIM



3aboneBanueM. Yacrora BcTpeuaemoctd 1:100000 wHacemenus [1, 2]. XapakTepHbIMH
KIIMHUYECKUMH TPOSIBJICHUSAMH SIBISIOTCS IJIOTHBIE OTE€KM B 00JacTH JIMIA, TOJIOBBI, BEPXHHUX
JBIXaTeNbHBIX IyTeH, KEeMyI0YHO-KUIIEYHOTO TpPaKTa, COXpaHAIIIHWEcs OT 2 10 5 CYTOK, He
KYNUPYIOLIUECS TIIIOKOKOPTUKOCTEPOUIAMHU, aAPEHATTMHOM, AHTUTUCTAMUHHBIMU cpeAcTBamMu [3] .
06 ypomue pacnpoctpaneHHocth HAO B peruonax Poccun, B ToM umcie B PecmyOmuke
bamkoprocTtan, rae mMpokUBalOT 4 MITH YEJIOBEK, HEW3BECTHO. llepBbie KIMHUKO-1a00paTOpPHO
BEpU(PUIIMPOBAHHBIC MAIMEHTHl 3apPETUCTPUPOBAHBI B PETUCTPE TMAIMEHTOB C OpQaHHBIMU
3a00sieBaHUsAMHU 711 00ecrieueHns Cenu(pruIecKoro JeUeHUss B COOTBETCTBUU C MTOCTAHOBJICHHEM
[TpaBurensctBa Poccuiickoit deneparuu B 2015 roxy.

[lenp wWCCIEMOBAaHUS: OIEHUTh aHAMHECTHYCCKHE JaHHbIe, OCOOCHHOCTH TEUCHUS,
KIIMHUYECKUE MPOSABICHUS, TUAarHOCTUKY, neduuut B cucteme C-1 KOMIUIeMeHTa U JI€UEHUE
HAO Ha npumepe Tpex BIEpBBIC BBHISBICHHBIX KIMHUYECKHX Ciy4daeB B PecmyOmuke
bamkoprocras.

Martepnan u Metoabl HccjegoBaHus. Jlig OLEHKM OCOOEHHOCTEW  CllydaeB
AQHTMOHEBPOTUYECKOTO0 OTeKa MPEJCTaBICHbl TpPU KIMHUYECKHX ciydas mnauueHtoB ¢ HAO,
BbIsIBIICHHBIX B PecnyOmnmke bamkoproctan. Becem mamueHTam mpoBefeHbl OIEHKAa 00BEKTHBHOTO
WCCIIeIOBaHMUs, J1abopaTopHOEe OOCIenOBaHWE, TJE OICHHUBAICA KOMIUIEMEHTICTEPA3HBIMA
unarubutop Cl. IlpoBeaeno wuccnemoBanune Ha Hanumuue mytanuid B reHe SERPINGI(CINH),
OTBETCTBEHHOM 3a HAacJIeJICTBEHHbIM aHruoHeBporuyeckuit orexk tuma | u II. OcymectBien
OOLIEKITMHUYECKUN aHAJIU3 KPOBHU.

Anrnootrek (AO) — cobupaTenbHOE TMOHATHE, BKJIIOYArOIIee B ceOs TPYIIy IOBOJIBHO
pacnpocTpaHEeHHbIX  3a00JeBaHUN, TMEPHUOJMYECKH MaHU(ECTHPYIOIUX MNepudepruuecKuMH
orekamu. Cunraetcs, uto 10—12% Hacenenus nepeGojeBacT aHTHOOTEKOM XOTs ObI 1 pa3 B KU3HU
[3, 4]. B rpyniy aHTHOOTEKOB BXOIHUT Takke 3a00j1€BaHNE, OTHOCSIIEECS K KaTErOPUU PEIKUX — C
yacToToii BcTpeyaemoctu MeHee 1:100000 HaceneHus, CBs3aHHOE C JACPUIMTOM B CHCTEME
KOMILUIEMEHTA, OTHOCSAIIEECS MPU 3TOM K >KHU3HEYTPOXKAIOUIUM COCTOSHUSAM, YEM U MPUBJICKAET K
cebe ocoboe BHUMaHHME BpaueOHOro coobmiectBa [4]. B uem ke pasnuuue Mexay 3TUMU
COCTOSTHUSIMHU, U KaKOBa PacCIpOCTPAHEHHOCTh aHTMOOTEKa, CBA3AHHOIO C Je(UIUTOM B CHCTEME
KOMIUIEMEHTa, B pa3InYHbIX perrnoHax Poccun?

[Io nmanHbiM @DenepanbHbIX KIMHUYECKUX PEKOMEHIALMN aHTMOOTEK HOCUT OCTpPO
BO3HUKAIOMIMK XapakTep, OH JIOKAIIM30BaH HAa KOXE WJIM CIIHM3HCTHIX 00OJIOYEK, TPAaH3UTOPHBIH,
CKJIOHEH K peluauBUpOBaHHI0. Baxknyto ponb B pa3Butuu AO urpaiorT OpaAuMKUHUH, THCTaMUH,
MPOCTarfaHAWH, OHM M TPHUBOAAT K OOpaTUMOMY YBEIUYEHUIO MPOHUIAEMOCTH JHIOTENHUs
cocynoB. OOBIYHO CHIJIBHBIE MTPOSIBIICHUSI COXPAHSIIOTCS OT HECKOJIBKUX YaCOB IO HECKOIBKHUX THEH

1 B OOJIBIIMHCTBE CIyYaeB MPOXOAAT OeccieqHo, 0e3 JOMOTHUTENBHOM TepanuH [5].



[Ipu HaciieZICTBEHHOM aHTHOHEBPOTHYECKOM OTEKE, CBSI3aHHOM C Je(UIIMTOM B CHCTEME
komruieMeHTa (HAQ), oTek cBsi3aH ¢ HapylIeHHEM B CHUCTEME KOMIUIEMEHTA, B PE3yJbTaTe Yero
CHIDKAETCS WM TOJHOCThIO HcYe3aeT (PyHKIMOHAIbHAasg aKTUBHOCTh KomriuieMeHta Cl wnm
OTMEYAETCs €r0 HeJOCTATOYHOCTb, YTO NPUBOJAUT K HakoIuieHHIo OpagukuauHa. Orexu npu HAO
yale JOKaJU3yIOTCS B 00JIaCTH TOJIOBBI, €W, XKMBOTA U IMPOMEXKHOCTH, a Takke B 00JacTu
BHYTPEHHUX  OpraHoB. Mcmomnp3oBaHMEe  CHCTeMHBIX  TitokokoptukoctepounoB  (c'KC)
Hea(h(HEeKTUBHO U HE MO3BOJISIET KYIIUPOBATh OTEK.

Cucrema KOMIUIEMEHTa — 3TO CHUCTEMa KacKaJHO JACHCTBYIOIMX IIpOTEa3, KOTOpBIE
MOCTIeIOBATEIHHO aKTHBUPYIOTCS 33 CUET OTIICTUICHUS M MPUCOSAMHEHUS TENTHIHBIX ()parMEeHTOB.
[Ipy akTuMBalUMK cHUCTEMBbl KOMIUIEMEHTa IPOTUB BUPYCHOW HH(EKIUU HAYMHAET Yy4acTBOBAThH
(arouuTo3, KOTOPBIA 00IaJaeT XEMOTAKCHYECKOW aKTUBHOCTHIO [6—9]. MHrHOUTOpPHI CUCTEMBI
KOMIUIEMEHTa COJepXKaTrcsi B KpPOBH B Oojiee HHM3KUX KOHIIGHTPALUSAX, HO TPH CHUKCHUU
koHueHtpanuu Cl-unruduropa 6omee yem Ha 30% 3armyckaercst KackagaHasi peakilys ¢ aKTUBalUEH
Cl-kommnoHeHTa, oBbiieHueM pacxona C4- u C2-KOMIIOHEHTOB KOMIUJIEMEHTa, CHHTE3UPOBAHUEM
KHHHMHA, C COKPATUTENbHBIM JIEHCTBUEM, 00pa3oBaHUEM OpaJuKUHHUHA. B pesynbrare Bo3aeicTBUS
OpaJlMKMHUHA PACCIA0NAIOTCS MBIIIIBI COCYJOB, YBEJIMYMBACTCS MX MPOHHUIIAEMOCTb, YTO U
npuBoauT Kk AO [7, 8, 9]

Onnum n3 MexaHu3MoB B natoreHe3e HAO siBisiercst aktuBanus puOpruHOIM3a, TOCKOIBKY
omHo w3 (Pyskmuit Cl-uaTHOUTOpa SBISIETCS TONABIICHHE OOpa3oBaHUS IUTA3MHUHA U3
MJ1a3MUHOTEHA.

CoBpemeHHass uMMyHoJloruueckas kinaccudukamus pasaenser Bce HAO na [, 11, 111 tumsr. [
tun (uctuaabii HAQO) coctaBnsier 80-85% Bcex KIIMHMYECKHX ClydaeB. B 3ToM ciyyae B KpOBH
cHIKaercs KoHueHTpauuss Cl-uHruéuTopa OT HeonpeneasieMbIX 3HAaUeHUH 0 COepKaHUs MEHee
30% ot Hopmbel HAO. Hacnenyercs no ayTocOMHO-IoMuUHaHTHOMY Tumy. II Tunm cocraBisier He
6omnee 15% Bcex kmmHMuyeckux ciydaeB HAO. B caywae II tuna aGcomtoTHbiii ypoBeHb Cl-
WHTUOWTOpA COXpaHsSETCs B Mpeaesiax HOPMBI, HO TMPH 3TOM CHW)KAETCS ero (yHKIMOHAIbHAs
aKTUBHOCTh. HacienoBaHnue npoucxoauT Takke 1Mo ayTOCOMHO-IOMHUHaHTHOMY myTH. III Tum HAO
W3Yy4eH IUI0XO, PacHpOCTPAaHEHHOCTh HEM3BECTHA, CUMTAETCS, YTO OH CBS3aH C T€HETHYECKUMU
HapymeHussMu kouTpousst XII gaxtopa cBepThiBaHus KpoBH [8]. B mocienHue ropl cCUUTaETCS, YTO
3TO HE €CTh CAMOCTOSITEIILHBIN THI 3a00JIEBaHUS, a CHHAPOM, OOJIBIIE OTHOCSIIUICS K IPYTUM
3a00JIeBaHUSAM.

OCHOBHBIMU KJIMHUYECKUMU TposiBieHussMU HAO sBIstOTCS OTEKH, COXpaHsmomuecs 2—5
nue. Hanbomnee BOBIeKaeMbIMU OpraHaMU YeJIOBEKa SBISIIOTCSA KOXKa, BEPXHHE JIbIXaTEIbHbIEC TyTH
U KENy/I0YHO-KUIIEUHBbIH TpakT. KinHH4Yeckne NposBICHHUS PE3KO BAapbUPYIOT: OT OTCYTCTBHUSA

KIIMHUYCCKUX HpOﬂBJ’ICHI/Iﬁ A0 KU3HCYTI'POXKAIMIUX OTCKOB, YTO IMPOABIACTCA YCITIOBCUYCCKUMHU U



HKOHOMHYECKUMHU TTOTEPSMHU. Y YSHBIE OTMEUAIOT, YTO a0IOMHHAIBHBIE OOJIM XapaKTEePHBI IS BCEX
MAIMEHTOB ¥ BbI3BaHBI BPEMEHHOMN KHUILEYHON HEMPOXOJUMOCTHIO M3-32 BHIPAXKEHHOTO CIIM3UCTOTO
OTeKa, B CBs3U ¢ yeM MHorue nanueHtsl ¢ HAO mnoaBepraroTcs onepaTUBHBIM BMEIIATENbCTBAM
[9].

[Ipu ycranoBnennn muarHo3a HAO mammeHT HyXZaeTcss B Ha3HAUYCHUH IPEBEHTHBHOTO
0a3uCHOrO JIeUYeHHUs, KOTOPOE OH JIOJKEH MPUHUMATh €KETHEBHO, IPEIyNpexk1as pa3BUTHE OTEKOB,
TaKk)Ke€ HEOOXOJWMBI CHUMIITOMATUYECKOE JI€UEHUE JUIsi KYHMUPOBAaHUS TMPHUCTYNOB OOOCTPEHHUS
3a0oneBaHui, obOecrieueHHe Je4yeOHOro W NPOPUIAKTHUECKOTo JIeYeHHs nepen  (U3UYECKU
TPaBMaTH3UPYIOMIMMHU ONIEPATUBHBIMHU, B TOM YHUCIIE CTOMATOJIOTMYECKIMH, THHEKOJIOTUIECKIMHU U
WHBIMH, MEIUIIMHCKUMH BMelIatenbcTBamMu. [Ipu BhigBIeHNN 3a00€BaHUS HA KaXI0TO MalleHTa
opopmisiercs «IlacmopT marueHTa», Tie OMHCHIBAETCS MOPSAIOK O0ECHEUeHUs CKOPOTIOMOIIHBIX
MEpOIPUIATHH.

OCHOBHBIMH ~ JIOCTYIIHBIMH ~ TIpemapataMd s JICYCHHS  IalMCHTOB  SIBIISIOTCS:
aTTEeHyUPOBaHHbIE aHAPOTEHBI, aHTU(PUOPUHOIUTHUECKHE CPE/ICTBA. B cTallmOHApHBIX YCIOBUAX —
CBEXKE3aMOpOKEHHasl Tuia3Ma. HOBBIMH JI€KapCTBEHHBIMH CpeAcTBaMu sBIsitoTcs MkatubaHT,
aHTaroHUCT B-2penentopoB OpaAMKHHHUHA, KOTOPBIA, N30MPATENFHO CBS3BIBASCH C PELENTOPAMH,
MPETSATCTBYET CHETUICHUIO HW3JIMIITHE BbIpaboTaBIIerocss OpagukuHuHAa ¢ B-2 penenTtopamu, u
bepunepr — C1 wuHruObutop (pekomOMHaHTHBIN). [IpemapaTel HMMEIOT TOCYIapCTBEHHYIO
perucTparmio.

Tabmuua 1

OcHoBHbl€ TpynIIbI penapatoB ais jeueHuss HAO

I'pynna Mexanusm aeicreug npu HAO
CI1-NHI" (mm mnu pexom6.) bepunapt 1 HemocTaTka aktuBHOcTH C1-NHIT
Wkarubant (Pupasup) brokana neiictBust OpaaAMKMHIHA

(anTaronuct B2 penentopos)

ATTEHYHpPOBAHHBIE aHIPOT€HbI 1 xoHueHtpauuu Cl u C4
AHTHPUOPUHOTUTHKH | oOpa3zoBanus nuazMuHa
HartuBHast nim cBexke3aMOpoKeHHas 1miiazMa 1 Henocratka aktuBHOCTH C1-NHI

Pe3yabTaThl HcciaenoBanus U ux odcy:xkaenue. [Ipeacrasisiem BalieMy BHUMAHUIO TpU
KIIMHUYEeCKUX cirydas narueHToB ¢ HAO, BeisiBieHHBIX B PecnyOmmke Bamkoprocran. [TanuenTtka
H., 1960 r.p., BiepBbIe 00paTUiach 3a MEAUITMHCKON TTOMOIIBIO K Bpauy aJuIeproJIory-uMMYyHOJIOTY
B 2008 r. [ToBomoM nansi oOpatieHust S6-IeTHEH >KEHIIMHBI CTall MPEANONIOKUTEIbHBIA AUATHO3:

HACJICZICTBEHHBI aHTMOOTEK y ee OepeMEeHHOH ouepy MpU HAJTUYUHU JKANo0 Ha MepHOAUYECKHe



oteku y Mambl. [Ipu cOope aHamHe3a BbIsBIEHO, uTo nanueHTka H. ormeuaetr npumepHo ¢ 1980 r.
(19 ner) mepuoauueckoe MOSBIEHHWE OTEKOB Ha JIMIE, PyKax, Telle, CTOINAaxX, MPOMEKHOCTH.
[IposiBneHus: TO yCHIMBAIUCH, TO YMEHBIIATUCH. 3a CTAIMOHAPHOW MOMOIIBI0 He oOparmianacs. B
1982 r. u B 1984 r. ponuia KIMHUYECKH 3/10pOBBIX JIeTel. B mociennue rojapl 6ecriokosT OTEKH,
MOSIBJISIIOIIMECST HA pa3HbIX YYyacTKax Tejla: 4YacTo Ha JIMLE, I10CJIE€ CTOMAaTOJOTHYECKUX
BMEIIATENIbCTB OTEKaNu TryObl U JecHbl. C MOMEHTa OOpalleHHs] U yCTaHOBJICHUS KIMHHYECKOIO
nuarno3a B 2008 r. mo 2015 r. ot mpuema tabn. [laHazon kak 0a3MCHOrO Je4eOHOTO CpencTBa
OTKa3bIBAJIACH.

Jdannble 00beKTUBHOro wucciaenoBanusi (15.04.2015): yMepeHHO THUIEPCTEHUYECKOTO
TenocnoxeHus. Ha nume — MIoTHBIM OTEeK B 00JACTH CKYJIOBOM JyTrd, KOXHOIO 3yJa HeT.
JIumpaTtuueckue y3iabsl He nanbnupyorcd. Temneparypa tena 36,4°C. J)KuBoT npu mnanbnanuu
yMEPEHHO 00JIE3HEHHBIH B AMTUTaCTPHUU.

Ilpu naGopaTopHOM 1000C/I€IOBAHUM: KOMIUIEMEHT J3cTepa3Hblii uHruoutop Cl
(xommyectBennbit) — 0,0285 r/n (Hopma 0,21-0,43 r/m); koMIIeMeHT 3cTepasHbiii uaruoutop Cl
(pynxnmonanpubiit) — 10% (Hopma 70-130%).

Jlyig mocTosiHHOTO MpHeMa Obljla peKOMEHJOBaHAa TPaHEKCAaMOBas KHUCJIOTa B TaOJETKaxX B
no3e ot 1 1o 4 v B cyTku. [Ipu npueme mpenapara B go3e 6ojee 1 T B CyTKH pa3BUBAIUCH O0IH B
SMUTACTPUH U B JIEBOM Mojapedepbe. B cBA3M ¢ 3TUM MPOJOIDKEH €KEAHEBHBIM mMpueM mo 1 r B
CYTKH, IPU HApaCTaHUH OTEKOB (BPEMEHHO) — /10 4 T B cyTKU. KimmHn4ecku mpenapar nposiBui1 ceOst
Kak OoTHOcHTeNbHO 3(¢dekrtuBHbi. Ha (oHe ero mpmema cHU3MIACH YACTOTa PEIMIUBOB, HO
MOJIHOCTHIO MCKJIIOUUTH PELUIUBBI OTeKa Ha (JOHE ITOro mpernapara Tak U He yJajiochk. B aBrycre
2015 r. ObUTa SKCTPEHHO TOCMUTAIU3UPOBAHA B XHPYPrUUE€CKOE OT/ICTICHHUE B CBSI3U C MOSIBICHUSIMHU
Ooneit B xuBote. B amanmzax: remorno6bun 130 r/m, spurpouutsl — 4,25x10'? 1, neifkormTer —
9,8x10° 1; muacTtaza mMouu 8 en, Genok 72 T/N, KpeaTMHMH 72 MKMOJB/I. Boiaum KynmupoBaHEI B
TeueHue CcyTok. CuMIToMaruyeckas Tepanus — BBEJCHHE aMUHOKAIpPOHOBON KHUCIOTHI WM
HATUBHOM TI1a3Mbl, HECMOTPS Ha MPEIBSABICHHBIA MaluMeHTKo# macmopt 6ombHOro HAO, rae
HE0OXOIMMOCTh KOMIUIEKCHOTO COIMPOBOXKACHUS HAOMIOACHHUS OBLJIO YKa3aHO — XHUPypramu
COIIPOBOJMTENbHAS Tepanus He Ha3Hauyanack. B ceHTsOpe 2015 r. mocne KOHCyIbTallMUd W
3aKJIIOYEHHUs] TJABHOIO CHEIUaJICTa IalMEeHTKAa BHECEHA B PEeCTp NaIlMeHTOB C Op(aHHBIMU
3a00JIeBaHUSAMH IS MTOJTyYEHHUs MIPEenapaToB KyMUPOBaHUs OCTphIX npuctynoB HAO.

B uucno mpemapaToB, 3aKymaeMmbIX [Isl MalMeHTOB, 3Hadatcs Dupasup u bepunapr,

aTTEHYHMPOBaHBIEC aHIPOT€HbI. AJITOPUTM JICYCHHUS TAIIMEHTOB NPEe/ICTaBJeH B Tabiuie 2.



Aaroput™m gevyenust HAO

=

Jleuenne HAO (D84.1)

Joarocpoynas npoQriakTHKa
(4acThie MPUCTYIIBI, TSHKEIBIE
KH3HEYTPOKAOIIHE TIPUCTYIIHI)

A

A 4

Kpatkocpounas
npoduakTHKa
(IpememuKaIs)

A

Tabmnura 2

\

Jleuenue npuctynos
(TSDKEIBIX JKU3HEYTPOKAIIINX )

1. ATTeHynpoBaHHBIE
AQHJPOTECHBI

2. Autududbpunonuruku Cl-
MHTHOUTOP (JOHOPCKUIT nin
PEKOMOMHAHTHBIN )

1. C1-uarHOUTOP TOHOPCKUH
WJIM PEKOMOMHAHTHBIH

2. HatuBHas nim
CBEKE3aMOPOKEHHAsI M1a3Ma

1. ®upazup

2. C1-uHrHOUTOp AOHOPCKHIA
WM PEKOMOMHAHTHBIN

3. HatuBHas nin

3. ATTeHyHpOBaHHbIE
AHJIPOTCHEI

CBCIKE3aMOPOIKCHHAA I1asmMa

4. AHTUOUOPUHOINTHKA

BeoisicHunocs, uro ee qoub A., 1982 r.p., umeet kuauky HAO ¢ getcTBa: oTeku Ha pa3HbIX
yudacTkax tena. O0cnenoBaHa y ajuieprosora, NpoBOAWIACH AUArHOCTHKA OBITOBBIMU ajlIepreHaMu
0 TUIaHY JUArHOCTHYECKUX MEpONpUsATHH 1o oTeKy KBuHKe. BBISBIEHBI MOJOXKHUTEIbHbBIE TPOOBI
Ha JoMalHio Uik, [IpoBonunacek anneprencnenuduueckas unmmynotepanus (ACUT). B 2001 r.
(9 neT) mo SKCTPEHHBIM MOKA3aHUAM C OTEKOM TOpTaHu rocnutanusupoBana B JIOP-ortnenenue. B
2007 r. (25 nmer) BOo BpeMs OEpEMEHHOCTH TOJydYaja SKCTPEHHYIO MEIUIIMHCKYIO IOMOIIb B
QJIJIEProJIOTHYECKOM OTJEJIEHUH 10 MOBOAY OTEKOB PA3JIMYHBIX YYaCTKOB Teja, IIe BIEPBbIE U
6bu10 3anogo3peHo 3aboneBanne HAO. Ilepuonudecku mpUHUMAET JIEKCaMETa30H B TablIeTKax U
uHbekiuax. OT npuema npenapara Jlana3on otkasbiBaeTcsi. OOBEKTUBHO: OECHOKOST IUIOTHBIE
OTEKH, B OCHOBHOM B 0OJIACTH JIUIIA, IPOXOJAIINE OCTENIEHHO, HE COMPOBOXKIAIOIIMECS KOKHBIM
3yaoMm. IIpoBeneno oGcrieoBaHue: KOMIUIEMEHT, 3cTepa3Hblii MHrHOuTOop Cl (KOMM4ecTBEeHHbI) —
0,0497 r/n (mopma 0,21-0,43 1/7); KOMIUIEMEHT, 3CTepa3Hbld MHTUOUTOP ((YHKIMOHAIBHBIN) —
18% (uopma 70—-130%). Beina pexomeHgoBaHa JiIsl MOCTOSIHHOTO MPUEMa TpaHEKCaMoBasi KUCIIOTa
oT 1 10 4 T B CYyTKM: €KEIHEBHBINA MIPUEM — | T B CyTKH, IPU HAPACTAHUU OTEKOB — 70 4 T B CyTKH.
[Ipenapar oTHOCHTENbHO 3 (eKTUBEH: Ha (POHE €ro MpUeMa CHHXKAETCS 4acTOTa PELUANBOB, HO
MOJTHOCTBIO UCKJIIOUUTH PELIUANBHI OTeKa He ynaercs. [lanmenTka BKIIOYeHa B PErucTp OppaHHbIX

3a00JeBaHMN ISl TIOJTYYEHUsS CTIeNU(PUIECKUX MPErapaToB i SKCTPEHHOM MOMOIIN TPU OTEeKax



KU3HEYTPOKAOIIEH JIOKATU3ALAH.

Tpernit cayuaii HAO, nuarnoctupoBanHblli B PecmyOnuke bamkoprocrtan: marmueHt E.,
1997 r.p. Bnepsblie nuaruos 0wt octasieH B uroHe 2014 r. mpu oOpallieHnu K Bpady ajeproory-
HMMYHOJIOTY, B Bo3pacte 15 ner, kak orek KBunke. OTexu BiiepBble nosiBUIKCH B anpene 2014 r. u
HaOmoamuch ¢ 4yacToTo 2-3 snm3ona B Mecdau. I[IpoBomupyronmmu ¢gakropaMu BbICTYIAIH:
¢dbuzmveckas Harpy3ka (Hadajql 3aHUMAThCS B TPEHAXKEPHOM 3ajie), BHPYCHbIE WHQEKIIUH.
BripaxkeHHBIH OTeK, NOTPeOOBABIINI CTALlMOHAPHOTO JeueHus, Habmonancs B ceHTsaope 2014 r. B
JICYCHUH TPUMEHSUTUCH BBICOKHE J103bl CUCTEMHBIX TIIIOKOKOPTUKOCTEPOUAOB, AaHTUTHCTAMHUHHBIC
Mpernaparel, HO TIOCTOBEpHOTO d(PQeKTa OT JIeYeHUsI He HaOIro1anock. B TeueHne roga moapocTok
HEOJHOKPAaTHO 00palasics K ajuieprojory-uMMyHOJIOTY IO MECTY >KUTesbeTBa. [Ipu ob6cnenoBanun
OOIIEKITMHUYECKUI aHau3 KPOBH — 0e€3 CYIECTBEHHBIX U3MEHEHUH, Y03MHO(QUINN HE BBISBIICHO,
obmmuit IgE — B npenenax nHopmbl. Cneruduueckue IgE Ha nmuieBbie ayuiepreHs: MOJIOKO 3+, sif1io
2+, cBuHMHa 2+, roBsiauHa 4+, OapanuHa 4+, cos 4+, apaxuc 3+, manmapun 3+, rpeua 3+.
CkapuduKaimoHHbIE TTPOOBI: TIOJBIHE 2+, OBITOBBIC U AMTUACPMAIbHBIC TTPOOBI OTPHUIIATEIHHBIC.

W3 anamHe3a ciefyer: poXkaeH OT MepBOi OepeMEHHOCTH, MpOTeKaBlIed Ha (OHE yTrpo3bl
IpepbiBaHus B iepBoM Tpumectpe. Ponuics B cpok 40—41 nenens ¢ Maccoit 3965 1, ¢ o1ieHKOM 110
mkane AIIIAP 7-8 6annos. B Bo3pacre 23 ngueit onepuposan B P/IKB ¢ nuarno3om: BpoxneHHbIi
rUNEPTpOhUIECKUi MHJIOPOCTEHO3. [IpoTokon WCCIIEIOBAHUS
(bubpoazodaroracTpoayo e HOCKONUH (TIOCTE OMEPATUBHOTO BMEIIATEIHCTBA): MHUIIIEBOI CBOOOTHO
MIPOXOAUM Ha BCEM MPOTSHKEHUH, CIM3HMCTasi 0ObIYHONM OKpacku. CKIIaJKM JIETKO pacHpaBislIOTCS
npu uHcysimuu. Kapaus u ora serrata copMupoBaHbl IpaBWIbHO. B skenyake cienbl MUIIH.
Cnuzucras o0bIyHON OKpacku. [IpUBpaTHUK OKPYIJION QOPMBI, JIETKO MPOXOAUM, CKIAJKH BOKPYT
HECKOJIbKO yToJeHbl. CIM3UCcTast ABEHAIIIATUTIEPCTHOM KUIIKK 0€3 0COOEHHOCTEH. 3aKIIIOueHHE:
CocrostHMe nocae MTUIOPOMHOTOMUH.

Ha wuckyccTBeHHOM BCKapMJIMBaHMU ¢ 3 MecsueB. B aHamHe3e ¢ 6 MecslleB 4acTble
npoctynHble 3a0oneBanus. [IposBaeHus aronmuueckoro aepmatura 1o 12 mecsueB. Y peOeHka
OTMEYAJIMCh BBICHIITAHMS HA TOPUUYHUKH, aHTHOMOTUKY TIEHUIMIUIMHOBOTO psna. B Bo3pacte 9-10
J€T HEOJHOKPaTHO TOCIHUTAIM3UPOBAJICS C KIMHUKOW OCTPOro JKMBOTa B XHUPYpPrHUECKOE
oTAeneHne. Yke B IIKOJIbHOM Bo3pacTe (10 5ieT) BHOBb OOpaTHIICS K Bpauy ajIeprojiory-
UMMYHoOJIOTY. Bbla BbIsIBIeHa OBITOBas W SMuAepMaibHas ceHcuOmnmm3anus. B Bospacre 11 mer
koHcybTUpOBaH B ['BY3 PecnyOnukanckas aeTckas KIMHUYECKas OonbHMIIA PecmyOmuku
BbankopTocTaH racTpo3HTEPOIIOrOM U UMMYHOJIOTOM, BBICTaBJIEH JMArHO3: XpOHUUYECKUI racTpur,
BHe oOoctpenus. JlamOmmo3. JIuckuHesuwst kemdeBbIBOIAMMX myTed. [lo pesynpratam
MMMYHOIPaMMbI BBICTABJIEHO 3aKJIIOUEHHUE: JIATEHTHO MPOTEKAIOIINI BOCTIAIUTENIbHBIN MpoLecc Ha

¢done runonmmyHorinoOymuaemMun A (J180.2), yMEpeHHO BBICOKHHI THUTP aHTHTEN K XJIAMHIIUSM,



MIOJIOKUTEIBHBINA TUTP K MUKOIUIa3M€, UTO XapaKTEPHU30BaJI0 HATMUYNE aKTUBHON MEPCUCTUPYIOILIEN
BHYTPHUKJIETOUHOW MUKCTHH(EKLINH.

HacneactBenHocTh: orer| pebeHka moru0, ecTb Miagmuil Opatr 5 JeT ¢ HacleACTBEHHOH
OTATOLIEHHOCTHIO N0 MAaTEPUHCKOM M MO OTLOBCKOM JMHMM: aTONWYECKUH NEPMATUT, XOJIOJ0Bas
ajneprus, MHCeKTHasl ajuieprus. Orer Miajmero peOeHKa B CEMbE HE JKUBET.

Ha ¢one nedenus ¢ HazHaueHUEM npenapaToB — cUHTYJsAp 10 mr, copOenTsI, py3am 0,2 m/k
[0 CXeMe — COCTOsiHHEe pebeHka craOunm3upoBasnock. [locne 3aBepieHHs KypCOBOIO JIEUEHHUs
BHOBb IOSIBUINCH NOBTOpHBIE 3nu3oAbl oreka KBuuke. C mpeanonaraemeiM nuarsozoM HAO B
nexkabpe 2014 r. (17 mer) Obpur HampaBiieH Ha oOcienoBanwe B PKB. Bpadom amnepromorom-
MMMYHOJIOTOM M TacTPO’HTEPOJIOTOM BBICTABICH [UArHo3: XpOHWUYECKas HIANONATHYECKAs
KpanMBHHULA Ha (OHE coMaTH4YecKoro Hebiaromnosyuus. SI3BeHHast 00Jie3Hb JBEHAIATUIIEPCTHON
KHIIKH, XpOHWYecKas ¢opMma ¢ JIOKamu3alrel Ha mepeaHel u 3aaHel creHke B (aze pyOua. U3
MPOTOKOJIA HccaenoBanus GpuodporactpomyoneHockonuu ot 17.12.2014 r.: [umeBox u kapaus 6e3
ocobeHHOCTeH. B ikemyake >KuUAKOCTb, ciu3b. CTEHKH JKENylKa 3JIAaCTHUYHBIC, MEPUCTAIBTHKA
akTuBHas. Chu3ucTas >KelyJka TUIEPEMHUpPOBaHA, TUNEPTPO(UpOBaHA IO TUIY «OYJIBDKHON
MocToBOi». [IpuBpaTHHK OKpyrinoil ¢opmbl, npoxoauM. CTEHKH JIyKOBHIBI PUTHIHBIE, TPyOO
nedopmupoBanbl. [lo mepemHeid W 3agHE CTEHKAM JBa SPKO-KPACHBIX 3BE3MYATHIX pyOIa ¢
KOHBEpPreHLUeH CKIaJoK K LEHTPY M OOpHIBOM INEpPUCTAIbTUKHA B yKazaHHOW 3o0He. Ciusucras
JIBEHAATUIIEPCTHON KUIIKM TMIIEpEeMHpPOBaHa, OTE€YHas ¢ OerecoBaThIMM 3po3usMu a0 0,5 MM B
auaMerpe. 3akioueHue: Jpo3uBHBIA OynapOuT. ['uneprpoduyeckuii ractput «3epHuctas Gopmay.
PyOuoBass nmedopmarusi  JTyKOBHIBI  JBEHAALUATHIIEPCTHOM  KHUIIKH.  AJUIEpProjioruueckas
nuarHoctuka y amiaeprosora B PKDB: ObiToBble mpoObl — OTpHIAaTENbHBIE, MBUIBLIEBBIE MPOOBI
OTpHIATEIbHEIC, IIEPCTh OBILI ++, IEPXOTH JOIIAaAN +, MOPCKasi CBUHKA ++.

[ToBTOpHO rocnuranuzupoBad B crauroHap 31.03 2015 r. B ¢BsI3u C NOSABIECHUEM IIOTHOTO
OoTeKa B 30HE MOJIOOpOAKa, I'yd, HOCa, IIEK, OTEK S3bIKa, 3aTPYIHSIOIIETO JbIXaHHE, OLIYIICHHUS
CIaBICHHUS B TPyad. YXYAIICHHE CBSI3BIBACT C BUPYCHOM WHpexmuend. B teuenme 10 mHe# mo
TOCHUTAIM3AlMA  OTE€KH pPELUAMBUPOBAIM TpexkpaTtHo. Ilpu 0O0BEKTMBHOM 00CiIEeI0BaHUU:
COCTOSIHUE MaLlMEHTa CPEHEN CTETIEHH TSXKECTH, B CO3HAHHUM, a/IEKBATHO pearupyer Ha 0OCTaHOBKY
oOcnenoBanus. HopmocreHmueckoro TtenocnoxkeHus. OTeK B HIKHEW YacTH JUIA, YETKO
OTpaHMYEHHBIH M0 IJIOLAAHM, OYEHb IUIOTHBIM, KOXKa HaJ HUM OienHas, NpU NaJblaluu
O0e30osie3HeHHass. 3ynma B oOmact oreka HeT. Chausucras pPOTOTJIOTKHM THIEPEMHUPOBaHA,
MUH/IQJIMHBI HE YBEJIWYEHBI, SA3bIK OTEUHBIH, YBEJIMUEHHBIH B pa3Mmepax, ¢ oTIedaTkaMmu 3y0oB. B
JETKUX JbIXaHHE JKECTKOE, CBUCTALIME Xpumbl. TOHBI cepala pUTMHUYHBIE, 3By4HbIE. JKHBOT
MSTKHHN, JTOCTYIICH NaJIbIIalui, 6€300JIe3HCHHBIH.

Pe3ynbrartel 1abopaTOpHBIX M HMHCTPYMEHTAJIBHBIX HccheqoBaHUN. OOMIEKIMHUYCCKUN



aHalU3 KpPOBM: reMornobun — 152 r/m, sputpormtsl 4,7x10x12/m, neitkomursr 10,6x10x°/m,
najoukosiiepubix 4%, cermeHtosiepHbix 82%, mumdonutoB 14%; 0OMEKIMHWMYECKUN aHAIu3
Mouu — 0e3 ocoOeHHOcTel; OuoxuMuyeckuii aHanus: obmui 6emok 70 r/m, caxap 6,1 MMomub/i,
MoueBuHa 3,7 mMMmonb/n, Oownupyoun 11,7 mxmons/n, AJIAT 14,0 en/n, ACAT 24,0 en/n. B
CTallMOHape ToJlydaJl JIeYeHWe: aJpeHaluH, JeKcaMmeTa3oH, (Qypocemua, JopaTaiuH B
COOTBETCTBYIOIIMX BO3PACTHBIX Jo03ax. llocnme ymyulieHus COCTOSIHUS, HCUYE3HOBEHHS OTeKa
MOJIPOCTOK BBIMKCAH U3 CTAI[MOHAPA.

C yueroM HE3HAYUTENBHOTO H3(PdeKTa OT NPEIIOKEHHOW CXEMbl JIEUCHHS, YaCThIX
peunauBoB oTekoB KBHMHKE B aHamMHe3e BO BpeMs KOHCHJIMYMa B OTICICHUH OBUIO TMPHUHSTO
peleHue TMPOBECTH O0OCIIeIOBAaHWE Ha HACJICACTBEHHBIM aHTHOHeBpoTudeckuid orek (HAO).
[IpoBeneHsl TabopaTOpHBIC TECTHI: KOMILIEMEHT, 3cTepasHblii HHruouTop Cl (KONMM4ecTBEeHHBIN) —
0,329 r/n (mopma 0,21-0,43 1/11); KOMILIEMEHT, 3cTepa3Hblii uHruouTOp Cl (PyHKIMOHATBHBIHN) —
59% (unopma 79-130).

[IpoBeneno wuccnenoBanne H©Ha Hamumume wmytanmmidi B reHe SERPINGI(CINH),
OTBETCTBEHHOM 32 HACJIEICTBEHHBI aHrHOoHeBpoTHueckuid oTexk Tuma | u II. 3axmodeHue
cnenanucTa: B pesynbraTe HcclieqoBaHHS BceX SK30HOB (1-8) M 00macTH 3K30H-MHTPOHHBIX
coenuHennii rema SERPINGI1 mnaronornueckux wyTanuu He oOHapyxeHo. Ha ocHoBanum
MOJIy4EHHOTO pe3ysibTaTa He ObLJIO BO3MOKHOCTH HU TMOATBEPIAUTb, HU ONPOBEPTHYTH TUATHO3
«HACTICJICTBEHHBI AHTMOHEBPOTUYECKUI OTEK», IMOCKOJIbKY OMHMCAHbl pPEIKHE MPOTSKEHHbIE
JIeNIelid U MyTaluu B peryisipHbix obnactsax reHa SERPINGI, kotopble HE aHANMM3UPOBAIHCH B
JaHHOM wWcclenoBaHnd. Kpome TOro, M3BECTHBI ApPyTrHe TeHBbI, OTBETCTBEHHBIC 3a pa3BHTHE
HACJIEICTBEHHOTO aHTMOHEBpPOTHYECKOro oreka tuma III. Bo3MoxkeH MOMCK KpyNHBIX AEJICHUi B
reie SERPING1 (CINH). Taxxke Owputn mpoBenennl ucciemoBanus JIHK marepm u Opata
nanueHTa. Pe3ynpTar aHanoruueH pesyabTaty namuenra E.

B cBsi3u ¢ HamU4KMeM XapaKTePHBIX KIMHUYECKUX MPOSIBICHUMN, MOJIOKUTEIHLHOTO aHAMHE3a,
CHIDKeHHEeM (yHKIHOHaIbHOUW akTuBHOCTH Cl-mHrmburopa BeicTaBieH auarHo3 HAO II Tuma.
[TanmeHT BHECEH B pETrMOHANBHBIA cerMeHT denepanbHOTO peructpa ophaHHBIX 3a00JIeBaHUIA.
PekoMeH10BaHO TpPOBEACHHUE TEpalMy AHTUKOATYISHTaAMHU (TpaHEKcamoBas KHCJIOTa), 3arloiHEH
MacMopT MAIMEHTA.

11.09.2015 r. mpoBeneHO TIAHOBOE ONEPATHBHOE BMEMIATENILCTBO IO JMATHO3Y: 3aJIHE-
HIDKHSIST HECTaOMJIBHOCTh MPABOIO IJICYEBOIO CycTaBa, MUCIUIa3us TiaeHouga. [locie Brixonma u3
HapKo3a y MalUeHTa MOSBUIUCh OTEKU f3bIKA, HUXKHEH TryObl, B 00JIACTH TPaBOrO JOKTEBOTO
CycTaBa M IPaBOi KUCTH (ONeprpoBaHHAsi KOHEYHOCTh). OTEKU CXOOWIN MEIJIEHHO B TeueHue 4—5
nHEeHW Ha (oHEe TOpMOHANBHON Teparmmu. B mocnemyromue 6 mecsner nepedosien OP3, oTekoB He

Ob10. 11 COOTBETCTBEHHO KIMHUYECKHM IMPOABJIICHUAM MMALUCHT HYXJIACTCA B IIPCBCHTUBHOM



MEIMKaMEHTO3HOM COMPOBOXKAeHUH (110 asiroputmy jedenust HAO).

BoiBoabl: Takum o6pazom, HAO — penkoe, Maio3HAKOMOE MEAUITTHCKOMY COOOIIECTBY, HO
yTpoKarolee KU3HU MalMeHToB 3a0oneBanue. Ecian B MexXayHapOIHON MPAaKTHKE CYUTACTCS, YTO
OTCPOUYEHHOCTh JTUATHOCTHKHU 3a00JIEBaHUs COCTABIIIET OKOJIO 13 7eT, To, K COXKaJeHHio, B
POCCHIICKOM 3]IpaBOOXPAHEHUH BBISBICHUE TIOJOOHBIX MAI[MCHTOB 3aTATUBACTCS Ha IecATuiIeTrs. B
COBPEMEHHBIX YCIIOBUSIX Y MEIMKOB MOSBUWINCH MHCTPYMEHTHI CHelu(uueckor 1abopaTopHOit
JTUATHOCTHKU W a0COJIOTHO HAaJIeKHBIC, BBICOKOTEXHOJOTHYHBIE, HO JOPOTOCTOSIIHE METOIbI
MEJIMKaMEHTO3HOTO JICUCHHUSI, KOTOPbIE PErJIAMEHTUPOBAHbI MOCTAHOBJIEHUEM MpaBUTeNbCcTBA PO
Ui OecIUIaTHOrO OOECIeYeHHsT JTOH KaTerOpUW TAIMEHTOB TMPU  YIPOXKAIOMIEM JKU3HH

3a00JI€BaHNH.
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