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WOLFF—PARKINSON—WHITE SYNDROME IN CARDIOLOGY PRACTICE

(demonstration of clinical case)

R.G. SAIFOUTDINOV, E.V. PAK, A.R. GILYAZOVA, E.F. ROUBANOVA, R.S. NASYBOULLINA

Abstract. In this article the clinical case of WPW syndrome, the etiology, clinical manifestation, methods of diagnosis and

treatment was presented.
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A KTyanbHOCTb Npo6nemsl. [10 faHHbIM NuTeparty-
pbl, pacnpocTpaHeHHOCTb cuHApoMa Bonbdda—
MapknHcoHa—Yawta (WPW) Bapbupyet ot 0,15 go 2%,
OJHaKO HanM4une JOMONMHUTENBHbIX NyTel NPoBeaEHNst OOHa-
pyxuBatoT y 30% NaumeHToB C NPOSBNEHNSIMU CyNpaBeHTPU-
KynspHom Taxukapaun. KnnHmnyeckoe 3HadeHne cuHgpoma
npenBo30yKAEHUS XXenya04KOB ONpeaensieTcs UMEHHO ero
YacTbIMU HapyLUEHNSMY pUTMa, KOTopble C rogamMmn CTaHo-
BATCS 3aTSPKHBIMU U TPYAHOKYNUPYeMbIMU, Tpebys 0cobbix
NOAXOA0B K BEAEHWUIO AaHHOW rpynnbl NaLUEeHTOB.

MpmBOoOoUM KNMHUYECKUN cCNny4dan cuHgpoma
WPW.

MauueHT B.11., 29 neT, nocTynun B TepaneBTUYeCcKoe OT-
peneHve PKB Ne 3 03.04.2010 . B 15 4 30 MuH ¢ xanobamu
Ha BblpaXXeHHOe yvalleHHoe cepaLebneHne, auckomaopT
B NMpekapauansHoi obnacTtu, ronoBoKpy>KeHue, cnabocTb.

3abonen octpo 03.04.2010 r. B 13 4, korga Ha paboTe
BHE3anHO NoYyBCTBOBAI BblpaXeHHoe cepaLuebueHune, no
nosogy Yero Obina BbldaBaHa bpuraga ckopov MeguLIMHCKON
noMoLLM, focTaBneH B otaeneHune. MNonobHble NpucTynebl
otMmevaet ¢ 2002 r., B nocrnegHuin pa3 — oceHbto 2009 T.
(npoxogun ctaumoHapHoe nedeHue B I'b Ne 9). Haxoguncs
Ha yyeTe B otgeneHun aputmonorun PKB Ne 1 B cBsA3u
¢ cungpomom WPW, Gbin noctaBreH Ha ovepedb Ans
NpoBeAEHNs onepauun pagmo4acToTHON abnsaumm gonon-
HUTEMbHbIX NPOBOASALMX NyTel. [MpuHMMan KopaapoH no
100 mr B cyT. MNpm aTOM NpUCTYNbI cCepaLebreHnii nepectanu
6ecnokounTtb (puc. 1). ymas, 4To COCTOSIHUME HOpManu3oBa-
1n0oCb, NaLUMEHT CaMOCTOATENbHO NpeKpaTui Np1eM AaHHOro
aHTMapUTMMYECKOrO Npenapara (3a 3 Mec 40 HaCTOsILLEro
noctynnexus). Takke cTpagaeT apTepuanbHON rMnepTex-
3u1elt oKoro 9 neT, NeKapCTBEHHYO Tepanuio He Nosy4aeT.

Puc. 1. OKI" go npuctyna. Tunmunbin deHomeH WPW (nHtepsan PQ — 0,10 ¢, gensTa-sonHa)
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BpeaHble npuBbIYkK OTpULAET. Y BNU3KMX POACTBEHHUKOB,
co cnoB 6onbHOro, xanob Ha cepauebueHne He Gbino.
OpHako oTel ymep B Bo3pacTe 42 feT, COo CMOoB NauneHTa,
«OT OonesHu cepaua». Hawemy nauneHTy Ha aTane CKkopow
nomoLum caenano: kopgapoH 200 mr, HosokanHamung 500 mr.
Put™m He BoccTaHoBUIICS.

Mpun nocTynneHnn B CTaumMoHap COCTOSIHNE TshKenoe 3a
CYET HapyLleHus cepaeyHoro putMa. B cosHaHmmn. KoxHble
NMOKPOBbI HECKOMbKO rMNepeMmMpoBaHbI, YACTbIE. Tenocnoxe-
HWe HopMOCTeHMYeckoe. B nerkmx abixaHne Be3nKynspHoe,
XpunoB HeT. ToHbl cepaua putMmyHble ¢ YCC 204 yo/MuH.
AL — 110/70 mm pT. cT., Ha K — cynpaBeHTpuKynsipHas
napokcusmManbHasi Taxmkapausi, OpTOAPOMHbIA BapuaHT
(puc. 2).

FocnutanunamposaH ¢ guarHosom: WPW-cuHapom.
MapokcmamanbHasi OpToApPOMHAsa TaxuKapaust C Nepexo-
OOM B @HTUAPOMHYIO C pasBUTMEM BHYTPWXKENY404YKOBOMN
onokagbl. MNMapokcmamanbHas pubpunnsauma Npeacepaoun,
aHTUOPOMHbIN BapuaHT.

HasHaueH kopgapoH 300 Mr BHYTPMBEHHO KanesnbHO Ha
nonsapuaytoLlen cmecu, aHanpunud 10 Mr cyGnuHreansHo.

Yepes 4 yaca — 6e3 CyLIeCTBEHHON JUHAMUKM.

Ha cnegytowne cytkm HazHayeHo: kopgapoH 300 Mr BHY-
TPUBEHHO KanenbHOo, 3aTeM kopaapoH 600 Mr B CyT BHYTPb
exeHeBHO, acnupuH 125 wmr.

K Beuepy cnepytowmx cytok (05.04.2010 r.) BOCCTAHOBIEH
cuHycoBbIi putM ¢ YCC 63 ya/muH. MHTepsan PQ ykopoyeH
0o 0,8 c. Takum obpasom, NpucTyn Anuncsa donee CyTok.

HaHHble nabopamopHbIX U UHCMPYMeHmMasnbHbIX
memodoe obcnedoeaHusi

Obwwmn ananuns kposu (04.04.2010 r.): nevkounTbl —
6,5%10 °/n; apuTtpoumntel — 5,14x10 '?/n; remornobuH —
166 r/n; uBeTHon nokasatenb — 0,97; TpomMboOLUTLI —
215%10%n; nenkodpopmyna: nanoykosgepHole — 2%; cer-
mMeHTosiAepHble — 50%; 303nHoUNbl — 1%; 6asodunsl —
0; mokounTbl — 4%; nenkountbl — 43%; CO3 — 4 mM/v;
MuornobmH — 19,2 Hr/mn (Npu Hopme A0 95); TPONOHUH —
oTpuLaTenbHbIN.

Puc. 2. CynpaBeHTpuKynsipHasi napokcmamarbHas Taxukapans, OpTO4POMHbIV BapuaHT

Puc. 3. Cyl'lpaBeHTpVIKyJ'lﬂpHaﬂ Taxukapaus, aHTUAPOMHBIN BapuaHT C NPexoasaLLmumm HapyLeHnAMN BHYTPWXKeNyao4koBoro
npoesegeHna

Puc. 4. MapokcnamanbHasa hopma hubpunnaumm npeacepani, aHTUAPOMHBIA BapuaHT (Il oTBeaeHve, aHanus putma)
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Broxmnmmyecknin aHanuns kposu (04.04.2010 r.): A —
118 y.e. (Hopma 266—500); AT — 26 y.e. (10—40); ACT —
23 y.e.(10—40); KOK — 161 y.e. (38—174); KOPK-MB —
7,3 y.e. (2,3—9,5); xonectepuH — 4,51 Mmonb/n; TpUrnu-
uepuabl — 0,52 mmonws/n; BNM — 6,28 r/n; rniokosa —
6,54 mmonb/n; K — 3,8 mmonbe/n (H 3,5—5,0); Na —
138 mmonb/n (135—145); Ca— 0,91 mmonb/n (1,15—1,27);
pO, — 15 MM pT. cT. (34—45).

O6wuin aHanu3 moum (04.04.2010 r.): B npepenax
HOPMBbI.

Koarynorpamma: AYTB — 27,1 ¢; pnbpuHoreH — 2 v;
MHO — 1,0 en; pmbpuHoreH B — oTpuuatensHbii.

OxoKC: ppakuus Bbibpoca no TewnxonbLy — 66%; MuT-
panbHas HeJOCTaTOYHOCTb | cTeneHu.

QDU achhekTMBHbLIN peddpakTepHbI Neprog ONOSNTHN-
TenbHoro nytn — 250 mc.

BbictaBneH gnarHo3s: cuHgpom WPW, tun B ¢ npucty-
namMmm opTOAPOMHOW C NepexoioM B aHTUAPOMHBIN BapuaHT
NnapoKCcM3manbHON TaxvKapaun, ¢ NPexoaawMn HapyLue-
HUSMW NPOBEAEHNS NO NPaBOW 1 NIEBON HOXKaM nyyka mca.
KynunpoBaHHbI MapoKCcM3M MeNKOBOSTHOBOW hnbpunnsaumm
npeacepani ¢ YCC 220—250 ya/MuH. PekoMeHAOBaHO:
npoBeAeHne pagmoyacToTHOM abnsaunmn B yCroBUSAX apuT-
MOJOrMYECKOro OTAENEeHus.

[MepeBeneH B aputmornormnyeckoe otgerneHne PKB Ne 1
ansa npoeegennst PYA. Ha OKIN npu noctynneHun B PKB
Ne 1: cuHycoBbI putm ¢ YCC 58 ya/muH. lopunaoHTanbHoe
nonoxeHune 30C, yron anbta — 0°. CuHAPOM paHHe peno-
nspwusauun xenynodkos. Cugpom WPW ¢ BeposTHbIM pac-
nonoxeHnem nyyka KeHTta cnpaBa B nepegHecenTanbHOM
o6bnactw. NMocne koHcMnuyma npoBedeHa pagMovyacToTHas
abnauns NpaBOCTOPOHHErO 3aaHe60KOBOro AOMOMNMHUTENb-
HOro NyTw.

B pesynbrate neyeHuns oTmevanacb MOoXWTENbHas
AVHaMyKa B BMOE OTCYTCTBMS MPUCTYMOB cepauebueHnn,
ynyyLLeHns o6LLero camoyyBCTBUS.

YuyuTbiBasg cemMelrHbI XapakTep OaHHOro peHomeHa,
6bInv 06cnenoBaHbl Gnvbkarie pOACTBEHHUKM NaumeHTa:
CbIH B BO3pacTe 5 net 1 pogHow 6part. Y cbiHa Ha QKT cuHy-
coBbIi puTMm ¢ YCC 72 yao/MuH. BepTukanbHoe nonoxeHune
90C. Wntepsan PQ — 0,8 c; B otBeAeHUAx V,—V, — oT-
puuaTernbHble CUMMETpUYHbIe 3ybubl T. 1o AaHHbIM nu-

TepaTypbl, y AeTel anekTpokapauorpadmryeckas kapTmHa
HEeCKONbKO OTNMYaeTcsd OT B3POCHbIX, U OoTpuuaTtenbHble
3ybubl T He ABNSAKTCS Matonorven Ans aToro Bo3pacTta,
TaKkke 0TMeyaeTCsl HeKOTOpoe yKopodeHue nitepeana PQ,
opgHako y AaHHoro pebeHka nHTepsan PQ ykopoyeH B 60rib-
wen ctenenu (go 0,8 ¢), Yem cumTaeTcs PU3MoNornyHbIM B
naHHoM BospacTe. No gaHHbIM Ox0KC, o6HapyxeH aedekT
B MEXNpeacepaHOon neperopofke — OTKPbITOE oBarbHOe
OKHO pa3mepom 3 MM.

Y 6para, 35 net, no gaHHeiM KT (puc. 5): cnHycoBas
6pagukapausa ¢ YCC 53 ya/mMyH. HopmanbHoe nonoxeHue
O0C. OTtmevaetcs ykopoyeHne PQ po 0,11 c. OgHako
komnnekcbl QRS He pacwupeHbl, AenbTa-BofHa He 3a-
dukcmpoBaHa. YT0, BO3MOXHO, SIBNSIETCS MPOSABNEHNEM
deHomeHa WPW ¢ gonosiHMTenbHbIM NpoBegeHneM no
nyyky xenmca.

Mo paHHbIM Ox0KC, Kamephbl cepaLa He pacLuMpeHbl, Co-
KpatutenbHas yHKUMSA MMOKapaa yaoBNeTBOpUTENbHas —
dpakums Bbibpoca no Temnxonbly — 64%. MutpanbHas
He[oCTaTovHOCTh | cTeneHw.

Takvum o6pasom, Npy pacCMOTPEHUN JAHHOTO KITMHUYe-
CKOro cryyast Mbl HAXO4UM NOATBEPXKAEHNE BEPCUM Hacnea-
CTBEHHOW NpeapacnonoXeHHocTn eHomeHa WPW.

CuHagpom Bonbga — MapkmHcoHa — Yanta (WPW) —
coyeTaHue anekTpokapauorpaduyeckoro eHomeHa —
npeaBo30yXXAEHUS KenyaoyKoB cepaua no AOMNONMHUTENb-
HOMY NPOBOASLLEMY MYTW Y NAPOKCU3MarbHOW aTPUOBEHT-
PVKYNAPHON PELMNPOKHOM TaxuKkapgauw, BO3HMKaOLEN B
pesynbTate peanu3auuu MexaHuama MoBTOPHOrO BXoAa
(re-entry) anekTpuyeckoro nmnynsca. CornacHo pekomeH-
naumsm BOS3 (1980) npeanoxeHo pasnuyaTth ABa NOHATUS:
deHomeH WPW un cungpom WPW, npuyem TOnbKO BO BTO-
poOM cryyae y nauMeHTOB BO3HUKAKT KIIMHUYECKME NPOSIB-
NeHns, T.e. NPUCTYMbl aTPUOBEHTPUKYNISIPHBLIX PELMMPOKHBLIX
Taxukapguin. CMHOPOMbI NPeaBO30YXAESHNS KeNnya04KOB
06ycnoBneHbl COXpaHeHEM B pe3yrbTaTe He3aBepLIEHHON
B 9MOpuoreHe3e nepecTponkn cepaua SOMONMHUTENbHBIX
NpoBOASLUMX NyTen. Hann4me JononHNTENbHbIX aHoMarnb-
HbIX npoBogsawmx nyten npu cungpome WPW asnsaetca
HacneaCcTBEHHbIM HapyLueHneM. OnucaHa cBA3b cuHapoMa
c reHeTnyecknm gedektom B reHe PRKAG2, pacnonoxeH-
HOM Ha ANIMHHOM Mrieye XpoOMOCOMBI B Nokyce q36. Cpeau

Puc. 5. CuHycoBas 6pagukapums
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KPOBHbIX pOACTBEHHUKOB GONBHOrO pacnpocTpaHeHHOCTb
aHomanuu nosbiweHa B 4—10 pas. CuHgpom WPW Hepeako
(mno 30% cnyyaeB) coyeTaeTcsi C BPOXKAEHHLIMW NOPOKaMu
cepaua v ApyrMMy cepAeyHbIMU aHOManusamMm, TakuMmn Kak
aHomanua J6LWTelrHa, a Takke cTurMamy ambpuoreHesa
(cMHOpOM coeAMHUTENbHOTKaHHOW aucnnasun). MssecT-
Hbl CEMEeNHbIE Cryyaun, Npu KOTOPbIX Yalle BCTpeYarTcs
MHOXECTBEHHbIE€ AOMONMHUTENbHbIE MYTU 1 NMOBbLILIEH PUCK
BHE3arnHowm cMepTu.

AHamomuyeckasi Knaccugukayusi 006aso4HbIX nymeu
(puc. 6):

1. MNpencepaHo-xenyno4KoBble (aTPUOBEHTPUKYIAPHBIE)
coefuHeHuns (nyyok KenTa).

2. HopoBeHTpukynapHoe coeamHeHne mexay AB-y3nom
1 NPaBO CTOPOHOW MEXKENYAOYKOBOW Meperopogku (Bo-
nokHa Maxerima).

3. HogodacumkynapHbli TpakT mexay AB-y3nom u
pa3BeTBNEHNSIMU MPaBoOW HOXKM Ny4ka [Mca (BonokHa Ma-
xenma) (Gallagher J.,1985).

4. dacumKyno-BeHTPUKYAPHOE COeAMHEHNE Mexay 06-
LLMM CTBOIOM My4ka [Mca 1 MMokapgoM NpaBoro Xenyaoyka
(BonokHa Maxerima), yHKLUMOHUPYET OYEHb PELKO.

5. ATprodacumKynsipHbIA TPaKT, CBA3bIBAOLLNN NpaBoe
npegcepave ¢ obLmm cTBonom nyyka lNmca (Tpakt bpelueH-
MalLe); BCTpevaeTCs peako.

6. ATproHoganbHbIn TpakT Mexay CA-y3nom v HUXKHEN
yacTbto AB-y3na (3agHuin mexyanoBoi TpakT [xenmca).

CyTb cnHapoma (beHomeHa) npexxaeBpeMeHHOro BO3-
OyXAeHns Xenyao4YkoB COCTOMT B aHOMarbHOM pacrnpo-
CTpaHeHun Bo3byXaeHWs OT MPeAcepamnn K Kernygodkam no
AOMNONHUTENbHBLIM MyTSM NPOBEAEHWS, KOTOPble B 6OMNbLUMH-
CTBE CMyYaeB YaCTUYHO UMM MOMHOCTbLIO «LIYHTUPYT» AB-
y3en. B pesynsrate aHomanbHOro pacrnpocTpaHeHnsi Bo3-
Oy>xOeHns YacTb MMOKapaa XXenyao4KoB UM BECb MUOKapA
HauMHaeT Bo30yXOaTbCs paHblle, YeM 3TO Habnopaercs
npyn o6bIYHOM pacnpocTpaHeHun Bo3byxaeHus no AB-
y3ny, nyyky l'ica n ero BeTBSIM. Hannyvne 4ononHUTENbHbIX
(aHoMarbHbIX) NyTen NPMBOAUT K HApyLUEHWIO NocrneoBa-
TenbHOCTU Aenonspuaaumm xenygodko. ObpasoBaBLUNCh

B CMHYCOBOM Y3I1€ 1 BbI3BaB AENonspu3aumio npeacepanm,
UMMYNbCbl BO3OYXAEHWSA pacnpoCTPaHATCS K XXenyaoykam
OOHOBpPEMEHHO Yepe3 npeacepaHO-XenyaoyKoBbIv y3en v
[o6aBoyHbIN NpoBoAAWMA NyTb. B cBA3M ¢ oTcyTcTBMEM
P13NONOrMYECKON 3a4epXKKN NPOBEAEHNS, CBOVCTBEHHON
AB-y3ny, B BONIOKHax A406aBOYHOro NyTW pacrnpoCcTpaHuB-
LUMIACS MO HUM UMMYNbC AOCTUraeT XKenyao4KoB paHbLUe,
YeM TOT, KOTOpbI npoBoanTcs Yepes AB-y3en. 91o ob6ycnos-
nvBaeT ykopoyeHune nHtepeana PQ n gedopmanmio komn-
nekca QRS. lMockonbky MMMNynbC NPOBOAUTCS MO KreTkam
COKpaTUTENbHOIO MUOKapPAAa C MEHbLUEN CKOPOCTbIO, YeEM
Mo cneumnanu3mpoBaHHbIM BOSIOKHAM NPOBOASALLEN CUCTEMBI
cepAaua, MPOAOIMKMTENBHOCTb AeMNONApu3aLmnm XXenyno4ykos
n wuprHa komnnekca QRS yBenuumBatotcs. OgHako 3Ha-
ynTenbHasa 4acTb MMOKapAa Xenyao4yKoB OXBaTbiBaeTCH
BO30yXAeHnem, KoTopoe ycrneBaeT pacnpoCcTpaHUTbCA
HOopMarsnbHbIM NyTeM, No cucteme mca — lypkuHbe. B
pesynbTraTe Bo30yXOeHNs XXenyA04YKOB 13 BYX MCTOYHMKOB
obpasytotcsa cnvBHble kKoMmnnekebl QRS. HavanbHas yactb
3TUX KOMMEKCOB TaK HasbiBaemasi fenbTa-BofiHa oTpaxaeT
npexaeBpeMeHHoe BO30YXAeHMEe Xenyao4KoB, UCTOYHU-
KOM KOTOPOrO CIy>XUT A00aBOYHbIN NPOBOAALMIA NyTb, a
ero KoHe4yHas 4acTb 0OycrnoBneHa NpucoeavHEHNEM K KX
genonspusaumm MMnynbCoM, KOTOPbIA NMPOBOAMTCH Yepes
npencepaHo-XenyaoykoBblv y3en. MNpu aTom ywmpeHve
komnnekca QRS HuBenupyeT ykopoyeHue nHtepsana PQ,
TakK YTO MX CyMMapHas NpPOAOIKUTENbHOCTb HE M3MEHS-
eTcsl. BblpaXeHHOCTb NpexaeBpeMEHHOro Bo30yXaeHUs
N COOTBETCTBEHHO MPOAOIMKUTENBHOCTb AerbTa-BOMHbI 1
uHtepBana PQ moryT 6biTb pa3nuMyHbIiMy. OYHKLMOHMPO-
BaHVe MexXy3noBoro TpakTta [hxenmca nposBnsieTcs nub
YyCKOpeHneM npencepaHo-Xenyao4koBOM MpoOBOAUMOCTH
npu HEM3MEHEHHOM BO30YyXOAEHUU XEeNyao4vKoB, KOTOpoe
pacnpocTtpaHsaeTcsa no cucteme vmca — lNypkuHbe, 4YTO
NposiBNSEeTCs yKopoyeHuem mHTepsana PQ npu oTcyT-
CTBMM AenbTa-BonHbl U abeppaHTHOCTM komnnekca QRS
(cuHpopom Knepka—IJleBu—Kpuctecko). ObpatHas kapTuHa
HabnogaeTcs npu pyHKLMOHMPOBaHUK fobaBovHoro dac-
LIMKYTNOBEHTPUKYNAPHOro Tpakta Maxenma B gucTanbHbIX

MYYOK KEHTA BOJTOKHA MAXEVIMA
AB-y3en
CA-y3en
Crtson
nyyka 'mca
JleBasi HOXKa
My4ok KexTa nyuka Mca BorokHa
Maxenma
MpaBas HoxKa Mpasas HoxKa
ny4yka lNca nyyka MNica
MYYOK IKEMMCA TPAKT BPELLEHMALLE
AB-y3en
CA-y3en
Crteon
ny4ka ca
Myyok Dxenmca

TpakT BpeleHmalue

Puc. 6. URL:http://www.smed.ru/guides//doctor/
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otaenax cuctem mca—IlypkuHbe. lNpexageBpemMeHHoe
BO30yXAeHre HeBOMbLLOW YacTu MUOKapAA OLHOIO 13 Xe-
nypno4koB obycnoenueaetr obpasoBaHue Ha IKI HeveTko
BbIpaXXEHHOW AieNbTa-BOMHbI M YMEPEHHOTO YLLIMPEHWS KOMI-
nekca QRS (okono 0,12 c) npu HEM3MEHEHHOM BpPEMEHU
npegcepaHo-Xenyao4KkoBoro NpoBeAeHns. Takon BapuaHT
npexaeBpeMeHHOro Bo3by>XAeHNs XKernyaoyYKoB UHOrAa
Ha3bIBalOT aTUNNYHLIM BapMaHToOM crHapomMa Bonbdda—
MapknHcoHa—Yanta (WPW).

OpfHako OCHOBHOE KIMMHMYECKOE 3HayeHue AOMNOMHM-
TenbHbIX NyTEeN NPOBEAEHNS COCTOMT B TOM, YTO OHU He-
peaKo BKMOYAKTCA B METMAK KPYroBOro ABWXEHWUS BOJHbI
BO30y>xaeHust (re-entry) n cnoco6CTBYIOT, Takum 0bpasom,
BO3HVMKHOBEHWIO HALXErNyAO4YKOBbIX MapoKCM3MarnbHbIX
Taxukapaum.

CyLuecTByIOT ycrnoBus, HeobxoaMMble OIS MHOYKUUK
re-entry — Taxvkapoum:

* HanNM4ne OByX KaHamnoB NpoBeAEeHUs;

* OQHOHanpaBneHHbIN 6riok NpoBeaeHWS MO OAHOMY U3
KaHarnos;

* BO3MOXXHOCTb 0OXOQHOr0 aHTEPOrpagHoro NpoBeaeHUst
no Apyromy KaHany;

* BO3MOXHOCTb PETPOrpagHOro NpoBeAEHUS MO OQHOMY
13 ByX KaHamnoB.

BosHukHOBeHUe 1 nogaepxanne ABPT npu cuHgpome
WPW BO3MOXXHO TOMBKO NPY HANM4um BCexX NepevmncrieHHbIX
YCrOBUN.

Bo Bpemsi napokcusama opmodpomHol ABPT aHTe-
porpagHoe npoBefeHve (OT Npeacepavn K xenygoyvkam)
OCYLLIECTBISIETCA MO CTPYKTYpam HOpMaribHOM NPOBOASLLEN
cuctembl cepgua (ABC), a peTporpagHoe (OT KenyaoykoB
K npeacepavam) — no gononHutensHbiM ABC. Mpu aTom
Aenonsipm3aums M1MoKapaa enynoykoB MPONCXOAUT MO HOp-
MarnbHou cucteme M'vca—IlypkuHbe, n Ha KT pernctpupy-
eTcsa Taxukapamna «y3kummn» komnnekcamv QRS. Mpu aHmu-
OpomHou ABPT aHTeporpagHoe npoBedeHne npoucxoaut
no JABC, a peTporpagHoe — Mo CTPYKTypam HOpMaribHOW
npoeoasLwen cucteMbl ceppua. Ha OKIM pernctpupyerca
TaxvKapauns ¢ «LWMPOKMMU» Komnnekcamm QRS.

KnuHnyeckne nposiBNeHMs CMHAPOMOB MPeABO30YX-
AEHUsT MOTyT HabnoaaTbCa B pas3nM4yHOM BO3pacTe, CMoH-
TaHHO unu nocrne Kakoro-nnbo 3abonesaHusa. CuHOpOM
Bonbpdpa—IlapkmHcoHa—YanTa yacto conpoBoXaaeTcs
pasnuyHbIMK HapyleHusamMu cepaevHoro putma: B 80%
CrnyyaeB BO3HMKAKOT PELIMNPOKHbIE HAOKernyao4KoBble Ta-
XVKapaum C COOBETCTBYHOLLEN CUMMTOMATUKOW (OLLyLLiEeHne
cepauebreHns, ronoBOKpyXeHne, 0OMOPOKN, OAbILLKA,
6onu B rpyaHoON KneTke), KoTopble C BO3pacToOM MOryT nepe-
poxaaTtbcs B pmnbpunnauuio npegcepauin. HamHoro pexe
pa3BMBalOTCA ApYyrue HapyLleHusi putma.

[narHocTika OCHOBbBIBAETCS Ha KOMMIEKCe KMMHUKO-
nabopaTopHO-UHCTPYMEHTanNbHbIX UCCNefoBaHUA, Taknx
Kak anekTtpokapguorpadusa B 12 oTBefeHMsX, aXoKap-
avorpadus, YpecnueBOLHOE 3reKTpodusmonorniyeckoe
uccrnefoBaHne, 3HA0ANEKTPOM3NONOrNYeckoe nceneno-
BaHue. ViccnenoBaHusa HanpaeneHbl Ha NOATBEPXAEHME
CTPYKTYpPHOI natonoruv cepaua. BaxHbim aBnsertcs Tuia-
TenbHbIN aHanma JKIT.

[dunarHocTnyecknmmn anekTpokapamnorpaduyeckmmm
Kputepmusamn cungpoma WPW gaenstorcs:

* yKOpo4eHHbI nHtepean PR (meHee 120 mc);

* HanNM4ne AenbTa-BoMHbl, KOTOpasa OTpaXKaeT YCKOPEH-
HOe NpoBeeHne MMNyrbca OT NPEACEPANI K XKeNnyao4Ky no
AONOMHUTENBHBIM MYTAM;

* CIIMBHOW XapakTep 1 yumpeHnue (6onee 1120—120 mc)
komnnekca QRS;

KJINHNYECKWE HABJIOAEHUA

* AVCKOPAAHTHbBIE MO OTHOLLEHWIO K HamnpaBleHHOCTH
komnnekca QRS nameHeHus cermeHta ST u 3ybua T.

MauneHTbl ¢ cnHapomom WPW HyxgatTcs B nevyeHun
TOMbKO B Crlydae BO3HUKHOBEHMWS Yy HWUX HapyLleHWn cep-
Ae4vHoro putma. Ecnu xe y naumeHTa B aHaMHe3e nMmeercs
yKasaHve Ha Hanm4ue NocnegHnX, NPOBOANTCHA NOCTOSHHAsA
aHTMapuTMnyeckas Tepanvs. HeobxoaMmo NOMHUTE O TOM,
YTO A@HHON rpynne 60MbHbIX MPOTMBOMNOKAa3aHO HasHavYeHne
6noKaTopOB KarnbLMEBbIX KAHANOB HEAUTVAPONMPUANHOBOIO
psina, cepaevHbIX rmuko3maoB u beta-agpeHobnokaTopoB
BBMAY 3amefrneHus nposefeHus no ABC npu oTcyTcTBMM
BNUSHWS Ha npoBeaeHne no JABC.

OpHako MefvkameHTO3Has Tepanusi He Bcerga ad-
dekTBHa. VimetoTcst Takke AaHHble, 4To Bonee 4yem B
NnonoBMHE crnyyaesB y nauyueHToB ¢ cuHapomom WPW B
TedyeHne 1—5 neTt pasBuBaeTCA PE3UCTEHTHOCTb K aH-
TMapuTMU4eCcKMM npenapartam. Ml noaTomy B HacTodLee
BpEMS OCHOBHbIM METOAOM pafuKanbHOro NevYeHus un
npocpunaktukn ABPT npu cnHgpome npenBos0yxaeHus
Xenyao4KkoB SABNSETCA KaTeTepHas pajuoyacToTHas
abnauns AOMNONHUTENbHbBIX MPOBOASALLUX NYTEN.

lMoka3aHusi k PYA dononHumenbHbIx nymeu y 60s1b-
HbiIx ¢ cuHopomom WPW (BHOA, 2005)

Knacc | (abcontoTHble nokasaHus):

1. MauneHTbl ¢ cumnTomaTnyeckon ABPT, ycTonumsom
K aHTMapmuTMM4ecKnM npenapartam, Npyu HeNepeHoCUMOCTH
neKapCcTBEHHbIX MpenapaTos.

2. MaumneHTbl ¢ O (Mnu apyron npeacepgoHoOn Taxu-
apuTMren) 1 ObICTPbIM XenyA04KOBbIM OTBETOM, CBA3aH-
HbIM C aHTeporpagHbIM NPOBEAEHNEM MMMyMbca Mo JOMon-
HUTENBbHOMY aTPVMOBEHTPUKYNSPHOMY COEOUHEHMIO, €Crn
Taxukapaus ycTonumBa K AENCTBUIO aHTUapUTMUYECKNX
npenaparos, a Takke Npu HeMepeHOCMOCTH NpenapaToB
NaLneHTOM UIN ero HeXenaHum NPoAoIKaTb ANUTENbHYHO
aHTMapPUTMUYECKYLO Tepanuio.

Knacc Il (oTHocuTenbHble NokasaHus):

1. NMaumeHTbl ¢ ABPT munun ®I1 ¢ BbICOKOW 4acToTOM
COKpaLLleHWI Xenyao4ykoB, BepUMOULUPOBaAHHON B Xoae
nposeaeHus dOU.

2. MauneHTbl ¢ NpeaBo3byXaeHMEeM Xenyao4yKkoB, B
cryyae OTCyTCTBUSi CUMMTOMOB, €CNK UX NpodeccuoHarnb-
Has OeATenbHOCTb, CTPAxOBble BO3MOXHOCTM, OYLUIEBHbIN
KOMOpT Mnm nHTEepechbl o6LlecTBEHHOW 6e3onacHoCTu
OyayT HapyLleHbl B pe3yrbTaTte BO3HUKHOBEHUS CMIOHTaHHbIX
TaxmapuTMuin.

3. MauuneHTbl ¢ ykasaHnem B aHaMmHese Ha PI1 n npu-
3Hakamu npeaBo3byxaeHns Ha OKT.

4. MaumneHTbl C Npu3HakamMu NpeaBo3dyKaeHVsa 1 ceMelt-
HbIM aHaMHe30M BHEe3arnHoW cepae4Hon CMepTu.

Knacc Il (PHA He nokasaHa): nauueHTbl, Y KOTOPbIX
apuTMUK CBSI3aHbl C MPOBEAEHNEM MO AOMNOMHUTENbHBIM
nyTam, 3 EeKTMBHO KOHTPONUPYOTCS MPOBOAMMOW aHTU-
apVYTMUYECKON Tepanuen n Nerko ee NepeHoCHT; NaLneHTbl
npeanoynTaT MeaMKaMeHTO3HYH Tepanuio NMPOBEAEHUIO
PYA.

Mpn oTcyTcTBUM Xanob NPorHo3 y Takmx BOMbHbIX
BrnonHe GnaronpusitHeln. CyLecTBEHHO yXyAlaeTcs npu
BO3HUKHOBEHWM NAapOKCM3MOB (hubpunnsauum u TpeneTaHns
npeacepaun ¢ BbICOKOW YacToTon. [loaTomy AnarHocTuka
3TOro CMHAPOMA [OMKHA NMPOBOANTHLCH CBOEBPEMEHHO.

Cnucok cokpauweHwun ABC — aTpyoBeHTpUKynsap-
Hoe coefavHeHne; ABPT — aTproBeHTpUKynsipHas peumunpokHas
Taxvkapgusi; JABC — pononHutensHoe aTpuoBEHTPUKYNSpHOE
coeguHeHne; CA — cuHoatpuanbHbii; PYA — pagmovacTtoTHas
abnsuus; TMN — TpeneTtanve npencepamn; O — dpunbpunnaums
npeacepavn.
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3J1IbBUPA UPEKOBHA BUKMYXAMMETOBA, Bpay o6Lueii npaktyku KnmHUKo-AnarHOCTUYECKOro LIeHTpa

ABUaCTPOUTENLHOIO parioHa r. Kazanm

AJIMHA PACBIXOBHA BOIJAHOBA, Bpay o6uueli npaktuky KnuHuKo-amarHoCTM4eckoro LeHTpa

ABUacCTPONTENLHOrO parioHa r. Kazanm

Pedbepat. B nocrnegHve gecatunetus otMevaeTcs pocT pacnpoCTPaHEHHOCTU CUCTEMHBIX BacKynuToB. paHynemartos
BereHepa — HEKpOTM3NpPYHOLLMIA BACKYNUT COCYA0B MENKOTo U CpeaHero kannbpa ¢ BoBieYeHNneM pecnmpaTopHOro TpakTta
1 novek. OH MOXET NpoTeKaTb Nof, PasnMYHbIMU MackaMu He TOrMbKO B Ae6H0Te, HO U B NEPUOL, Pa3BEPHYTOM KITMHUYECKOW
KapTUHBI, YTO 3aTPYAHSIET AMATHOCTUKY U BNUSIET HA MPOrHO3 XXU3HW.

Knrodeesnie crioea: cucteMHble BacKynuTbl, rpaHynemaTtos BereHepa, rnomepynoHedpuT, aHTUHENTPOMUIbHbIE aHTU-

Tena.

WEGENERS GRANULEMATOSIS (clinical case in practice)

O.N. SIGITOVA, E.I. BIKMOUKHAMMETOVA, A.R. BOGDANOVA

Abstract. In the past decade the rise of systemic vasculitis. Wegener’s granulomatosis — necrotizing vasculitis of small
vessels and medium-sized with the involvement of the respiratory tract and kidneys. It can occur under a variety of
masks, not only in the debut, but also in the period of intensive clinical picture, making it difficult to diagnose and affects

the prognosis of life.

Key words: systemic vasculitis, Wegener’s granulomatosis, glomerulonephritis, antineytrofilnye antibodies.

B nocrnegHue OecAaTUneTuss oTMeYaeTcs pocT pac-
NPOCTPaHEHHOCTN CUCTEMHbIX BackynutoB (CB).
OpHako MMEHHO cpeau 3TOW KaTeropun NaLMeHToB OO0 CUX
nop oTMevaeTcs HanbonbLLIee YUCIO Cy4aeB PaCXOXOEHNS
AnarHo3oB, 0coOeHHO B Hayane 3aboneBaHuii, NOCKOMbKY
CB, kak npasuno, neboTmpyoT NMbo ogHMM CUHAPOMOM,
nnbo HecneundpUYeCcKUMN NPOSIBNEHNSIMU U NPOTEKAOT
nop, Mackow gpyrux 3aboneBaHuii CO CXOOHOW CMMMNTOMa-
TUKOM, 4TO TpebyeT nNpoBeaeHMs HENPOCTOro anropuTma
anddepeHunanbHoOM AnarHocTukun. NatoreHeTnyeckoe
rnievyeHvie B Nepvog AMarHoCTUKU He NpoBoauTCs, 3abone-
BaHWEe MpPOrpeccupyeT; BO3HMKAKOT OCMOXHEHWs, nHoraa
daTanbHble.

lpaHynemaTto3 BereHepa ('B) — cucTeMHbI BacKynuT
apTepuin U BeH cpefHero kanubpa, xapakTepusyrLimincs
pa3BUTUEM HEKPOTU3MPYHOLLErO rpaHyremMaTo3Horo BOC-
naneHnsi ¢ NPeMMyLLeCcTBEHHbIM MOPaXeHNeM BEPXHUX
AblxaTenbHbIX NyTen, nerkux 1 novek [1]. Bnepsble 'B 6bin
onucaH B 1931 r. H. Klinger (1936) n F. Wegener (1939) [5].
BoneT 0AMHAKOBO YaCTO U MYXXUYMHbI U KEHLUMHbI B BO3-
pacte okono 40 ner.

OT1nonorus 3abonesaHus HenseecTHa. Cpean BO3MOX-
HbIX NMPUYMH BO3HWKHOBEHMUSA B Hanbonee BepoOATHbIM
CYMTAT MUKPOGHBIN Mnu BUpPYCHbIN chakTop [8]. 3abone-
BaHWe Hepeako Bo3HUkaeT nocne OPBW, nepeoxnaxaeHus,
BaKLMHaLMW, aHTUOMOTUKOTEPANWU, HO MOXET Pa3BMBaTLCS
1y COBepLUEHHO 340poBbIX Ntoaen [3, 7]. Bcneacteue nps-
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MOrO BO3EMCTBUS STMOMOrMYeckoro paktopa hopmMmnpyeTcs
YyXKepOOHbI aHTUTEH UM @yTOAHTUIEH, KOTOPbIE BbI3bIBAOT
KMNETOYHbIV UN r'yMoparbHbI UMMYHHBIR 0TBET. O6pasytoT-
CS LUMPKYNMPYIOLLME MMMYHHbIE KOMMIEKChI C pukcaumen
UX B CTEHKe cocyaa. [poncxoguTt akTmBaLms KOMNIEMEHTa,
KOTOpbIM NyTEM XeMoTakcuca AencTByeT Ha NONMMOPEHO-
sfepHble nenkouunTbl. MNocnegHne NpoHMKaKT B NPOcBET
cocyda, HapyLlalT NPOHULL@EMOCTb COCYAMNCTOWN CTEHKW,
BbIAENSAT NM3ocomarbHble epPMEHTbI, YTO MPUBOAMUT K
HEKpO3y CTEHKM COCya, OKKN3um npoceeTa. bonbLuoe 3Ha-
YeHMe NMEeET peakuus rmnepyyBCTBUTENBHOCTY 3aMeasieH-
HOro Tuna ¢ OpMUPOBaAHNEM rpaHysfieM B CTEHKaX COCY0B
BCreacTsue B3anmoaencTausa CD,-T-KneTok n Makpodaros
B OTBET Ha HEW3BECTHbIN aHTUreH. Y 6onblunHcTBa 60Mb-
HbIX B MMetoTcs aHTUTENa K LumMTonnasMme HemTpodunos,
npevMyLLecTBEHHO K npoTtease-3 [9].

3aboneBaHue, kak NpaBuso, Ha4YMHaETCs C NOSIBNEHMS
obwmx cMMnTomoB: nuxopagkm ao 38—39°C, obuen cna-
60CTU, YMEeHbLUEHUs Macchl Tena, apTpanruin, Muanrui;
pexe HabnogalTca apTpuThbl KpynHbIX cyctaBoB. [na B
XapakTepHa Tpvaga CMMNTOMOB: NMopaXkeHne BEPXHUX Abl-
XaTernbHbIX NyTENn, Nerkmx, NoYex.

MopaxeHne BepxHWX ApixaTenbHblx nyten (y 80—90%
60mMbHbIX) NPOSABNAETCHA 3BEHHO-HEKPOTUHECKUMU N3MEHE-
HUSIMW CrM3NCTOM 0O0NOYKM NPUAATOYHbBIX Na3yX, FOpPTaHW.
Bo3HMKalOT yNOpHbI HACMOPK C CEPO3HO-CYKPOBUYHBIMM
BblAeneHusaMu, 6onb B 06nactv npuaaTovHbIX nasyx, Ho-
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