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CoBpemeHHble reHeTUYeCKm1e NccneoBaHna pacnpocTpaHeHHoCTH bonesHn BunbcoHa—Korosanosa (BBK) nokasbigator, uto
3aboneBaHye BCTPEUAeTCA 3HaUNTENBHO Yallle, YeM NpeAnonaranock paHbLie. Ocobyto 3HAUMMOCTb ANA paHHe! AnarHoOCTUKN
VIMeeT 3HaH1e NepBbiX NPOABNEHN 3a60neBaHNA.
B cTaTbe paccmaTpyBaloTcAa 0Co06EHHOCTY AebioTa U KNMHUUECKOrO TeUeHNA, A1arHOCTUYECKUEe NOAXOAbI K Pa3InyHbIM Gop-
mam BBK. MpoBesieHo 06cnefoBaHme, peTpoCneKTHBHBIM aHanW3 1 nocneayiollee AByxaeTHee HabnogeHne 24 60bHbIx BBK.
B xone HabmioaeHWA Gbinu BblAeneHsl 1Ba BapraHTa febioTa neueHoUHoM GopMbl: abAOMUHANBHBIA C BbIPAXKEHHbBIM
60neBbIM CUHAPOMOM B >KMBOTE, YBENMUEHUEM NEeYeHU, BbIPaKEHHBIM CYHAPOMOM UMTONM3a U BLICOKON aKTVBHOCTbIO LD
VI BTOPOW, NPOABAAIOLLMIACA KAPTUHOM XPOHUUYECKOrO renatuta C yMepeHHbIM NMOBbILEHEM aKTYBHOCTY aMUHOTpaHcdepas,
LU® 1 yposHA 6unnpybrHa. OcobeHHOCTbIO TeYEHNA NaTeHTHOM NeYéHOUHOM GopMbl Bbina NopTanbHasA rMnepTeH3ua C yBe-
JINYEHMEM Cene3eHKM 10 OFPOMHbIX pa3mepos. Mpu cMellaHHol dopme BBK HeBponornueckomn n neueHoUHO y YeTbipEx
EDN: UBNVEA O0NbHbIX BbIABAEHA «<HEOOBACHUMAAY SHLIeGanonaTya, 0byCI0BNEHHaA MOPaXKeHNEM FONOBHOMO MO3ra, BbI3BaHHbBIM 60Ne3HbIO
- BunbcoHa-KoHoBanosa.

KntoueBble cnoBa: 6one3Hb BunbcoHa-KoHoBanosa, aebiot, Gopmbl 6one3Hn — neyéHoyHas, cMellaHHas HeBponornyeckas/
NCUXMUaTprUYecKasn 1 NeYéHoYHas; 0COBEHHOCTY TeyeHws; SHUedanonatns, obycnosnerHas bBK

KoHbnMKT mHTepecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBM KOHGNVKTA MHTEPECOB.
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Summary

Modern genetic studies of the prevalence of Wilson-Konovalov disease show that the disease is much more common than
previously thought. Of particular importance for early diagnosis is the knowledge of the first manifestations of the disease.

The article discusses the features of the debut and clinical course, diagnostic approaches to various forms of Wilson-
Konovalov disease.

A survey, retrospective analysis and subsequent two-year follow-up of 24 patients with Wilson-Konovalov disease were
carried out. During the observation, two variants of the debut of the hepatic form were identified: abdominal with severe pain
in the abdomen, liver enlargement, pronounced cytolysis syndrome and high activity of alkaline phosphatase, and the second,
manifested by a picture of chronic hepatitis with a moderate increase in the activity of aminotransferases, alkaline phosphatase
and bilirubin levels. A feature of the course of the latent hepatic form was portal hypertension with an enlargement of the
spleen to a huge size. With a mixed form of neurological and hepatic Wilson-Konovalov disease, four patients were diagnosed
with “unexplained” encephalopathy caused by brain damage caused by Wilson-Konovalov's disease.

Keywords: Wilson-Konovalov's disease, onset, forms of the disease — hepatic, mixed neurological/psychiatric and hepatic;

flow features; encephalopathy due to Wilson-Konovalov's disease
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TenaTouepe6panbHas gucTpodus (6onesHp Bunbcona—
KoHoBaI0Ba, renaToNeHTUKY/IAPHAS JereHepaus) —
penKoe Hac/eiICTBeHHOe 3a00/IeBaHIe, 00YCTIOBTIEHHOE
HapylIeHneM 06MeHa Mefii C HAKOIIIEHIIeM €€ B IIe4eH
U B IIOCTIeAYIOIeM B pyrux opranax. B 1912 ropy nos-
BUJIACh OCHOBOIIO/ATA0IIas] Ty OIMKALIV S aHITIMIICKOTO
Hespornora A.K. Bunbcona «IIporpeccupyromias rema-
TOJIEHTUKY/ISIpHAsA JlereHepanys: ceMeitHoe 3aboeBa-
HUe HEePBHOJI CYCTEMBI, COUeTaI0Ieecs C IUPPO30OM
nedeHn» [1]. ABTOpoM ObUIN OTMeY€EHbI K/II0UEBbIE 0CO-
6eHHOCTHM 9TOrO 3a60/MEeBaHMS, @ UMEHHO €ro Hacyef-
CTBEHHas IPUPOJA, COBMECTHBII XapaKTep MOpPa>keHU s
TIeYeH! 1 HEPBHOI CUCTeMBI C IPEeNMYIIeCTBEHHO 9KC-
TpanMpaMuHbIM XapaKTepoM CUMITOMOB. COBETCKIIT
Hesposor H. B. Konosasnos (1960) npenioxui TepMuH
«remarolepebpaabHasi FUCTPODNUs», 0OpATUB BHIMA-
HIUe, 4TO M3MEHEHN s B MO3Te HMKOT/Ia He OTpaHNYBa-
I0TCs IEHTUKY/ISIPHBIMU SIAPaMu, a UMEIOT FUQQy3HbIi
xapakTep. VIM BHeceH 6OJIbIIOI BK/IAZ B M3y4YeHNE
KJIMHIYeCKuX GopM U pa3paboTKy KIaccupUKaImmn
6omesuu [2]. B oTeuyecTBEeHHOI NUTEpaType 3TO 3a-
6o7eBaHMe TPaJULIMIOHHO HOCUT Ha3BaHIe «O0/Ie3Hb
Bunbcona-Konosanosa» (bBK). PacipoctpanenHocTsh
60s1e3HM cocTaBsgeT 0Koo 1:7000-10000 o JaHHbIM
COBpEMEeHHBIX MCCIefloBaHMmit [3, 4].

3HaYMTENbHBIN IPOrPeCcC B M3y YeHMM 3a00/IeBaHNA
ObLI CBAA3aH C OTKPBITMEM I'€Ha, aCCOLMMPOBAHHOTO
¢ remarolepebpanpHoil ucTpodueit. Tum Hacmeno-
BaHMs 3a60/IeBaHIs ayTOCOMHO-PeLleCCUBHBIIL. B Ha-
cTosllee BpeMs U3BECTHO OKOO 1458 MyTanuii reHa
ATP7B, 13 KOTOPbIX 656 MIeHTU(PULMPOBAHBI B [1ATO-
reHese 3aboneBanus [5]. Myranus 3207C>A (H1069Q)
B 9K30He 14 sB/sgeTcs Hanbojee pacpoCTpaHEHHOM
myTanuei B rede ATP7B cpeny eBponeongHO pachl.
IManments! ¢ BBK, npoxusaroune B LleHTpanbHOIL,
Boctounoit u Cepepnoii EBpone B 50-80% sABnarwoTcsa
HOCUTEAMM 110 KpaiiHell Mepe OFHOI ajJIeny ¢ JaH-
HOVt MyTanuei [6]. 3aboneBaHue NPOABIAETCA IPU
TOMO3UTOTHOM M/ KOMIIayH/I-TeTePO3UTOTHOM HO-
cutenpcTe Myranuit rena ATP7B (7).

ATP7B - reH aKCIIpeccupyeTcs, B OCHOBHOM, B Ie-
yeHu u kogupyeT AT®-asy (AT®-a3a-7B, AT®-aza-2,
AT®-asa P-tumna). [eHeTH4eCKM HeTepMUHUPyeMOe
CHIDKeHUe QYHKIUY Mefib-TpaHCcIopTupyomeit ATP-
a3pl-7B B pe3y/braTe MOMEKY/IAPHBIX 1eEeKTOB B reHe
ATP7B npuBOAUT K CHIDKEHUIO I'elaToOuInapHoit
9KCKpeIMM MeJu ¥ HapYLUIeHMIO BCTPAMBaHUA MeIN
B Ilepy/I0I/Ia3MMH. B pesynbTarte BbiienAeTcsa U HUP-
KY/IMPYeT alollepy/IoIIa3MIH (HeHaIPy KeHHBII Me-
ZIbI0), CPOK IIOJTYBBIBEJIEHNA KOTOPOTO COKPALIAeTCs
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BIIBOE, UTO U OOBSCHAET TUIOLEPYIOIIa3MIHEMUIO.
Mepp py 5TOM HaKallIMBaeTCA B Pa3lIN4YHbBIX OpP-
raHax ¥ TKaHAX, IPeMMYILIeCTBEHHO B IIe4eHH, Io-
JIOBHOM MO3Te, POTOBHIIe I71a3a, I0YKax, obecmeqn-
Basi HONUMOPPU3M KIMHNIeCKMX nposisaeHnit BBK.
ITouTy BCA UMPKYNUPYIOMAsA B CBIBOPOTKE KPOBI
Menb (90-95%) y 310pOBBIX JIIOfielt CBA3aHa C LiepyIIo-
nnasmuHoM. ITapapokc BBK, npu kotopoit oTMeyva-
€TCsl HU3KUII YPOBEHb MefIM B CBIBOPOTKE KPOBM IIPU
neperpyske TKaHeil, 00bACHACTCS HUBKUM YPOBHEM

MaTtepuan n metoabl

Hawmu 6p1111 n3ydenst 24 6onpHbix ¢ BBK: mposefieHo
ofcrefoBaHNMe, peTPOCIEKTUBHBIN aHaIN3 febi0Ta,
TevyeHM s 3a00/IeBaHMA U OCTIefyIolilee By X/IeTHee Ha-
6monenne. Ob6cmeoBa e BKIIOYAIO OLIEHKY aHaMHe-
3a 11 06BEKTUBHOTO CTATYCA, FeMOTPAMMBI V1 OCHOBHBIX
OMOXMMMYIeCKNX [0Ka3aTeneil GyHKIMU IeYeH N, Y/Ib-
Tpa3BYKOBOE JICCIIeJlOBaHNe IeYeHN U Celle3eHKI. s
BBIAB/IEHN S BAPMKO3HOTO PacIIMPEHM I BeH NNIIeBOAA
u xenypka nposopunace SI'JC. Pabora BpInoNHe-
Ha B otgenenuu remaronorny MKHI] (3aB. - K.M.H.

NeuyeHouyHaa ¢popma BBK.

nepynomnasMmHa. [leperpysxeHHble Mefblo FelaToL -
THI PACIAAIOTCA U 9TO HPUBOAUT K POPMUPOBAHNIO
CTOJKOTO cMHApoMa nutonusa. CBo6ogHast (He CBs-
3aHHas LePy/IONIa3MIHOM) Meb KpailHe TOKCUYHA
U IPOBOLMPYET TeMONUTUYeCKIe Kpussl [8, 9].

Ilens MccmefoBaHU: U3yUUTH II€PBbIE IIPOSIBIIE-
HUA U 0CO6EHHOCTU TedeHus 6one3uu Bunbcona-
KoHoBanoBa, pa3o6parh paluoHaIbHbIE TOLXOLBI
K JMArHOCTUKE U BBIABUTH (PAKTOPBI, CIIOCOOCTBYIO-
I[¥ie IIPOTPeCcCHPOBAHNIO 3a60/IEBAHYISL.

XaitmeHoBa Tarbsina IOpbeBHa). IIlyHKIIMOHHAS
6uoncus mposeieHa y 12 malMeHTOB, B ABYX C/Iyda-
AX IOBTOPHO B AMHaMMKe. B pabore ncnonb3obana
knaccndukanya BBK, mocTpoenHas Ha KIMHNYECKUX
IpM3HAKaX 00/Ie3HN, COYeTAaHNM ITOPa KEeHM IIeYeHI
U IIeHTPa/IbHO HEPBHOJ CUCTEMBI, IIPe/I/IOKEHHA
J. Walsh (1983 r.), Bknro4aromas 6ecCUMITOMHYIO,
HeYeHOYHYIO, IiepebpaTbHyI0, CMEIIaHHYI0 (GOPMBI.
VY HabnomaeMbIX 60IbHBIX ObIIN BbIABIEHDI 2 KIN-
Hudeckue popmbl BBK - neyeHouHas u cMelaHHaA.

p,96IOT, KNMHUYeCcKne oco6eHHOCTN TeueHus 3aboneBaHus

Bonesup Bunbcona-KoHoBanoBa ABAsieTCS OMHUM 13
HEMHOTMX Hace[ACTBEHHbIX 3a00/IeBaHNII, KOTOpbIe
IpY paHHel JMaTHOCTUKE yCIemHo neyarcsa. OgHako
HECMOTPsI Ha TO, 4To fuarxHo3 BBK B 6onbiinHCTBE
C/Iy4aeB MOXKeT ObITb YCTAHOBJIEH Ha OCHOBaHUU pe-
3y/IbTaTOB JBYX HEC/IOXKHBIX UCCIeJOBAHUI — CHU-
>KEHUU LIepy/IoI/Ia3MIHa B CBIBOPOTKe KPOBU (HIKe
20mr/pm) u o6Hapy>xeHun Konbiia Karisepa-®rertiepa,
3abo/eBaHNe YaCTO AMATHOCTUPYETCs Ha MO3THUX
cragusx [10,11]. ITospHet fUAarHOCTIKE MOTYT CIIO-
cobcTBOBaTh OTCyTCTBUE Kortel; Karisepa-Prertmrepa.
IlocnenHue BBIABNIANNUCH TONBKO Y IOTOBMHBI Ha-
6momaBmnxcs Hamu 60nbHBbIX. He Bcerma HagéxeH
U YPOBEHbD I[ePy/NOIIa3MIHA, TIOCKONbKY OH MOXXET
6BITh HU3KUM I10 IpUYMHAM, He cBA3aHHBIM ¢ BBK
(ayTOMMMYHHBIN TeaTUT, TsOKeTas MeyeHOYHas He-
JKOCTaTOYHOCTD) M/INU Y T€TEPO3UTOTHBIX HOCUTENE
myTanuit ATP7B [12]. BeepctBue aToro fijis paH-
Hell AMarHOCTUKY Nprobperaer 0co6yI0 3HAYMMOCTD
3HaHMe nepBbix npossneHnit bBK. IleyeHounas dop-
Ma BbIIBJIeHa y 12 manueHTOB: y 8-MU MY>XYUH U 4-X
JKEeHIIVMH, CpefHMIT Bo3pacT 60nbHBIX (34+157eT).
B aroit knnunyeckoit popme BBK mpu comocrasie-
HUY KIMHUYECKUX CUHPOMOB U 0COOEHHOCTEI te-
yeHus 3a601e8aHust OBUIN BBIIENEHBI 00KATUHUUECKUTE
(namenmmubiii) BApMAHT, [UATHOCTUPYEMbI Ha CTaUN
IMppO3a NeYeHN ¥ er0 OC/IOKHEHNI ¥ 5 MaleHToB,
a TaKkxxe ab0omuHanvHbLil (neueHouHblil), BKIII0YA LI
pasnuYHble XpOHUYECKue 3ab0IeBaHN s eYeHN y 7
nanyeHToB. CpeHNUII BO3pacT Npy abOMUHAIBHOM
BapuaHTe (24+5/1eT) MeHbllle, YeM IIPY IATEHTHOM
(47£15 ner). [Jebrom 3abonesanus npu abgoMUHaNb-
HOM BapMaHTe Hab/II0faIcs B Bo3pacTe 7-8 et y 4-x
u 16-17 neT y 3-x 60/IBHBIX, T.€. B IEPBOM U BTOPOM
mecaTuneTuy xusHu. IlpucoenHeHne HeBpoIOIru-
YeCKUX CMMIITOMOB OTMEUYEHO y 3-X IallIeHTOB Yepe3

3,7 u 12 j1eT — HeBpoIOrM4YecKasA CUMIITOMATMKA Xa-
PaKTepu30BaIach Kak ipoXKaTe/nbHasd, JpOXKaTelbHO-
purnnHas GpopMa 1 MO3XKeUKOBas ATaKCHSL.

He6iom c namenmmuvim meuenuem BBK u nuarno-
CTUKOJ1 Ha CTaJMy LIPPO3a HaOJIIOfaJICA B ABYX CITyda-
AX BO BTOPOM ¥ TPETheM JeCATUIC TN XKU3HM 1 Y TPexX
MAIeHTOB B YeTBEPTOM iecATHUAeTUN. TONMbKO y OffHO-
ro 60/IbHOTO Yepe3 8 JieT 1oc/Ie AMAarHOCTUKY UpPpo3a
Ha GoHe KPOBOTEUEHN U3 PACIINPEHHBIX BeH MNUIIe-
BOJIa Pa3BUJICA APOXKATETbHO — PUTU/HBIN CMHPOM.

Ze6tom BBK y 601bHBIX C IIe4eHOYHOIT PopMoit
Hanbornee yacto (y 3-x u3 7-Mu OO/NbHBIX) XapaKTe-
pu3oBacs abJOMUHAIBLHBIM CUHPOMOM C O0NIAMU
B )XMBOTeE, YBe/TMYeHNEM NeYeH!, CUHIPOMOM LM~
TO/IM3a PA3/INYHON BBIPA>KEHHOCTY U NOBBILIEHMEM
akTuBHOCTU 1I1D.

Crepyolee HabToAeHNE ABAETCA IPUMEPOM TOTO,
KaK aHaJI13 HePBBIX IIPOSABIICHMI 320 0/IeBaHIA MOXKET
HaIIpaBUTDb AMATHOCTMYECKNI MOVCK IO MPaABUIb-
HOMY IIYTH U CIIOCOOCTBOBATb paHHEN AMAarHOCTUKE
3a60/eBaHN.

Y 6onbHoro A.C. 21 1. 3abojieBaHMe ZeOIOTUPOBAIO
B BO3pacTe 8-Mu JieT 6O/ISIMMU B IIPABOIT IO B3/OLIHOI
00671acTH, IIPOJOJIKABIIMMMCS HECKONIBKO JacoB. [l
VICKJIIOYEHSI OCTPOJ XMPYPriudecKO aTOIOT My ObIT
TOCHUTANN3NPOBaH. B xozme 06CmeOBaHNs BBISIB-
JIEHO yBe/lM4YeHMe NIeueH ), OBbIIleHe aKTUBHOCTHI
AJIT-91 E[l, ACT- 46 E]Jl u 6onee, 4eM ceMUKpaTHOE
nosbimenye HI®- 874 EJI. Mapkepbl Bupycos B n.
C- orpunarenpHble. IIpoBoguBuIasaca Tepanus rema-
TONpoTeKTopaMu addekTa He ZaBara.

C 13 net nepepnaH oy HabmofeHne LlenTpa 3mo-
POBbA JIeTeil, B 9TOT IePHOJ, — BBISABIIEHO ITOBBIIIEHNE
aKTMBHOCTHU aMUHOTpaHcdepas B 7 pas. IIpoBeneno
usydeHMe 0OMeHa MeiL: LIePY/IOIIa3MUH CBIBOPOTKY
KpoBU — 23Mr/1i71 (B HOPME), BBIAE/IEHNE MEAN C MOYOIA

79



3KCMEepUMEHTabHaA U KNUHUYECKan racTposHTeponorna | Ne 204 (8) 2022

80

B mpobe ¢ D - meHMUMIIaMUHOM —572 MKT/CYT. He
MIMeJIO JOKa3aTe/lIbHOTO 3HaYeHMA. ]/ yTOUHeHn A
IMarHo3a npoBefieHa NyHKuMA nedenn. [lpu rucrorno-
IMYECKOM MCCIEJOBAHUN TYHKTATa IIeYeH N BhIABIEeHA
KapTMHA XPOHMYECKOTO T'elaTNTa BBICOKOI CTeIeH!
aktuBHocTH (7 6atos o Knodell, crenens ¢pubposa-
2 6anna o Desment), MONOXKUTeMbHAS PEAKLMS DU
okpackax Ha Mezib. Cofiep>KaHye Meiyi B TKaHY IIe4eH M-
273 MKTI/T IpeBbIIIao HOpMY. JlaHHbIE MONEKYAPHO-
TeHeTUYECKOTO VICCTIeIOBAHNA OBV XapaKTePHBbI /I
BBK. ITo pesynbraTaM NpoBefieHHBIX NCCTIeTOBAHMIT
Cpasy Ha3HA4YEHO JIeueHNe LMHKTEPaTIOM B fjo3e 124mr
/4pasa B cyt. CrrycTa 3 rofa K Tepanuy 6b171 fo6aBieH
kynpenun. B Bospacre 20 ner, uepes 12 et mocie
HeYeHOYHOTO Ne6I0Ta, OAB/IACTCA HEeBPOIOrMyecKas
CHMIITOMATHKA: [U3aPTPU A, MU3MEHEHMe [I09ePKa, Tpe-
MOp, B IOCTIe[THee BPeMs 6€CIIOKOAT YaCThle TONIOBHbBIE
601y, yxypmenue naMATu. [Ipy 5TOM aKTUBHOCTD Iie-
4EeHOYHOTO IIpolecca CHIDKaeTcA. [Iposopnrcs neve-
Hue KynperuaoM 1500 mr/cyT, uunkrepanom u Y XK.

[IpuBeneHHOe HAabOMIOJeHUE CBULETENbCTBYET
0 MHOro0o6pasuy KIMHu4eckoit cumnromaruky BBK
" M3MeHeHMs mabopaTopHBIX moKasarerneii. 1o — Bu-
AVMOMY, 60/1eBOII CUHEPOM B AebioTe 3a60/meBaHs
CBA3aH C NOBPEX/AIOMNM AeiiCTBIEM MeM Ha 9HTO-
Tenuit kuuredHnka. ObpaiiaeT BHUMAaHMe BbICOKUIT
yposenb 11O mpu nepsom obcnefoBaHNM OOTBHOTO,
00yCIIOB/IEHHBIIT HApyLIeH)eM TPaHCIIOPTHBIX CHCTEM
JKe/TYY B TeNIaTOLMTaX B CBA3M C IIOCTYIIIEHIEM U30bI-
TOYHOTO KONTMYIECTBA MENL.

IIprmMedaTenpHO HabMOfEHNE APYTOro 60IHLHOTO
T. 22 et ¢ abgomuHanbHoit popmoit BBK, y koTo-
poro mepBble IPOABICHN 3a60/IeBaHU HOABUINCDH
B BO3pacTe 17-T JIeT, CONPOBOXK/ANCDH CTO/Ib MHTEH-
CMBHBIMU 6OJIAAMY B IIPaBOJI MOJIB3/IOLTHOI 06/IacTH,
TOIIHOTO, IIOBBIIIIEHVIEM TeMIIePaTypPhl, YTO IOCTY-
SKMJIVI OCHOBAHMEM JI/1S1 BHITIO/THEH U A aIlIIeH/[9KTOMUM,
IIPY MUKPOCKOIIMYECKOM JMCC/IeJOBaHNY — KapTHUHA
KaTapas/IbHOTO alllleH AN MTA. Bbl/la Tak>Ke IpoBesieHa
IYHKIIMOHHasA 6uoncus nedenu. IIpyu rucromornye-
CKOM MCCIefi0BaHNY (IIpemapaTsl IPOKOHCYIbTUPO-
BaHBI JOKTOPOM MeJ HayK, npo¢. Xomepuku C.TI.):
BBISIBJIEHA KPYIHOKaIlelTbHas )XUPOBasA NHPUIID-
TpalyA U BHYTPUJOIbKOBbIE HEKPO3bI OT/€/IbHBIX
rermaTonuToB. IIpu okpacke py6eaHOBOZOPOMHOIN
KJCTIOTOI B LIMTOI/Ia3Me TellaTOLITOB OOHAPY KeHbI
cpefHerpaHynApHble CKomeHns menu. [lopranbHble
TPaKThI He PacIIMpeHbl, YMepeHHO $G1OPO3NPOBAHBI,
UMeIOTCS YIACTKM MepUcHHycoupganbHoro u auddys-
HOTO IepUrenaToleIoaipHoro ¢pubposa. Takum
06pa3oM, yKasaHHbIe U3MEHEHNA He IPOTUBOpeYaT
KIMHN4eckoMy fuarHosy bBK, a mopakeHne neyenn
MO>XHO PacIleHUTb KaK HeajKOTO/IbHbBIN CTeaToremna-
TUT: aKTUBHOCTD 1, Hpubpos 2.

Crepyromiee KIMHIYeCKOe HaOMOeHIIEe IeMOH-
cTpupyeT nepsbie nposasnenusa bBK, cxoxue ¢ xpo-
HUYECKUM TelaTUTOM 110601t SPYroit 3TUOIOT U,
a mociefyolee TedeHNe abJOMUHANbHON GOPMBI
6071e3HU OCTIOKHIIOCH PAHHUM Pa3sBUTUEM OTEYHO-
aCIMTMYECKOTO CMHAPOMA C HapyUIeHNeM CUHTeTH-
4ecKoif QYHKINM TeYeHN.

ITepBble cuMNTOMBI 3a00/eBaHNA MOABUINCDH
y 6onpHOTO A. B Bo3pacre 17 neT: Ha ¢oHe cnabo-
CTU, TIOBBILIEHHON YTOM/IAEMOCTY BbIAB/IEHO yMe-
PeHHoOe yBennyeHne Ie4eH, 3-KpaTHOe NOBbILIeHe
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y-rmoTaMuntpancdepassy, 2-kpataoe 1P u akTuB-
"Hoctu AJIT go 60 ME, ACT-85 ME. bein guarsoctu-
POBaH XPOHMYECKMIT TeIIaTUT, ICK/II0YeHa BUPYCHAA
9THOJIOT S TIOPAKEHM A TIeYeH N ¥ Ha3HAYEHO JIeYeHue
renaTonpoTeKTOpaMu (TeITpai, 3CCeHelae).

CroHTaHHOE yXy/lIeHne 4epes 1,5 ropa: mosbliie-
HIle TeMIepaTypsl o GpeOpunbHbIX Hnudp, BIpaXKeH-
Has CIaboCTb, XKeNTyXa, Hepe3kue 00N B HIDKHUX
OTZe/Nax XMBOTA. B manpHeiieM pa3BuUICA OTEYHO-
ACUMTHUYECKNUI CMHJPOM, BAPMKO3HOE paclIMpeHue
BeH nuieBopa 1-it crenenu. Ilpu 6moxuMmndeckom
MICCTIeIOBAHNY BBIABIEHO CHYKEHVE CUHTeTIYeCKOI
byHKUMY HedeHN-0611it 6e/10K 55 I/71, a1b6yMUHBI-26
r/n, mporpom6buH-30%, MHO-3; aktuBHOoCTh AJIT,
ACT nosbiueHa B 1,5 pasa. HeadexTuBHOCTD IIpO-
BOJVMOI Tepanuy NOCTY>K1/Ia OCHOBAHMEM JJIA UC-
CNIeflOBAaHN A COREP>KAHU A Me[IU B CyTOYHOI MOYe, OHO
0Ka3aJI0Ch Pe3KO IOBbIIIEHHBIM-1222MKT/CyT (HOpMa
mo 60 mxr/cyt). C 2017 ropa 60nbHOI HabmOgaeT-
ca B ormenenuu remaronoru MKHI] um. JToruHoBa.
Bein chpopMynmpoBaH fuarHos: 60ne3Hb BuibcoHa-
KonoBasnosa. IledeHouHas (abgomMunanbHasn) ¢pop-
ma. uppos nmeuenn knacc B-C nmo Yainnpg-Ilbio.
INopranprasa runeprensus: BPBII 1-2 crenenn, TpoM-
6oruTONeHNA BEIPa>KeHHO cTenenn. [Iposogutcsa
Tepanys KyIpeHUIOM.

IIpuBefeHHOE HAaOMIONEHNE IEMOHCTPUPYeT fe6I0T
bBK mo Tuny XpoHM4eCcKOro remaTuTa, 3TMOIOTHA
KOTOPOTO He Obl/Ia yCTaHOBJIEHA, U MTaTOTeHEeTUYe-
CKas TepanusA He mpoBofuack. O6palaeT BHUMaHue
6picTpoe popMupoBaHMEe HUPPO3a TEUEHN C BBIPA-
YKEHHOJI IIe4eHOYHO — K/IETOYHOI HEef[0CTaTOYHOCTBIO,
Pe3KMM HapylueHMeM 6elKOBO-CHHTETUYeCKOI QYHK-
LMY TIeYeHM IIPY MAJI0 MI3MEHEeHHO aKTUBHOCTY aMU-
HoTpaHcdepas. [Ipy 5TOM CMMIITOMBI IOPTANbHOM
TUIIEPTEH3UM OBUIM MMHMMAIbHBIMU U He COOTBET-
CTBOBAJIM BHIPAXKEHHOCTY OTE€YHO —aCIUTIIECKOTO
CUHJpOMA.

Y mecTy 60IBHBIX C IIeYeHOYHOT (a6IOMIHAIBHOIT)
¢dopmoit BBK mpoBefieHa IyHKIIMIOHHAsE OMOIICKS Tie-
4yeHy. CTeneHb TYCTONOIMYECKMX U3MEHEH NI IIede N
B Ilepyof ie6I0Ta MM B HadaIbHOI cTaiuu 3abojeBa-
HUs Ko/e6amach OT )KMPOBOTO remarosa 1-2 oit crerme-
HU JIO HeaJIKOTOIbHOTO CTeAaTOreNaTUTa HeBbICOKOM
CTeIleHN aKTUBHOCTY U ¢ubposa 2-3 crenenu. Ilpu
3TOM HapAAY C )KMPOBOJ AUCTPOdIENl BBIABIANACH
IJIMKOTeHN3A U Aflep renaTonuTos. B paspépny-
TOM cTaguu 601e3HN HanboIee YaCTO UMeEI MECTO
XPOHMYECKMIA TeMaTUT C YMEPEHHOM MM BBICOKOI
CTeIIeHbI0 aKTUBHOCTH. Bo Bcex c/yyasax ¢ IOMOIIbIO
CIIenya/IbHBIX OKPACOK BBIABIIAVICDH OTTIOXKEHVA MeIy
B NI€PUIIOPTa/IbHBIX TeaTOLUTaX.

3acmyXKuBaeT BHUMaHUA TOT GaKT, YTO IIPY aHa-
nM3e TedeHuA 3abomeBaHuA y 2-X 60NbHBIX yepes 17
n 19 net nocre ge6rorta BBK passusics nyppos nedeHn.
B ogHOM Hab6/II0feHNM IPOTPeCCHPOBAHNIO 3a60Ie-
BaHMs CIIOCOOCTBOBAIA IIO3AHO HavaTas Tepamms
KYIIPEHVJIOM U IIOXas1 HEPEHOCUMOCTD €r0 6OIbHOIA.
dopMupoBaHe LUPPO3a IPOUCXOAUIO Ha HOHE XPO-
HUYEeCKOTO TeMO/N3a, Pe3KOTO CHYDKEHN A CUHTeTI4e-
CKOJ1 PYHKIIMM IIEYEHN U COPOBOXKAANOCH Pa3BUTIEM
OTEYHO —aCIUTUYECKOTO CUHAPOMA.

B mpyrom cinyvae, HeCMOTpPSl Ha paHO HadaToe
7ledeHne KyIIPEHN/IOM ¥ XOPOIIYIO0 IePeHOCHMOCTb
ero 60JIbHBIM, IVPP03 GOPMUPOBATICA MeJTCHHO
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B TeueHNe 19 —Ti1 TeT 6e3 IPU3HAKOB JeKOMIIEHC AN
¥ OBUI O TBEPIK/ICH aHHBIMIU MYHKIMM TTeYeHM.

BapuaHT JJIMTE/ILHOTO 1aMeHMHO020 MeyeHUs Tiede-
HOYHOJI popMbI BBK 6bIT 1arHOCTMPOBAH Ha CTA NI
nupposa nedenu knacca B unn A-B mo Yatingy - I1ero
U TOJIBKO B OJHOM clyyae knacca A. Knnnuyeckas
CUMITOMAaTHKa XapaKTepu3oBanach npeuMylie-
CTBEHHO CYMIITOMaM! IIOPTa/lbHON I'MIEePTEH3UN.
YBenuyeHne neyeHy ¥ CeNle3eHKU BBIABIIANIOCH Y BCeX
5-111 607bHBIX. IIpy 3TOM y 4-X OOTIBHBIX OIIpefen-
Jlach OTPOMHas Cejle3eHKa, IIoLa/b ee Koaebanach
ot 116 MM po 185 MM 1o gaHHBIM Y3V pu HOpMe [0
47 MM, B 2-X CTy4asX IpousBefieHa crienskromus. [1o
pesyibTaTaM HaOMIOfeHI s IIOC/Ie{HIX JIET BAPUKO3HOE
pacimpeHye BeH NNIIeBOfa 3-eii CTelleH) BLIABIEHO
y Tp€X 60/bHBIX, 2-11 CTETIeHN Y ;BYX OOTbHBIX. B BYX
cny4asax Ha poHe KpoBoTedeHu: u3 BPBII nabnropa-
JIOCh pa3BUTHE NIPEXOAAIIeN IIe4€eHOTHOI HIedano-
nmatuu 1-it cragum.

ITeuéHOYHO —K/IeTOYHAsA HEIOCTATOYHOCTDb MOSABM-
nach npu atoit popme BBK y Tpéx 601bHBIX Yepes 6, 17
u 20 71eT TI0C/Ie YCTaHOB/IEHMA [UaTHO3a LIMPPO3a, BO
BCeX C/Iy4yasax HpOTrpecCHPOBAHMIO € CIIOCOOCTBOBA-
J1a HeBO3MOXXHOCTb Ha3HAYEHIST HEOOXOAIMOII O3B
KyTIpeHMIa 13-3a BBIPA>KEHHOI TPOMOOLNTOIEH U,
CHIDKEHMSI CUHTETMYeCKO QYHKIUY MeYeHN U IT10-
ABJIEHUs reMopparudeckoro cuagpoma. Obpamaer
BHUMaHIe, YTO ¥ OONBIIMHCTBA 6ONBHBIX 9TON Pop-
MOJt BbIABIsAETCA 6OMbIIAasA ZaBHOCTD 3a60M€BaHM
IIOCJ/Ie YCTaHOB/IEHMSA AMarHosa uupposa: 31, 29, 23,
9, 5 TeT — COOTBETCTBEHHO MX BO3PACT B HacTosAIIee
Bpems - 62, 59, 52, 41,22 ropa. OTcioza cnenyeT, 4To
IpMMeHEeH)e MebaNVMUHNPYIOIEil Tepanuu, Cylie-
CTBEHHO Y/IY4IIN/IO IPOrHo3 60/1bHbIX ¢ BBK naxce Ha
CTafiuy LMpPO3a IeYeHN.

Cmewannas gopma 60ne3Hu Bunbcona-
KoHoBanoBa - HeBpo/ornyeckas u MmedyeHOYHas,
a B IBYX C/Iy4asAX — ICMXMaTpuyecKas ¥ NedeHouHas,
6bL1a BpIsIB/IEHA Y12 GONBHBIX, CPefM HUX 5 MY)KXUUH
1 7 XeHIIVH B Bo3pacTe oT 26 o 62 net. CpegHuit
BO3pacT HabMIOAABIUIVXCS HAaMU MY>K4uuH (35+107eT)
ObI/I 3HAaYMTENbHO MeHbIIE, 4YeM XeHuH (45+171eT).
3aboneBanne 0e610MUP0OBANIO Y MYXKINH B BO3PACTE
BTOPOTO U TPETbETO IeCATUICTIA )KU3HY, Y )KEHIIMH —
B 5 CTy4asiX BO BTOPOM M TPEThEM U B 2C/Ty4aAX ~I1ATOM
mecatunerun. HeBpomorndeckye 1 ncuxmarpudeckye
PacCTPOIICTBA Y AECATY HALMEHTOB OBIIN BBIABICHDI
paHbIlle, YeM MOpa’KeHNe TIeYeHN U TONIbKO B IBYX
CrTy4asx MeyeHOYHbIe ¥ HeBPOIOTMYeCKie CUMITTOMBI
HOABUIMCH OTHOBPEMEHHO.

Hesponozuueckue HapyuieHUus, CBONCTBEHHbBIE
pasIMYHBIM KIMHNYEeCKUM popmam 6oesHN, 060-
3HAYAIOTCA B COBPEMEHHOI JIMTepaType KaK ICeBo-
HapKIHCOHM3M, CXORHBI ¢ 60e3HbI0 [TapkHCOHA
(mpoxxarenpHo —purupHas popma) ¢ npeobraga-
HIEM PUTUJHOCTHU; IICEBAOCKIEPO3 (pOKaTeb-
Has ¢opMa) ¢ mpeobragaHueM TpeMOpa, apUTMO-
TUNepKMHEeTNYeCKas, aTaKCUA U SUCTOHNYECKMIA
cunppoM [10,4]. Hanbonee 4acTo y 8-Mu maijueHToB
HeBPOJIOTMYecKasd CUMITOMATVKa B fle610Te 3a60/1eBa-
HUS IPOSIBIISIIACH APOXKATENBHO — PUTUHOI GOPMOIL
U XapaKTepu3oBanach OJHOBPEMEHHBIM Pa3BUTH-
eM [IpO’KaHNUA ¥ PUTUAHOCTU. [IpoxKaHMe PUTMUY-
HOE, yCH/IMBalolleecs IIpU BOTHEHUN, CTaTUYECKOM
HaIpsKeHVY MBI, TBVKEHMAX, HO McYe3alollee

B IIOKO€e U BO CHe. Y HEKOTOPBIX OONbHBIX pa3sBUBa-
nmack pucdarus, fU3apTpus, aMuMus. VIsMeHeHne
pedn U CIIOHOTeYeHNe JacTO Hab/TIofaich B feboTe
U ABJIANNCH PAHHUMU CUMIITOMaMM 3a00/IeBaHNUA.
B pasBepHyTOIi cTaguy NosABAAETCA 3aMeJJIEHHOCTD
ABVOKEHUI, HapylIeHMe TOHKUX JIBYOKEHMII I1a/IbLieB,
BBISIBI/IAETCA TUIEPKUHE3 [0 TUIY «ObIOLINXCA KPBbI-
nbeB». [lpoxarenbHas Gpopma (IIceBROCKIEPO3) C riek-
COPHO — 9KCTEH30PHBIM TPEMOPOM Pa3BUIACh B fiebI0Te
cMemiaHHoOI popmbl BBK y 2-X 60/bHBIX, P 9TOM
B OIHOM C/Ty4ae C KOTHUTUBHBIMM PacCTPONICTBAMI.

Passumue cumnmomos nopasxenus neueHu BbIAB-
JIEHO Y BCeX IMalJeHTOB C HEBPOIOTUYEeCKNM fie6o-
toM BBK: uepes 2 roga y Tpéx 601bHBIX, Yepe3 3 roga
Y OJJHOT0; 4epes 4 rofia y IBYX; 4epes 6 u 1371eT B BYX
cnyvasx. Y IByX GONBHBIX CMMIITOMATHKA ITOpaske-
HUA HEPBHOJ CUCTeMbI M IedeHu OblTa 0OHapy>keHa
OJJHOBpEMEeHHO.

Vi3sMeHeHNA B IIeYeHM B LIECTY HAOTIOEHNAX IPOTe-
KaJIM KaK quppo3s: knacca A o Haitnny- [Ibio B ogHOM
ciy4ae, Kinacca B y yeTnipex u kinacca B-C y ogHolt
6onbHOIL. Xpounyeckuii rematut 1 HACT ¢ ymepeHHOI
aKTVBHOCTBIO IIPOLiecca BbIAB/IEH Y YeThIPEX OONbHBIX
Y TOJILKO y OJJHOTO U3 HUX HAPARY C aKTMBHOCTBIO TP
TYICTONIOTMYECKOM MCCIelOBAHMM ITYHKTATa MeYyeHN
06Hapy>KeH BbIpa>keHHbIIT Gubpos.

ITpu ananuse fanbHeIIET0 KIMHNIECKOTO TeIEHNA
BBK me4yéHoyHas CUMIITOMATHKa Ipeodnanana y 5-tu
MAIIEHTOB CO CMENIAHHOI HEBPOTIOTMYECKOI I TTeve-
HOYHOJI popMoii. LIuppo3s meveHn y Bcex sTux 60/b-
HBIX ITPOTEKAI 110 TUITYy IOPTATBHOTO C BBIPAYKEHHOI
MOPTAa/IbHON TUIIEPTEH3MEl: BAPUKO3HOE PaclIMpeHue
BeH INUIIeBOJIa TPEThell CTeNeHN 0OHaPY>KeHO BO BCeX
Cy4asx, a B OT/JEbHBIX MIME/I0 MECTO M BAPMKO3HOE pac-
HIMpeHVie BEH MPOKCUMA/IbHOTO OTHeNa XXeMmyKa, Kpo-
BOTEYEHM:A 13 PACIIVPEHHBIX BeH HaOMIONAMICh Y TPEX
6O/BHBIX, yIINBaHME PACIINPEHHBIX BEH IIPOU3BELEHO
B 1ByX crrydasx. IIpu BBK vare, yem nmpu umpposax apy-
IO 3TMO/IOTVM BBIAB/IANIOCH 3HAYUTETbHOE YBENTNYEHNE
PasMepoB cene3EéHKM, CBA3aHHOE He TONMBKO C TIOPTajib-
HOJI TUIIepTeH3Mell, HO ¥ HapylLIeHneM oOMeHa Mefu.

3HauNTeNbHBIE TPYAHOCTY BO3HUKANN Y KIVHNI-
IIMICTOB IIPY OIIPeeTIeHN NPUHLHbL SHUePanonamuu
y alMeHTOoB co cMemanHoIt popmoit BBK. Cumnromer
sHIedanonatuy cragyuy 0-1 66T BBLABICHBI Y IIECTU
U3 lecSATY OOTIbHBIX HEBPOIOTUYECKOI! 1 IeYeHOTHOM
dopmoit 6onesHn. B ogHOM crydae MMena MecTo medé-
HOYHasA 3HILle(anonaTs, IpUINHON KOTOPOIT IOCTY-
SKITIO KpOBOTEYEHIe 113 BAPMKO3HO PacIIMPEHHBIX BeH
OUIEeBOfA. Y YeThIPEX MALIEHTOB 3TOT CUHPOM ObIT
CBsA3aH C IIOPa’KeHMEM KOPbI TOIOBHOTO MO3Ta, CBOJi-
CTBEHHBIM CaMOJI renaTolepe6paabHOil JUCTPObUN
[2]. HakoHer, y 60/IBHOTO C TAXKEMBIM Opa)keHNEeM
HeYeH) ¥ HepBHOI CHCTEMBI, 1e0I0TPOBaBIINMU Off-
HOBPEMEHHO, 3HIledanonaTusa 1uMena CMellaHHbI
XapaKTep —Ie4éHOYHbIIT 1 06ycnoBreHHblit BBK.

CMellaHHAS NCUXUAMPUHECKAS U neveHouHas Gop-
Ma bBBK xapaxTepusyercsa B Hauajie MOBeeHIeCKUMHU
HapyUIeHUAMHI, TPOAB/AIOIMMICA TOBBIIIEHHO Pas3-
APpaXKNTETbHOCTHIO VTN PACTOPMOXXEHHOCTBIO, IT03)Ke
MOAB/IATCA U3MEHEHU A TMIHOCTH, [IeTIPeCcCs, Tpe-
BOXKHOCTb. VI3BecTHO, 4TO 10 20% na1eHToB obpaira-
I0TCsI K ICUXUATPY [0 TOCTAaHOBKY AMarHo3a 60/1e3HN
Bunbcona-Konosanosa [4,10]. YkasaHus B ceMeliHOM
aHaMHe3e Ha Ha/nm4yie HEPBHbIX U IICUXMATPUYECKIX
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3a60/meBaHMIT MOI'YT MMEThb JUATHOCTUYIECKYIO 3Ha-
4YMMOCTD AnA BblABAeHusA bBK y Takux manmeHToB
[13]. KoruuTHBHbIE HAPYIIEHM S MOI'YT MMETh MECTO
y 6O/IBbHBIX € 3amyleHHOI HemedeHou BBK.

Cpeny HabmoaBIIMXCA HaMu 60/IBHBIX 3Ta (op-
Ma BBK BbiAB/IEHa y ABYX DallMEHTOK B Bo3pacTe 35
n 557et. [lepBble posiBeHnst 3a60/1eBaHNs B [IEPBOM
cly4ae MOSIBU/IUCDH B 1571eT: 1abu/IbHOE HACTPOEHNE,
arpeccuBHOE NOBeJieHMe, UMITY/IbCUBHOCTD, IIOTOM IIO-
ABUJINCH FAJ/ITIOLVHATOPHBIE PacCTpoiicTBa. bonbHas
obcnenosanacs B HVIV HeBpomoruy, BbIsSIBIEHO CHM-
JKeHUe IiepynomiasMuHa (7,2 MI/f1) 1 HadaTo jiede-
HIe KyIPEHUTIOM U LIMHKTEePanoM, KOTOPOe PUBEIo
K 3HAYUTE/IbHOMY YAy4lLIeHNIO ICUXMATPUIeCKOIt
CUMIITOMATUKY, B Bospacre 34 nert, ciiycta 19 ner
nocne ge6moTa 3a601eBaHNA, MOABUINCH CUMIITOMBI
€O CMOPOHDL TIEYEHI- BBIABIEH XPOHMYECKII TeITaTUT
C MUHUMAJIbHO aKTUBHOCTHIO.

Bo BTOpOM cny4ae NCMXOHEBPONOrMYeCKMe Hapy-
LIeHU s BIIepBble MOSABU/INCD B 42I0fla ¥ XapaKTepu3o-
BaJIMCh CTTabOCTHIO, elIpeccueit, SNM304aMi Hapylile-
HUA CO3HAHUA U pedy, TerKUM JpOoKaHMeM Ia/blieB
pyk. OnHako 60me3Hb Bunbcona- Konosanosa 6bia
IVIaTHOCTMPOBAHA TOMBKO 2 TOfla CITYCTA MOCTe Mpo-
BefleH1 A MICCTIElOBaHMA ePY/IONIa3MIHA CBIBOPOTKM
KPOB, IPY KOTOPOM YPOBEHb €T0 0Ka3a/Ics IOHVKeH-
HbIM (6,6M1/71). HazHaueHHOE /ledeH e KYIIPEeHUIOM
Y IMHKTEPAJIOM CIIOCOOCTBOBAIO YMEHbBLICHUIO TICH-
XUATPUYECKON CUMITOMATHKI.

Yepes 7net nocne febwora 3a607eBaHys BBISIBIEH
KOMIIEHCHPOBaHHbI [UPPO3 NeYEeH M, IPOTEKaBIIMIA

O6cyxpeHne

OCHOBBIBasICh Ha BBIABJICHHDIX pas3nn4MAX ie610Ta 3a-
60/1eBaHMA U KIMHUYECKIX OCOOEHHOCTAX ja/IbHelIIe-
TO Te4eHs LjeleCO06PasHo BbIe/eH e ABYX BAPUAHTOB
neuéHoYHOI popMbl 601e3HM Bunbcona -KoHoBanosa:
abJJOMJHAJILHOTO 1 TaTeHTHoro. ITofo6Hoe pasperne-
HJIe PaCCMaTpPUBAETCA TAKXKe B IPYTUX COBPEMEHHBIX
ny6nukanusax [14]. Hermann W o6beguHseT B nede-
HOYHOI opMe JOKIMHUYECKYIO (6eCCUMITOMHYIO),
KOTOpasi AMATHOCTUPYETCS O IPOABIEHNS CHMIITO-
MOB U [Ie4Y€HOYHYI0 (a6OMUHATIBHY0).

MO>KHO NIPeAIION0XUTh, YTO TaTEHTHBI Bapy-
aHT neyéHouyHoit popmer BBK saBnseTcs cnencrueMm
IJINTE/ILHOTO TeYEeHN A «HeleYeHHOI» 60/Ie3H, KOTAa
OTCYTCTBME ITaTOT€HETUYECKOI Tepauy IPUBOAUT
K OT/IOXKEHMIO MeIM B ITEeYEHIL.

Jle6roT 3a60/1€BaHMsA Y OOMBHBIX IPK a6ZOMMHAD-
HOM BapMaHTe Ie4EHOYHOI (OPMBI BBIABIICH Y Ca-
MBIX MOJIOJbIX NMAIVIEHTOB, B OOJIBIIMHCTBE CIy4YaeB
B 1eTCKOM (7-8M1 j1eT) My IOfPOCTKOBOM BO3pAcTe.
Knuandecku Hambonee sipkuit fe60OT XapaKTepu-
30Bajicst 60OAMU B IIPABOIl HOAB3OIIHOM 06/1acTH,
TOIIHOTOJI, IOBBIILIEHIEM TeMIIePaTypbl, Ipy obCIe-
[OBAHUMU BBIAB/ANY yBelIUUeHNe IIeYeHN, CUHPOM
LMTONN3a, BBICOKUIT ypoBeHb LIIP. CBoeobpasuem
U TSDKECTBIO OT/INYANOCh Te4eHue abOMUHATbHON
(hopMbI € pasBUTIEM OTEYHO-ACIIUTUIECKOTO CUHAPO-
Ma, CTeIIeHb KOTOPOT'0 He COOTBETCTBOBA/IA BHIPaXKeH-
HOCTY IPYTYX CYMIITOMOB IOPTa/IbHOI TUIIEPTEH3NN,
HO CBs3aHa C TsDKEIbIM HapylleHueM 6elKOBO- CYH-
TeTU4eCKOV GYHKIVM MeYeHN.
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JIaTeHTHO C HeM3MeHEHHBIMU QYHKI[MOHATbHBIMU
npo6aMy meYeHM U TPEXKPATHBIM IOBBILIEHUEM
aktuBHOCTH LI®. ITpn 06cnenoBaHMM C IIOMOILIBIO
IieIeBON TaMIIbl 06Hapy>xeHO Konblo Kalizepa —
Dneiimepa. B nocnegyroniue 6 1eT IporpeccupoBaHns
MeY€HOYHOI CUMIITOMATUKY He ObIJIO.

ITony4yeHHble JaHHDbIE JEMOHCTPUPYIOT BaXKHOCTD
JMCII0/Ib30BAHM S K/TI0YEBBIX METOIOB J1/Is1 BHIABIEHU S
nuardHosa bBK. PanHAg gumarHocTmKa 1 MoCcTOSHHA A
cnenuduyeckas Tepanusa cnoco6CTBOBaIA YMEHb-
LIEHUIO IICUXMATPUIECKNX CUMIITOMOB U 3aMeJ -
Jla IpOTpeccupOoBaHye MOPTANIbHON TUIIEPTEH3UN.
3HaunTenbHOE MOBbIIeHMe akTuBHOCTY LI[D cBsizaHO
C HapyllIeHMeM 9KCKpeluy e€ U3 Me4eH! U yKasbl-
BaeT Ha HEOOXOAMMOCTH IPOJO/KEHN s IaTOTeHe-
TUYEeCKON U cuMnroMarudeckoi (renrpan, YJXK)
Tepannim.

ITpoepeccuposarue 3a601e6aHUA Y U3YIEHHBIX
HaMu 60nbHBIX BBK 6b1710 CBA3aHO ¢ JeKOMIIEHCa-
1jMeit MOpTanbHOI IUIepTeH3UN (KPOBOTEYEHNS U3
paclIMpeHHBbIX BeH NUIIeBO/a) ¥ Pa3BUTUEM Iedé-
HOYHO HeJOCTAaTOYHOCTH, 3HAUNTENILHO PeXe — C 0C-
JIOXKHEHU MU, CBA3aHHBIMM C IIOPa>XKeHJeM HEPBHOIL
cuctemsl. CrefiyeT MOA4YEepKHYTh, YTO PAHHAA TN-
arHoctuka BBK u cBoeBpeMeHHO HavaTas Tepanus
UTpanu BeAYI[YIO POIb B 67IarOIONYYHOM TeYeHUN
3aboneBaHus y 60/bIIMHCTBA HAOTIOABIINXCS HAMMI
6onpHbIX. HopManusanys ne4eHOYHbIX GYHKLIUI
MPONCXOAMIIA Ha 1-2 TORY NedeHNnA XelaTopaMu 11 He
MIPOTpeccupoBana Mpu NPUBEPKEHHOCTN OOIBHBIX
K Tepanuim.

JlaTeHTHBIIT BapuaHT NMeYEHOYHOI POPMBI 1eOI0TH-
PpOBaJI MO3/IHO MPENMYIIIECTBEHHO B UYeTBEPTOM JleCs-
TUJIETUY XXM3HM BO BCEX C/Iydasix ¢ IpeobrafanmneMm
CUMIITOMOB ITOpTanbHOM Tuneprensun. [Ipn ananuse
IIOC/IeYIOIIero TeYeH A 3a00/IeBaHUs BaPUKO3HOE
pacmmpeHne BeH MUIEBOJIa JOCTUTANIO 3-€eif CTEeH,
OCTIOKHANOCh KPOBOTEUEHNAMM U3 HUX, a Cele3éHKa
yBenM4MBaaach o OPOMHBIX pasMepoB. bonburas
HaBHOCTD 3a060/eBaHMs IOC/Ie YCTAHOBICHNSA A1a-
raosa mypposa (20 u gaxe 30 net) 6e3 BpIpaKeHHO-
ro HapylleHus QyHKIUY ITeYeHN CBUJIETENbCTBYET
o 6rmaronpusaTHOM 9 deKTe XeNMaTHOI Tepanum gaxe
Ha atoit ctraguu bBK.

ITpu cmemanHoit popme BBK- HeBponornyeckoit
WM — IICUXMATPUIECKOI U II€4EeHOYHOI], ne6roT 3260-
NeBaHUA OBLI 607ee TIO3FHMUM, YeM IIPY IIeIeHOYHOII
¢dopme. HeBponmornyeckue NposiBlIeHNs paclieHUBa-
JIVICh KaK JJPOKaTe/IbHO — PUTUHAS U JpOXKaTe/bHa s
¢dopma. CMIITOMBI HOpa)kKeH s IledeHN HaOMI0Aannch
B MHTEepBase OT 2-X o 19 et mocrne gebrora 3abome-
BaHIS U BBIAB/IEHBI Y BCeX GONBHBIX CO CMEIIaHHOI
¢dopmoit BBK. OpHako npeobnasaHue me4eHOYHOI
CHMIITOMATMKY IIPU JajbHellIeM TedeHUn 60nesHu
JMIMEJI0O MECTO TONBKO B IATH Cydasax. Bo Bcex sTux
CIIy4asix IIopajkeHe e4eH ) ObII0 IMarHOCTPOBAHO
Ha CTafiuyu Iuppo3a Kiacca B, mpoTekaBiIero ¢ BbI-
Pa>XeHHOII IOPTa/JIbHON I'MIIEPTEH3MEN U KPOBOTEYe-
HUAMU U3 BAPUKO3HO PACIIMPEHHBIX BeH NNUILEBOfa
uKenynka. B mocienyonieM y AByX allieHTOK Pa3By-
JIach II€4€HOYHO-K/IETOYHAA HEOCTATOYHOCTD, 3STOMY
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CIIO0CO6CTBOBA/IN MO3THASI [UATHOCTUKA U MO3/JHO
HadaToe JIedeH)e KYIPEHUIOM.

BepuéMcs k pa3bopy cuHApOMa «HEOObACHUMON»
sHIledanoNaTuN, BEIABIEHHON y 60IBHBIX CO CMe-
maHHOI popmoit 6one3nn Bunbcona- Konosanosa,
B sTMX cnyyasx cMHApPOM sHIUedanonatun Habo-
Hascsy 60/IbHBIX C Ipeo6IafaHyeM HeBPOIOTUIeCKIX
IpOsIBIEHNIT 3a60/IeBaHNA.

[TopakeHMe NeYeHM B ABYX CAydYasaX XapaKTepy-
30BaJI0Ch KaK XPOHMYECKMII TeNaTUT MIHUMAIbHON
n yMepeHHoﬁ CTCIIeHM aKTUBHOCTU, a4 B ABYX }Ipy—
I'MX KakK quppos knacca A u A- B mo Yaitnpy -Ilnio
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