IMYHOJ10T'ISA TA ANIEPIOJ10riel: HAYKA | MPAKTUKA. 1°2012

BAPTICTIO HE TifIbKM BHACNIAOK PO3XOAXEHHSA LiH
Ha napeHTepanbHi Ta TabneToBaHi NpenapaTu, ane
1 3a paxyHOK 3MEHLUEHHS BUTPATW LUNPULLB, Kpa-
nefbHULb, CTEPUbHUX PO34MHIB. Taka Tepania
fierwe nepeHocuTbCa nauieHTamMmm 1 piglie cynpo-
BOIXKYETbCS NOBIYHUMM edekTamu.

BHyTpilWHbOBEHHA 11 CxigvacTa Tepanis asiTpo-
MiLMHOM 3BMYANHO BUKOPUCTAETLCA NPU NliKyBaHHI
MHEBMOHIN BaXKOro nauvHy. MNpun nikyBaHHI iHWNX
OPOHXONEroYHbIX iHPEKLIn, 9K npaBwIo, MOXHa
0BMEXNTUCHA NepopanbHOO Teparnieto.

Cnipg, Tak e 3a3HauyuTn, WO 3 Ornsay Ha 0co-
ONMBOCTI IMYHONOMYHUX NOPYLUEHb NPU 3aTAXHO-
MY MJNHI 3ananbHOro NMpoLecy HeobxigHa CynyTHS
iMMYHOKOppekLis. HeobxigHO nam'aTaTu, WO npu
MepCcucTyodin xnamiginHin abo MukonnasMmeHHoi
iHdekuii cnocTepiraeTbcs 306ibLUIEHHS aKTUBHOC-
Ti ryMOpasnbHOT IaHKWN iMYHHOT CUCTEMN, LLLO MOXE
MPUBECTU A0 PO3BUTKY ayTOMMMYHHOrO npoLe-
Cy (3a paxyHOK MigBMLLEHOrO CUHTE3Y ayTOaHTU-
Ten). ToMmy B cxeMy Teparnii 3axBoptoBaHb OPOHX0-
JIereHeBoi CUCTEMM MU BKJIIOYUIN npenapaTu, Lo
aKTUBYIOTb MEepPeBaXHO KNITUHHY AaHKy iIMYHITETY.
Jo Takum npenapariB BigHocuTbca Karouen — iH-
OyKTOp iHTepdepoHy. 3acTOCOBYETbLCS MO 24 Mr
0[HOKpPaTHO B 0Oy NpoTArom 5 aHiB.

HaBeneHi gaHi n BnacHuiA 6araTtopivyHniA OOCBIg,
CBig4aTb NpO Te, WO B LIeN Yac a3iTpoMiLnH 3armMmae

YK:616.8 - 009.861 - 056.7

OJOHY 3 OCHOBHMX NO3WULLiN Y NiKkyBaHHi BpoHxonere-
HEBUX IHDEKLiN.
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OMUCAHUE CJTYYHAA HACJIEOCTBEHHOIO AHFMOHEBPOTUYECKOIO
OTEKAII TUNA

MPUJTYLIKUN A.C., IECHNYEHKO A.A., TKAYEHKO K.E.
JoHeukuin HauyoHaNbHbIN MEOULMHCKUIA yHUBEPCUTET M. M. TopbKoro

HacneacTBeHHbIN AHIMOHEBPOTNYECKNI
otek (HAO) gaBnaetca peokum ayTOCOMHO-
OOMWHAHTHbIM 3abosieBaHMEM, OOYC/IOBIEHHbLIM
neduuntom nHrnémutopa C1 KOMMNoOHeHTa KoMnie-
MEHTa, NPOSABASAOWMMCS COYETaHUEM KOXHOIO
aHIMMOHEBPOTNYECKOro OTeka (HeapuTemMaTO3HOeE,
He3yasulee, 6e3bonesHeHHoe HabyxaHne Noacnu-
31UCTOW OCHOBbI, COOCTBEHHO AEPMbl 1 MOAKOXHO-
XXNPOBOM KieT4yaTKu), Kak MpaBuio BbIPaXEHHOM
abaomMuHanbHOM 601U, 1 (UN) OCTPON 0OCTPYKLIMK
nbixatenbHbix nyten. HAO coctasnset 2% cpeaun
BCEX KJIMHMYECKMX CIly4aeB aHrMOHEeBPOTUYECKO-
ro oteka, u BCcTpedaeTca ¢ yactotoir 1 Ha 50000
HaceneHnsa [1]. OTO NOTEHUMANbHO ONacHoe Ans
XU13HM 3aboneBaHne, CMEPTHOCTb OT KOTOPOro Mo
HEKOTOPbIM CBefeHbsAM cocTaBnsaeT oo 33% cpe-
AN FroCnUTann3npoBaHHbIX 60nbHbIX[1]. MIMmetoTcs

haHHble, 4To HAO perncrtpmpyeTcs ¢ 0aVHAKOBOM
4aCcTOTOM BO BCEX PACOBLIX FPynnax, u He 3aBUCUT
ot nona[1]. N3BecTHbl Tpn TMNa HAO, obo3Havae-
Mble kak Tunbl I-11l. Knaccnyeckmmun popmamu gB-
nsaTbes Tunol | 1 |l, BO3HMKawWme B pesynbraTte
MyTauum reHa, kogupytowero nHrnémutop C1 kom-
noHeHTa komnnemeHnta (C1-INH, SERPING1) [2],
B TO BpemMs kak Tun lll obycnoBneH myTtaumen B
F12 rene, kogupytowem Xl paktop cBepTbiBAHUS
kpoBu (paktop XaremaHa) [3]. Tun | xapakTepuay-
€TCH HU3KMM COoAepXaHNEM B Mnja3Me KPpOBU HOP-
manbHoro C1-INH, a Tun Il HanMYMemM HOpMasbHbIX
WM NOBbILLEHHbIX YPOBHEN PYHKLUMOHANIbHO Heak-
TneHoro C1-INH. Tun Il B cBOlO O4epenb onpene-
NI9eTCa KaK 3CTpOreH-zaBucumMas Gopma aHrmo-
HEeBPOTMYECKOro oTeka, Habnogawulascsa npe-
VMYLLECTBEHHO Cpean XEHLMH C HOPMaslbHbIMU
OYHKLUMOHABHBIMU U KOJIMYECTBEHHbBIMUN XapaKTe-
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puctukamm C1-INH. Tun | HAO aBnsieTcsa Hanbonee
pacnpoCcTpaHeHHON GOPMOM 1 COCTABASET OKO0
85% Bcex cnyyaeB. HAO Il Tuna siBnseTcs OTHOCU-
TENbHO penkon dopmor 3abonieBaHns, Tak 4acTo-
Ta ero BCTPEYaeMoCTM cocTaBnadeTr Tonbko 15%
obwen ctpykTypbl HAO.

B cBs3K ¢ HEJOCTATOYHOW OCBEAOMIIEHHOCTbIO
Bpayer C KJIMHUKO-NabopaTopHbIMU MpU3HaKa-
Mu dyHKUMoHanbHoro gedpuuymta C1-nHrnbutopa
KOMMJeMeHTa MNPMBOAMM Cllyyalh COOCTBEHHOro
HabnaeHns gaHHOro 3aboneBaHus, BNepBble Au-
arHOCTMPOBAHHOI0 B YKpaunHe.

MATEPUAJIbl U METOAbl

OO6beKT uccnenoBaHUs — XeHLUWHA, B BO3pac-
Te 33 net. Cpok HabnoaeHUsa 3a NauneHTKon co-
ctaBun 1,5 roga, BkoYas BpayebHble OCMOTPbI U
nabopartopHble nccnenoBaHus. YpoBHM KOPTU30-
na, TTI onpepensanu MMMyHODEPMEHTHLIM METO-
[0M C Mcnonb3oBaHneM Tect-cmctem pupm DBC n
Mobind, antutena (AT) knacca IgG Kk TMpeonepok-
cugase onpegensnm npm nomMouwm TECT-CUCTEM
000 «Ykpmeacepsuc» (JoHeuk, YkpanHa). YPOBHMU
mHrmbutopa C1-actepasbl onpeaensnnch Konmye-
CTBEHHO N KQYECTBEHHO, C NCMOSIb30BAHNEM TECT-
cuctem dupmbl Technoclone. KoHugHTpauymio C3,
C4, C5 KOMNOHEHTOB KOMMJIEMEHTA B CbIBOPOTKE
KPOBW yCTaHaBAMBaAn C NOMOLLBID MMMyHOEpP-
MeHTHbIX TecT-cuctem OO0 «Ykpmen-LoH» (Ho-
Heuk, YkpanHa). OnpeneneHue nokasartenem nm-
MYHHOrO cTaTyca BK/lo4Yano B cebs uccrnenoBaHme
copepxaHus B nnasme kposu Ig G, A, M meTtoaom
nMMyHoaAnddy3un, ypoBHEW akcnpeccun anod-
dEepPeHUMPOBOYHbIX aHTUIFEHOB MOHOHYKNE€apOoB
(CD3, CD4, CD8, CD20) peakumein uMMyHOD 00~
pecueHunmn, a Takke onpeneneHne garountapHom
aKTUBHOCTWN HENTPOGdUIOB natekcom. KoHueHTpa-
ums obuwero IgE onpegensnacb C NOMOLLbIO UMMY-
HOpepMeHTHbIX TecT-cuctem 000 «Ykpmea-LoH»
(OoHeuk, YkpanHa). Takxke nccnegoBanncb ypOBHU
Mg, Ca n Zn cbiBopoTku kpoBu, CPB 1 npotpomMou-
HOBOE BpemM4. B CBA3K C HAANYMEM XPOHNYECKOIrO
racTputa B aHamMHe3e, OblIn nccnenoBaHbl aHTU-
IgM Helicobacter Pylori. KnuHnyeckume, 6uoxmmm-
yeckne unccnenoBaHuUsa BbIMOMAHAANCL COrAacHO
YTBEPXAEHHBIM METOAMKAM.

PE3VJIbTATbI

Poaunack nepBbiM pebeHKOM B CEMbE, B POCTE
M pasBuUTUKM HE OTCTasasa OT CBEPCTHUKOB. [Mpu-
BMBKW BbINOJIHAINCb COOTBETCTBEHHO BO3pacTy,
06e3 nocTBakUMHaNbHbIX OCMIOXHEHU. Peakuumn ¢
BHYTPUKOXHbIM BBeAeHUeM TybepKynuHa OTpu-
uatenbHble. CeMenHbIi aHaMHEe3 OTAroLLeH: oTel,
cTpagan 0TekamMmun Ha HEPBHOM NOYBE, PErTMCTPUPO-
BaSIMCb NPUCTYNbl abO0MMHaNbHbLIX 60Nen BNIOTb
[0 NOoTEPU CO3HAHUS, CUHKOMNAJIbHbIE COCTOSAHUS.
Y 6onbHOM B BO3pacTe 5-6 neT Heckonbko pa3s
permcTpupoBajnack asnjlepruieckas peakums Ha

UMTPYCOBbIE (MaHOApPWHbI, anefibCUHbI) B BUAE
ONdOY3HOM YPTUKAPHOM ChIM, NOCJIE YEro Bhille-
Ha3BaHHbIE MPOAYKTbI ObISIN UCKIIOYEHbI U3 NULLE-
Boro pauuoHa. C 8 net permctpupytoTcs noBTop-
Hble 3MM304bl aHANOTMYHOW CbIMK MPU OTCYTCTBUMN
KOHTaKTa C afnepreHom. HacTtoTty, C KOTOPOW BO3-
HMKana CbilMb B TO BPEMS, HAa3BaTb 3aTPYAHSAETCS,
HO YTBEPXOAET, 4TO 3NN30A4bl ObIIV PEOKMMUN N HO-
cunn cteptyio dpopmy. B 13 net y 6onbHOM nocne
HEe3Ha4YNTENbHON GU3NYECKON HArpy3ku BrnepBble
pa3BuCcs OTEeK NpaBol kncTu. B BospacTte 16 netB
3MMHEE BPEMS UCMbITbIBaNAa TPYAHOCTM NpU Xxoabbe
13-3a 0TEYHOCTN CTOM (OLLYyLLEHNE BASINKOB BHYTPU
canor), rnocne 4yero NOBTOPHbLIM anu3on B 19 net
nocne poaoBs (6epeMeHHOCTb NpoTekana HopMasb-
HO, pOoAbl MepBble, CPOYHbIE, HEOCOXHEHHbIE).
Toroa oTeku CcTynHen ctanu 6onee BbipaXXeHHbIMU,
MWKB OONbHYIO BO3MOXHOCTU CaMOCTOSTENbHO
nepenBuraTbca Ha 3 oHS. B panbHeliwem anm3onbl
NMPUHANMN PEUMOMBUPYIOLMIA XapakTep, MOBTOPS-
s1Icb 2-3 pasa B roa, ¢ NpPenmMyLLLeCTBEHHOW Tokann-
3aumer B 06nacTy KUCTEN, CTOM, KONIEHHbIX N NIOK-
TEBbIX CYCTABOB, COMPOBOXAASICb ANCKOMMOPTOM
M 4yBCTBOM Hanpsi>XeHus B obnactm oteka. B21 ropg
Havana nosenaTeca auddysHasa ypTmkapHas Cblifb
B BOPOTHMKOBOW 30HE U HA KUCTAX PYK, PErPEeccu-
pylolas B TeYEHME ABYX AHEN, NOBTOPSOLWASNCS C
nepuognyHocTbio 1 pas B 2-3 mecsaua. Yepes ropg,
B BO3pacTe 22-X NeT anN1304bl BbICbIMaHUIM y4acTu-
nmck go 2-3 paa B Mecqu,. [Mpu aTom Habnoaanockb
noo4vyepeaHoe MosBIEHNE OTEKOB U BbICbIMAHWUINA.
MpuHMMana aHTUrMcTaMnHHbIE NpenapaTbl, obna-
pawowme noaoXnTenbHbIM 3ddeKToM B OTHOLUE-
HUK CbiNu. B 9TOM Xe BO3pacTe nepeHecna Taxe-
NblA CTPEcCC, a Yepes 2 MecsLa BrepBble pa3Buscs
anu3o0p4 oCTpoW abaomMuHanbHoM 60aun, OANBLUUIA-
Cs B Te4eHme Tpex gHen. Mocnenyowme npmcTynsl
BO3HMKaNM ¢ 4actoTton 1 pas B 2 mecsua. HauynHas
C Bo3pacTta 27 NeT CbiMb, COXPaHAs NPEXHIO N0-
Kanmaauunio (BOPOTHMKOBAS 30HA, KMCTU), Havana
HOCUTb MEPCUCTUPYIOLMIA XapakTep, He cxoauna
HeaensiMu, MHOraa UMesi CBET/IblE NMPOMEXYTKM B
2-3 pHa. Mpu 9TOM yyalleHUs aNM3000B KOXHbIX
OTekoB He npousowno (1 pas B 3-6 mecsaues).
Mocne 30 net Ha GOHE NOCTOSAHHbLIX OOOCTPEHUN,
6onbHaga cTana UcnbITbiBaTb TPEBOTY, CTPax CMep-
Tn. OT™Me4YaeT yrHeTeHHoe oblliee COCTosHMe, ae-
npeccuio Ha doHe cybdpebpunbHON TeMmnepaTypsbl
(37,0-37,1°C). YpTukapHas Chilb HOCUNa XapakTep
Kpy>XeBa, KOTOPOE NePBUYHO BO3HMKANIO B BOPOT-
HMKOBOW 30HE, 3axBaTbliBasg MOCTEMNEHHO MJeun,
PYKU, CMIMHY N HOrWN. BbiCbiNaHus yaepXxmneanuch B
TeyeHune 2-3 oHel n perpeccupoBann B o06paTtHOM
nopsiake, 3ateM BO306HOBNAACH. B Bo3pacTte 32-x
neT Ha POHE KOXHbIX OTEKOB 1 abaoMUHaNbHbIX 60-
NIEN BMepBble Pa3BUJICS OTEK BEPXHUX ObIXaTeslb-
Hbix nyTen (BAI1), conpoBoXaalowmncs 4yBCTBOM
yAYLWbS U MHCAUPATOPHOM oapblwkon. Mocne yero
noao0OHbIe 3aNnM304bl CTann BO3HMKATbL 1-2 pa3a B
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HeOeno, NPenmyLecTBEHHO B BeYEepHEee BpeMs.
Mpn 3TOM B peakux cnydasx NpUcTynbl NpoTeka-
1 6€e3 HapyLIEHUS PYHKLNM BHELLIHENO ObIXaHUS U
MPOSIBASINCH TOJIbKO OCUMOCTbIO rosioca.
BonbHaa B. noctynuna B LEHTp KanHu4e-
CKOM MMMYyHOnorum, annepronorun JoHeukoro
HaUVOHaNbHOro  MeAULMHCKOrO yHMBepcuTeTa
M. M. TOpbKOro B COCTOSIHUW CPEAHEN TAXECTHU,
TPEBOXHA, NogaBfeHa, CO3HAHME He HapyLUEHO.
Temnepatypa tena — 37,0°C, yactoTa apixaHus —18
B MUHYTY, NynbC — 72 B MuHYTY, AL — 100/70 MM.pT.
CT. (C paHHero Bo3pacTta MMEETCH CKIIOHHOCTb K
rMAOTOHMK) . XKeHLWMHa NpaBMIbLHOIO TENOCOXEe-
HUS, YMEPEHHOro nutanua. Macca — 52kr, pocTt —
160 cmMm. Mpur ocMOTpPE KOXHbIX MOKPOBOB Ha POHE
ONdPY3HOM yPTMKAPHOWM CbiNX, PacnpOCTPaHso-
Lenca Ha Bce TeNo, onpenensoTcs ydyacTkm 6onee
BbIPaXXEHHOM rMNeEpPeMmnm n OTEYHOCTU, 0COBEHHO
B BOPOTHMKOBOWM 30HE. POCT BOJIOC N HOITEN HE
HapyLeH. MNMepudepunyeckne nnmdoy3nbl HE Nanb-
nupytoTcs. Mpu nanbnauym WUTOBUAHAA Xenesa
He yBefnnyeHa, OAHOPOOHOW KOHCUCTEeHuun. MNpu
ayCKynbTauum NErknx BblCyLNBAETCS BE3UKYISP-
HO€e OblXxaHune, XpUNoB HET. ToHbl cepaua YUCTbIE,
puTMUYHbIE. Py NOBEPXHOCTHOM Manbnaunm Xm-
BOT MArknin, 6e30605e3HeHHbINn. evyeHb He yBenun-
yeHa. CeneséHka He nanbnupyeTcs. BHe npucrty-
noB abaoMuHanbHOM 60an CTyn OMOPMIIEHHbIN,
OOVH pa3 B AeHb, BO BPEMS MPUCTYNOB OTMeYaeT
nocnabnenve. An3ypnyeckunx SBNeHNN HET.
JlabopaTopHoe obcnegoBaHue: npu Uccne-
nosaHun Koptusona wm TTI 3apernctpupoBaHbl
HOpMasbHble KOHLLEeHTpauum ropmoHoB (502,7
HMonb/n 1 1,12 MKME/Mn cooTtBeTcTBEHHO). O06-
Hapy>XeHbl aHTUTeNa K Tupeonepokcuaase — 6,26
En/mn. MNpu npoBeoeHMn KONMYECTBEHHOW OLEH-
kn cogepxaHma C3, C4, C5 KOMMNOHEHTOB KOM-
niemMeHTa B CbIBOPOTKE KPOBU ObIIO yCTAHOBME-
HO 4YTO UX KOHUEHTpaLMKU HaxoasaTcs B npegenax
oonyctTuMblx Hopm (Tabn.1). KonuyectBeHHoe
onpepgeneHne C1-INH Takke nokasano HopMasb-
HOe coaepXxaHue ero B naasme Kposu — 22,3 r/aon.
B 10 Xe BpeMsl GyHKUMOHANbHAs akTUBHOCTb C1-
INH, onpegensgemas KWHETUYECKN N MO KOHEYHON
TOYKe paBHANacb Hyno. MNpu UMMYHONOrMYECKOM
obcnepoBaHum (Tabn.2) ypoBeHb: IgA-2,29 r/n;

1gG-13,76 r/n; IgM-1,52 r/n. OGHapyXeHO no-
BbllLeHne ypoBHSA obwero IgE-302,9 Hr/mn (npu
HopMme 0 — 240 Hr/mn). Skenpeccusa agudpdepeHum-
POBOYHbIX aHTUFEHOB MOHOHYKJ1I€apOB COCTaBMna:
CD3+-1,88x10%n (65%), CD4+-1,04x10°%/n (36%),
CD8+-0,81x10%n  (28%), CD20+-0,32x10%n
(11%). ParoumTapHas akTMBHOCTb HEUNTPODUIIOB
paBHsanacb 50% (nHpekc ¢ NST-1,4). AHTUTEna K
Bupycam renatuta A, B u C He oBHapyxXeHbl. Tu-
MonoBasi npoba, YpOBHM XOJNiecTepuHa, oOLLero
oenka, xnopuapl, KanbLWin, MarHun, UMHK KPOBU B
npenenax Hopmbl. MPOTPOMBUMHOBOE BPEMS — HUXK-
HAs rpaHuua Hopmbl. CPB — 0,84 mr/n. AHTu-IgM
Helicobacter Pylori B cbiBOpOTKE KPpOBU 0OHapyxe-
Hbl He ObinK. Mpu yNnbLTPa3BYKOBOM UCCNEA0BaHUN
WMTOBUAHASA Xefe3a He YBeNnyYeHa, HOpMasibHOMN
3XOFeHHOCTU, OQHOPOAHOW CTPYKTYpPbI. Mpn peHT-
reHOosIoOrM4eCcKoM UCCNeaoBaHM OpPraHoB rPyaHOMN
KNETKM NaTtoNorMyeckmx U3MeHeHWi B NErkKnux u
cepaue He BbisBeHO. bonbHOM ObINO Ha3HaA4YeHo
le4eHme nHrmbmuTopamm npoTteonmsa (aMmMHOKa-
NMPOHOBas KNCNOTa), B pe3ynbTaTe 4Yero ynanocb
npenynpenuTb NPUCTYMNbl abaoMUHaNbHbLIX 6onen
M O0Teka BEPXHUX AblXaTeNIbHbIX NyTe, 0QHAaKO Bbl-
CbINaHNA Ha Tefle COXPaHSNIUCh, U K JIEYEHUIO ObiN
nobaBneH nekcamMeTa3oH, OAHOKPATHbIM npuem
KOTOPOro BbI3blBAJ1 PEFPECC CbINN C AJINTENbHLIM
apdekTom (oo 10 gHel). MNoBbILLEHME 003 WHIN-
OUTOPOB NPOTEONN3A U UX MOCTOSIHHbIV MPUEM MO-
3BONUST JOOUTBLCS YCTOMYMBOrO MOJIOXUTENbHOIO
pesynbraTa: OTCYTCTBME OTEKOB, MPUCTYNOB abao-
MUHanbHbIX 6onen n NpucTynos o6¢Tpykuum BATM.
Cbinb cTana HOCUTb OrpPaHUYeHHbIN xapakTep (BO-
POTHUKOBAs 30Ha), YAEPXMBAETCS B TeyeHue 2-3
OHEN, UMeITCA ANNTENbHbIE CBET/bIE MPOMEXYT-
KW, SMOLMOHaNbHbIN HOH HE CHMXeH. HecmoTps
Ha TO, 4TO Obl/1 PEKOMEHO0BAH NOCTOSAHHbIN NpUeM
noaAepXnBaloLLIMX 403 MHIMOUTOPOB NPOTEOIN3A,
6onbHaga nepecTana cnegoBaTb AaHHbIM PEKOMEH-
naumsam nocrne ctabunmaaumm COCTOSHUS, U Mpu-
HMMaeT NIeKapCTBEHHbIE CPEACTBA HE PErynspHo,
PYKOBOACTBYSICb CYObEKTUBHLIMU  KPUTEPUSMU
HeobxogmmocTn ux npuema. OgHako cnepyeT OT-
MEeTUTb, YTO HapyLleHME pexmMMa NevyeHus cylle-
CTBEHHO He 0TPa3uoCh Ha peadynbTaTtax, 'y 60b-
HOM HabnogaeTcs CTorkas peEMUCCUS.

Ta6bnuua 1

Moka3aTenun cuctemMsl KOMMaemMmeHTa 6onbHomn B.

C3 | C4 | C5 C1-uHrudurop:
Yp— om0 aKTUBHOCTb:
(Mr/mn) (r/mn) | KWHETMHecKas | MO KOHEUHOd
(%) Touke (U/ml)
BbonbHas B. 0,77 0,31 0,12 22,3 0 0
Hopwma 0,75-1,35 0,09- 0,36 0,06 -0,2 3-41 70-130 0,7-1,3
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Tabnuua 2
Moka3zaTenn nMMyHHOro crtatyca 6onbHo# B.
MokasaTtenun
MMMYHOFOGYIMHLI YpoBHU 3K(inpeccuu CD darountapHon
(%) aKTUBHOCTU
HenTpodunos
G(r/n) A(r/n) M(r/n) E(nr/mn) 3 a 8 | 20 ""ﬂ§$° ¢ (%)
13,76 2,29 1,52 302,9 65 36 28 11 1,4 50

OBCY>XAEHUE U BbIBOAbl.

Taknm obpasom, Hamu BeisiBneH cnydam HAO I
Tnna. Y AaHHo 60/1bHON HAaCNeACTBEHHbIM aHIMMO-
HEBPOTUYECKUIN OTEK MaHNGECTMPOBa TUNUYHLIM
KOXHbIM 0TekoM B Bo3pacTte 13 net. Heobxoanmo
yKasaTtb, YTO C 22-X NIET KOXHbIE OTEKN COYETANIUCH
C npuctynamu abaoMuHanbHbiX O0nen, Takxke aB-
NAWUMNCA XapakTepHbiM npudHakom HAO. C
32-x neT Habnwganocb Nepuoamyeckoe BO3HMK-
HOBeHMe oCTpon obeTpykumm BT, koTopoe Takxke
yKa3bIBaeTCS Kak OANH U3 CUMMNTOMOB OMNMUCAHHOM
6onesHu [2]. AmnarHo3 HAO Il Tuna 61 noaTBepXx-
neH nabopaTtopHo (PyHKUMOHANbHAA aKTUBHOCTb
C1-INH, onpegensgemas KUHETUYECKM U MO KOHEY-
HOW TOYKe paBHSANACh HyJ0), NpU 3TOM, obpallaeT
Ha cebs BHMMaHMe OTCYTCTBME CBSA3U MeXAy CTe-
MEHbIO CHWXEHUS OYHKUMOHANBHOMW akTUBHOCTU
C1-INH n TaXecTblo KIMHUYECKUX MNPOSABIIEHUNA.
MHTepecHOn 0COBEHHOCTbLIO AaHHOW OONbHONM SB-
naeTcs HopMasbHbl ypoBeHb C4 KOMMNOHEHTa KOM-
naemMeHTa B njasme KpPOBU, KOTOPbIA MO OAaHHbIM
nnTepaTtypbl OOMXKEH ObiTb CHUMXEH B OOJbLUNH-
ctBe cny4yaesn [4,5]. BaxHO cka3aTb, 4TO y AAHHOM
6onbHOM ypoBeHb C4 KOMMNOHEHTa KOMMjeMeHTa
onpepensancs BHe OOOCTPEHMUs, B TO BPeMS Kak
psa aBTOPOB Yyka3blBaeT Ha HEOOXOOMMOCTb €ero
onpeneneHust B ocTpbln nepuop [6]. CnenyeT Tak-
Xe OTMEeTUTb Halmyme OTAroLEHHOro CEMENHOro
aHamMHe3a, SBMSIOWErocss BaXHbIM ANArHOCTU-
yeckum kputepuem HAO [7].TunuyHO nosiBneHue
rnepBbIX CUMMMTOMOB 3aboneBaHus B OeTcTee [2],
XOTS UMEIOTCS AaHHbIe, YTO MaHUdeCcTaUns MOXET
npou3onTn B NIOOOM BO3pacCTe, U AaxXe B TeYeHue
nepBoro roga xu3Hu [7,8]. BecbMa xapakTepHbIM
ABNSETCH yxyALeHne COCTOSIHUS NOCHe NMoJIoBOro
co3peBaHusa [9], nporpeccnpoBaHne CUMMToMa-
TUKM C BO3pacToMm [2], a Takke NpucoegviHeHue
Takux Hecneunmdpuyeckux CUMnToMoB 3abonesa-
HUS KaK nepenagbl HACTPOEHUs, YTOMISEMOCTH,
TPEBOXHOCTN, NoJaBneHHocTn [2].

JlocTaTto4yHO XOPOLLO NPOCEXNBAETCH CBA3b C
TUMUYHBIMUW NYCKOBbIMU pakTopamun. Tak passutue
NMepPBOro KOXHOro oteka npownsowno B 13 neT B ne-
propa, CTaHOBAEHUSA MEHCTpYanbHON GYHKUUN. [10-
BTOPHbIE 3ann3oabl ¢ 19 neT nocne poaos, passu-
Tne abaoMMHANbHOro oTeka B 22 roga OTMEYEHb!
rnocne Taxenoro crpecca [4,10]. BaxHo ykasaTb,

4YTO HapsAAy C TUNUYHBIMU NPOSABAEHUSAMU, TAKUMMN
KakK pas3BuTume oteka B TedeHne 12-24 yacos n puk-
cauuen ero no 3 cytok [11], c npenmMyLecTBEHHOMN
nokanmaaumen Ha KOHe4yHocTsaX, nNpu ero 6e360-
ne3HeHHocTu [9,12] n BeipaxxeHHOM 60JIEBOM CUH-
apome npu abgomMuHanbHbIX oTekax [9], a Takxe
BO3HMKHOBEHME 06CTpykuun BAIM kak Hambonee
no3aHero cumntoma [7,8], B KIIMHNYECKOM KapTUHE
OONIbHOM MPUCYTCTBYIOT ONpefesieHHble 0COBeH-
HOCTW. Tak, HECMOTPS Ha TO, YTO HanNnyne ypTu-
KapHOW cbinu 1 obLer TeMnepaTypHON peakumm
He xapakTepHo ana HAO [9,12], y maHHOW 6onbHOM
DAHHbI CUMMTOMOKOMMNEKC HOCWS BblPaXXEHHbIN
Xapaktep, n nepuogaMmun aaxe AOMUHUPOBAN Han
TUNNYHBIMU NPOSIBNEHNAMMN 3a60NeBaHNA. YUnTbI-
Bas BblLLUEHA3BaHHbIE CUMMTOMbI, OTArOLLEHHbIN
annepronorMyecknini aHaMmHes a Takxe MOBbILLEH-
Hoe cogepXaHue B nnasmMe kposwu obuiero IgE,
MOXHO NMPeanonoXnTb Hann4me AByX NaTOreHeTun-
YeCKMX MexaHN3MOoB 3ab60neBaHNsA y AaHHOM 60/b-
HO: PYHKLMOHaNbHOro neduumnta nHrnbutopa C1
KOMMOHEHTA KOMMAEMEHTA U aTOMUYEeCcCkn M3me-
HEHHOW PEakTUBHOCTN OPraHn3ma.

BbIBO/bl

1. Y 6onbHOM B. ¢ AnarHOCTMPOBaHHBLIM PYHKLMO-
HanbHbIM aedpuumtom C1-INH (HAO Il Tmna) npu-
CYTCTBOBaJIN XapakTEPHbIE KIIMHUYECKNE YEPThl
3aboneBaHus ¢ MaHudecTaumen KoXHoOro orte-
Ka B LUKOMbHOM BO3pacTe, NporpeccupoBaHmne
CUMMTOMATMKN CO BPEMEHEM C NPUCOEANHEHN-
€M MPUCTYNOB OCTPbIX abaoMuHanbHbiXx 60nein
n obcTpykumm BAM npu Hann4ymm TUNWYHLIX Ny-
CKOBbIX (pakTOPOB: FOPMOHAJSIbHON MEePEeCcTPOn-
KM opraHmama, pPoAoB, MCUMXO3MOLMOHANbHbIX
cTpeccoB. Cpeau Apyrux xapakTepHbIX NpuU3Ha-
KOB ©60N1€3HN MOXHO BbIAENNTL NPUCOEOVHEHNE
Hecneumpunyecknx CMMNTOMOB (MepenagoB Ha-
CTPOEHUS, MOBbLILLEHHOW YTOMISIEMOCTU, Tpe-
BOXHOCTU, OENPECCUN) U HAINYME OTAMOLLEHHO-
ro CEMerHOro aHamHesa.

2. Hannumne ypTtukapHoW cbinu, cydodpebpunbHoMm
TeMnepaTtypHoOM peakumu, a TakkKe HOopMalib-
Hble ypoBHW C4 KOMMOHEHTA KOMMJEMEHTA B
nnasmMme KpoBU SIBUINCb HEOBBLIYHBIMU YepTamm
onucaHoro cnydas HAO.
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[aHHble HacToswen paboTbl CBUOETENbCTBY-
I0OT O BO3MOXHOM co4yeTaHum HAO Il Tuna c
aTtonnyeckn U3MEHEHHOW PeakTUBHOCTbIO Op-
raHM3mMa, 1 ykasblBalOT Ha HEOOXOAMMOCTb ee
ONarHOCTMKM NpuY NPOBEAEHUN KIMHUYECKUX U
nabopaTopHbIX NCCNeaoBaHWi B Clydyae Hanm-
4MS BbllUEYKA3aHHbIX KIMHUYECKUX MposBie-
HUM.
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PE3IOME

Onnc BUNAAKY CNAAKOBOIo
AHFOHEBPOTUYHOIO HABPSAKY Il TUNY

TMpunyuskuii O. C., JlecHiderko []. O., TkayeHko K. €.
JoHeubkunii HaujioHaNbHUI MeanYyHniA
yHiBepcuTeT iM. M. TopbKoro.

OnucaHnin BUNagok cnajkoBoro aHrioHeBPOTUYHOIO
Habpsiky (CAH) Il Tuny y XiHkn 33 pokiB MaB CBOi KJliHiKO-
nabopaTopHi ocobnumBocTi nepebiry. Mopsaga i3 TMNoBu-
MU NposiBaMU XBOPOOW (LUKIPHMIA aHFiOHEBPOTUYHNIA
HabpsAK, BUpPaXeHUNn abaomiHanbHUA Oinb Ta ro-
cTpa O0OCTPYKLjis BEPXHIX AMXaNbHUX LWAAXIB) Y XIHKM
nepioan4Ho 3’aBnanacs ypTikapHa BUCUMKA, L0 NepPBUH-
HO OxoruJltoBana KOMipKOBY 30HY, a MOTiM PO3MNOBCIOOXY-
BasiaCb Mawe no BCili NOBEPXHI Tina, KpiM TOro enisoau
CAH cynpoBoaxyBanucsa Big4yTTaM OMCKOMDOPTY, Ha-
npyru y Micui Habpskie. 3 iHWMX NOpyLWeHb NauieHTka
Mana niaBuLLLEHY BTOMJIIOBAHICTb, Pi3Ki 3MiHM HACTPOIO,
3aHENOKOEHHS.

SUMMARY

DESCRIPTION OF THE CASE OF HEREDITARY
ANGIOEDEMA TYPE II.

Prilutsky A.S., Lesnichenko D.A., Tkachenko K.Y.
M. Gorkiy’s Donetsk national medical university.

The described case of hereditary angioedema
(HAE) in a of woman 33 years old had its clinical and
laboratory features of a course. In addition to the typical
manifestations of the disease (cutaneous angioedema,
severe abdominal pain, or acute airway obstruction) the
woman had periodically appeared urticaria covering the
upper part of the chest at first and than almost all body
surface, besides that HAE episodes were accompanied
by discomfort feelings and tension at the place of
oedema. Of other disorders the patient had exhaustion,
sudden mood changes, anxiety.
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