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HacnedcmeeHHocmes — oMHUBYC, 8 KOMOPOM
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Onusep Xonms,
amepukaHckul nucamesne

[unarHocTnka ¢YHKUMOHANbHbIX runepbunupybrHeMunini - Bbi3blBaeT  CNOXHOCTU

y NPaKTUYeckoro Bpaya, No3ToMy Hepeaku cnyvau, Koraa naluueHToB C HacneACTBeH-

HbIMU 0COBEHHOCTAMM ObMeHa 6unnpybuHa ANUTENbHO Neyat Nno noeogy HeobocHo-

BaHHO M HEMpaBWIbHO AVArHOCTUPOBAHHbBIX XPOHUYECKOro renaTuTa Um remonntnye-

CKOW XenTyxu. M xoTa nporHo3 GpyHKUMOHanbHbIX runepbunupybruHemnii bnaronpuateH

(kpome cuHapomoB Kpurnepa-Hanapa 1-ro tvna, bairnepa), a neyeHne HeKOTOPbIX

13 HUX He pa3paboTaHo (B pAge CnyyaeB B HEM NPOCTO HET HeobxoAMMOoCTH), cneayeT

CTPeMUTbCA K fOKa3aTeIbHOMY AMarHo3y 3TUX COCTOAHMI. HeobxoammocTb 3Toro cea-

3aHa C TeM, YTo:

— HecBOeBpemMeHHaA AMArHOCTMKa GyHKLMOHANbHbIX runepbunmpybruHemnini npuso-
AUT K MHOTOYMCNEHHbBIM 06CIefoBaHNAM, NPUeMy pasnnyHbIX NpenapaTos, He Noka-
3aHHbIX NaLWEHTY, 1, KaK CNeAcTBre, K HEONpaBAAHHOW 3aTpaTte CPeAcTB U BpeMeHu;

— NpaBWbHbIN ANArHO3 KaK GYHKLUMOHANbHBIX TUNepounnpybuHemnii, Tak n XpoHuye-
CKOrO rernartuTa rno3BosisieT NPaBuibHO PeLaTb BOMPOCHI SKCMepTU3bl TPY[0CNoco6-
HOCTW, CNy>Obl B apMun N T.4.;

— TOYHbIV AMArHO3 BaXKeH ANA YCTpaHeHMA TPeBorn 60NbHOro U ero poACTBEHHNKOB,
npegoTBpaleHns GUKCMpoBaHNA NaLMeHTa Ha CBOEM 340POBbe, Pa3BUTUNA UNOXOH-
APVYECKOrO COCTOAHUA.

OpHa 13 rmaBHbIX NPUYNH ANATHOCTUYECKINX OLUMOOK — HE3HaHMe Bpayeil O BbICOKOW
yacToTe BCTpeyaeMocTu GyHKLMOHANbHbIX runepbunvpybruHemmii. YactoTta pasnnyHbix
BapuaHToB cocTaBnAeT 3—-15% B pa3Hbix cTpaHax [2, 4, 13].

[lobpokayectBeHHble (PyHKLUMOHaNbHbIE) runepbunupybuHemnm (NMUrmeHTHble re-
nato3bl) — 3aboneBaHuA, CBA3aHHbIE C HACNEACTBEHHBIMY HapyLLUEeHNAMNU obMeHa 6unu-
pyburHa (3H3MmonaTAMM), NPOABNAILMECA XPOHUYECKON NN NEepeMeXatoLLenca xen-
TyXOW 6€3 BbIPaXXEHHOro NePBUYHOIO U3MEHEHUA CTPYKTYPbI U GyHKLUM neyeHn n 6e3
ABHbIX NMPU3HaKoB remonun3sa u xonectasa [1, 11]. K ¢yHKUMOHanNbHbIM runepbununpy-
6UHEMUAM OTHOCAT [4, 13](cm. Tabn. 1):

- cnHppom Kpurnepa-Haiapa 1-ro n 2-ro Tvnos;
— cumHAapom [abuHa-[»OHCOHa;

— cuHppom PoTtopa;

— cuHapom Jliocn-[pwvckonn;

- cuHppom AareHeca;

- cnHapom bannepa;



Ta6nuua 1 - cuHapom Xunbbepa;
— cuHapom MewneHrpaxTa;
— NepBuYHyto runepbunupybrHemuio (?).

OnddepenumnanbHan guarHocTuka GYHKLMOHaNbHbIX runep6unnpy6uxHemnii
(no A. C. KysHeyosy c coasm., 2001 [4])

CuHopom Kpuanepa-Hatiapa onucaH B 1952 r.amepukaHckumm neguatpamu J. F. Crigler

Cunppom facoranas Knuxunueckne Nacariite n V. A. Najjar. Tun HacnegoBaHMA — ayTOCOMHO-peLeccMBHbIA. Ha monekynsipHoOm ypoBHe
HatnenoRais s iecisdgmidns nedeKT noKannusyeTca B 0AHOM 13 5 3k30HOB (1 A-5) reHa ypuanHandocdaTrniokypo-
HunTpaHchepasbl (YADIT) 1*1 (puc. 1). C oAvHaKOBOI YaCTOTON BCTPEYAETCA Yy Manbun-

' KOB 1 fieBoyek. [aToreHes — otcyTcTBue (1-1 TMN — CM. PUC. 2) UK CHXKeHne (2-4 Tvn)

akTmBHocTM YADIT.
Mocneposa-
TeNnbHOCTb
TATAA Jk30H 1A 2 3 4 5
51 o 3!
| [ |
MyTrauus: Cunapom
cunapom Xunbbepa Kpurnepa-Haiiapa

1-ro v 2-ro TMna

Puc. 1. Ctpoenue reHa YAOIT 1*1, cogepalyero 5 3k30HOB N NPOMOTOPHbIV Y4acTOK
(nocneposarenbHocTb TATAA). Bcero moxeT 6biTb 10 3K30HOB (NMOKa3aH TONbKO OAVH).
3k30H 1 A (Ha3biBaeMbli TakKe 3K30HOM 1*1) yyacTsyert B skcnpeccumn YAOIT 1*1
(OCHOBHOW aKTUBHbIN depmeHT), 3k30H 1D (1nu 1*4) - B skcnpeccun YADIT 1*2 [15]

OTcyTCcTBYeT KOHblorayusa 6unupy6muHa

Kposb KenuHbl KaHaney
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Puc. 2. NatoreHe3 cunapoma Kpurnepa-Hanapa 1-ro tuna




Mpu cuHgpome Kpurnepa-Haapa 1-ro Tuna ypoBeHb HEKOHbIOrMPOBaHHOIO 6u-
nupy6uHa B KpoBm npesbiwaeT 200 MKMonb/n. MponcxoauT HakonneHne 6unmpy6buHa
B A[Jpax CEPOro BelecTsa rofloBHOro MO3ra, B pe3ynbTaTte Yero pa3BuBaloTca Cyaopory,
OMNUCTOTOHYC, HACTArM, ateTo3 u T.A4. MaHudecTauma HacTynaeT B NepBble Yacbl XN3HY,
npuyem 60sbHble Yalye NornbatoT B TeYeHMe NepBOro rofa KnsHu oT AAepHON XKenTy-
xu. V3meHeHni neyeHn (BUOXMMNYECKUX, TMCTONOrMYecKnX) He obHapy»xuBatoT. [poba
c beHobapbuTanom He faet pesynbrata (beHobapbuTan nHayuMpyeT akTuBHOCTbL YOIT,
HO B CBA3M C OTCYTCTBMUEM 3TOr0 GepmMeHTa npenapart He MeeT TOUKM NPUNOXKEHNA).

B neyeHuu npumeHstoT dototepanuio (puc. 3), KpoBOMycKaHUA, OOMeHHble nepennsa-
HUA KPOBU, anbbyMnHa, Nnasmadepes, TpaHCNIaHTaUMIO NeYEHU, FeHHYIO UHXEeHepuio.
DeHobapbutan HeadpekTneH. DoToTepanvs CNOCOOCTBYET pa3spyLueHnio bunupy6bu-
Ha B TKaHaX. YacTble ceaHcbl poToTepanum (Ao 16 YacoB B CyTKK) NO3BONAIOT NPOASINTDL
UN3Hb 60bHbIM; MeTof 3pdeKTUBEH B 50% CyyaeB, ero MOXHO NPoBoAUTL ambynaTop-
Ho. OaHako, aaxke npwu xopolem 3dpdekTe poToTepanuy, B TeueHne nepsbix ABYX Aecsa-
TUNETUN XU3HN MOXKET Pa3BMBATbCA AAepHasn xenTyxa. [loatomy poToTepanuio cnegyet
paccmaTprBaTh Kak MOArOTOBKY K TPaHCMaHTaUuUy neyeHu, Kotopas npuHUnMnuanbHo
ynyuluaeT NporHo3 3abonesaHus, T.K. CNOCco6CTBYET HOpManusaLuum obmeHa 6unmpyou-
Ha. KpoBonyckaHus, 06MeHHble NnepenvBaHua KpoBw, nnasmadepes, npuMeHaioLnecs
A1 CHUKEHUA YPOBHA 61nupy6rHa B KpoBu, MeHee 3ddeKTnBHbI [4, 5, 13].

Puc. 3. DoToTepanusa NpoBOANTCA rpyAHOMY pebeHKy, cTpagatollemy cuHgpomom Kpurnepa-Haitapa 1-ro Tuna

Mpu cuHgpome Kpurnepa-Harapa 2-ro Tuna maHudecrauma HacTynaeT HECKOJIbKO
no3»e — B NepBble MecsLbl X13HW. [IpoABNeHNA CXOAHbI C CUHAPOMOM 1-ro TUNa, HO Me-
Hee BblpaxeHbl, T.K. YOADOI'T npucyTcTByeT B renatouyutax, XOTa akTVBHOCTb €e 3Hauu-
TeNbHO CHUXKeHa. YPOBEeHb HEKOHBIOMMPOBAHHOTO Gunupy6briHa B KPOBU He aocTuraet
200 mkmMonb/si. [loctatouHo 3dpekTrBHbI peHobapbutan n pototepanua.

CuHopom [JabuHa-/JoHcoHa onncaH B 1954 r. T.N. Dubin n G. D. Johnson. Tun Hacne-
[OBaHUA — ayTOCOMHO-JOMMHaHTHbIN. YacTtoTa — 0,2-1,0%. KnuHnyeckne nposBneHus
06bIYHO pa3BMBalOTCA Yy MyX4uH 20-30 neT. [aTtoreHes 3aknioyaeTca B HECOCTOATE b~
HocTv ATD-3aBUCMMON TPAHCMOPTHOW CUCTEMbI renaTounToB (KaHanbLes), B pesynbraTe
yero yxyAlaeTcs TPAHCMOPT 6unmpy6rHa B xenub 1 Aaxe pa3BuBaeTcs ero pediokc
13 renaToymToB B KPOBb (puC. 4).

DedeKT ceKpeLunmn KOHbIOrMPOBaHHOro 6UNMpy6rHa
13 renaTouunToB B XXeN4YHble KaHablbl

o~ KpoBb Kenunbln KaHaney
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Puc. 4. Matorenes cuHapoma labuHa—[>koHcoHa

KnuHuka cuHgpoma [abuHa—[»KoHCOHa npefcTaBieHa NOCTOAHHON XenTyxon 6e3
3yaa uim (peako) ¢ Hebonbwym 3ygom, 6bonamu B npaBom noapebepbe ¢ nepuoanye-
CKUM yCUNEHUEM MO TUMY XKeNYHbIX KOMMK, BbiPaXXeHHbIMW ANCNEeNTUYeCKUMN ABJIEHW-
AMU, YTOMNISIEMOCTbIO, MAOXMM anneTutom, cybdebpunurtetom, renatomerannen. Bos-
MOXHa TaKXe crjieHoMeranus.

[uarHoctrka cuHapoma [JabuHa-[»KoHCOHa OCHOBAHa Ha BbIABNEHUN B KPOBU KOHb-
IOrMpPOBAHHOW 11 HEKOHBIOTMPOBAHHOW (33 CYET AeKOoHbloraumm u pedniokca 6unnpyou-
Ha B KpOBb) runepbunupybrHemun o 100 MKMonb/n, B moye — 6unupy6unypuu. Mo-
KaszaTtenu wenoyHon ¢pocpartasbl 06bIYHO HE M3MeHeHbl. XapakTepeH NoAbemM YPOBHSA
6pomcynbdanenta B KpoBM yepes 2 yaca nocne BeegeHus. MNpu xoneyucrorpadpum TeHb
XKENYHOrO My3blpsi OTCYTCTBYET. YXYALIEHMWE, KaK NPaBUIo, HacTynaeT Ha poHe BepemeH-
HOCTW UNK Nprema NepopanbHbIX KOHTPALLENTBOB.

Makpockonuueckn B TKaHW MeyeHn onpeaendAlTcA TeMHble MATHa («wokonagHas
neyeHb»), MOABEHNE KOTOPbIX CBA3bIBAIOT C HapyLIEHNeM cekpeLuunn MeTabonmTos Tu-
po3uHa, TpuntodaHa, beHunanaHunHa (puc. 5 a). MMKpockonmyeckmn BbiABAAIOT rpyobble
3epHa nUrMeHTa nunodycumHa, KOTopble HakanIMBalTCA NPEVMYLLECTBEHHO B LeHTpe
ponek (puc. 56, 5 B).

MporHo3 6naronpuATHbI. B nocnegHune roapl nokasaHa 3gpdeKkTnBHOCTbL Ypcodpanbka
B neyeHun cuHapoma [abuHa-[xoHcoHa. Ypcopesokcuxonesaa kucnota (YOXK), kak
1 pudamnuuuH, nosblwaeT skcnpeccuto MRP3 (multidrug-resistance protein 3) Ha 6a-
30nartepasnbHoi MeMbpaHe renaToumTa, YTo CNocobCTBYET HOpManu3auuy bunupybuxa
y B3pocnbix [18] n HOBOpOXAEHHbIX [3, 25].



Puc. 5 a. Makpockonuueckas KapTuHa neuenv npu cunapome [labnHa—[KoHcoHa
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Puc. 5 6, 5 B. MuKpockonuyeckas KapTvHa neyeHn npu cuigpome [labuHa-[koHcoHa
(HakonneHwue rpybbix 3epeH NMNodycLUnHa NPerMyLeCTBEHHO B LIEHTPe 0NeK)

CuHOpom Pomopa onucaH B 1948 r. A.B. Rotor, L. Manahan, A. Forentin. Tun Hacne-
[OBaHUA — ayTOCOMHO-AOMUHaHTHbIN. [laToreHe3 cBA3aH He TONbKO C HapylleHuem
3KcKpeuun 6unmpy6brHa (kak npu crigpome [labnHa—[IOHCOHa), HO 1 C HapyleHnem
€ro 3axBaTa CMHycouganbHbIM NOMOCOM renaToumnToB. Yalle pa3BrBaeTcsa y MaibynkoB
B nybepraTtHom nepuoge. KnnHuka cxofHa ¢ cunapomom [labrHa-[KoHcoHa. B Kposu
onpegenseTca runepbunupybrHemmua o 100 MKMonb/n (B paBHOM Mepe NOBbILWEHbI M0-
KasaTenu NpsAMoro 1 HenpaMoro 6unupy6uHa). Vimeiot mecto 6unupy6buHypus; Hapyuie-
Hue nornoweHns 6pomcynbdanenHa neyeHbo, HO BTOPOWN MK KOHLEHTPaLun B KpOBY,
Kak npu cuHapome [labuHa—[>KOHCOHa, OTCYTCTBYET; NPK XONeLMcTorpapun enuHbin
ny3bipb KOHTpacTMpyeTcs. Mpm 6roncuy neveHy HakoneHne NUrmeHTa o6HapyXvBatoT
penko, 6onee xapakTepHa Me/KoKanesnbHas Xuposaa AUCTPOGUA NpenmyLecTBeHHO
M0 XOAYy XenuHbiX KanunnapoB. JleueHne He paspaboTaHo. [IporHo3 6naronpuATHLIN.

CuHdpom Jliocu-[puckosi — peAKnin BapuaHT HacneACcTBEHHON runepbunupy6buHe-
Muu. 3aboneBaHne MaHndeCcTUpyeT y feTel B NepBble JHN XMU3HW, HO NINLLb Y TeX, KO-
TOpble HaXOAATCA Ha rPyAHOM BCKapMivBaHuuW. Pa3BuBaeTcA BblpaXeHHas runepbu-
nupybuHemus, Bo3MoxHa 6unnpybrnHoBas sHUedpanonatusa. HapylweHue KoHbloraumm
6unupy6rHa obycnoBieHo Hanuumem B Monoke matepu uxruéutopa YAOIT, nostomy
npeKpaLleHne rpygHoro BCKapMvBaHvis NPpUBOANT K Bbi3J0poBAeHNio [4].

CuHOpom AazeHeca (<HOPBEXCKWI XOJieCTas») NPOsBAAeTCs HapylweHnem GyHKUMN
rneyeHy BCnefCcTBME rnnonnasnumn ee numdatnyecknx cocyaos C pa3sBUTUEM Xonecrtasa.
ManundecTauma obbIYHO HACcTynaeT B HEOHaTallbHOM Nepuoae C BEPOATHbIMU peuvau-
BaMu y B3pOC/ibiX. BO3MOXHO MHTEPMUTTUPYIOLLIEE TEYEHNE XKENTYXWN, CONPOBOXAatoLLe-
eca pednymTom BUTaMuHa E, BCneacTBne KOTOPOro BO3HMKAKOT AereHepaTuBHble n3me-
Henua LIHC [4].

CuHOpom batinepa  (3noKauyecTBeHHbIN
CcemeiHbIii xonecTtas) — KpaiiHe peakuin Ba-
PUaHT reHeTnyeckn obyCcnoBneHHON runep-
6unupybuHemun. Pa3BmBaeTca Ha nepsou
Hepene Xu3Hu pebeHka. B natoreHese ume-
10T 3HaYeHVe popMupoBaHne nepunopTanb-
Horo ¢ubposa n nponudepayma KenuHbix
NPOTOKOB, M3-33 KOTOPbIX pa3BuBaeTcA XO-
nectas. 3aboneBaHne nNpoTeKkaeT C TAXKENOoN
xentyxon (bunnpybuH B KpoBu pgocturaet
300 MKMONb/N 3a CYeT MPAMOro), renarto-
1 cnneHomeranuen. MNporHo3 Hebnaronpu-
ATHbIN [4].

MepsuyHas 2unepbunupybuHemus — 0O4eHb
peakoe 3aboneBaHve, cBA3aHHOe C U36bl-
TOYHbIM 00Opa3oBaHMEM paHO MeyeHOoro
6unupybuHa B KocTHOoM mosre. puunHon
CUMTAOT MpPEeXAeBpeMeHHoe paspylieHune

Puc. 6. Asryctun Hukonac Xunbbep B KOCTHOM MO3re He3pesblX MnpeawecTBeH-

(1858-1927 ) HUKOB SPUTPOLINTOB, T.e. HeahDEKTUBHbIN

3puTPONo033. B nepudepunyeckon Kposu pas-

pyLUEeHWE 3PUTPOLIMTOB MPONCXOANT C 0ObIYHOW CKOPOCTbIo. KnuHnyeckn 3abonesaHue
NPOABNAETCA KOMNEHCMPOBaHHbIM remonusom [13].

CuHOpom XKunbbepa —onucar B 1901 r. ppaHLy3ckumu Tepanestamu A. Gilbert (puc. 6)
n P. Lereboullet.
Mpu cuHgpome MKunbbepa HapyLIATCA 3aXBaT, TPAHCMOPT U KOHblorauusa 6unupyou-
Ha. ImetoT mecTo (puc. 7) [2, 7]:
— He[oCTaTOYHOCTb BUNUTPAHCIIOKA3bl, OTBEYatoLLel 3a 3axBaT bunupybuHa 13 Kposu
1 ero TPaHCMopT B renaTouuT;
- peduyut Y- n Z-NpoTenmHOB-NMraHaoB (bepmeHTa rnyTaTMoH-S-TpaHcdepasbl), oTBe-
YaloLux 3a nepeHoc 6unmnpybrHa K MUKpocomam;
- peduumnt YOOIT, obecneurBaioLLein nepeHoc rioKypoHOBOW KNCIOTbI K 6Gunnpy6uHy.
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CHWXKeHHbIN 3axBaT 6unupy6uHa renatoynTamm

Kposb XKenuHbii KaHaney
,g "
enartouuT
i J
® oz
o=
gs
EE
e x5 "
g . [KonbioruposanHbii
] SHAoNNasmMaTUyecKnia Gunupy6unn
£ petukynym

Puc. 7. Natorexes cuHapoma Xunbbepa

leHeTnyecknit fedeKT CoCTONT B HaNMuum Ha NPOMOTOPHOM y4acTke A (TA), TAA reHa,
koaupytowero YOOIT, pononHutenbHoro anHykneotnaa TA, T.e. obpa3syerca yyacTok
A (TA), TAA [13] (puc. 1). Tun HacnefoBaHWA — ayTOCOMHO-AOMVHAHTHbIN.

PaznuyatoT «BpOXKAEHHbIN» BapUaHT cuHapoma Kunbbepa, Korga KnmHuyeckue npo-
ABNEHUA pa3BMBaloTCcA B Bo3pacte 12-30 net 6e3 npeaLwecTByOWEro OCTPOro BMpYyc-
HOro renatuta, u cuHapom Kunbbepa, KNMHMYeCKue NposABIEHNA KOTOPOro MaHude-
CTUPYIOTCA NOC/e NepeHeceHHOro OCTPOro BMPYCHOro renatuta. B atom cnyyae umeet
MeCTO T.H. NocTrenaTuTHas runepbunupybuHemus. Mpuyem oHa MoXeT bbITb CBA3aHa
He TONbKO C MHULMaLMen KIMHUYECKUX NPOABNEHUIA reHeTuYeckoro gedekra (C UCTUH-
HbIM cuHapomom Kunbbepa), HO 1 C pa3BUTUEM XPOHUYECKOTO BUPYCHOrO renatura.
T. e. 6onbHbIE C NOCTrENaTUTHON rMnepbunnpybuHemueir TpebytoT TLaTenbHOro Habnto-
feHuna 1 nposefeHna auddepeHLnanbHON ANarHoCTUKN Mexay cCuHapoMom Xunbbepa
1 XPOHNYECKUM BUPYCHbIM renatutom [1].

Mpu cunppome Kunbbepa COOTHOLLEHME MY>KYMH U KeHLWUH cocTaBnaeT 3-4:1. ABry-
cTvH XKunbbep onucbiBan XxapakTepHyo Tpuagy KNVHUYeCKUX NPOABEHWNIA: «NeyeHouY-
Haa mMacka» (Kentyxa), KcaHTenasmbl BeK, NeproAnyHOCTb CUMNTOMOB. TUNUYHO yCK-
NeHne XentTyxu nocne NHOGEKUU, SMOLMOHaNbHON 1 GU3NYECKOoW Harpysku, npuema
aHabonuyecknx cTeponaoB, MIOKOKOPTUKOWAOB, aHAPOreHOB, pudamnuumHa, LumeTun-
AWHa, NeBOMULIETNHA, CTPENTOMULUMHA, canuuyunata HaTpua, amnuuunnnHa, KopenHa,
3TMHUN-3CTPaAMONa, NapaleTamona, cynbdaHunamunos, anakapba, MeHTona, T.e. nocne
npuema Tex npenapaTos, B MeTabonuame koTopbix yyacteyeT YOOI T. 3Tv npenapatbl Ha-
3bIBalOT arniokoHamMu. Kpome Toro, XenTyxa MoXeT yCUMBaTbCA NOoC/e ronofaHns, pBo-
Tbl. B HacToALee Bpema [JOKa3aHo, YTo enTyxa He ABNnAeTcA 06A3aTeNlbHbIM NPU3HaKOM
cuHapoma Xunbbepa. OHa — nnlb «BepxyLuKa ancbepray, T.e. y 60nblIMHCTBA 6ONbHBIX

XenTyxa BO3HMKaeT TONbKO noc/ie NpoBoKaLuu, Hanpumep, nocie npruema ykasaHHbix
BbiLLle NpenapaToB. 3TO 06CTOATENbCTBO YPE3BbIYAHO BaXKHO YUMTbIBATb NPU NpoBeae-
HUW KNUHUYECKNX UCTMbITaHUIA Pa3NINYHbIX HOBbIX JIEKAPCTBEHHbIX CpefCTB. [oBbileHne
6unupybrHa MoxeT ObITb MPUHATO 3a NOOOYHYIO peakuuto, TOrga Kak Ha camom gene
eCcTb BEepOATHOCTb TOro, 4To 6ONbHON CTpapaeT cuHapomom Kunbbepa, a npenapar
CNpOBOLMPOBaN HEKOHBIOrMPOBaHHY0 runepbunupybrHemumio. MopgobHbie cuTyauunm
6bII OTMEYEHbI NPU KNMHUYECKNX NCnbiTaHuAx Tokcnnrulymaba (npenapata ans neve-
HUA PEBMATOMHOrO apTpuTa), pubaBMprHa, a TakXKe Npenapara, KOTopbii NPUMeHseT-
CA ANA neyeHnn akpomeranum y 60nbHbIX, yCTOMYMBBIX K COMaTOCTaTUHY [12].

BonbHble YyBCTBUTENbHBI K XONOAY, Y HUX NTErKO BO3HUKAET «rycnHaa Koxa». Pegko
NPOABNAETCA NMUrMeHTaunen nuua, NUrMeHTHbIMU NATHaMK Ha Koxke. O6blyHbIMK ABNA-
I0TCA TAXKECTb B NpaBoM nogpebepbe, AucnenTuyeckne ABNeHns, acTeHo-BereTaTBHble
pacctpowicTga [7]. Tak, A.W. lWaTtnxuH ¢ coaer. (1997) [13] npu obcnegoBaHm 60nbHbIX
06HapyXus, YTO y BCEX MALMEHTOB BbIABANCH NOBbILIEHHAA peakTUBHAA N IMYHOCT-
HaA TPEeBOXKHOCTb, MNIOX0e CaMOYyBCTBUE U CHUXKEHNe akTMBHOCTU. OTMeueHo yBenu-
YyeHue NpoueHTHOW npeacTaBneHHocTn D cHa; BereTaTvBHbIe NOKa3aTenn HOYHOrO CHa
n 60ApCTBOBaHMA He pa3nnyanuch. Takme N3MeHeHUA NCUXONOrnyeckon chepbl n op-
raHM3auuy HOYHOTO CHa, MO MHEHWIO aBTOPOB, BO3HWKaNM NepPBUYHO B OTBET Ha MOBbI-
LeHue cofiepkaHnA HEKOHbIOrMpPoBaHHOTo bunupy6brnHa BCcneacTeme ero Bo3aencTena
Ha runotanamyc. [oBbilleHNe YypOBHA HEKOHBIOMMPOBaHHOTO bunupybrHa npusoguno
TakXe K 6MoOpPUTMONOrMYeCcKnM CABMIraM, nepecTpoirike MOTUBaLMOHHON chepbl, CONpo-
BOXKAABLUENCA NOBbIWEHHbIM YPOBHEM TPEBOXHOCTH, YTO CMOCOOCTBOBANO Pa3BUTUIO
aCTeHNYeCKoro CMHAPOMa.

B 20% cnyvaeB npu cuHgpome XKunbbepa o6HapyKMBaOT yMepeHHoe yBennyeHme
neyeHu; B 30% cnyyaes — XONEUUCTUT, B T. Y. KallbKyne3Hbli, XONaHruT; B 42% cnyyaes —
ANCOYHKUMIO XKenyHoro ny3bipa n couHkTepa Opan; B 12,5% CnyyaeB — XPOHUUYECKUIA
renaTuT ankorosibHOWN, BUPYCHOW 3TUONOTMM, @ TakXKe peakTuBHbIN; B 7,4% cnyvyaes —
XKnposyto guctpoduio nevenu; B 0,7% cnyyaes — reMaHrMombl neyenn [71.

Mo paHHbIM M. A. KoHoBanoBow ¢ coaBT. (1999) [8], npu ynbTpa3ByKoBOW XOneymcTo-
rpaduy HopmanbHas GYHKUMA >KeNYHOro nysblpa oTMeyvaetca B 29,3%, AvCKuHe3unA
no runepmoTopHomy Tuny — B 20,7%, no runomotopHomy Tuny — B 50% cnyuaes. Mpn
MHOTFOMOMEHTHOM [1yOfieHa/lbHOM 30HAMPOBaHNN Te e aBTOPbl KOHCTaTUPOBaNu Hanu-
yne y 60nbHbIX ANCKUHE3MM KeNnueBbIBOAALLMX NyTel B 88% cnyyaes (c npeobnagaHvem
rMNOMOTOPHOW ANCKMHE3NW XKENYHOro ny3bipsA — B 51,7% cnyyaes); HapyleHna GyHK-
uun couHkTepa Ogam — B 74,2% cnydaeB (rMNOTOHYC chuHKTEpa — 39,7% HabnogeHni,
rmnepToHyc - y 34,5% o6cnenoBaHHbIX). Y 96% 60bHbIX BbIABNEHbI M3MeHeHnA 61uoxu-
MUYECKOro COCTaBa Xenuu, M3MeHeHVA nokasarenen, xapakTepusyoLwmx IMTOreHHOCTb
KEnuum: CHUXeHne XONeBO-XONecTepuHOBOro KoadpduumeHTa n Xxonato-xonecTepuHo-
BOrO MH/EKCa, NOBbILWEHMEe UHAEKCa NUTOreHHOCTU. ABTOPbI CYMTAIOT, YTO NMaLMEHTOB
¢ cuHppomom XKunbbepa cnegyeT OTHECTU B rpynny pUcka pa3BuUTUA XonenuTtuasa.

HencteutenbHo, 6onbHble C cuHapoMoM Kunbbepa umerot Gonblue WwaHcoB 3a60-
NeTb XKenyHokameHHou 6onesHbio (KKB). Tak, npu obcnegosaHny 198 nauveHTos ¢ XKKb
1 152 3popoBbix 6e3 MKKBb oka3anocb, 4to KKB gocToBepHO Yalle pa3BuBaeTcd UMEHHO
npu cungpome Kunbbepa [17].
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JTOT Xe GaKT NoATBEPKAEH MeTa-aHann3oM, KOTOpbIi BKIouun 2816 nayvMeHToB
¢ KB n 1617 nayneHToB 6e3 XKKb. Oka3zanocb, 4to Npu Hanuuum cuHapoma Kunbbepa
puck Kb noebiweH Ha 21,2%, npuyem cpeu my»uuH [19].

BbigensaoT «neyopuHCKUn BapyaHT» cuHapoma Kunbbepa, onvcaHHbIi B MOBECTU
M. 0. JlepmoHTOBa. [lenictButenbHo, y lNeyopunHa nmena Mecto MHTEPMUTTVPYIOLLAA XKen-
TyXa, KOTopas NpoOBOLMpOBanacb HEPBHO-MCUMXUYECKUM BO3OY)KAEHVMEM W He BnvAna
Ha obuyee cocToaHve («fl BEpHYNCA AOMOW. .. AfOBUTAA 3/10CTb Mano-nomasny 3anonHana
Moto yuy... Al He cnan Bcto Houb. K yTpy s 6bin XenT, Kak nomepaHeLy). Kpome Toro, MNeyo-
PUH — MONOAOI MY>KUMHA, YbM MOXOXAEHWNA HE BbI3bIBALOT COMHEHUI B KPENKOM 340POBbE,
1 NOABNEHMNE XENTYXU, CYAs Mo NOoCNeayoLwym COBbITUAM, OTHIOAb HE CHUXKAET ero nocse-
Aytowero ToHyca. MNeyopuHa 6ecnokovnu gucnentuyeckue AaBneHus. [leincTeme noBectu
«KHsKHa Mapu» NponcxoauT B MECTHOCTY, rae «WyMAT LenebHble knoun» (Kucnosoack,
Maturopck); MeyopuH NPUHUMAET «NONOXKEHHOEe YNCIO CTakaHOB «Hap3aHa» («... y MeHs
NpeckBepHbIN xenyaok»). EMy npucyLiua amoumnoHanbHaa nabunbHOCTb — HEPOBHOCTb MO-
Be[leHNA, CKIIOHHOCTb K AeNPeccum, MMynbCUBHOCTb KeNaHWUA 1 NOCTYNKoB [6].

B nutepatype ecTb elye ogHoO onucaHune cuHapoma Kunbbepa — B aBTobuorpaduye-
CKOM npowu3ssefeHun KHAarmHn M. K. TeHuweson «BneyatneHnsa moen xusHu. Bocnomu-
HaHuaA». M. K. TeHnweBa BocnuTbiBanacb 6e3 oTua, npuyem ero ums Aepxanocb B ry-
6okoi TaiiHe. Cama M. K. TeHuLweBa Tak OnNuUCbIBaeT 06CTOATENbCTBA, NPU KOTOPbIX OHa
BrepBble y3Hasla O CBOEeM OTLie 13 pa3roBopa C NOAPYKKOM:

«— A 8e0b mom, K020 mel 308ewb nanot, mebe 8osce He nana.

—A Kmo xe oH?

— TenepewHuli nana — My megoeuli Mamsl, HO Mbl He €20 00Yb.

- A kmo xe moui nana?

- Toli HacmosAwul nana He 6bi1 MyXem Mambl, OHa e20 NPOCMOo Mak Abuna.

Cepdue 3acmeolsio 80 MHe, 8 BUCKAX 3acmy4asno... A cmapanace NoHAMb madHbil
CMbIC/, HO A Bbl/IAa CIUWKOM MAsa, Ymo-mo yCKob3asno... A noumu kpudana, donpawiu-
8as: «CKaxu, Kmo oH?»

— Tgou omey 6611 KHA3b B... Teos Mmame paznobusna e2o u 6pocuna...

Moe uzymneHue nepexodusio 8 yxac...

— A OH... Mol nana, 20e oH?

— OH ymep. Tel cupoma.

A 3acmeina, Kpy2om meHa 8ce nomepkio... []poxe npobexana no meny. [nasa openu
6e3 cnes... Y MeHsa, Komopyio HUKMO He JIlobusi, HUKo20a 0axe He 1ackas, — y meHs 6ol
csoli poOHoU nana, Komopbili Mo6UN MeHsA u daxe NAakan no MHe, U 3mo2o nanel 6osbwe
Hem, oH 8 Mo2usie... f cupoma...

Beyepom nocne yxuHa xeamunuce MeHs. Bcody uckanu, nepenyzanuce 0o cMmepmu:
peka mak 6nu3ka. [Jonzo siu 0o 6edel?

Mo30HO, nocste dos12UX NOUCKOB, MeHsA HaKOHeY HaWJIu Ha 00HOM U3 6y20pKos, 3apoc-
wem mpasod, 8 271y60KoM 06MOopOKe.

Ha dpyaoti 0eHb 5 3a60nena xenmyxol. Jluyo, pyku, 0axe 6esiku 21a3 noxesamernuy.

Kak n B cnyyae c lNeyopuHbiM, Mbl BUAMM, YTO Y NPaKTMYECKN 340POBOro YenoBeka
(pebeHkKa) Ha BbICOTE MCUXO3IMOLMOHANbHOTO HanpsXeHnA pa3sunach xentyxa. C 6onb-
LU0V BEPOATHOCTbIO MOXXHO AiymaTb 0 cuHapome Munbbepa [9].

Mpu cuHgpome XKunbbepa B 30% cnyyaes nosbilweH remornobuH Gonee 160 r/n,
y 15% naumneHTOB BbIABNAETCA NIETKUIA PETUKYNOLUNTO3, Y 12% — CHUXEHUe ocMoTuYe-
CKOW CTOMKOCTV 3PUTPOLMTOB. YBENNYEHNE COAEpXKaHUA reMornobuHa B KpoBu CBA-
3bIBAIOT C €ro M36bITOYHbIM CUHTE30M NPV NOBbILLEHHOM YPOBHe 6unupy6briHa B KpoBu
1 TKaHsAX. Bonpoc o Hanuumm ckpbiToro remonusa npu cungpome XKunbbepa (petTnky-
NOUNTO3, CHUXKEHNE OCMOTMYECKON CTONKOCTN IPUTPOLIUTOB) ABNAETCA TEMOIN MHOIO-
neTtHero obcyxaeHua. lmnepbunnpybuHemna He npesbiwaeTt 80-100 MKMONb/n co 3Ha-
ynTenbHbIM NpeobnagaHvem Henpamon dpakymn. Bo3aMoxXHO HebonblLoe HapyLieHue
BbiBeieHUA 6pomcynbdaneriHa, yBenuueHvie cogepxaHusa B KpoBU KuLeyHom Gpakuum
wenoyHou ¢pocdarasbl. B page cnyyaes cuHapom XKunbbepa coueTaeTca ¢ CMHAPOMamm
Mapdana, dnepca-[anno [4, 11].

PaszpaboTaHbl 1 creuuanbHble TeCTbl ANA ANArHOCTUKN crHapoma Kunbbepa. Tak,
orpaHnyeHve KanopuiHoctT nuwy Ao 400 KKan/cyT unv ronofaHune B TeyeHune [Byx
CYTOK NPVBOAUT K YBENMYEHMIO NOKasaTena ceoboaHoro bunvupy6buHa B Kposu. BHyTpu-
BeHHOe BBefeHue 40 M HUKOTUHOBOW KMCNOTbI CNOCOBCTBYET CHUMXEHMIO OCMOTUYECKOM
CTOVKOCTV SPUTPOLUTOB 1 YBETMUEHWIO yPOBHA bunupybuHa B kposu. Mprem peHobap-
6uTana 3 Mr/Kr/cyT B TedeHue 5 gHen npu cuHapome XKunbbepa MHULUMPYeT CHUXeHne
ypOBHs 6unupybuHa B KpoBY, T. K. Npenapart nHayumnpyeT aktusHocTb YOI T. Mpumers-
10T TaKXKe pudamnuUMHOBBIN TECT: nocne BeefeHysa 900 Mr pudamnuuymHa y nauneHTos
C cuHapomom XKunbbepa yposeHb 6unupybuHa B KpOBU 3HaUMTENIbHO NoBbiwaeTcsa [5].
Mopdonoruyeckn xapakTepHO HaKoMjeHWe MbiNeBUAHOrO 30510TUCTO-KOPUYHEBOTO
depmeHTa nunodycymHa NpermyLLecTBeHHO B LeHTpe aonek (puc. 8). YcuneHHoe obpa-
30BaHve NMNodycuUmMHa CHUTAOT MPUCNOCOBUTENbHBIM MEXaHU3MOM, T.K. 3TOT NMUTMEHT
ABMIAETCA pe3ynbTaToOM peakuuy ayTookcmaaumm metannodpnaBonpoTenios v ABNAETCA
OAHMM U3 NCTOYHUKOB SHepruu B renatouyute [4]. Kpome TOro, npu ructonornyeckom
nccnegoBan y 20-24% 60nbHbIX 06HAPY>KMBAIOT COMYTCTBYIOLLYIO NMATONOMMI0 NeYeHn
pasnuyHon TaxKecTn (puc. 9). 31 GaKkTbl 3aCTaBAAOT cymTaTh CHAPOM XKunbbepa He Ta-
KuM y 6e306ugHbIM 3aboneBaHnem. Ha 370 e ykasbiBaeT BbiCOKas YacToTa bununapHonm
natonoruu (cm. Boiwwe). bonee TOYHO MOXHO MOCTaBUTb ANArHO3 C MOMOLLbIO reHeTnYe-
CKOrO TeCTMPOBAaHUA, KOTOPOE BCE LNPE BXOANUT B KIVHUYECKYIO MPaKTUKY.

Puc. 9. XpoHUYeCKuii renatut co cnaboi
AKTUBHOCTBIO Y 6ONBHOMO CUHAPOMOM
XKunbbepa. [eMaTOKCMNUH-303uH, yB. X400

Puc. 8. MbineBngHoe HakonneHue 3010Tn-
CTO-KOPUYHEBOTO MUTMEHTa B XeNYHOM
nonioce renatounToB. [emMaToKCUNnH-
3031H, yB. X1000
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TeueHne cuHigpoma XKunbbepa nogpobHo onucaHo A.®. bntorepom c coasr. (1975) [1]
1 CXemaTtuyecku npeacrasneHo Ha puc. 10.

HenepeHocumocTb ankorons,

XUPOB, renatomeranvs,

BEPOATHOCTb CrfleHoMera- |
3 nuv, TéMHas Moya,
@ HelipoBereTaTMBHblE
S HapyLIeHvs, noBbilue- AucnienTuseckue
= He ATTu O, pacerpoiicTsa, noHwkeHme
2 XONecTepuHa, | anneruta, nokasatenei cynemo- Cnaocts,
& HTRANOIG BOV1 NPOBbI, XONecTepuHa, Horciliie
= 6unupybuta anbbyMIUHOB KpOBY, AOA
= noBbilLeHue nokasare-
g j nei copbutae-

rupporeHassl

Puc. 10. Cxema AMHaMUKN KNMHUYECKUX 1 NabopaTopHbIX NpoaBneHni cuigpoma Xunbbepa
C yBenMyeHnem anuTtenbHocTy 3abonesanus [1]

CuHopom MetineHepaxma [O HeAABHErO BPEMEHW CHWTANIN MOYTU CUHOHVMOM CUH-
apoma Munbbepa, KOTOpbIi HepefKo Aake HasbiBanu «cuHApom Kunbbepa—Mein-
nenrpaxta». OfHako no3xe 6bi10 AOKa3aHO, YTO 3TO pa3Hble CUHAPOMbI CO CXOAHOM
KNMHUYecKon KapTuHon. O6Wwum Ana [BYX CUHAPOMOB ABMAIOTCA CHUKEHWE YPOBHS
6unupybuHa nNpy HasHayeHUW aKTMBATOPOB MWKPOCOMasbHbIX GEPMEHTOB MeyeHw,
BO3pacT MaHUdecTaLnm, VHTEPMUTTUPYIOLLNIA XapaKTep XenTyxu, ypoBeHb 6unnpybu-
Ha B KpoBu He 6onee 80-100 MKMONb/N 3a CYET HEKOHbBIOMMPOBaAHHOW dpakunm, Knu-
HUYeCKre NPoABNeHNA B BUAE UKTEPUUHOCTU KOXUN U CAIN3UCTBIX, ANCNENCUY, aCTEHUN.
Ho npu cuHapome MelineHrpaxta MMeeT MecTo TONbKO U30/IMPOBAHHOE CHUXKEHWE aK-
TBHOoCTM YOI'T, a MembpaHa renatouuta, B oTaMume ot cuHapoma Kunbbepa, akTBHO
yyacTByeT B 3axBaTe 6unupy6uHa [4].

YpesBbluaiiHo BaxkHa AnddepeHLmanbHan JuarHocTuka cuHgpoma Xunbbepa c gpy-
rumu 3aboneBaHUAMK, COMPOBOXAAIOLUMMNCA HEKOHBIOTMPOBAHHOW rMnNepbunmpy-
6uHemuen. Kpyr aTnx 3aboneBaHuii JOCTaTOYHO LUMPOK, @ TAXKECTb KNMHUYECKOTO Teye-
HWA 1 NPOrHO3a Aanekun ot fobpokayecTBeHHOCTU cuHapoma Kunobepa. Tak, A.W. La-
™MxuH (1997) [14] npu obcnepoBaHumn H60NbHBIX C HEKOHBIOTMPOBAHHOM rUnepéunu-
pybuHemueir fokasan, uTo B 46% CrlyuyaeB OHa CBA3aHa C BUPYCHbIM renatutom; 8 30%
C/ly4aeB — C aJIKOroJibHbIM NopakeHvem neyeHu; B 20% cnyyaes — € NOCTrenaTUTHOW rm-
nepbunvpybuHemuneir, KoTopas NOCTENEHHO McYe3ana Npu AMMTENbHOM HabnlogeHnn
3a 60nbHLIMY; B 2% CnyyaeB — C FeMOIMTUYECKOW aHeMUEN 1 TONbKO Y 2% NaLUeHTOB —
¢ cuHgpomom XKunbbepa.

OcHOBHbIM cpeacTBOM neyeHnsa cuHapoma Xunbbepa 1 cnHapoma MeiineHrpaxTa
asnaetca GpeHobapbuTtan. Ero 3pPpeKTMBHOCTb 06BACHAETCA TEM, UTO Mpenapar uHAy-

umpyet aktmBHocTb YAODIT, cnocobctByeT nponudepauunv rnagkoro sHaonnasmatmye-
CKOro peTukynyma, ysenuuenuto nyna Y- u Z-nuraHgos. Hegoctatkamm deHobapburtana
ABNAOTCA CeflaTUBHbIN 3 eKT, n3BpalleHne metabonmama npenapaTos, IKCKPETUPYIO-
LWMXCA B BUAE IMIOKYPOHVAOB, CTUMYNALMNA MeTabonn3ma cteponaHbix ropmoHoB. CBOW-
CTBOM MHAYKUMM aktmusHocTn YADIT obnagaet Takxke dnymaumHon, Kotopbii bonee
N3BEeCTEeH NpakTUYeCcKUM Bpadyam nof TOproBbiM HazBaHvem «3ukcopuH». OgHako npe-
napar faBHO 1UcYyes n3 anTtek.

MpepcTaBnsaeTcA NepcneKTMBHLIM ledeHne cuHapomoB XKunbbepa n MeineHrpaxta
YOXK.

A.P. Pein3uc (2011) npeactaBuna nHTepecHble AaHHble 0 npumeHeHumn YOXK gns neye-
HUA peten ¢ cuHapomom Munbbepa. MauneHToB pasgenunu Ha ABe rpynrbl B COOTBET-
CTBUM C ABYMA fecATuneTmamm HabnogeHus: 1992-2000 rr. u 2001-2010 rr. 3T fecAtn-
NneTna oTIMYanncb Tem, YTo Ha NepBOM 3Tane OHW He nonyyanu npenapatos YAXK vnn
nonyyanu no noKasaHuaAM, KOraa yxKe umena Mecto pa3BmBLLAACA KapTUHa NOpa)keHus
6ununapHoro Tpakta. HopmanbHoe coctosiHue brunmnapHoro TpakTa 6bino Tonbko y 11,8%
neten ¢ cuHgpomom XKunbbepa, HabnogasLwmxcs B 1992-2000 rr. Y 76,5% nmenacb guc-
KUHEe3MA »KenuyeBblBOAALMX NyTeN, NOYTU y MONOBMHBI U3 HUX CO CNafX-CUHAPOMOM.
Moutny 12% peteit AnarHoCcTpoBany yxxe passusLlytoca XKb. Ha BTopom atane (2001-
2010 rr.) o6cnepoBaHbl 105 naumeHToB. HaunHas ¢ nepBbIX WAroB, Kak TONIbKO CTaBUNCA
avarHos cuHgpoma Kunbbepa, npoBoaunu npeseHTUBHble Kypcbl YAXK 2 pa3a B rog.
Y 3TX NaumeHToB NoyTn B 65% CnyyaeB OTMEYEHO HOPMaJIbHOE COCTOAHME bunmapHo-
ro TpakTa. Konnuectso 6onbHbix ¢ XKKb cokpatunocs B 4,5 pasa (go 2,8%) [12].

HanomHum, yto Ypcodanbk obnafaer BblpaXKeHHbIM MTONUTUYECKM AeNCTBUEM
(pnc. 11).

3amelleHuve
TOKCUYHBIX
HKeNUHbIX
Kucnot
Abcopbuuna
xonectepuHa CHWXXeHne KOHLeHTpaummn
B Killlieukiiike XonecTtepuHa B Xenuu
ClitiTes MNpepoTepalleHne
nopasnaet xonecrtepuHa (OPMUPOBAHNA HOBLIX
B rHatat KpUCTanoB xonecrepuHa
PactBopenue
Cekpeyus P
xonecrepuHa XONecTepuHOBbIX
— MENYHbIX KamHen
®opmuposa-
HUe XNaKnx
Kpuctannos

Puc. 11. MexaHu3mbl nutonutuyeckoro gencraus YAXK [26]
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