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Pe3ome

Hacneacrpennnlii anruonesporudeckuii orex (HAO) otHocuTcest K rpynne nepBuYHbIX HMMYHOAE(GHIUTOB € ayTOCOM-
HO-IOMUHAHTHBIM HACJIE0BAHUEM, CBA3AH ¢ TEHETUYECKU JeTEPMHHUPOBAHHBIM Je¢()EeKTOM reHOB, KOAUPYIOUINX CHHTE3
JcTepa3bl MHrH0MTOpPa KOMIOHeHTa KoMILieMenTa C1. B crarbe npuBoauTCS KIAMHMYECKHIi cirydaii 3TOH peakoii naroJio-
U, AHAJIH3UPYIOTCH AaHAMHECTHYeCKHe, KIHHUYeCKUEe JaHHbIe, I0KA3aTe/ Il HMMYHOJI0TH4ecKOro odcaie10Banusd, B TOM
4Hcie HU3KHI ypOBeHb KOMIIOHEHTOB KomiuieMeHnTa C2, C4, C1-unruéuropa, no3po/iuBuue BepuGuuupoBaTh KJIHHHYe-
ckuii quarto3. O0cy:K1a10Tcsi NPUHIMIBI IPOBOJUMOI Tepallli U CyLIeCTBYIOIIME BO3MOKHOCTH NEPCIHEeKTHBHOIO Jieye-
HUSL.

Knrouesvie cnosa: Haca1e1CTBEHHbIH AHTHOHEBPOTHYECKHIl 0TeK, C1-uHrHONTOp, reHeTHYeCKHii Kol, HMMYHOAHATHO-
CTHKA, 1aHa30.1, pupasup.

L.K. Reshetnikova
HEREDITARY ANGIONEUROTIC EDEMA

Amur State Medical Academy, Blagoveschensk
Summary

Hereditary angioneurotic edema belongs to the group of primary immu-nodeficiency with autosomal dominant inheri-
tance, in addition, it is connected with genetically determined defect of genes coding synthesis of C1- inhibitor’s esterase.
This article presents clinical findings of this rare pathology, analyzes anamnestic and clinical data, immunological indexes,
including low level of complement component C2, C4, Cl-inhibitor, which allows verifying clinical diagnosis. It discusses
principles of conducted therapy and current approaches to prospective treatment.

Key words: hereditary angioneurotic edema, C1 inhibitor, genetic code, immunodiagnosis, danazol, firazir.

Hacnencreennsiit anrnoneBpornueckuii orexk (HAO),
onucanue kotoporo BrepBeie nan Y. Ocmep (W. Osler)
B 1888 ., BEI3BIBacTCA (YHKIMOHATBHOM HEIOCTATOU-
Hocthio Cl-marnburopa. HAO — xponmueckoe 3abomre-
BaHHE, OTHOCSIIEECA K TPyIIe MePBUYHBIX UMMYHOZE-

(UIUTOB ¢ ayTOCOMHO-IOMHHAHTHBIM HACJEIOBAaHHEM,
CBSI3aHHOE C KAYe€CTBEHHBLIM MIIM KOJIMYECTBEHHBIM T€-
HETUYECKHU JIETEPMUHUPOBAHHBIM Je(EKTOM TE€HOB, KO-
JUPYIOUINX CUHTE3 WHTHOUTOpa dCTepa3bl KOMIIOHEHTA
komiuiemenTa C1.
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C1-uHTHOUTOp — OTO TIUKOMPOTEHH, OTHOCSIIUK-
Csl K CEeMEHCTBY CEpPHHOBBIX TIPOTEa3, SBISACTCS allb(a-
2-rI00yTMHOM W BBIpa0aThIBaeTCs IMPEUMYIIECTBEHHO
B reraronuTax. Cl-mHrHONTOp MpeIOTBpAaIIaeT CIIOHTaH-
HYI0 aKTHBAIMI0 KJIACCHYECKOTO KacKaja KOMIUICMEHTA,
nHakTUBHpYyeT C1 KOMIOHEHT KOMITIEMEHTA, PEryIHpyeT
AKTHBHOCTh KaJUTMKPCHH-KHHUHOBOH CHCTEMBI (MHTHOM-
pOBaHHE aKTHBUPOBAHHOTO KAJTMKPEHHA), CHCTEMEI CBEP-
teiBanus (paktopsl XI u XII) u pubdpruHOIM3a (MHTHOUPO-
BaHHE IIPEBPAIICHNUS UIA3MHUHOTCHA B TUTA3MUH).

Takum 00pa3oM, CHIDKCHHE €T0 KOHIICHTPALUH HIIH
AKTHBHOCTH TIPUBOJHT K HAKOIICHUIO OOJBIIOTO KOJTHYC-
CTBa KHHUHOB, B YaCTHOCTH, OpaTuKHMHNHA. BpauKinHIH
SBJISICTCSI HAHOIICHTHAOM, TCHEPUPYEMBIM ITOCPEICTBOM
AKTHBAIMU KaCKaJHOW CHCTEMBI, KOTOpast MPUBOAUT K I10-
BBIIICHUIO BACKYJSIPHOH COCYIMCTOW IIPOHHIIAEMOCTH
U pazBUTHIO aHruooreka [5]. ['mcramuH He ydacTByer
B pazsutun HAO [6].

Crpyktypa Cl-unruburopa 3akoauponana B 11 xpo-
mocome, rene SERPING 1 (C1 NH), kotopslii cOCTOUT
n3 8 osk3oHOB. s manudecrammn HAO HeoOXoammo
TOMO3HTOTHOE COCTOSIHHE IT0 ayTOCOMHBIM ajutensim. Mc-
kimouenue — nenenus reHa Cl-uHrubutopa mpu THre 1,
toueunas mytarust mpu ture 2 (11p 11.2 — q13). boibHbIe
HAO sBnsitoTCst reTepo3urotTamM, T.€. UMEIOT OAMH HOp-
MaJTbHBIN M OJJMH N3MCHEHHBIN T€H, OTBEYAIONIHH 33 CHH-
Te3 u PpyHkiuonuposanne C1-unruduropa [4].

CymecTByeT TpH KIMHHYCCKH WICHTUYHBIX THIIA
HAO: HAO I tuna (mabmonaercst B 85% cimyvaes), HAO
II Tuna (BcTpeuaetcs ¢ yactoroit 15%) u acTporeH3aBucCH-
Mmbie otekd — HAO 11 Tuma. [TepBbie aBe GopMbI 00yCITOB-
JICHBI TEHETHYCCKH JIETCPMHUHHUPOBAHHBIM a0COIIOTHBIM
WM OTHOCHUTENBbHBIM nedurmroM Cl-nHrnburopa (WH-
ruoutopom Cl-3cTepassl), mpu TpeTherr popme HAO ero
KOHIIEHTpaIus u QyHKIHs He u3MeHeHbl [1]. Boiaensior
u npuobperennsie HAO.

Jnst HAO xapakTepHO MOSIBIIEHHE PElUAMBUPYIOIIIX
IUTOTHBIX, HE 3YSAIINX aCHMMETPUYHBIX OTEKOB JaXe I10-
clie HeOOJBIIION TPaBMBI MIIH CTpPecca, HO B OOJIBIIMHCTBE
CITly4aeB OHHM HE UMEIOT OYEBHUIHOTO TPUITEPHOTO (haKTo-
pa. [Ipu HAO xpanuBH#u1bl HET. BO3MOXHO BO3HMKHOBE-
HHUE KOJIBIICBUIHOW 3PUTEMBI 32 HECKOJIBKO YacoB JO IT0-
ABJIEeHUs oTeka. OTEK OYeHb TUTOTHBIH, P HaaBIHBAaHHN
He 00pasyeTcst IMKH, COIMPOBOXKIACTCS YyBCTBOM PACIIH-
paHus, sxokeHHs. OTek pa3BHBACTCS B TCUCHHE HECKOJb-
KHX 9aCOB, MOXKET OCTaBaThCs JI0 2 CYTOK. YUaCTKH OTeKa
YEeTKO OTTPaHWYEHBI OT 3I0POBOW KOXH, (PUKCHPOBAHHON
nokanuzauuu. [Ipu HAO gacto BOBIEKaIOTCS CIU3UCTBIE.
o 25% 6omeabIx HAO morubarot ot otexa ropranu. [Ipn
BOBJICYCHUH CJIM3UCTOW MHIIEBOIA OTMedYaeTcsi aucda-
THS; CITM3UCTOM XKETyIKa — TOITHOTA, PBOTA; BOBJICUCHHE
B oTek JKKT 00bIMHO MPOSIBIIAETCS KIIMHUKOW OCTPOTO JKH-
Bota. [IpH oTeKe CIM3NUCTON MOYEBOTO ITy3BIPsT BOSHUKAET
I3ypusi, aHypHs. TakKe BOZMOKHO BOBIICYCHHE B OTEK
MO3TOBBIX 000JIOYEK, CIM3HCTON BHYTPEHHETO yXa, YTO
MIPOSIBISIETCS TOITHOTOM, PBOTOM, TOIOBOKPYKCHUEM, IT0-
SIBIICHUEM MEHUHTHUAJILHBIX CUMIITOMOB [2].

Knunuueckuii cnyuaii. Ilayuenmka H., 20 nem, cmyodenm-
Ka, 06pamuﬂa6b ¢ Jrcanobamu Ha mo, 4mo 6 medeHue 6 1em no-
SGNAIOMCS IOKANIUZ08AHHbIE NAOMHbLE OMEKU 6 00Nacmu epy()u,
CNUHbL, 6EPXHUX KOHeuHocmell. Mec;zu nazao ovia 2ocnuma-
JUUPOBAHA 6 Xupypecuiueckoe omoenenue ¢ bosImiu 6 acueome,

CONPOBOINCOABUUMUCI MOUIHOMOLL, PEOMOU, CMYIL 0ObIUHBIIL.
Haxoounace noo nabniodenuem ¢ nooospeHuem Ha KUueuHyio
Henpoxooumocms 6 meuenue 3 cym. Obcnedosana, 6onu npow-
au, ouazno3 ne noomeepouncs, gvinucana. Cuumaem Hauaiom
3aboneeanus nossienue omeka na Kucmu pyk 6 14 nem nocie
HeDONbLUIOT MPAsMbl, OMeKU CIMAIU NEPUOOUUECKU NOSGIAMbC
HA 8EPXHUX KOHEYHOCMSAX, HA MYL08ULYe, ¢ 4ACMOMOll npumep-
HO 00uH paz ¢ 1-2 mec. A maxoice uspeoka (3a éce epems 4 paza)
ommeuanuchy pasnumole OOIU 8 JHCUBOME, CONPOBOICOABUIUECS
mowHomou, peomoil. Yemras ces136 ¢ NPOGOYUPYIOWUMU (PAK-
mopamu ommedaemcs He 6ce20d, yauje OMeKuU GOZHUKAIOM
cnonmanno. Jleyenue anHmMuSUCMAMUHHBIMU NPENAPAMAMU
u I'KC s¢pghexma ne daem. Omexu npoxoosim camocmosmens-
HO uepe3 3—4 Ousl.

U3 anammesa 6wlACHUIOCL, YMO AHATOSUYHAS  KIUHUKA
€ nosigleHueM omeko8 nPou3BoIbHOU JOKAIU3aAYUY (Ha 11060Mm
yuacmke mena) ¢ 66abuLell YACmMOmol ommeuaemcs y mame-
pu u dedyuiku no mamepunckou aunuu. Ipumeuamensno, 4umo
v 6pama mamepu makdice OMMeUanUcy NOOOOHble AGNIEHUS,
u on ymep 6 38-nemmem gozpacme om YOYuibs, CEA3AHHOO
€ nosigrenuemM omeka @ oonacmu 2opmau.

B demcmese nayuenmra pocia u pazeusandace HOPMAIbHO.
U3 nepenecennvix 3abonesanuii ommeyaem Oemckue UH@eEK-
yuu, OPBU (2-3 pasa 6 200), pedxo aneunvi. B pesyriomame
coopa annepeoanamuesa u npoeedeHus: ainepeonpod ¢ Gvimo-
BbILMU, NBLILYEBLIMU U OPYSUMU ANIEPSEHAMU ATIEP2UECKOll
cencebunU3ayUU He BbIAGIEHO.

Ilpu ocmompe 6 momenm obpawenust 6 oonacmu npeonie-
Ubsl NATLNUPYEMCsL NIOMHOe 00pazoeanue pasmepamu 5x7 cm,
be3 eunepemuu u KOJNCHO20 3Y0d, HECKONbKO NPUNOOHUMAIO-
wjeecst HA0 NOBEPXHOCMBIO KOdicU, 6e360nesnennoe, HO omMme-
uaem uyecmeo pacnupanus. Ciuzucmole U KOJCHbIE NOKPOBbL
yucmole, 00wbiunol okpacku. Ilepugepuyeckue numpoysnol He
yeenuuenvl. B neckux u 6 cepoye — be3 namonocuu. JKusom
msekuil, besbonesnennviil. Ilevenv ne ysenuuena, cene3enka He
nanonupyemesi. CuMnmMom ROKONAYUBAHUS OMPUYATNENbHBLL
¢ 0beux cmopoH.

Ilposeoeno obcnedosanue. Knunuueckui ananusz xposu: Hb
— 138 2/n, spumpoyumor — 4,0x10"/n, netikoyumor — 6,2x10°,
s03unopunvt — 3%, ceemenmosoepHvie Heumpoguivt — 65%,
aumpoyumor — 30%, monoyumer — 2%, COD — 8 mm/u. Um-
mynoepamma.  T-rumpoyumor (CH 37) — 52% (1,0x10°/n);
B-numpoyumot (CI] 197) — 9% (0,1x10°/n),; T-xeanepwr (CH 47)
— 35% (0,8x10°/n); T-yumomoxcuueckue (CI 87) — 17%
(0,6x10°/n); UPHU 2:1, NK-knemru (CH 16%) — 8%, ummyno-
enobynunvl: A — 1,22 2/n; M — 1,4 2/n; G — 12,8 2/n. Onpeoe-
nenvl Komnonenmul Komnaemenma: Cl-uneubumop (pynrkyuo-
HanvHas akmusHocmo — 44 mxe/mn (6 nopme 100—-200 mex/mn);
axmuernocmos — 68%, Cl-uneubumop (cooepoicanue) 68 mrxe/mn
(6 nopme 100-200 mxe/mn). C2 — 0,7 2/n (6 nopme 0,9-2,1 2/n);
C4-0,04 2/n (6 nopme 0,1-0,4 2/n). JgE (0bwuit) — 32 ME/n
(6 nopme 0—100 ME/n).

Yuumeisass mo, umo y nayuenmru H. ommeuaromcs an-
2UOHEBPOMUYECKUEe OMEKU, INU300bl ADOOMUHANSUL, OMA20-
WeHHbIT AHAMHE3 N0 MAMEPUHCKOU JTUHUU, CHUICEHUE YPOGHSL
Cl-uneubumopa, C2, C4 Kkomnonemmos KomMniemeHma npu
OMCYMCmMeuU CyWecmeeHHblX USMEHEHULl CO CIMOPOHbL OpYeUX
UMMYHONOSUYECKUX NOKA3amenell U 8 AHAIU3AX KPOBU, OUACHO-
cmuposana peokasi UMMYHONAMONOUSL: HACIEOCMEEHHbIl AH-
2uonegpomuyeckui omex I muna ¢ nokanuzayueti Ha 6epxHUX
KOHeuHoCmsX, Ha epyou, na cnute, JKKT, unenam cemvu 0110
npeonodiceno npotimu obcredosanue. Y mamepu makdice Oblio
sbIsIBIEHO cyuecmeennoe crudicenue yposus Cl-uneubumopa,
C2, C4 (I mun HAO).

Jleuenue HAO saxnouaemcs ¢ npoguraxmure 3abonesa-
HUsL (AH2UOOMEKO8), N00GOpe adeKsamHol OA3UCHOU mepanuu
u nevenuu peyuoueos HAO. Ilayuenmra O6vL1a NOTHOCMbIO UH-
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¢opmuposana o 3abonesanuu. Boinu danvt pexomenoayuu
obweco xapakmepa: uzbezams mpasm, MEXAHUYECKO2O BO3-
Oelicmausi Ha KOJHCY U CAUUCTbIE, X0T0008020 U MENI08020
akmopos u opyeux mpueeepos. B meduyunckoil u auuHoU
JoKymMenmayuy ykazano 3abonesanue, NOpsi0oK npoeeoeHusl
basucnoli mepanuu, o6vem npemeouxayuu nepeo UHEA3UG-
HbIMU MemoOoamu 06Cied08aHUs U JIeUeHUs, PEeKOMEeHOAyul,
HanpaeieHuvie Ha KYNnuposamue aHcUoOmeKos npu ux Go3-
HUKHOBEHUU.

THayuenmre 6vina nasnavena Oasuchas mepanus 0amd-
son0om no cxeme: 200 me 3 pasa 6 denv 6 meuenue 10 Oueti;
samem 100 me 2 pasza 6 denv 1 mec.; 100 me/cym 6 mec.,
KOMOpYI0 OHA, NPUHAG 60 GHUMAHUE NobouHble dpdexmul,
NPUHUMANA He 8 NOTHOM O0beme U uepe3 Mecsy 606ce npe-
Kkpamuna nevenue. Bonee 6ezonacnvie u d¢pghexmusnvie npe-
napamsl, UCRONLIYVIOWUEC 8 MUpe, HAUWUM NAYUEHMAaM He-
00CMYNHbL.

Yepes noneooa nossuics omex Ha wee, UsMeHUIACh 36V4-
nocmo 2onoca. [ns Kynupoeanusi aneuoomeka u y4umol8dsl
nanuveckuti cmpax 6onbHOI, OHA ObIIA 20CHUMATUZUPOBAHA.

IIposoounoce neuenue napenmepanbHoIM 86€0CHUCM aMU-
Hoxanponosot kuciomsl — 200 ma 6HYMPUBEHHO KANENbHO
u euympo 4-5 paz 6 O0env; 61UBANACH CEEIUCE3AMOPONCCHHAS
naasma kposu — 200 M 8HymMpUSEHHO KaNeibHo, UHEATAYUOHHO
0,1% pacmeop adpenanuna oonokpamuo. Yepes 0éoe cymok
omex ucues.

Bnoeb nasnauena basucnas mepanus npepuleucmuimM Kyp-
com. Kadxcovie 6 mecayes npogooumcsi KOHmpoavHoe 06c1edo-
6aHue: 0OWULl AHATU3 KPOBU, MOYU, YPOBEeHb (hepMenmos ne-
yenu, onpedenenue komnonenmog komniemenma C2, C4, V31U
6HYMPEHNUX 0p2ano8 0oun pas 6 200. CyuecmeeHHbIX usmeHe-
HULL 3a Nepuood HabIVOeHUs: He ommeueHo. B danvhetiuiem ome-
KU NOAGIANUCH HA Niede, HA 2pyOu, Ha KUCU PyKu — 6ce2o 6 pasz
3a nocieonue 08a 200a, npuiem HebONLUUX PAZMEPOs8 U MeHee
meepovle Ha OufyNb.

[TpuMeHeHre mapeHTepaIbHOW U TIepopalibHON (hopM
aHTH(UOPUHONNTHKOB, a TAK)KE TOPMOHAITBHBIX (TaHA30JI,
METHJITECTOCTEPOH) JIEKApCTBEHHBIX CPEINCTB B CIydYae
pa3BUTHS aHTHOOTEKA OINPABIaHO, HO MOXKET IPHBOIUTH
K Pa3BUTHIO TTOOOYHBIX d((PEKTOB M HE MO3BOJISCT TOITY-
YHUTh OBICTPBIN d(PGEKT IPH OTEKE B KU3HEYTPOXKAFOIICH
30He [3].

B cBf3M ¢ 3TUM 3aciIyKHBAaIOT OCOOOT0 BHUMAHHS
HOBBIC TIperaparhl JUisl KynupoBanus odoctpenuit HAO,
KOTOpBIE pa3paboTaHbl B €BPOICHCKUX CTpaHaX M eIle
HE BBIIDIM HA OTCYCCTBEHHBIH (hapMareBTUYCCKUH pHI-
Hok. K HUM oTHOCsTCS uenoBedeckuid oumuieHHbld Cl-
uarnourop (Berinert P, mponsBoncteo ['epmanus) 1 Ooka-
TOp B, — penenTopoB OpaauKUHUHA (MKaTHOAHT). Dupasup
— JIGKapCTBCHHBIH pacTBOp AJIS TOTKOKHOTO BBEICHUS,
TIOMEIICHHBIH B IITIPHII, 00eCTIIeYnBacT OBICTPYIO TIOMOIIh
narrentam npu arake HAO. B Hactosimee Bpemsi ¢upa-
3Hp MPOIIEI TOCYIapCTBEHHYIO perrcTpariio B Poccrn.

Jleuenne nmammenToB ¢ HAO — mporecc, KOTOpbIid HE
COCTOHUT M3 KPATKOCPOUHBIX TOCIIHTAIN3AINI HITH T30~
JIMYECKUX 00paleHni B MOTUKIMHUKY. OH moipa3yMeBa-
€T ITOCTOSTHHOE MTOKN3HEHHOE HAOIIOICHNE 32 OOJIBHBIMH,
aHamm3 A(pQEeKTHBHOCTH M OC30IACHOCTH JICUCHHUS, TPO-
BEJICHHE TMPOQHIAKTUKHA W aKTHBHOHW pPa3bsICHUTEIHHOMN
paboter [3]. HAO — penkoe BpokjaeHHOe 3a0oJeBaHuE,
KOTOpoe TpeOyeT CO3AaHMs TOCYIapCTBCHHOMN ITPOTrpaMMBbI
oOecrieueHNsT yKa3aHHOW KaTeropuu OOJBHBIX COOTBET-
CTBYIOIIECH MEAUIIMHCKON M COIIMAIIBHON TTOMOIIIBIO.

B 3akimouenue cieayeT oTMeTHTh, uTo HAO Tpebyer
BHUMaHHS Bpadel BCEX CIICIMATBHOCTEH, 0COOCHHO OTO-
JIAPHHTOJIOTOB, BpaueH CKOPOW MOMOIIH, XHPYPIOB, TICIH-
aTpOB U TEPAICBTOB.
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