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OMUCAHWE HACNEOQCTBEHHOW ®OPMbI
AHITMOHEBPOTUYECKOI'O OTEKA Y PEBEHKA

Kmroueenie crioea: HacriedcmeeHHbIl aH2UOHe8POMUYECKUL OMeK, KOMIOHeHMbI cucme-
Mbl KOMrieMeHma, uHaubumop C1-acmepassi.

BpoxderHsiti degpuyum uHeubumopa C1-KoMMoHeHma cucmemMbl KoMrieMeHma, unu Hacrneo-
CMBEHHbILU aH2UOHE8POMUYECKUL OMeK, Ser1siemcsi peOKUM aymoCcOMHO-00MUHaHMHbIM 3a60-
nesaHueM, obycriosneHHbIM Mymauueli 8 2eHe uHaubumopa C1-acmepa3sbl. BbizgaHHoe degpu-
yumom C1 Hepeayrnupyemoe pacuierniieHue 8bICOKOMOSIEKYIPHO20 KUHUHO2EeHa riasmMbl rpu-
800um K u3bbimo4HoU ebipabomke meduamopa ¢ 8a3odunamupyroujuem delicmeuem — 6padu-
KUHUHa. HacrnedcmeeHHbIl aHauoHegpomuyeckuli omek 1-20 mura 803HUKaem & pe3yrnbmame
decbuyuma uHeubumopa C1, 8 mo epems Kak mur 2 8bl38aH CHUXEHUEeM aKmueHOCMU UHau-
6umopa C1. 3abonesaHue nposieristemcsi 8 0emcKoM Usu MoOpOCMKO8oM go3pacme 8 sude
peyudusupyrowux anu3o008 omeKa 8 Koxe, MOOKOXHOU Krnem4yamke U Cru3ucmbIx 060IoyKax.
Yeposy 0ns1 xusHU npedcmasrnsiem rioKanu3ayusi omeKog 8 roocu3UCmoM Crioe 20pmaHu,
Umo MOXem npusecmu K pa3sumuio CmeHo3a 2opmaHu U ocmpoli ObixamesbHol Hedocma-
moyHocmu. B cmambe npusedeHo onucaHue criy4yasi HacieoCcmeeHH020 aHaUOHE8POMUYECKO-
20 omeka y 0e804KU, KomopbIli Nposisusics 8 paHHeM demcKom gospacme. B duaeHocmuke 3a-
boriesaHusi He 803HUKITO BOMbWUX CrIOXHOCMEU, maK Kak 6orbHble ¢ 3mol namoroauell yxe
Obinu 8bisierieHbl paHee 8 cembe. Y nayueHmku 6bi1o 0BHaPYKEHO 3HaYUMEIbHOE CHUXEHUE
colepxaHusi C1-uHeubumopa, Ymo o360/IUI0 YMOYHUMbL MUr Hac/ie0CMeeHHO20 aHaUOHes-
pomu4ecKko2o omeka u omHecmu e2o K 1-My mury. B neyeHuu u npogbunakmuke rpucmynos
omekoe y 60sbHOU YCrewHO UCMOb308aI0Ck CUHMEMUYECKoe aHmughubpuHoOIUmMuYyeckoe
cpedcmeo, obnadarouwjee criocobHOCMbI0 BI0KUPOBamb KUHUHbI U aHeUOHe8pomu4ecKue ome-
Ku. AHarnua paccmampusaeMoz20 Criyyasl rokasbieaem, Ymo Hac/ie0CmeeHHbIU aHaUOHe8pomu-
yeckuli omek ocmaemcsi 00CmMamoyYHO CrIOXHOU 07151 Mpakmu4Yeckoeo epaya rpobriemod, mpe-
byrowjeli mwamernbHo2o cbopa aHaMHe3a, OUEHKU OUHaMUKU pa3sumusi 60r1e3HU U Ha3HavyeHuUst
nabopamopHo-eeHemuy4eckoao obcriedosaHus. B 6onbuiuHcmee criydaes morbKo npogedeHue
OughbchepeHyuanbHol OuasHOCMUKU MOXem 10380/1UMb C80EBPEMEHHO 3arodo3pums y nayu-
eHma oracHyto namorsioauto, mpebyrouwyro HemedneHHoU 2ocrnumarnu3ayuu U okasaHusi adek-
gamHoli 3abonesaHuro MoMoLu.

B nocnepgHee gecatunetne B CBA3M C YCMNELUHbIM pas3BUTUEM KIMHUYECKOWN
WMMYHOJTOTUM 3HAYUTENBHO YyylMacb OMarHOCTUKa NEPBUYHBLIX MMMYyHoAedu-
uutos (MNAO). B ctpyktype MU NpuHATO BblAENSTb NATONONMYECKOE COCTOSIHUE C
0edEeKTOM reHoB, OTBEYalLWMX 3a CUMHTE3 MHIMbuTopa C1-KOMMOHEHTa KommMne-
MEHTa, KOTOpOe MONyYWnno Ha3BaHME HacreaCTBEHHOrO aHIMOHEBPOTMYECKOrO
oteka (HAO) [1, 6]. 3Ta naTonornsa ABNsi€TCs PEAKMM, HO OMACHbLIM AJ1S XKU3HU Ye-
noseka 3abonesaHvem [9]. HAO oTHeceH k opdaHHbIM 3aboneBaHnaM C pacrnpo-
CcTpaHeHHocTbo B Mupe oT 1,1 go 1,6 cnyyasa Ha 100 Tbic. HaceneHus [4]. K coxa-
NEeHN0, OCTOBEPHbIX AaHHbIX MO €ro pacnpocTpaHéHHocTn B Poccun HeT no npu-
YMHE HU3KOW MHAPOPMUPOBaAHHOCTM Bpaden ob aTom 3abonesaHun [1, 2].

HAO - 3abonesaHue, otTnuyaroLeecs 6oMnbWUM pasHOObpasnem naToreHeTu-
Yeckmx opM, accoUUMPOBAHHBLIX C PasNMYHbBIMK NPOBOLMPYOLLUMU dhaKTopamu.
Bnepsble atnonorua HAO Obina onncaHa B 1963 r. yueHbimu B.I". [JoHanbacoHoM u
P.P. OBaHcom. Ctano m3BecTHo, 4to nNpu HAO npoucxoamT MecTHOe MOoBbILLEHME
NMPOHMLIAEMOCTUN KaNUIIAPOB BCNeACTBME YBENMYEHUS] BAa30aKTUBHbIX MEANATOPOB,
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npuBofsilee K BbICTPO pasBMBaIOLLEMYCS aHTMOHEBPOTUYECKOMY OTEKY C pasnud-
Hor nokanu3aumen [1,9]. MpuunHon 3aboneBaHVs ABASETCA CHUXEHUe yHKUMK
n/vnn konunyectea 6enka, nHmbupyrowero C1-actepasy, KOTOpbIA perynupyeTt ak-
TUBHOCTb CUCTEMbl KOMMNMEMEHTa, CBepPThIBatoLLEN, (PUOPUHOMUTUHECKOA U KUHUH-
reHepupytoLlen cuctem B nnasme Kposu. Heperynupyemoe pacluenneHme BbICOKO-
MOMEKYNAPHOro KUHUHOTeHa Nna3mbl NPMBOAUT K U3BLITOYHOM BbipaboTke Gpaauku-
HWHa, BbI3bIBAOLLErO pasBUTME MPUCTYNOB aHrMoHeBpoTudeckoro oTeka [10, 11].
HAO nepepaeTtcs Mo ayTOCOMHO-AOMMHAHTHOMY TuMy HacnegoBanus [5, 9]. Knunu-
yeckue nposiBneHnst 6onesHN MoryT HauMHaTbCA B JETCKOM Ui NOAPOCTKOBOM BO3-
pacte B B/AE PeunanBupYOLLMX 3MM30O0B OTeka B KOXe, CIM3NCTbIX 0D0NoyKax u
MOAKOXHOW KrneTyaTke nvua, BEPXHUX U HKHUX KOHEYHOCTEW, TYrnoBuLa, NpoOMeX-
HocTU. O4YeHb OnacHoOW AN XU3HN ABNSETCH Nokanv3aums OTeKOB B NMOACMM3NCTOM
crnoe ropTaHun, yporeHuTanbHoOM TpakTe u kuwedHuke. MNMpuctyn HAO Hepeako Haum-
HaeTcH ¢ ocTpor 60MKn B XKMBOTE U XKMOKOrO CTyna, NMPUYMHON KOTOPbLIX MOrYT CTaTb
nobble 3aboneBaHns Xenyao4HO-KULLEYHOro TpaKTa, MOYeBbIAENUTENBHOW CUCTe-
Mbl, WHMEKLUMOHHBbIE MPOLIECChl, a Y >XEHWMWH — TMHEeKonornyeckas naTonoruns
[16, 17]. ImeHHO noaTomy 3aboneBaHMe MOXET HaMOMUHATL Takyl OCTPYH XUpyp-
MMYECKYI0 NaTosiormio, Kak KulevyHas HemnpoxoAMMOCTb WM OCTPbIN anneHavuuT.
HAO He kynupyeTcs, B OTnu4Me OT annepruyeckoro oteka KBuHke, agpeHanuHom,
TMIOKOKOPTUKOMAAMMN NI aHTUIMCTaMUHHBIMU MpenapaTamu.

KnuHuueckoe HabnopeHue. [esouka M., 6 net 5 mec., NocTynuna B AETCKOe OTAe-
fIeHWe CTaumMoHapa NoBTOPHO C Kasobamu Ha cnabocTb, BANOCTb, MHOTOKPATHYIO PBOTY;
nossjeHMe oTeKa B 061acTi nua, 6onei B xusote. Havano 3abonesaHus — c 3 net, Koraa
6e3 Kaknx-1Mbo NPuUYMH BNepBble BO3SHUK OTEK KUCTU NeBOWN PyKW. MpuHMMAna aHTUrmc-
TaMMHHblE MpenapaTtbl B Te4eHWe Hegenn 6e3 NoNoKUTENbHON AUHAMUKKU. YnyyweHue
COCTOSIHUA pebeHKa HacTynuAo CNOHTAHHO Mocsie OTMeHbl Tepanuu. B 2017 r. 6bi10 He-
CKONbKO KPATKOBPEMEHHbIX 3MU3040B MOABMEHMA OTEKOB HAa KOHEYHOCTAX, NOBTOPSALO-
wmxca 6onei B *KMBOTE, PBOTLI, NPOXoAALWMX 6e3 neyeHns B TedeHue 1-2 aHen.

PebeHOK poXKAeH OT TpeTbell bepeMeHHOCTH, NpoTeKaBLleit Ha poHe aHeEMMUM, XPo-
Huyeckoro renatmta, TORCH-uHbeKkumn. Poabl cpoyHble, BTOpble, OnepaTUBHbIE, MAacca
naoga npuv poxaeHuu 2740 r npu anvHe tena 49 cm, no wkane Anrap 8-9 6annos. 3akpu-
Yana cpasy, K rpyan npunoxeHa B poauabHom 6noke, BakumHaums BUX nposepeHa B
pogfome Ha 3-i AeHb XU3HW. B neprose HOBOPOXKAEHHOCTM OTMEYanacb 3aLepiKKa
BHYTpUyTpobHOro passutna (3BYP). C Tpex mecAueB nepesBedeHa Ha WCKYCCTBEHHOE
BCKapmamBaHue. K 1-Mmy rogy *U3HU HepBHO-NcMxmyeckoe passutue (HIMP) cootseTcTBO-
Bafio Bo3pacTy. B Bo3pacte 1,5 roaa nepeHecna BETPAHYIO OCMy B sierkoi dopme, BaKum-
HauMA NpoBeAeHa NO KafeH4apto, OTpULATENbHbIX PeakUUii He OTMeYeHOo. INMAEeMUONO-
rTMYecKkuMin M ¢dapmaKosormyecknii aHamHesbl 6e3 ocobeHHocTell. AnneprosiorMyeckui
QHaMHEe3 He OTATOLLEH. YCI0BUA XXU3HU YA0BNETBOPUTENIbHBIE, KUBOTHbIX B KBapTUPE HET.
FemoTpaHcdysnit He Hbio.

HacnepncTBeHHOCTb OTAroWEeHa No OTLOBCKOW MHMK: 6abylwKa, npababylwKka u Teta
AeBo4km cTpagatot HAO.

B mapTte 2018 r. B cBA3M C NOA03PEHNEM Ha HacneacTBeHHOe 3aboneBaHne CUCTEMbI
KOMM/IEMEHTA AeBoYKa bblna obcnegosaHa B PIBY MU, « MHCTUTYT ummyHOoNorMn» @MBA
Poccun. PesynbTaTtbl 1abOpaToOPHOro UccnefoBaHMA KOMMOHEHTOB CUCTEMbI KOMMNIEMEHTA
ot 13.03.2018: C4-KOMMOHEHT cuctembl KomnaemeHta — 0,0551 mr/mn (Hopma — 0,200—
0,550); pyHKLMOHaNnbHan akTuBHOCTb C1-MHrMbutopa — 3,3% (Hopma — 70-130%); MHrMbM-
Top Cl-actepasbl 06wwmit — 4,4 mr/an (Hopma — 15-35). C yuetom npmseaeHHbIX nabopa-
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TOPHbIX MOKa3aTenen 1 KNMHUKO-aHaMHECTUYECKUX AaHHbIX Obla BbICTaBAEH KAMHUYECKUIA
[AMarHo3: Hac/neACTBEHHbIM aHTMOHEBPOTMYECKUIA oTeK 1-ro Tuna (wudp no MKB: D 84.1) n
HasHauyeHa TpaHeKcamoBas Kucnota B gose 20 mr/Kr/cyT M pekomeHA0BaHO mM3beratb me-
XaHWYecKunx Tpasm. MpeanucaHo BBOAUTb MPU OTEKax C NoKaausaumein B 061actn ronosbl
M wen KoHueHTpaT Cl-uHrnbumTopa (bepuHept) B o3e 20 ME/Kr BHYTPMBEHHO MEANEHHO,
npy HEOHBXOAMMOCTM NOBTOPAA UHBEKLMIO Yepe3 6 4. O603HAUYEHA BO3MOMXKHOCTb UCMO/b-
30BaHuA ®upasupa (1 wnpuu-pyyka) npu npucryne HAO. Mpwu oTcyTcTBuM BepuHepTa U
dupasnpa nokasaHo BBeAeHWe HaTUBHOM nNaasmbl 100 mA, nasukca 1 mr/kr, 5% pactsopa
€-aMMWHOKanpoHoBoM Kncnotbl 100 mn.

Mpu NocTynaeHuu B CTaLMOHap COCTOAHWE AEBOYKMU TAKenoe, obycnosneHHoe ab-
OOMMUHANbHBIM CUHAPOMOM M OTEKOM B 06nacT nAnua. PebeHOK BANbIA, NPU NOMbITKE
npuema }XuaKocTn otmedaetca psoTa. Co3HaHuMe AcHoe. [TaHMe noHuKeHHoe. Tenocno-
XeHue npasunbHoe. Koxa unctas, bnegHas. Jiumdatmyeckue ysnbl He yBennyeHbl. KocT-
HO-CcycTaBHaA cuctema 6e3 BuaMMbIX dedopmaumin. Hocosoe abixaHne cBoboaHoe, Bblae-
NIeHNI HeT. B 3eBe — YNCTO, MUHAAMHBI HE YBEeAWNYEHbI. A3bIK CYXOM, rycTo 0610KeH be-
NibIM HaneTom. IpyaHasa KNeTKa CUMMETPUYHA, MexXpebepHble MPOMEXYTKM He paclmpe-
Hbl. MpY CpaBHUTENbHOMN NEPKYCCUMU ACHBIM NEFrOYHbIN 3BYK. [lbIXaHNE BE3UKYAAPHOE, Npo-
BOAWUTCA MO BCEM JIEFOYHbIM MOMAM, XPUMbl HE BbICAYLWIMBAOTCA. YNCNO AbIXaTeNbHbIX
AuxkeHuit — 21 B mmuH. O6bnacTb cepala He M3meHeHa. ToHbI cepAua ACHble, PUTMUYHbIE,
YNCNO CepaeYHbIX COKpaLEeHUM — 92 B MUH, BepXYLUEYHbIN TONYOK onpeaensaeTcs B NATOM
Mexpebepbe cnesa, He ycuneH. MNyabc pUTMUYHLIN, XOpoLLero HanosHeHus. XXueoT aoc-
TyneH rnyboKoi nanbnaunn, 60i1e3HeHHbIM BO BCEX OTAENaX, CNErKa B34YT, MeYeHb U ce-
Nle3eHKa He yBennyeHbl. MoyeuncnyckaHune 6esbonesHeHHoe. CTyn 6bin yTpom, obopmaeH.

MpoBeAeHO NeveHne: peXUM CTaLMOHAPHLIM, NoaynocTenbHbIN, cton 15. U3-3a oTtcyTcT-
BUA KoHueHTpaTa Cl nHrmbutopa (bepuHepta), Pupasupa, 419 OKasaHWUA HEOTNOXKHOM NOMO-
WM M NPOAO/MKEHNA Tepanum bbina UCNOb30BaHA €-aMUHOKaNpPoHoBas Kucnota (JAKK) 5%-
100 mr BHYTPMBEHHO KanenbHO, eXXeAHEBHO. B CBA3M C COXpPaHAOLLMMUCA OTeKamm B obnactu
MUA B KOMNJIEKC /leyeHna Bbina gobasnieHa TpaHeKcamoBas Kucaota 250 mr/cyT.

B npouecce neyeHns Habnoganacb NofOKUTENbHAs MHAMMKA NOKasaTesnel obuero
aHanusa Kposu (OAK): ymeHblUueHMe WCXOLHO YBE/MYEHHOro 4ucia NeMKOUUTOB C
19,7x10°/n po 13,5x10°/n Ha 3-i1 aeHb 1 A0 6,5x10°/1 Ha MOMEHT BbINUCKY (Tabanua).

[vHamuKa nokasateneii obuero aHannsa Kposu y naumeHTKu M. B npouecce neueHus

Mokasarenu OAK o o . Hopma y peteit
1-u peHb 3-i1 aeHb 5-i1 peHb

B AMHaMUKe 6one3Hm ot 107 netr
NedikoumTsl (WBC) 19,7x10°/n | 13,510x9/n | 6,5x10°/n | (4,0-9,0)x10°/n
3putpoumTsl (RBC) 5,13x10"%/n | 4,42x10"%/n | 4,42x10"/n | (3,90-5,00)x10"%/n
Femorno6bumH 146 r/n 125r/n 129r/n 115-148r/n
CpeaHuii o6bem apuTpouutos (MCV) 84,8 dn 84,8 dn 82,6 dn 80,0-100 ¢n
CpepHee Konnyectso remornobumHa
B sapuTtpoumte (MCH) 28,5 nr 28,4 nr 29,2 nr 28,0-32,0 nr
emaTokput 43,6% 37,9% 36,5% 36,0-48,0
Tpom6ouuTbI 319x10°/n | 296x10°/n | 201x10°/n | (150-320)x10°/n
ManoykoagepHble HENTPODUIIbI 2% 1% 1,8% 1,1-7,0%
CermeHTOAAEPHbIE HENTPODUADI 89% 74% 40,3% (28,0-78,0)%
Numdoumntsl 7% 22% 44,4% (17,0-57,0)%
MoHouuTbI 2% 3% 7,4% (0,0-10,0)%
CcOo3 18 mm/y 8 Mm/u 8 m/u 2—-8 mm/uac
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B apyrux nabopaTopHbIX aHaAn3ax KPOBM M MOYM NATONOTMUYECKUX M3MEHEHUN He
0b6HapyKeHo. YNbTpasBykoBoe 0bcnes0BaHNE OPraHOB Masioro Tasa BbIIBU/IO XapaKTep-
Hble ana HAO 3xo-npu3HaKM Hannuma cBOBGOLHON XMAKOCTM B MOAOCTM Manoro Tasa B
He3HauYMTeNbHOM KoJsiMyecTse. Ha yeTBepTbiid AeHb nNpebblBaHUA B CTaLMOHaApe HaMeTu-
Nacb NONOXKMTENbHAA ANHAMMKA: 0bLLee cOCTOAHNE BONbHON CpeaHen TAXKeCTH, AeBOYKa
aKTMBHa, anneTUT COXPaHEH, Kanobbl Ha 60N B KMBOTE M PBOTY OTCYTCTBYIOT. KOXKHble
MOKPOBbLI YMCTble, OTMeYaeTcs Nerkas 61eaHoCTb. Ha ivue cnpaBa obHapy»KMBaeTca He-
60/1blIasA, X004HAA Ha OLLYMb, OTEYHOCTb LLEKM, NPU Nanbnauum 6onesHeHHas. Jiumoa-
TUYECKMeE y3/1bl He yBenYeHbl. HocoBoe AbixaHue ocTaeTcs cBO6OAHbIM, BblAENEHUIA HET.
Mpn ocMmoTpe 3eBa OTMEYAETCA 3ePHUCTOCTb 3a4HEN CTEHKM MNOTKU, MUHAA/MHbI PbIX/ble,
yBeAnYeHbl 40 2-11 cTeneHu. A3bIK YUCTbIN, BAAXKHbIN. MPK CpaBHUTENBHOW NEPKYCCUMM fAC-
HbI NIerOYHbIN 3BYK Hag BCEN NOBEPXHOCTLIO NIErKMX. [bixaHWe BE3UKYNAPHOE, XPUMbl He
BbicAywmBatoTca. 06aacTb cepaua He nsmeHeHa. ToHbI cepaua AcHble. Myabc PUTMUYHBIN,
Xopoluero HanoaHeHus, 90 yaapos B MWH. HKMBOT foCTyneH rnyboKoi nanbnauun, 6esbo-
JIe3HEHHbIA BO BCEX OTAEeNaX, HAKHUWA Kpal MevyeHu nanbhnmpyeTca no Kpako pebepHoi
Ayrv crpaBa, ceneseHKa He yBennyeHa. MoyencnyckaHme 6esbonesHeHHoe. Ctyn 1 pas B
AeHb, opopmneH. B OAK — Bo3pacTHble noKasatenu (cm. Tabauuy), nokasatenn obuiero
aHaNN3a MOYM He U3MEHEHDI.

BbinvcaHa Ha NATbIN AeHb 3aboneBaHnA 6e3 Kanob B y40BNETBOPUTENBHOM COCTORA-
HWUK C guarHosom: [ledpekT B cucTeme KomniemeHTa. HacneacTBeHHbIM aHIMOHeBpOTHUYE-
CKWiA oTeK 1-ro Tmna.

PekomeHZaLMK Npu BbINMCKe: 1) NPOAOMKUTL NPUEM TPAHEKCAMOBOW KUCIOTbI — Tab-
netkun (0,25 r) — no 1/4 yactn 4 pasa B AeHb BHYTPb A0 10 gHelt; 2) n3beratb MeXaHNMYECKoro
BO34eicTBUA (gaBneHune, ywnb) Ha MArkKMe TKaHM U camsucTble 060104KK; 3) Npu nossne-
HWMM OTeKOB B 06/1aCTV rO/I0BbI, WeKN U BbiPaXKeHHOro abA0MMHANbHOMO CUHAPOMA BBECTU
KoHuUeHTpaT C1- nHrubutopa (bepurept) 20 ME/Kr BHYTPUBEHHO MeANEHHO; 4) MO KU3HEH-
HbIM NOKa3aHWAM MCNonb3oBaTb Pupasup — 1 WNpUL-pyyKa; 5) NPOAOIKUTL NedeHne Nos
HabatofeHVem Bpaya aineprosiora-MMmyHosI0ra U neguaTtpa.

HecoMHeHHO, 0QHOW 13 CepbE3HbIX MEANLIMHCKNX Npobriem Bcex peaKkoBCTpe-
yawLmxca 3abonesaHui, K KOTOPbIM OTHOCUTCHA U yrpoxarollee XM3HM naTono-
rmsa — HAO, octaeTcsa Ux No3gHAs guarHoctuka [6]. Tak, Hanpumep, B nutepartype
onucaHbl cnyyawn, korga anarHo3 HAO yctaHaenuBancs Ha 5-8-m rogy 3abonesa-
HUS, a B OTAENbHbIX HabnoaeHnsix Obin Bnepsble BbiCTaBreH nvwb Yyepes 30 net
[3]. MpuymHbI, NO-BMAMMOMY, B TOM, YTO MOYTU KaXAbI NALUUEHT, UMEesi MHOTo4YmMC-
NeHHble U pa3Hoobpa3sHble Xanobbl, B aHaMHe3e cBoero 3abonesaHus yxe obpa-
Larncs K Bpayam pasHbiX cneumanbHocTen. A 3To, Kak npasuno, cnocobcreyeT
OpPMMPOBaHUIO Y camMOoro BONBHOrO onpedeneHHoro Barnsga Ha CBOK 6onesHsb.
Mpwn BCTpeye ¢ TaknMm nauneHToM Bpady cnegyeTt camomy, HE3aBUCUMO OT MHEHMS
BonNbHOrO M Opyrnx Bpaden, OObLEKTUBHO OLIEHUTb Xanobbl N TevyeHne BonesHwu,
BbISICHUTb, B KAKOM BO3pacTe M B CBSI3U C YEM BMepBble BO3HUKANM OTekn. A ecriu
3TO pebeHoK, HE06X0AMMO YTOYHUTL BCE 0OCTOATENLCTBA DONE3HW Yy poaMTENEN U
APYrMx Bnvkanwmx pogcTBEHHMKOB.

Mepeble nposiBrneHns HAO moryT 6biTb CBA3aHbl C NOCELLEHMEM CTOMATOMO-
ra, saKkcTpakumen 3yb6oB v gaxe nerkuMy ObITOBbIMM TpaBMaMu. Takue OOnbHble
Hepegko HabnwgalTcs No NOBOAY HEMNEPEeHOCMMOCTU aHECTETMKOB MU OpYrux
nekapcTBEHHbIX nNpenapaToB. PoauTtenen geten He Bcerga HacTopaXknBatoT OTEKU
B obnactu ywmboB, BO3HUKAKLINX BO BPEMS aKTUBHbIX Urp. Bpay nwobon cneum-
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anbHOCTM MpW OCMOTpe MNauueHTa OOMKeH 00paTuTb BHUMAHME Ha Hanuume Xo-
NOAHBbIX, YMEPEHHO GONEe3HEHHbIX U MEASIEHHO HapacTawwWmx B TeyeHne 12—-36 4
OTEKOB, MCYe3aloLWUNX NNLb K 3—5-My OHI0, B OTNMYMeE OT BbICTPO perpeccupyoLLmx
rMCTaMNHOBBIX OTEKOB.

BonbHble, 0COGEHHO C ANUTENBbHBIM aHaMHE30M 3aboneBaHud, MOryT Henpa-
BUMbHO OLIEHMBATb MOMOXWUTENbHbIV 3(PdEKT OT MPUMEHEHMUS TTHOKOKOPTUKOCTE-
POUOHBIX U @aHTUIMCTaMUHOBbLIX NpenapaToB. Heobxoanmo Takke NPUHSATbL BO BHU-
MaHVe TO, YTO YacTb NaumeHToB nepeq npuctynom HAO moryT oTmedaTb 06Lyto
cnabocTb, uHorga npeasectHnkoMm HAO BbICTynaeT konbLeBuaHasa aputema. Knu-
HMYecKas KapTuMHa Yalle BCEero xapakrepuadyeTtcs oTekamu fvua, KOHEYHOCTEWN,
npomexHocTn. ObblvHO HAO BCTpevaeTca B HECKOMbKMX MOKOMEHUAX CeMbW, HO
BCerga ecTb cryyaun nposiBreHus 3abonesaHus Bnepsble. K ToMy e KapTuHa Te-
YeHnsa camon 6onesHN y NauneHTa MOXET MEHATBLCA.

Mepudpepuyeckne otekn HabnogatroTcs npumepHo y 97%, OTeKkn roptaum,
npmeBosLLmne K acumkcnm, BCTpeYaroTCs pexe, HO MOryT 3akaH4uMBaTbcs 6e3 cBoe-
BpeMeHHou nomolm B 40 % cnyyaeB netanbHbIM McxogoM [9]. bonblune crnoxHo-
ctv ans anarHoctukn HAO Bcerga Bo3HUKaT nNpy abaoMuHanbHbIX atakax, Toraa
O4YeHb 3HaYVMMbIM WCCNEAOBAHMEM SBMNSETCA MPOBEAEHME KOMMbIOTEPHOW TOMO-
rpadun C BbIIBMEHMEM OTEKa CTEHKM KuwedHuKa. B cnydasx, korga naumeHT oT-
puuaeT HacneacTBeHHyo oTdroweHHocTe no HAO, Bpayy cnegyeTt yTOYHWUTL Ha-
nnyYne BO3MOXHbIX POACTBEHHUKOB, CTpagaloLlwmx B TOW UM UHOW CTEMEHN OT Mo-
BTOPAIOLWMXCA Gonen B XMBOTE, TOLLHOTbLI, PBOTbI, MHOFOKPATHOIO >XMAKOro CTyna.
Bonb B XMBOTE 4Yalwle HOCUT PacrnpOCTPAHEHHbIN XapakTep U MOXET COMpPOBOX-
AatbCca Taxukapauen. B Takmx cuTyauusx Bo3pacTaeT PUCK AMarHOCTUYECKMX
owmnbok, Tak kak TedeHne HAO HanomMmHaeT OCTPYI0 XUPYPruYecKyto NaTorormio ¢
XapakTepHbIMU U3MeHeHusiMM B OOLlleM aHanu3e KpoBWM B BuAe NenKouuTosa,
caBura nemkogopmyrbl BNeso 1 yckopeHus CO3.

Pewatowlee 3HayeHne B guarHoctike HAO mnmetoT pesynbTaThl MCCELOBaHNSA
CUCTEMbI KOMMMIEMEHTA, B YACTHOCTM OMpedeSieHne KOHLUEHTPaLuin KOMMOHEHTOB
komnnemeHTa — C1, C4, nHrmbutopa C1-acTepasbl, a TaKke onpegeneHne yHk-
unoHanbHon aktuBHoctn C1-mHrmbmtopa. B GonblumnHeTBe criydyaeB HAO siBnsaetcs
pesynbtatom myTaumi B reHe SERPING1, kotopbii kogmnpyeT C1-nHrmbutop. HAO 1
TUNa BO3HMKaET B pesynbTaTte geduumTa nirnbutopa C1-actepasbl, B TO BpeMS Kak
TUN 2 BbI3BaH CHKEHMEM aKTMBHOCTU UHrMbutopa C1-actepassl [14].

B paccmaTpvBaemMOM KIMHUYECKOM criydae Yy nauueHTkn 6bino BbiSBAEHO
3HauMTENbHOE CHWXeHMe copgepxxaHunst C1-uHrmbutopa n 6onee Yyem B 20 pas Obl-
na CHwxeHa ero (pyHKUMOHarnbHas akTUBHOCTb, YTO U MO3BOMNUMO YTOYHUTL TUM
HAO u oTHecTu ero Kk 1-my Tuny.

B neyeHnn GonbHOWM yCneLwHO MCNonb30Barncs AOCTaToyHo 6e3onacHbin npe-
napat u3 rpynnbl aHTUPUOPUHONUTUYECKUX CPEeaCTB — TpPaHEeKcaMoBasd KMCMOTa,
obnagatowlas cnocobHOCTEI0 BNOKNMPOBATE KUHWMHBI M @aHTIMOHEBPOTUYECKNE OTekN. B
nccnenoBaHnsx AaHHbIM npenapaT nokasan apekTUBHOCTL B NPOdUIakTUKe anu-
30[0B Pa3BUTMSA aHIMOHEBPOTUYECKNX OTEKOB y AETEN, B TO BPEMS KaK y B3POCIbIX
NauMeHToB MOMOXUTENbHbIM pe3ynbTaT Yawe Habnogancsa npu UCnonb30BaHWM
ocnabneHHbix aHgporeHos [8, 14]. OgHako AN HEOTNOXHOW Tepanuu npucTyna
HAO, no mHeHuto GomnblUMHCTBA UccnedoBaTenen, HeobxoaMmMo UCMonb3oBaTh Ta-
Kne cneumduyeckne npenapatbl ¢ JOKa3aHHON 3(PEKTUBHOCTBLIO, Kak MkaTnbaHT u
KoHUeHTpaT C1-mHrmbuTopa. Ho, k coxaneHuio, aTM npenapatbl B CBSA3U C BbICOKOW
CTOMMOCTbIO, @ TaKkKe Manoun BOCTpeboBaHHOCTLIO B KITMHUYECKON MpaKTUKe, He Bee-
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raa MMEeKTCs B HanMyMm B MHOronpoMUnbHbIX MEAMLMHCKNX yupexaeHusx [12], kak
3TO MPOU3OLLIIO B HALLEM KITUHUYECKOM NpUMepe.

Kak nsBecTtHo, npuctynel HAO B GOMbLUMHCTBE Cry4vasix BO3HWKAKT HEOXMU-
AaHHO Ang 6onbHOro, Tak Kak NpoBouMpyloLimMe ero akTopbl 04eHb pa3Hoobpas-
Hbl. Ecnn B3pocnble naumeHTbl MOryT B OnpedeneHHon CTeneHn npeaynpexaatb
pa3uTne npmctynos HAO, To HAMHOro crnoxHee 60NbHBIM AETSM, Y KOTOPbIX eLle
He BblpaboTaHbl HaBbIKM MCKTOYeHUA nposoumpytowmx HAO cutyaumn. Cosep-
LUEHHO OYEBMAHO, YTO B TaKMx Cry4yasix okasaHWe aJjeKBaTHOW HEOTIIOXHOW MOMO-
LM MMeeT BaxHewee 3HavyeHune. [lecTBNs BCeEX MEOULMHCKMX PabOoTHMKOB, Kak
OMbITHBIX Bpayen, Tak U CpedHero MegMuUHCKOro MegnepcoHana LWKon unv get-
CKUX OOLUKONbHbIX YYPEXAEHUN, AOMKHbI OblTb CBEAEHbl K YETKOMY anropuTmy,
no3sonsLwemMy, npexae Bcero, 3anofgo3pute Havano npuctyna HAO u okasaTb
HeobxoauMyto crneumanuavpoBaHHylo nomowb 6onbHOMy. MoaTomy Bce npakTu-
KyloLime MeaumuuHckMe paboTHMKW, negmaTpbl AOMMKHbI BNageTb MHdopmaumen o
HanNM4YUM N HaxoXaeHun npenapaToB, ofobpeHHbIx ans Tepanun HAO [18]. Camu
nauueHTbl, poauTenn AeTen U gpyrme YneHbl ceMbi 06513aHbl BNageTb HaBblkamuy
OKa3aHus NOMOLLUM U BbITb FOTOBLIMU K 04epegHOMY NpucTyny 6onesHu.

Haunbonbliyto gokasaHHyto 3deKkTMBHOCTb Ans NneyeHus npuctynos HAO
NPOAEMOHCTPUPOBAN OYULLEHHbIN OT Nna3mbl MHrMbnTop C1-actepasnbl (pC1 INH)
ONs BHYTPMBEHHOrO BBeAeHus (bepunHepT), KOTOpbI BBOAMTCSA AETAM M3 pacyeTa
20 EfQ/kr [7, 15]. JaHHbIM npenapaT ogobpeH Anst npodunakTukM MpuUCTynoB Y
B3pOCIbIX U NOAPOCTKOB, a Y AeTen Mrajlwero Bo3pacra UCMnonb3yeTcs Takke Ans
neveHus octpbix NpuctynoB [13]. KoHueHTpaTt nHrnbmntopa C1-actepasbl 6Grokupy-
€T KIMacCU4eCKMIn NyTb CUCTEMbI KOMMSIEMEHTA, UHAKTUBUPYSA aKTMBHbBIE KOMMOHEH-
7ol C1s n C1r, nogaBnseT nnasMeHHbIN KannukpewH, ¢akTtop CBepTbiBaHUA ©
nnasmvH [8]. B oTaenbHbIX criydasx anbTepHaTUBOW AAHHOTO npenaparta MoXeT
ObITb NepenuBaHne CBEXe3aMOPOXXEHHOWN Nina3mbl KPOBU, HO MPU STOM CYLLECTBY-
€T PUCK MHPMUMPOBaHNS TPAHCMUCCUBHBIMU MHPEKLNAMM.

CenekTuBHbIA aHTaroHUcT B2-peuentopoB OpaankuHmHa — MkatnbaHT — Tak-
Xe npumeHeHsAeTca npu ocTpbix npuctynax HAO B BuAe MOAKOXHbLIX UHBEKUMIA C
OBYX IET XU3HW naumeHToB. Ero HegoctaTkoMm sABnsieTcss NO6oYHbIM adhdhekT B BU-
ae auckomdopTta B MecTe BBefeHus. LLnpoko ucnonb3yemble B KIIMHUYECKOMW
npakTuke aHTUNBpMHONNTMYECKME NpenapaThbl, Takne Kak TpaHeKCaMoBasi KMCIO-
Ta (4 r/cyT.) 1 ammnHokanpoHoBas kucnota (16 r/cyTku), obnagarT KpamHe HU3KOW
appekTnBHOCTLIO Npu nedeHnn HAO, No3ToOMy MX HEMNb3s MCMOMb30BaTb B MOHO-
Tepanuu [6].

Taknm obpasom, guarHoctuka HAO ocTaetca [OCTAaTOMHO CROXHOW Anis
npakTMn4eckoro Bpadva npobnemow, Tpebytowen TwartenbsHoro cbopa aHamHesa,
OLEHKN OUHaMUKN pa3BuTMS 6onesHn u HasHavyeHus nabopaTopHO-reHeTUYeCKoro
obcnepoBaHus. B GonblUMHCTBE CriydaeB TONbKO NpoBedeHue avddepeHumans-
HOW [MarHOCTUKM MOXET MO3BONUTb CBOEBPEMEHHO 3anofo3puTb Yy MauueHTa
OMnacHyt nartonorvio, TpelbyloLlylo HemMeasIeHHON rocnuTanu3aumm u oKasaHust
afeKkBaTHOM 3aboneBaHWIo MOMOLLIN.
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Congenital deficiency of the C1-component inhibitor of the complement cascade, or hereditary
angioneurotic edema, is a rare autosomal dominant disease due to a mutation in the human C1-
esterase inhibitor. Caused by C1 deficiency unregulated cleavage of high molecular weight plas-
ma kininogen results in excess production of a mediator with vasodilating action — bradykinin. He-
reditary type 1 angioedema develops as a result of C1 inhibitor deficiency, while type 2 is caused
by decreased C1 inhibitor activity. The disease manifests itself in childhood or adolescence as
recurrent episodes of edema in the skin, subcutaneous fiber and mucous membranes. Localiza-
tion of edemas in the submucous layer of the larynx represents a threat to life, which can lead to
the development of laryngostenosis and acute respiratory failure. The article describes a case of
hereditary angioneurotic edema in a girl, which manifested in early childhood. There were no
great difficulties in diagnosing the disease, as patients with this pathology were already identified
earlier in the family. A significant reduction in C1-inhibitor content was found in the patient, which
made it possible to clarify the type of hereditary angioneurotic edema and to categorize it to type
1. A synthetic antifibrinolytic agent with the ability to block kinins and angioneurotic edemas was
successfully used in the treatment and prevention of swelling attacks in the patient. The analysis
of the case shows that hereditary angioneurotic edema remains a problem difficult enough for a
practical doctor requiring careful history taking, assessment of disease development dynamics
and performing a laboratory — genetic examination. In most cases, only differential diagnostics
can give the opportunity to suspect the dangerous pathology in the patient in a timely manner
which requires immediate hospitalization and providing aid adequate to the disease.
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