OenepaibHOe rocyaapcTBeHHOE 010PKeTHOE 00pa3oBaTe/IbHOE YUPEXkICHUE BBICIIErO
obpazosanus "KpacHOSPCKUH rocy 1apcTBEHHBIN MEANIIMHCKHI YHUBEPCHTET HMEHH Npodeccopa
B. ®.Boiino -Scenenxoro" MunucrepcTea 3apaBooxpanenus Pocculickoi @enepannu

Kadenpa tepanun UITO

Penensus mpodeccopa, JIMH kabenpst Tepanuu UI1O I'puimenko Enensl ['eopruesHbl Ha
pedepar opAMHATOPA EPBOTO roja 00yueHus crennaTbHoCTU Tepanus Lipiapimosa A. A 1o
teme: boaesus Buabcona-KonosasioBa

Peniensus Ha pedepar — 3T0 KPUTHYECKHUIT OT3BIB O IPOBEJEHHOM caMocToATeIbHOM paboTe
OpMHATOPA C JINTEPAaTyPOi 110 BEIOpaHHOM CrIeHaIbHOCTH 00y YeHHs, BKIIOUYAOLINH aHAIH3
CTETEHH PacKphITUs BIOpAaHHOH TeMaTHKH, IICPEUHCIEHHE BO3MOMKHBIX HEIOYETOB H
peKOMEHIaluK 1o olleHKe. O3HaKOMHBIIKCE ¢ pedepaToM, IIpenoaaBaTesb yOeKIaeTCs B TOM,
YTO OPAMHATOP BIA/IEET OMUCAHHBIM MATEPHATIOM, YMEET €ro aHalM3UpOBaTh U CIIOCOOEH
apryMeHTHPOBAHO 3allMIIaTh CBOK TOUKY 3peHus. Hanucanue pedepara mpon3BoauTCs B
MPOM3BOIBHON (hopMe, OIHAKO, aBTOP J0JIKEH TPHAEPKUBATHCS ONPE/ICICHHBIX HErTacHbIX
TpeboBanuii Mo copepkanuio. st Gonbiiero ya06cTBa 3KOHOMUHE BPEMEHH U MMOBBILIEHUS
HarJIAIHOCTH KayecTBa padoT, HaMu ObUIH BBEICHB! CTAHAAPTH3MPOBAHHBIC KPUTEPHH OLIEHKU
pedepaTos.

OCHOBHBIE OLIEHOYHbBIC KPUTEPHU PeLieH3uk Ha pedepar OpAMHATOPA NMEPBOro roaa 00ydYeHus
crieuMaibHocTH Tepanus:

/1 | OteHOUHBIH KpUTEpHil [Ton0XuTeNbHBIH/
OTPHUATEIBHBIN
1. CTpyKTypUpPOBaHHOCTb +
2. | Hanuuue opdorpaduyeckux omnOOK A
3. | CootBeTcTBHE TEKCTa pedepara -+
4. Branenue TepMMHOIOTHEH —+
5. | Ilonnora u riny0uHa pacKpBITHA OCHOBHbIX ITOHATHH TEMBI -+
6. | JIorH4HOCTb JOKa3aTeabHOMN 0asbl e
7. | YMeHHue apryMeHTHPOBATh OCHOBHBIE 110JI0JKEHHUS U BBIBO/1bI L
8. | Kpyr ucnosnb30BaHusi M3BECTHBIX HAYYHbIX HCTOYHHKOB =
0, Vmenue caenars 00Lni BEIBO “ﬁ(—
HTorosast olieHKa: MOJIOKUTE/IbHAS/OTPULIATEIbHAS
KommeHTapun peﬁ'é?ﬁerﬁf?f_fj
Hara

[Toamucek pelieH3eHTa:
[Toanuce opauHaropa:
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BOJIE3Hb BUWJIBCOHA-KOHOBAJIOBA (BbBK)

B 1912 r. C.A. BuibcoH BIiepBbIE OMUCAT HECKOJIBKO CEMENHBIX CIIy4aeB CHHAPOMA
IPOTPECCUPYIOIEH JIEHTUKYISIPHON JereHepalnn y OOJbHBIX IIUPPO30M MIEUECHH.
[laTorenes atoro 3a0osneBanus ObLT packpbIT B 1948 r., Korja BrepBbIe MOSBUINCH
naHHble KyMHHTCa O TOBBIIIIEHHOM YPOBHE MEJU B IIEUEHHU U TOJIOBHOM MO3T€
nanueHToB ¢ Oone3Hbto Bunbcona (bB). C 3Toro BpeMeHn JOCTUTHYT
3HAYUTEIBHBIN MpOrpecc B NOHUMaHUU (PU3UOJOTUYECKON QYHKIIMK MEAH U
MEXaHU3MOB €€ TeaTOTOKCUIHOCTH, pacmudpoBan reHeTuueckuii nedext bB.
DddexTrBHAT U CBOCBPEMEHHAs JIEKAPCTBEHHAs TepaIlvsl, HapaBjIeHHas Ha
CHW)KEHHE COJEpKaHUs MEJIU B OpraHU3Me, MO3BOJIMIIA OTHECTH ATO 3a00JI€ BaHHUE K
HEMHOTHM METa0O0IMYECKUM NATOJIOTUSIM T€YEHHU, KOTOPBIE MOTAI0TCS JICUCHUIO
Onpenenenvie. BKB npezacrasiser coboi penkoe HacaeACTBEHHOE 3a00JIEBaHUE C
ayTOCOMHO-PELIECCUBHBIM THUIIOM HACJIEAOBaHUS, IPOSBISAIOLIEECS
MPEMMYILECTBEHHO B MOJIOZIOM BO3pacTe U XapaKTepu3yroIieecs: u30bITOYHBIM
HaKOIUICHHEM Meau B opranu3Me. Ha HayanbHbIX cTaguax 00JIe3HU Meb
HAKaIUTMBAETCA B IIE€YEHHU, YTO MPUBOJAUT K Pa3BUTHUIO FeNaTUTA, LIUPPO3a NEUCHH
(LIIT) mmm dympMuHAHTHOM edeHouHOU HepoctatrouHocTy (PITH). Ha cnemyromux
CTaausIX 30BITOK MM TOMAIaeT B IPYrUe OPraHbl U CUCTEMBI, BBI3bIBAS UX
MOBPEKIEHUE, IIPEKIE BCErO B TOJIOBHON MO3T, PUBO/AS K HEPBHO-TICUXUUECKUM
WU3MEHEHHUSIM.

PACITPOCTPAHEHHOCTD. BB onocpenyercs pelieCCUBHBIM I'€HOM,
pacnosioxkeHHbIM B 13-l xpoMocoMme. bosie3Hps pacpocTpaneHa MOBCEMECTHO €
npubnu3uTensHoi yactotoi 30 ciydaeB 3aboneBanust Ha 1 MiTH yenoBek. B
pETHOHAX, IJI€ CYILECTBYIOT OJM3KOPOJCTBEHHbIE OpaKy, YacTOTa BO3pACTAET.
OxBat reTepo3uroTHsix HocuTene 1 Ha 90 yenoBexk.

DTHOJIOTHS U IATOTEHE3. ConeprxkaHre Meau B OOBIYHOM IMETEe COCTaBIsAET 2—5
MT B AieHb. K TpOyKTaMm ¢ BBICOKHM €€ COAECpXKaHUEM OTHOCATCS: HeoOpaOoTaHHAas
nieHuIra, 000w1, ropox, Gacoiib, MOJUTFOCKH, IIIOKOJIAJ, TTeYEHb, TOYKH. B
KETYIOYHO-KUIIIEYHOM TPaKTe ME/Ib aKTUBHO TPAHCIIOPTUPYETCS B SMUTEIUM
MPOKCUMAJIbHOM YacCTH TOHKOW KHIIIKH, T1ie ee yacTh Meau (40—75%) octaercs B
KJIETKE CBSI3aHHOM CO crienn(puueckuM OeJIKOM, 3aTeM IKCKPETUPYETCS C
bexanusiMu npu AeckBamaruu snurenus. Apyras yacts (25-60%) abcopbupyercs B
CUCTEMY BOPOTHOM BEHBI MPU YYACTUU CIICHUPUIECKOro nepeHocyuka. Menp,
CBsi3aHHAas ¢ OeJIKaMu U aMUHOKHCIOTaMH, TPAaHCIOPTUPYETCS MO BOPOTHOM BEHE B
nedeHb (0kos0 90%). Jlums HeGonbpImas yacTh anpOyMUHCBSI3aHHON Meau (<50
MKT/CYT), MUHYS TI€Y€Hb, TIOT1a/Ia€T B CUCTEMHBIN KPOBOTOK U SKCKPETUPYETCS
noukamu. Ilpu 3TOM OCHOBHAs POJIb B PETYIALMHN BHYTPUKIETOUHOM
KOHIICHTPALIMU METaJlIa OTBOJAUTCS MeAb-TpaHcnopupyromeil AT®daze, koTopas
OBICTPO pearupyer Ha U30BITOK ME/IU, OCYLLECTBIISIS €€ TPAHCIIOPT U3 armapara
[Nonbxu k MeMOpaHe. CrieICTBUEM TeHETHYECKOTO JiIeeKTa SIBIsieTCs pa3InyHOn
CTENEHU BBIPAKEHHOCTH HAPYLIeHUs (PYHKIMU MeAb-TPAHCIIOPUPYIOLIel
AT®da3p1, BHYyTPUKJIETOYHOI 0O TPAHCIIOPTA MEAM, YTO BEJIET K PE3KOMY
CHI)KEHUIO SKCKPELIMH MEJIU C KEIMUbI0, HAKOIJIEHUIO €€ B FeNaTolUuTax.
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Hapyiiennss BHyTPUKIETOYHOTO TPAHCIIOPTa MEAU TMPUBOAAT K CHUKEHUIO €€
BKJIFOUEHHSI B arlloLepyJIOMIa3MuH. B pe3ynbrare 3Toro nocieanuii ObICcTpo
JErpagupyeT B Iula3Me KpOBH, @ YPOBEHB LIEPYJIOILIa3MUHA PE3KO CHUKAETCSL.
Taxum 06pa3oM, HE UMes TATOr€HETUYECKOrO 3HaYEHUs], CHUYKEHUE YPOBHS
LEepy/I0IIa3MUHA SBJISIETCS XapaKTepHbIM MpU3HAKOM OoJie3HH BuibcoHa u ee
BaXHBIM JIMArHOCTHYECKUM KputepueM. ['en bB Obu1 BriepBbie n3onupoBa B 1993
r. [lepBU4HO OH 3KCHIpecCUPYETCS B IEUEHH, TOUKaX, ianeHTe. [Iponykr rena bB
npencraBiisier co0oi karnoHTpaHcnoprupyromuid P-tun AT®a3Horo nporenHa.

K HacTosmemy Mmomenty onucano 6omnee 40 myranuii rena bB, uto o0bsicHser
pa3IMYHYIO CTENIEHb HAPYIIEHUS TPAHCIIOPTAa MEJIU U COOTBETCTBEHHO Pa3ivyKe B
KJIIMHUYECKON KapTUHE U OMOXMMHUYECKHUX MTOKA3aTeNsIX B CeMbsiX O0bHBIX bB.

B natoreneze BB Beayniyio poisib urpaet HapyiieHue OanaHca Mexay
MOCTYIUIEHUEM U dKCKpeuuend meau. IloBpexaaroniee 3Ha4eHUE HAKOIICHUSI MEJIU B
remaToIUTax CBSI3BIBAIOT C TMOBBIIIEHUEM CBOOOIHBIX PaIUKaJIOB, KOTOpPbIE
3aIlyCKaroT MpoIlecC MEPEeKUCHOro0 OKUCaeHus munuaoB. Hapymaercs GyHkiun
MJ1a3MaTUYECKON M METaXOHApUaIbHOU MeMOpaH, QYHKIIMH (PEPMEHTHBIX CUCTEM,
VCTOILAIOTCS KIETOYHBIE 3alachl MIII0TaTUOHA, BUTaMUHBI E, 4TO BeneT k
MOBPEXJICHUIO KIIETOYHBIX CTPYKTYp remnarouura, opmupoBanuto pudposa. Menp,
BBICBOOOIMBIIASICS U3 MOBPEKICHHBIX T€MAaTOIIUTOB, MOCTYIAET B KPOBb,
MOBBILIAETCS YPOBEHb CBOOOIHON HELEPYJIOMIa3MUHOBON (DpaKIIMK MEAHU B

CBIBOPOTKE KPOBH, UTO IPEIUIECTBYET OTIIOKEHUIO U HAKOIUICHUIO MEIM B TKAHAX
TOJIOBHOT'O MO3ra, POroBUIAX, YBEIMYECHHUIO IKCKPELUHA C MOYOM, OTIIOKEHUIO B
MOYEYHBIX KaHAJIbLIAX.

Mopdosorusa. CreneHb MOp(HOTOrHYECKUX U3MEHEHUH TKAaHU IEYEHU MOXKET
OBITh PA3IMYHON — OT )KUPOBOM MHPUIBTPALUY T€AaTOLUTOB U YMEPEHHOTO
nepunopTaibHoro ¢pudposa 10 CyOMacCMBHOIO HEKPO3a U KPYITHOY3JIOBOTO
uppo3a neueHu. Mopdonornueckas KapTUHA B 1IEJIOM HecTiennpruIHa
(COOTBETCTBYET KapTHUHE XPOHUUYECKOI'0 IeNaTUTa Wik LIUPPO3), OAHAKO BBISIBICHHUE
Yy MOJIOJIbIX OOJIbHBIX OMMCAHHBIX U3MEHEHUM, a TaK)Ke KaK IIPABUIIO, Majasi CTETICHb
BBIPQ)KEHHOCTH BOCHAJIMTEIbHBIX PEAKIIUNA MTO3BOJISET 3aM0/103pUTH O0JIE3Hb
Buinbcona. M3MeHeHust B TOJIOBHOM MO3re (MPEMMYIIECTBEHHO B 0a3alIbHbBIX
TaHTJIUSX, YeYEBULIEOOPA3HBIX SI/Ipax, XBOCTATOM SIAPE) XapaKTEepU3yIOTCs
BOCIIAJIECHUEM, OTEKOM, TJINO30M, ITIOTEPEN HEUPOHOB U 3aMEILIEHUEM HX
rHAIMHOBOM TKaHbl0. OnucanHoe HeMenKuM opraabmosiorom b.Kaiizepom
(1902 r.) u b.®aeiimepom (1903) KoJIBIO TPEICTABIIECT COOON OTIIOKCHHE
COZIepKaIllero MeIb 3eJIeHOBAaTO-0yporo MUrMEHTa B IECHIEMETOBOM 000I04Ke, HE
BBI3BIBAIOIIEE [TATOJIOTMYECKUX N3MEHEHU .

Knaccudpukanuu. OcHoBHbIMU (hopmamu bBK sBisitoTCst abnoMuHanbHas u
uepedpanbHasi. AOIOMHUHAIBHASA (POPMA MOXKET MPOSABIATHCSA IenaronaThen,
BUJIbCOHOBCKUM T€MIaTUTOM U LUPPO30M IE€UEHH, (PyTbMUHAHTHON MEYEHOYHOU
HECOCTOSITEbHOCThIO. Bapnantamu nepe0dpaabHOi (OpPMBI SBISIOTCS: PUTHIHO-
apUTMO-TUIIEPKUHETHUYECKAs, APOXKATEIbHO-PUTHIHAS, JPOXKATEIbHAS U
HKCTpANMPaMHIHO-KOPKOBas. Y HEKOTOPBIX MAIlIEHTOB 3a00JIeBaHUE



MaHH(ECTUPYET FreMOJIMTUUECKON aHeMHUEeH (¢ Kpu3aMu U 6e3), HedporaThei mo
THUITYy TYOYJSIPHOTO HEPpHUTA.

Teuenue 3a00€BaHNA MOXKHO Pa3/ICIUTh HA 2 CTAJANU: JATEHTHYIO U CTAJUI0
KJIMHUY eCKUX NposiBjeHui. [Ipu taTeHTHON cTaiuy KIMHUYECKUE CUMITTOMBI
OTCYTCTBYIOT U IIPU3HAKHU 3a00JieBaHMs (TPU3HAKK HAKOIJICHHUSI MEIM B OpraHU3MeE)
BBISIBJISIIOTCA TOJIBKO Tpu JabopaTopHoM oOcnenoBanuu. [Ipu addexktruBHOM
JICYEHUU JOTOJHUTEIBHO BBIJICISAIOT CTAAMI0 OTPUIATEILHOr0 0ajianca meau. B
ITOM CITydae B pe3yJbTaTe JOCTHKEHUS U IITUTEIHLHOTO MOIIEPKAHUS
OTPHUIATEILHOTO OajaHca Meau HaOI0IaeTCsl Perpecc KIMHUYECKUX U
71a00paTOPHBIX MPOSIBICHUIA 3a00JI€BaHNUs

Knunuka. [lepBble KIIMHUYECKHUE CUMIITOMBI 3a00JIeBaHMs HAOIIOIAI0TCS B BO3pacTe
ot 5 1o 35 ner. [lopaxxeHnue neyeHu, KIMHUYECKU SBHOE WJIM JIATEHTHOE, UMEET
MecTO y Bcex OonbHbIX bB, 1 npeaiiecTByeT nopakeHuIo Ipyrux OpraHoB U
cucteM. OgHako TonbKo y 45% mauuentoB bBKB manudectupyer knHnueckumu
pU3HAKaMU MOPa)KEHUs IEYCHHU, YTO yale HaOIoaaeTcsl B IETCKOM Bo3pacte. Y
10-15% GonbHBIX B J1e0r0TE 3a00JIeBaHus HaOI01at0TCsl reMouTHyeckas Kymoc-
OTpHIIATENIbHAST aHEMHUS, TEMOJIUTHIECKUE KPU3bI (BHYTPUCOCYAUCTHIN T€MOJH3).
[TpumepHo, y 40-45% OO0BHBIX PU HATMYHAH JJATEHTHO MPOTEKAIOIIEr0 OPAKEHUS
neyeHu bB manudectupyer ¢ HeBpOJOrHYECKON CUMITOMATUKH (JIPOXKAHUE PYK,
YCUITUBAIOIIEECS PU BOJHEHUH, YMEPEHHAs U3apTPHsl, U3MEHEHHE TeMOpa
rojoca, MoXo/AKH, 3aTpy/IHEHUE B MUCbME, TUTIOMUMUS, TUTIEPCATUBALINS ) UITU
WU3MEHEHUS TICUXUKHU (M3MEHEHHS B OMOLIMOHAIBHOU cepe, MCUX03bl HApyIICHUS
MOBEJICHUS, TIO3HABATEIHLHON A TEILHOCTH).

ITpu BBK BbLIesAIOT 3 OCHOBHBIX BapUaHTA KIMHUYECKOTO TEYEHUS
MOpaXEHUS TIeYeHU: 1) TedeHue M0 TUITY OCTPOTO U XPOHUYECKOTO TemaTuTa
(KTMHUYECKH U OMOXMMHUYECKH MOXKET HE OTJIMYATHCS OT XPOHUYECKOTO TeIaTuTa
JPYrof ATUOJIOTUHN); 2) HAanOOoJIee YacThlil BApHAHT XapaKTePU3YETCS JUTUTEITbLHBIM
JATCHTHBIM TEUCHUEM, TIPOSBIIICTCS HA CTAAWH ITUPPO3a MICUCHH UITH €TO
OCJIO)KHEHMI: 3) 1o TUIy (PyJIbMUHAHTHOTO T'eNaTuTa.

OcobenHocTs MU (QYTBMUHAHTHOM MMEUEHOYHON HECOCTOSATEIHLHOCTH MPU OOJIE3HU
Bunbcona-KoHoBanoBa sBISIFOTCS:
® CMeELIaHHAas KENTyXa FeMOJIUTUKO-TIAPEH XMMATO3HOT O TUIIA,

® TEeMOJIUTUYECKAs aHEeMHsI C OTpULaTeNbHOM podoit KymbOca u mpusznakamu
BHYTPHUCOCYIHCTOIO F€MOJIN3a,

® KoaryJjonarus, HE OTBEUaIoIas Ha MapeHTepaIbHOE BBeAeHUE BUTaMUHa K,
e OBICTpOE MPOTPECCUPOBAHKE TTOUCUHON HEJIOCTATOYHOCTH,

® HECOM3MEPHMOE C TSHKECTHIO COCTOSTHUE U3MEHEHHE aKTUBHOCTH
TpaHCaMMHA3 U MIEJ0YHON (PpocdaTasbl.
I'emonu3



KymOc-HeratuBHasi reMOJIMTHYECKasi aHeMUsI PUMEpPHO y 15% manneHToB MoXeT
OBITh €IMHCTBEHHBIM HadaJIbHBIM cumMiniToMoM BBK. Onuzob1 remonusa Moryr
OBITH OCTPHIMU BBIPAKEHHBIMH, PEKYPPEHTHBIMU (TTOBTOPSIOIIUMHUCS ) UITU
XPOHUYECKUMU. BbIpaskeHHBIN TeMOIN3 00BIYHO CBSI3aH C TSHKEJIBIM MTOPAKEHUEM
neyeHu. Pacnaj renaTolMTOB MPUBOIUT K BHICBOOOXKICHUIO OOJIBIIIOTO KOJIMYECTBA
JIETIOHUPOBAHHOM M€, KOTOpasi yCUJIMBAET reMoin3. JIerkue anu30/sl remMoimsa
MOT'YT Ha0II0JIaThCsl TPU OTCYTCTBUU SIBHBIX MMPU3HAKOB MOPAKEHUS TICYEHU.
Heposiornueckue nposiBjienus ( eaepaibHble KIMHUYECKUE PEKOMEHIAIIUN 110
JIMarHOCTUKE M JIeueHHno 0osie3Hu Buiibcona- Konosanosa, 2013)

bonesnn Bunbcona-KoHoBanoBa CBOMCTBEHEH MIUPOKUIN CIIEKTP HEBPOJOTUUECKUX,
MOBEJICHYECKUX U TICUXUATPUUECKUX CUMIITOMOB PA3JIMUHON CTETIEHU
BBIPAXKEHHOCTH OT MaJIO3HAYUTENbHBIX U Pa3BUBAIOIIMXCS B TCUEHUE MHOTHUX JIET,
JI0 CTPEMUTENBHO HAPACTAIOLIMX U MPUBOASIINX B TEUEHNUE HECKOIBKUX MECSIIEB K
MOJIHOM MHBaMMIHOCTH. HeBponmornueckue nposiBiieHns 0ose3an BuibcoHa-
KonoBanoBa manudectupyrot B Bo3pacte oT 10 10 35 e, o{HaKO U3BECTHBI
ciydan Manudectanuu u B 55 net. KinHuka BKIIIOYaeT TUCTOHUH, aTaKCHIO C
MOCTYpPaJIbHBIM U UHTEHIIUOHHBIM TPEMOPOM, PAHHUM MAPKUHCOHU3M C
TUTIOKWHE3WEH, pUTHIHOCTHIO B TpeMOpoM TToKosi. Hanbonee yacThiMu SABIISFOTCS
TaKue CUMITOMBI, KaK TUCANAT0XOKUHE3NS, TU3APTPHs, CAUBALIMs, HAPYIICHUE
X0J1bOBI, TOCTYpPaJILHBIA TPEMOD.

ApuTtMorunepkuHeTndeckas (panusis) Gpopma, MmanudecTupyroas yaiie B
BO3pacte oT 7 A0 15 ner, xapakTepusyercs apuTMAYHBIMH THIIEPKUHE3aMU, Yalle
TOP3UOHHO-TUCTOHUYECKOTO XapaKTepa, HEPEIKO COMPOBOXKIAIOIIUMUCS PESKUMHU
Oomsimu. ['unepkrHe3bl OXBATHIBAIOT PA3IMYHBIC MBIIICUHBIE TPYIIIbI (KOHEYHOCTH,
TYJIOBUIIIE, a TAKYKE MBIIIIbI, OTBETCTBEHHBIE 32 APTUKYIIALIUIO U TTIOTAHUE),
MPUBOAS K AU3apTpuu u aucdaruu. I1o Tsxkenas hopma, Ipu KOTOPOil OBICTPO
HapacTaeT MBIIICYHAS] PUTUIHOCTD, (POPMUPYIOTCS aHKUIIO3BI CyCTaBOB.
XapakTepHbl CHI)KEHUE UHTEIJIEKTA, ICUXUYECKUE HAPYIIICHUS U BUCIIEPAJIbHBIC
pacCcTpOMCTBaA.

be3 nedenus netanbHBIN UCXOJ HACTyNaeT yepes3 2-3 roja.
HpoxatenbHO-puruiHas gopma oTiaudaeTcst OT npeabayiei 6oiee mo3aHIM
HayasoM (oT 15 1o 25 net) u 6onee noOpokadyecTBEHHBIM TeueHneM. OHa
BCTpEUaeTCs valle APYrux 1 OJMXKe BCETO COOTBETCTBYET (DopMe, ONMMCaHHON
BunbconoM. XapakTepHO OJJHOBPEMEHHOE Pa3BUTUE PUTUIHOCTU U IPOKAHUS.

Yacter aucdarust u qu3aptpusi. COOTHOIICHUE PUTHIHOCTU U POKAHUS
BapbUPYIOT: B OJJHUX CIIy4asX Mpeo0iasaeT MapKUHCOHOMOIOOHBIM CHHIPOM C
pPa3BUTHEM B MEPBYIO OUEPE]Ib PUTUTHOCTH, U MEHEE BBIPAKEHHBIM JIPOKAHUEM, B
JIpyrux — Ha (hoHE HEPE3KO BHIPAXKEHHOW PUTHUIHOCTH MIPEBATUPYET TUITUYHOE
JpOkKaHUE, YCUIIMBAIOIEeCs B CpeHEe-(hHU3HOIOTUYECKOM MOJIOKEHUN CTUOaHUS
IIpU yIEPKUBAHUU PYK Ha BECY, a TAK¥KE MPU LIETICHANPABICHHBIX JBHKCHUSX.

[lcuxuyeckue HapyIIEHUs U BUCLIEpAJIbHBIC MTPOSIBJICHUST BADBUPYIOT B CBOEH
BBIpKEHHOCTH. be3 nedenus 3a0oeBaHne Mporpeccupyer B TeueHue S5-6 JeT u
TaK)K€ 3aKaHYMBAETCS JIETATbHBIM UCXOOM.



HpoxarensHas ¢hopma (coorBeTcTByromas hopme Bectdanst) ornuuaercs Haubdonee
nobpokauecTBeHHbIM (10-15 1eT) TeueHuem u 6oJiee MO3THUM HavajaoM (B CPeIHEM
20-25 net, u3BeCTHHI ciiydau JedroTa 3aboseBanus no3aHee 40 u naxe 50 ner). B
KIIMHAYECKON KapTUHE IpeobiiaaeT Aposkanue. MbIIeUHbId TOHYC Yallle He
U3MEHEH Win cHukeH. [1o Mepe nporpeccupoBanus 00JIE3HU JPOKAHUE PEIKO
YCUJIMBAETCSI, CTAHOBUTCS KPYMHOAMIUIMTYIHBIM C PE3KO BBIPAXKEHHBIM
WHTEHIIMOHHBIM KOMIOHEHTOM. [Ipu 11000 MOnbITKE K aKTUBHOMY JIBHXKCHUIO OHO
HapacTaeT 10 CTENEHU JIBUTaTeNbHOU OypH, MPEBPAILasiCh B T€HEPAITU30BaHHOE.
Hpoxanue pyk npu 3roM H.B.KoHOBanoB cpaBHUBa C "TperneTaHuEM KPbLIbEB
ntuuel". [pu 31011 popMe nHTebHOE BpeMsi cOXpaHeH UHTEIUIEKT. OJHaKO 1o
Mepe MPOrpeccupoBaHms O0IE3HU, HAPSIAY C TOBBIIIEHUEM MBIIIEYHOTO TOHYCA,
HaOJIFOTA0TCS M U3MEHEHMSI TICUXUKH C aP(hEeKTUBHBIMHU PACCTPOUCTBAMH.

BucuiepaibHble TpOsIBICHUS PU 3TOU PopMe KITMHUYECKA HAUMEHEE BbIPaKEHBI
Briensiercs Takke sKcTpanupaMuaHO-KOpKoBas popma. DTa popma He sBIsSETCS
CaMOCTOSITEJIbHOM, @ MOXKET PAa3BUTHCS C TEUEHUEM BPEMEHHU WJIU TIOJT
BO3/ICHCTBUEM BHEIIHUX (PaKTOPOB (HAIPUMED, YEPETHO-MO3TOBOM TPABMBI) U3
r060# ocHOBHOM HeBposorudeckor opmbl BBK. Ona xapaktepusyercs TeM, 4To
TUMUYHBIC HAPYIICHUSI OCJIOKHSIIOTCS OCTPO Pa3BUBAIOIIUMUCS MUPAMUIHBIMU
nape3amu U SMWICNTUPOPMHBIMU MIPUITAIKAMH, Yallle 04aroBOr0 XapakTepa.
BeICTpO porpeccupyroT ncuxudeckue HapymeHus. s 3Toil popmbl XapaKTepHO
BO3HMKHOBEHUE B MO3TY, Hapsy ¢ XapakTepHbiMu Juisi BBK nzmenenusimu,
OOIIMPHBIX Pa3MITUCHUM B KOpe OOJBIINX MOITYIIAPUN.

Ilcuxuarpuyeckue nposiBJieHUA

Hapymenus nosenenus u ncuxuku THnuyHb 111 bBBK 1 HEKOTOpBIE M3 HUX MOTYT
MPEAIIECTBOBATh HEBPOJIOTMUYECKUM U «IIEUEHOYHBIMY» cUMIITOMaM. [IpumepHo y
TPETHU MALMEHTOB 3a00JICBAHUE HAUMHACTCS C HAPYIICHUHN TICUXUKU. Y JeTel
CHUYKAETCA YCIIEBAEMOCTb B IIIKOJIE, OTMEUAETCA 3aJ€P’KKa UM OCTAaHOBKA
MICUXUYECKOT0 Pa3BUTHSI, TPOUCXOAAT U3MEHEHUSI JIMYHOCTHU, MOSBIISICTCS
UMITYJIbCUBHOCTb, TAOMIIbHOE HACTPOEHUE, CEKCYAIbHBIA SKCTHOUITMOHU3M,
HEa/IeKBaTHOE MOBeeHUE, S (DOPUIHOCTD C KOoJIeOaHHEeM HACTPOEHUS 10
MaHHaKaJIbHbBIX/IETIPECCUBHBIX MPOsiBIeHUH. HauanbHble CUMIITOMBI YacTO
HEMPaBWIbHO JUATHOCTUPYIOTCS KaK MOBEIEHYECKHUE MPOOJIEMBI, CBSI3aHHbBIE C
myOepTaTHBIM MEPHOIOM.

VY Goree crapimmx MalueHTOB YacTo HabmogaeTcs i opus, Tenpeccusi, MOTyT
ObITh (OOMU, KOMITYJIbCHBHOE MOBEJCHHE, arpECCHs U aHTUCOLIMATIbHOE TTOBEICHNUE.
VY NOXUJIBIX NAIMEHTOB BBISBISIIOTCS TAKUE TICUXOMATOJIOrMYECKUE CUMIITOMBI, KaK
porpeccupyromias Ae30praHu3aiusi JUYHOCTH ¢ TPEBOToi U ad(PeKTUBHBIMU
IPOSIBJICHUSIMU, JIAOUIBHOCTh HACTPOCHHUSI. MOXKET ObITh CHUKEHUE UHTEIJIEKTA,
TPYJAHOCTHU a0CTPAKTHOTO MBIIIJICHUS, 3aTpy/JHEHUE BHUMaHUs. Yale oTMevaroTcs
CyOIICUXOTUYECKUE TIPOSIBIICHMUSL.

Bonbime pazBepHyTbi€ ICUXO03bI C ICUXOMPOAYKIIMOHHON CUMIITOMATUKON
HecrenuGUYHBI JUIs JaHHOTO 3a00seBaHus. Y O0JIbHBIX MOTYT HaOJIIOAAThCS
KOTHUTHUBHBIE HAPYIIECHUS, MPOSBIISIONINECS 3aMEITIEHHOCTHIO TICUXUYECKUX
MPOLIECCOB, CHUKEHUE MICUXUYECKOM aKTUBHOCTH, C1a00CTh noOyx1enuid. [Ipu
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ATOM NaMsITh Ha MPOILIbIE COOBITHS U CIIOCOOHOCTD K 3alIOMUHAHHIO OCTAIOTCS
OTHOCUTEJILHO COXPAaHHBIMU. B cTaiuu feMeHIu CBOMCTBEHHBIE 00Jiee PaHHUM
sTaraM pa3BUTHUS 3a00JIeBaHUS Pa3IPAXKUTEILHOCTh U KOHPIMKTHOCTh YCTYIAIOT
MecTo OecrieuHoi sidopuu, a 3aTeM dMOITMOHAIBHOM TYIOCTH. B 3T0 ke BpeMs
BBISIBIIIFOTCSL TAKUE XapaKTEePHbIE ISl TeMATOJCHTUKYIISIPHOM IeTeHepaliuu
CUMIITOMBI, KaK HACUJIbCTBEHHBIN TJ1a4 M CMEX, OpAJIbHBIE M XBaTaTeIbHbIC
aBTOMATHU3MBI.

OKo0J10 MOJIOBHHBI MAIIMEHTOB C HEBPOJIOTHYECKUMU U TICUXUYECKUMHU
MPOSIBIICHUSIMU UMEIOT PaCpOCTpaHEeHHbIN (UOPO3 WM SBHBIN ITUPPO3 TIEUEHU. Y
JIPYroi TOJIOBUHBI MPU3HAKK 3a00JI€BaHUS TIE€YEHU MOTYT MOJTHOCTHIO
OTCYTCTBOBATb.

J/lnarHocTtuka
Cxpununr Ha BB Heo0xoauMo mpoBOANUTH y MALIMEHTOB B Bo3pacTe oT 3 10 40
JIET, UMEIOIIUX CJICAYIOIIME MPU3HAKA U CUMIITOMBI:

* HeOOBSICHUMOE TTOBBIIICHUE aKTUBHOCTH aMuHOTpaHchepas, DITH, xponuueckuii
renaTuT, HUPPo3 NECYEHU;

* HEBPOJIOTUYECKUE U3MEHEHUS HEYCTAaHOBJICHHOM 3THOJIOTUH: HAPYIICHUE
MOBEJICHUSI, HEKOOPJUHUPOBAHHOCTD, TPEMOP, JUCKUHE3HUS;

* ICUXWYECKUE CUMITTOMBI B KOMOMHAITUH C HEBPOJIOTHUYECCKUMHU N3MEHEHUSIMU WUITH
MIpU3HAKaMHM 3a00JIeBaHUS IICUCHH, a Tak)Ke pePpakTEPHOCTh K TPATUIIMOHHON
Tepanuu;

« xosbIia Kaitzepa—®@mneitiepa, onpeaensiemMble Ipu OOBIYHOM UCCIIEI0BaHUY;

* HeoOBsicHUMAs nprodperennass Kymoc-orpuiarenbHas TeMOTUTHYECKAsT aHEMUST,;

* ceMEMHBIN aHaMHe3 1o bB.

o du3uKaIbHOE 00CIIeIOBAaHUE TTPOBOIUTCS TEPANIEBTOM M HEBPOJIOTOM

J{Mar{o3  mpeamosaralT M0 CHUXKEHHK)  YPOBHSA  CHIBOPOTOYHOIO
uepyaomiaasmMuia (< 0,2 r/n) H HAIMYUI Kouabua @uieiliepa npu
HCCJIeIOBAHUHU POrOBUIbI 1IEJIeBOI JIaMIIOM.

JIJ1A OATBEPKAeHUsI AUATHO32 NPOBOIAT:
HccnegoBanue 3KCKpelny Meau ¢ cyTouHor Movoit ( > 100 Mkr 3a 24 yaca) u
OMONTATOB MEYEHU — HAKOIUICHUE MEAM B TeNaTOIUTaX, ONpeAesieMoe
crieMaibHOM OKpackoil. HopmanbHOE coliep:kaHue MeIu B TKaHU NeueHu 15-55
MKT Ha | T cyxoro BellecTBa TKaHU Ne4eHu. Y nanueHToB ¢ bB 31y 3HaueHus
yBeaumdeHbl U Kosneomorcs oT 250 10 3000 Mxr/r. TecT sBaseTcs TONMOJIHUTEIbHBIM
B nTuartoctuke bB.
CrenmaabHOE T€HETHYECKOE MCCIIEOBaHME: YJICHBI CEMbH OOJBHOIO JIOJDKHEI OBITH
o0OcrenoBanbl Ha 00Jie3HL BriibcoHa.
K 00s13aTe/IbHBIM HCCJIeIOBAHUSAM OTHOCHTCS:
e OOmwmit aHaIM3 KPOBHU C IMOJCYETOM
TPOMOOILIMTOB
e Anbpaderonporenn
e buoxumuyeckue moKazaTein, XapakTepU3yomue (yHKIHIO ITOYEK
(KpeaTUHUH, MOUYEBHHA)
e  MuxkpoanbOymunypus/



® TpOTeHHYpHUA (CyTOUHAs MOTeps Oenka)

e u3ydyeHue MapkepoB BupycHbiXx remarutoB, AUWI, TIBIl, Ouoxumuueckux
CUHJIPOMOB XpOHUYECKUX TU(PGy3HBIX Xab0JIeBaHU MTEUCHU:

e CuHapoMa HMTOMU3A NMPOSIBIISIETCS yBennueHueM aMmuHotrpancdepas (AJIT u
ACT). ns xponndeckux ¢opM renaTtuta TMarHOCTUYECKOE 3HAUCHUE UMEET
yBennueHue AJIT. Cumraercsa, uyro yBenuuenne AJIT B 1,5-2 paza, mo
HEKOTOPBIM JJaHHBIM, J10 5 pa3 (uccienoBanue GepMeHTOB Ha OUOXUMUYECKOM
aHaJIM3aTOpPE), COOTBETCTBYET MUHHUMAJILHOM aKTUBHOCTH Iipoiiecca, B 3-4
paza (5-10 pa3) - ymepeHHO BBIpaKeHHOU, Oonee 5 pa3 (Gomee 10 pa3) -
BbIpaxxeHHOU. Y 10% OonbHbIX, ocoO0eHHo XI'C, BhIpa)keHHbIE U3MEHEHUS B
neyeHu He mnposBisitoTcss yBennueHueM AJIT. IloaTomy olieHKa cTeneHH
AKTUBHOCTH JIOJKHA MTPOBOJIUTHCS] KOMILJIEKCHO C Y4€TOM MOP( OJIOTHUECKUX
JTAHHBIX.

e Cunapoma xoJieMuHM 1 xoJjiecrasa. [IposBisieTcs yBeJIMueHHEM B CBIBOPOTKE
KpoBU OmnupyOumHa 3a cueT TmpsMod (¢pakiuu, XxoJjecTepuHa, [-
JUMONPOTEHUIOB, IIEI0YHON (ocaTasbl, Y-TIIOTAMIITPAHCIICITHIA3BI.

e Cunapoma Me3eHXMMAIbHO-BOCHANUTENbHBIN. [loBbimenne COD,
nevikoruToB (B mpenenax 8-10 ma 10 B 9 cremeHn\;r), TUMOJIOBOM TPOOHI,
UMMYHOT100yIMHOB G (TIOBBIIIEHHWE TPH XPOHMUYECKOM Tporecce) u M
(mapkep octpoil ¢a3y wuHpekuu), A (NIOBBILEH NpPU aAITKOrOJILHOM
nopaxeHuu neyenn), LIUK.

e CuHApPOMA NEYEHOYHO-KJICTOYHON HEJOCTATOYHOCTH.

JInst xapakTepucTUKH (PYHKIIMOHATIBLHOTO COCTOSIHUSI TICUCHH OMNPEIEISIOT
ypOBeHb OuNMupyOMHA, adbOyMHWHA, MOYEBUHBI, (PAaKTOPOB CBEPTHIBAIOIICH
CUCTEMBI KPOBH, IPOTPOMOMHOBOE BpeMsi, UHAEKC, PUOPUHOTECH, UCCIIEAYIOT
0CaJI0OYHbIE TIPOOBI TIEYEHU (THMOJIOBAS).
NHcTpyMeHTA/IbHBbIE METOAbI HCCIIEI0BAHUSA
Oo0s13aTes1bHBIE MHCTPYMEHTAJIbHbIE METObI HCCJIEI0BAHMS:
e V3 opranoB OproIIHONW MOJIOCTH: TE€YEHb, CEJIe3€HKAa, CUCTeMa BOPOTHOMU
BEHBI, JKEMYHBIA IMy3bIpb, MOKETYIOUYHAS >Keje3a, MOYKU (TOBBILIEHUE
ATOTEHHOCTH CHUTHAJIAa YyKa3bIBA€T HAa HAJMYHME >XUPOBOM nuctpodpuu wiam
bubpo3, mokaszaresib HeceU(PUIHBIN. Y BEIMUCHUE JJIMHUKA CEJIE3eHKHU OoJiee
12,5 cm, pacumpeHue BOpPOTHOWM BeHbl Ooiee 1,4 cM B aumamerpe, aciuT
CBUJIETENILCTBYIOT O HAJIMYUU MOPTAIbHOM TMIIEPTEH3UU U BO3MOXKHO IIUPpO3a
MEYEHH);
e MPT neyeHu v rogoBHOI0O Mo3ra
e Dnactorpaduss Ha anmnapare «®PuUOpoOCcKaH) [JIsi ONpPEACNICHUs] CTENEeHU
¢ubpo3za (FO - F4 — nuppo3)
e OOI'/IC (Hammuue BapUKO3HO-PACIIMPEHHBIX BEH HIMXKHEW TPEeTH MHILEBOAA
CBU/JIETEIILCTBO MOPTAJIbHON TMIIEPTEH3UH U IUPPO3a MIEUEHU );
e buorcusi eyeHu ¢ TUCTOJIOTMYECKUM UCCIIeIOBAaHUEM OMOITaTa
(ompenenenne uHAEKCa TUCTOIOTHYECKOM aKTUBHOCTHY U MHJEKca (prbpo3a,
pe3ynbTarhl Kiaccupuuupyrorces no Knoxaento u MeraBupy COOTBETCTBEHHO).

XoTs YCTAHOBJICHUC THAI'HO3a BO3MOKHO U oe3 JaHHOI'O UCCICAOBAaHUsA, OHO
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0€3yCII0BHO, 1IeJIeCO00pa3HO B OONBITUHCTBE CIIy4aeB JJIsl OIICHKH CTEIICHU
aKTUBHOCTH, (hulpo3a.

Jleyenue

Juera. HazHauaroT queTy, HAIlpaBJICHHYIO HA YMEHBIIECHUE MMOCTYIIJICHUS MEAU B
OpraHHU3M:

— UCKJIFOYAIOTCS IPOAYKTHI C BBICOKMM COJIEPKaHUEM MEJIH;

— UCTIOJB3YETCA IEMOHU3UPOBAHHAS WK IUCTUIUIMPOBAHHAS BOJA, €CIIM MUTHEBAs
BOJIa CO/ICPKUT 3HAYUTEIbHBIE KOJTMYECTBA ME/IH;

— HCKIJIIOYAETCS UCIIOJIb30BAHUE HETECTUPOBAHHON U HECMATYEHHON BOBI.

JlekapcTBeHHasi Tepanus

JlexapcTBeHHasi Tepanusi IPOBOAUTCS Ha MPOTSKEHUU BCEH KU3HU C MOMEHTA
yCTaHOBJIEHUA quarno3a bB nnm o6HapykeHrs TOMO3UTOTHOTO HOCUTENbCTBA
ne(eKTHOTO reHa U SIBJISIETCS 3aJI0TOM YBEJIMUYEHUS BBIKUBAEMOCTH.
HeobOocHoBaHHOE MpeKpaleHue JIeUeHUsI MOKET IPUBECTH K HEOOpaTUMbIM
VU3MEHEHUSM U JIETAJIbHOMY UCXO[Y.

D-nennumiiamun. Mcnons3yercs B ieuenuu bB ¢ cepeaunbl 50-x roaos. Jlo cux
MOp ATOT IpenapaT OCTaeTCsl CPEACTBOM BBHIOOPA U ““30JI0THIM CTAHJIAPTOM ™ B
neuennn bB. Mexanusmsl neiictBus D-nennnniuiaMuaa: 00pa3oBaHUE XeIaTHBIX
KOMIIJIEKCOB C ME/IbIO, KOTOPBIE BBIJIEISIOTCA C MOYOM, U IIEPEBO
BHYTPUKJIETOYHOW MEAY B HEAKTUBHOE cOoCcTOsiHUE. [Ipenapat pexkoMeHayercs
IpUHUMATh HaToIak (3a 30 MUH 10 €/bl), TaK KaK MUIIA YMEHBIIAET €T0
abcopOIMto. YUuThIBas, 4T0 D-NIECHUIIMIITIAMUH J1aeT aHTUITHPUIOKCHHOBBII
3¢ deKT, kK Tepanuu He0OXOAUMO JO00ABIIATH MUPUIOKCUH B 03€ 25 MI/J1 BHYTpb.

Cxema neuenus: [lepBbiit aTan — HauanbHas asza nedenus. HauaneHas no3a
npemapata cocrasisger 250-500 mr/cyt, ee aensart Ha 4 mpuema. 3aTeM 103y
MOCTENEHHO YBENMUUBAIOT A0 12 r/cyt (kaxasie 7 aHeit Ha 250 Mr), moka
IKCKpenust Meau ¢ Movoi He moBeicutes 110 2000-5000 mkr/cyt. [Tocne
JOCTHXKEHUS KITMHUYECKOTO YIYUIIeHHs, KOTOPOE HACTYNaeT Yepe3 HECKOIbKO
MECSIIEB OT HAa4yaJla JICYEHUsS, U CHUKEHUS SKCKPELIUH MEIU C MOYOM, IEPEXOAAT Ha
NOJJIEP’)KUBAIOLIYIO TEPAINI0. B TeueHue nByX MepBbIX MECSLEB JICUECHHUS
KJIIMHUYECKUM aHalu3 KPOBHU (KOIMUYECTBO (DOPMEHHBIX 3JIEMEHTOB) U MOYH
(BeJIMUMHA MTPOTEUHYPUHU) TPOBOJAT KAXK/bIE 2 HEMl, B TEUCHHE CenyIomux 6 Mec —
€KEMECSTUHO.

Bropoii sTan — noaaepxkuBaromias tepanus. [logaepxuparomme 1036l
coctaBisttoT 0,75—-1,25 r/cyT. DKckpernus Meau ¢ Mouoit ymenbmaercst 10 500—1000
MKT/cyT. Exxeronno npoBoaurcs ucciaegoBanue KK® B menesoit namne. Ilpu
aJICKBaTHOM JICYEHUH ITPOUCXOINUT YMEHBIIECHUE U MOJIHOE ncue3HoBeHne KK@ y
80% O60aBHBIX Uepe3 3—5 JeT nmocie Hayaia JICYEHUs.

[To6ounble 3 (DHEKTHI ITpH JiedeHUU D-NeHnIMIIaMIUHOM JIESTCS HA paHHHE,
SBJISIIOLMECS B HAYAIbHOH (pa3e JieueHus, ¥ MO3JHUE, pa3BUBAIOIINECS BO BpEMs
MOAJEP KUBAIOILIEH TEpaIHu.

Pannue no6ounsie 3¢ dextrl. B Teuenne nepporo mecsia tepanuu y 20%
OOJIbHBIX HA0JIIO/IAeTCsl MOSABICHUE WU YXYIIIEHHE HEBPOJIOT MU EeCKOU
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CUMIITOMATUKU. DTO CBA3aHO ¢ MOOUIIM3ALMEN MEeIU U3 TICUCHH, TTOBBILICHUEM €€
koHueHTpauuu B [IHC. B 3T0#1 cuTyannn Heo6X0AMMO CHU3UTH 103y A0 250 Mr/cyT
Y TIOCTENEHHO MOBBIIIATh €€ 0 YBEJINYEHUS SKCKpEeunun Meau ¢ Mmouoi. Ecnu
HEBPOJIOTMYECKAsi CUMIITOMATUKA MPOAOJIKAET YXYIIAThCs, TO D-neHnuumiaMmux
3aMEHSIOT APYTUM MEIbXEIaTUPYIOIIUM MpernapaToM. Y XyIIIeHHUe
HEBPOJIOTUYECKON CUMIITOMATUKH B TMIEPBBIC MECSIIbI JIEYEHUST HEOOXO0TUMO
nuddepeHIpoBaTh ¢ MPOrPECCUPOBAHUEM CaMOT0 3a00JICBaHUS TTPU TPUMEHECHUU
HU3KHUX 103 D-neHunmmiaMuHa.

__ B Tedenne nepBoro mecsiia jgeueHust y 20% O0NbHBIX pa3BUBAIOTCS PEaKITNU
TUNIEPUYYBCTBUTEILHOCTH — JIUXOPAKa, KOXKHBINA 31, ChITIb U PEIKO
muMdageHonaTus._ ITU CUMIITOMBI TTPOXOSAT TOC/Ie BpEMEHHON OTMEHBI Ipernapara.
Tepanuro D-neHUITMIIIaMUHOM BO30OHOBIIAIOT B 103€ 250 MT/CyT B KOMOWHAITUH C
npeaHu3o010H0oM B 03¢ 20—-30 mr/cyrt. B Teuenue mecsna n1o3y D-nenunuimaMmuaa
YBEJIMYUBAIOT, TOCTEIEHHO OTMEHSS ITPEIHU30JIOH.

[To3naune mo6ounsie 3¢ dekTrl. PazBuBatorcs y 5—7% manueHToB U 00BIYHO
MaHU(ecTUpYIOT Tocie Toja JiedeHus:. Hanbosee 4acTbIMU U3 HUX SIBIISIOTCS
KOKHBIC U3MEHEHUS: TICHUIMITIAaMUHOBAS JepMaTonaTusi, nemduryc, acantosis
nigricans, elastosis perforans serpinginosa, lichen planus. ¥ 3—5% 6ompHBIX
Pa3BUBAIOTCSA CUHJIPOMBI, CXOJHBIE C ayTOMMMYHHBIMU 3a00JICBAaHUSIMHU:
cuHIpoMoM ['yanacuepa, CHCTEMHOM KPaCHOM BOTYaHKOM, MuacteHueu. [Ipu
Pa3BUTHU ATUX OCIIOKHEHHUI, a TAKKE MPU MOSABICHUN 3HAYUTEIbHON TPOTEUHYPUU
(6onee 1 r/cyt) D-nneHuIMIIIIaMUH OTMEHSIIOT U Ha3HAYAIOT TPUEHTHUH.

Tpuentun. cnons3yercsa ¢ 1969 r. kak anbTepHaTUBHBIA MEAbXEIATUPYIOLIUN
are’T y NallueHTOB, MHTOJIEPAaHTHBIX K D-nenunninamuny. [Ipu nepexone Ha
TPUEHTHH OOJBIIMHCTBO MOOOYHBIX ¢ dhekToB D-nenurmmaMmuna ncuesaer. J[o3bl
TPUEHTUHA COCTABISAIOT 1—2 T B IeHb, pa3AeneHHbIX Ha 3 nipuema. [Ipenapar
npuHUMaroT Hatomak. Hanbonee TsokeabiM moO0IHBIM 3(DPEKTOM SBISSTCS
cuziepobIacTHas aHEMUSI.

Hunk. Mcnonb3oBanue nuHkKa npu bB ocHoBaHO Ha ero cnocoOHOCTH
YBEJIMYMBATH CHHTE3 MEABCBS3BIBAIOIINX OCIKOB B AITUTEINH TOHKON KUIIKY U B
renaronuTax. JTo NPEnsTCTBYET abCOPOLIMHU MEAH U3 HKEITyI0UHO-KUIIIEYHOTO
tpakTa (JKKT) u obecrieurBaeT nepeBoji MeId B HETOKCUYHOE COCTOSIHHUE.
EsxenneBHBIC 103bI CyibGaTa WK arerara IuHKa cocTaBisaoT 150 Mr B JeHb,
pasnesieHHbIX Ha ABa—Tpu npuema. [Ipenapat Ha3HAYaIOT MEXTy MpUEMaMH MHIIIH.
[{uak oTHOCHUTENLHO O€301maceH, U3 MOOOYHBIX Y(PPEKTOB HanbOIee YaCTHIMU
ABIsTIOTCS paccTporictBa co ctoponbl JKKT u ronosnast 60ib. LlenecoobpasHo
MCIOJIb30BaHME IIMHKA Y aCUMIITOMHBIX OOJIbHBIX Ha paHHUX CTaAUsIX 3a001eBaHuUs
Y B KQUECTBE MOJJACPKUBAIOIIECH Tepanuu y MalMeHTOB, KOTOPBIM MPEIBAPUTEIIHHO
MIPOBOIAIIACH TEPAIUs MEAbXENATUPYIOIIUMU IpenapaTamMu. O JHOBPEMEHHOE
Ha3HA4YE€HUE XEJIaTOPOB MEJIU U MPENAPATOB IUHKA HE PEKOMEHIYETCS.

Terparuomonuodaar. Mexanusmamu JEWCTBUS 3TOTO Mpernapara sBJISIOTCS:
oOpazoBanue KoMIIeKcoB ¢ Mebio B JKKT 1 CHIBOPOTKE KPOBH, UTO MPEMATCTBYET
COOTBETCTBEHHO e¢ abcopOIMK ¥ MPOHUKHOBEHHUIO B TKaHU. PaccMaTpuBaeTcs Kak
MOTEHIIUATILHO OoJiee 3(PPEeKTUBHBIN XenaTop MeIu, yeM D-neHunmuiaMud 1
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TPUEHTHH. B HacTrosmee BpeMsi UMEIOTCS TOJIBKO OTPaHUYECHHBIE TAHHBIE O
KJIMHUYECKOM HCIOJIb30BAHUM 3TOro npenapara. CyrouHas mo3a cocrabisier 120—
200 mr. B kauectBe moO0UHBIX 3((HEKTOB ONMUCAHO YTHETEHUE KOCTHOMO3TOBOT'O
KPOBETBOPEHHSI.

TpancniianTanusi neYeHu
IToka3zaHusAMU K TpaHCIUIAHTaMU NiedeHu npu bB aBistoTcs:
» ®OIIH, accommrpoBaHHas C TEMOJIM30M U TUIIEPYPUKEMUEH.
* [IporpeccupoBanmne ne4eHOUHOM HEAOCTATOYHOCTH, HE MTOAAIOLIEHCS
MEIUKAMEHTO3HON KOPPEKIIUH.
[TokazaTenu OTHOJETHEN BBDKUBAEMOCTH ITOCJIE TPAHCIIIIAHTALMHU COCTABIISIOT
okoio 80%
BepemennocTs npu 0osie3Hu Buibcona-KonoBasnosa ( @enepanbHble
KJIMHUYeCKHe PeKOMEeHIAlMH 110 THATHOCTHKE U JieYeHUI0 0os1e3un Buiibcona-
KonoBanoBa, 2013)

bonesns Buiibcona-KoHoBasi0Ba He SBIISETCS MPOTUBONOKA3aHUEM JIJIS
O0epeMeHHOCTH. Bo BpeMst OepeMEeHHOCTH, a B MOCIEIYIOUIEM U B TIEPUO/]
KOPMJIEHHUS TPYIBIO, OTPHULIATENIbHBINA OalaHC MEIU KPOME COOIIOIEHUS TUETHI U
MEIUKAMEHTO3HOM TE€PANNH NOAAEPKUBAETCS JOMOJHUTEIBHBIM PACX0J0OBAHUEM
M€l Ha CTPOUTENBCTBO TKAHEH TII0/A, a B MOCIEAYIOIIEM HA JIAKTAIUIO.
Hacrymienne 6epeMeHHOCTH KENaTeIbHO TOJIBKO MOCIIE HOpMaTA3alluu
aKTUBHOCTHU TPaHCAMMHA3 U Miepexoa B Ga3y NoAep>KUBAIOIIEH TEparuH.
JleueHue He JTOJKHO MPEKPAIIAThCs, T.K. PUCK MPEKPAILLICHUS JIECUEHUS BO BpEMS
OEepeMEHHOCTH MPEBOCXOJIUT PUCK MPH €0 MPOJOTHKEHHH.

K Hacrosiiiiemy BpeMeHU HaKOILJIEH JTOCTaTOUYHbBIN OMBIT Tepanuu d-
MEHUIIWJUTAMUHOM, TPUEHTHHOM, MpenapaTaMu IIMHKA BO BpeMsi O€pEMEHHOCTH.

TepaToreHHOCTh MpernapaToB HE JA0Ka3aHa. Puck pazsutus ¢yibMHUHAHTHOU
MEYEHOYHON HEAOCTATOYHOCTH UJIM T€MOJIMTUYECKUX KPU30B IIPU OTMEHE TepaIuu
(¥ KaK cleICTBHE MaTEepPUHCKON U MepUHATAIbHON CMEPTHOCTH) CYILIECTBEHHO
NEPEBEIINBACT PUCK PA3BUTHUSL aHOMAIIUN TLJI0/1A.

Hau0Oonbpmmii puck TepaTOreHHbIX BO3ACHCTBUI Ha TUIOA MPUXOAUATCA Ha |
TPUMECTP OEPEMEHHOCTU. XOTsI TEPATOreHHOE BO3/IecTBUE d-NeHUIIMIIJIaMUHa Ha
IJIOJT HE IOKAa3aHO, PEKOMEHIYETCSl CHUKEHHE J103bI Ipernapara B [ pumectpe
O0epeMeHHOCTH 10 250 MI WiIM IEPEXO0/T Ha TEPAINMIO ITpernapaTaMy [IMHKA
(BO3MO>KHA KOMOUMHAIIMS 3TUX TIpenapaToB). [IponomkeHre nmpuemMa mpeskHen 1036l
XeJIaTOB MOXKET MPUBECTH K Ae(PULIUTY BaXHBIX A1 (HOPMUPYIOIIETOCS OpraHu3Ma
IIJI0J1a MUKPOJJIEMEHTOB.

B III TpumecTpe yBenuueHue 10361 d-MeHUIMIIIaMIHA TaKKe HEe
1enecoo0pa3Ho. ITO CBA3AHO € TEM, YTO OH HAPYyIIAET CUHTE3 KOJUIAreHa U IpH
IIPOBEJICHUH KECAPEBA CEYEHUS WM IEPUHEOTOMHUH BO3MOXKHO YXYALICHHAE
3aKUBJICHUS [TOCIEONEPAIMOHHBIX PaH.

JInst “HIMBHUIyaIM3al[uy U BO3MOXKHOW KOPPEKIMU TEPAMH BO BPEMSI
OepeMEeHHOCTH HE0OXO0UMO peryisipHo (He pexe, uem 1 pa3 B 3 mec.)
KOHTPOJIMPOBATH JTJAOOpATOPHBIE MOKa3aTean ooMeHa Meau (1IepyIIoIIa3MuH,
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oO1m1as ¥ cBOOOHAs MEIb CHIBOPOTKH, Oa3abHasi U CTUMYJIMpOBaHHAs d-
MEHUIMJUIAMUHOM CYTOYHAs! SKCKPEIUs MEAU C MOYOM ).

[IpucTanbHOE BHUMAHUE HYKHO YAEJSITh HAJTUYUIO BAPUKO3HOTO PACIIMPEHHS
BEH MUIIEBO/IA (ITPU HEOOXOAUMOCTH KOHTPOJIMPOBATH CTEIIEHb PACIIUPEHUS BO
BpeMsi OEpEMEHHOCTH B CIICIUAIM3UPOBAHHOM YUPEXKICHUU C y4aCTHEM OMBITHOTO
sHA0cKonucTa). [Ipy HanMuuK BRICOKOW CTENEHU PACIIMPEHUS BEH MUIIEBOIA
PEKOMEHAYETCS UX JIMTUPOBAHKE 10 OEPEMEHHOCTH M TOCEAYIOIIEe TUIATEIbHOE
Ha0II0/IeHNe, OCOOEHHO Ha CTHIKE 2-3 TPUMECTPOB.

[Ipumenenne d-neHUIIUIUTAMIHA BO BpeMs JIAaKTAIlMU HE PEKOMEHI0OBAaHO HU
aMEpUKAHCKOM, HU €BPOIEHCKON acCOIUaIlUsIMU 110 U3YYEHHUIO 3a00JIeBaHUIM
neyeHu. OHAKO B JIMTEpPAType UMEETCSI IOCTATOYHO COOOIIEHNM (HAKOIJIEH TaKxKe
1 COOCTBEHHBIH OIBIT) O TIPUEME TIperapaTa BO BpeMs JIaKTallui 6€3 HEeraTUBHOTO
BO3/IeiicTBUS Ha pebeHka. [loaTomy, Bce peKOMeHIalliu 110 JICYEHUIO U
MOHHUTOPHUHTY BO BpeMsi OEPEMEHHOCTH PACIIPOCTPAHSIOTCS U HA TIEPUO]
KOPMJIEHUS TPY/bIO.

Menuko-reHeTu4ecKoe KOHCYJIbTHPOBAaHNE U NPEHATAJIbHAS IMATHOCTHKA
B mo6oii cembe, B KOTOpOU poAMIcs peOCHOK C PEAKUM HACJIEICTBEHHBIM
3a00JIEBaHUEM WJIM CEPbE3HBIMU HAPYIICHUSIMU UM OTKJIOHEHUSIMU B Pa3BUTUU
HEN30€KHO BOSHUKAIOT BOMPOCHL: MOYEMY ITO MPOU3OILIO UMEHHO B IAHHOW CEMbE,
KaKOBBI IIIAHCHI POAUTH 3JI0POBOT0 PEOCHKA WIIM YTO HY>KHO MPEANPUHSATD, 1JI1 TOTO
yT0OBI N30€KaTh TOBTOPEHUSI TIOIO0OHOM CUTYaITUH B OYAyIIIEM.

B nacrosiiiee BpeMsi eIMHCTBEHHOUW BO3MOXXHOCTBIO IIPENYIIPEKACHHS O0Ie3HU
BuibcoHa siBisieTCS MEAMKO-T€HETUYECKOE KOHCYJIbTUPOBAHUE.
bonesns Bunbcona-Konosanosa (BBK) Hacneqyercst kak ayTocOMHO-PEIECCUBHBIM
npusHak. B 3ol cBs3u poautenu 6omsHoro bBK sBnsitoTcs 00muraTHRIMU
reTePO3UTOTaMM, MOCKOJIbKY KaXK/IbI U3 HUX UMEET M0 OJJTHOMY MYTaHTHOMY
QJIJICJTI0 B TOMOJIOTHYHON XpoMocoMe. ['eTepo3uroTHbie MHIUBUIBI B aOCOTIOTHOM
YHClIie CIy4aeB HE UMEIOT KIMHUYecKuX nposiBiennii BBK (B HekoTOphIX ciiydasix
OOHApPYXMBAETCSI CHUKEHUE YPOBHS CHIBOPOTOUYHOTIO LIEPYJIOIJIa3MUHA U
MOBBIIIEHHAS SKCKPELHS MEJIU B MOYE).

B kaxaoit mocnemyromieit 6epeMeHHOCTH OpaThsi U CECTPhI POAUBIIETOCS
00JBHOTO C BEPOSTHOCTBIO 25% MOTYT Takxe ObITh 00IbHBIMU, B 50% OBITH
ACUMIITOMaTU4YECKUMH HOCUTENSIMHU (T.€. TETepO3UroTamu) u B 25% poautbes
HEMOPaXEHHBIMU U HE HOCUTEISIMU. [ToTOMKM OOJIBHOTO SBIISIIOTCS OOJIUTaTHBIMU
TeTePO3UTOTAMH.

[TockoJIbKy 4acTOTa TETEPO3UTOT B OOIIEH MOMYISAIMY TpUMepHO paBHa 1:90-
100 genoBek, BEpOSTHOCTH TOTO, 4TO O01pHOM ¢ BBK Oyner nuMeTh 601bHOTO
pebenka, coctapiusieT okoiso 1:180 HOBOpokAeHHBIX. Tak Kak pUCK POJUT OOJIBLHOTO
peOeHKa MUHUMAJTbHBIHN, B KAYECTBE aJIECKBATHOTO CKPUHUHTOBOT'O TECTA MOXKET
paccMaTpuBaThCs ONPENECICHUE KOHIEHTPALUH 1IEPYJIONIa3MUHa ChIBOPOTKH MOCIIE
JOCTHXKEHUS peOEHKOM BO3pacTa OJHOr0 roja (MCKIIoYas MOMYJISIUU C BBICOKOM
4acTOTOM pOJICTBEHHBIX OpakoB). B Bo3pacrte mocie Tpex JeT HaCTOSITeIbHO
PEKOMEHIYETCSl TOBTOPHOE OMOXMMUYECKOE MCCIIeIoBaHre (BKIIFOUAsl ONpeIesICHUE
KOHIICHTPAIIMH 1[epYyI0IIa3MUHA CBIBOPOTKH M IKCKPEIMU Meu ¢ Mouoi). Eciu B
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ceMbe ObUTM UACHTU(DHUITMPOBaHBI MpUYUHHBIC MyTaliuu reHa ATP7B, nuarnoctuka
HOCHUTEIHCTBA MOXKET OBITh MPOBEACHA MOJICKYJISIPHO-TEHETUYECKUMU METOJIAMH.
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Tabnuua. uarHocTuyeckie TecTbl ANg 6oNneaH BunbeoHa (No Schoen ¢ MEMEHEHNAMK W [LOMONHEHAMM)

Tect

W3menenna npu BB

TpHHiHEI NCKHONONOKMTENbHBIX
pe3yneTaToR

Mpi4iHE! NOKHOOTPHUETENEHIX
pe3yMTaToR

Konsua
Kahsepa—Tneiwepa’

MpucyTCTEyKT

A0ONECTas, ACCOUMMPOBEHHEIA
C NEPErpy3K0M Ne4eHn MagbKo:
* BHY TPMMEHEHOYHBIR X0MECTa3

¥ LeTei
* ACTH4HEA GHMWAPHAR aTDE3MA
* MEPEHYHBIA SUMHAPHBIA LMPPO3
* CKNEPO3MPYIOLUMA XOMARTHT

PanHue cragin BB, oo
PAIBMTA HEBPOMOrHHECKHX
CUMITOMOB

Liepy nonnazsiH
ChIBOPOTHK

<20 mrign

COCTOAHKA, CBAIAHHLIE C HU2KIM
CONEPAAHMEN CHIBOPOTOHHOMD
Ganka.

* CHUNEHWE CHHTE3a Kak CNefcTBHeE
TAKENEEX 3A50NSBAHMA NEYEHA

* HE(IPOTHHECKMA CHHTPOM

* NPOTEMHTEPAKLAR IHTEPONATHA
* MAnMeaGcopoumA

[t B Bo3pacTe fo 2 net
BpoxeHHan rano, unu
aLepynonnasMUHEmMia

Bonezane Mexkeca

['eTepo3nroTel no reqy BB

OcTpoe BOCMANEHKE (FEMATMT)
Onyxonu

BepemeHHocTs

Tepanua 3cTPoreHami

K.OHUEHTPALMA Medn
B TEEAHH NEYEHA

=200 MErHA T T
CYXOro eswecTea

BHyTPMNE4EHOYHbIR XONSCTa3
* BHyTPMMEHEHOHBIR XOMECTa3
Y LETed
" YACTHYHEA BKMWEPHAR ATDE3MA
* MEPEHHHBIA SUMHAPHBIA LIMPPO3
* NEPEHYHLIA CKNEPO3MPYHILLIAA
XOMAHTWT
VHOWACKMA LETCKMA LMPPo3
MIHMONATHHECKHNA TOKCHKOS MELEI

IevenHan BB

HE[OCTATO4HOE KOMW4ECTBO
0Bpa3LA THAHM NE4EHKM

CyTOMHAR 3KCKpELWA
MEM C MOHOI

=100 mKr

X POHWHECKHA XOMECTas,
ooo6eHHD NeL

X POHM4ECKWA TENATUT, AKTHBHEIA
LIMPPO3 NEHeHd

HehpoTvHECckHi CHHIPOM
KOHKYPEHTHARA Tepanua xenatu-
Py HOLLMM BTEHTAMA
KOHTAMUHALNA MEIBK W3BHE

Neyennan BB
Panxwe cTafmm BB

Brniodesqe paguo-
M30TONA MK
B LEpynonnasmug

OueHb Hu2Koe
(oTCyTCTEME

ETOPOro Nkka)

[eTEpOIMrOTHLIE HOCHTENK rexa BB
(MNouepynonnasMremMia

EepemenHocT,
Tepanua 3cTporeHamn
Bocnanguue

" CKPMHWHI-TECT
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denepanbHOe rocy1apcTBEHHOE O101KETHOE 00pa30BaTeIbHOE YUPEKACHUE BBICIIETO
obpa3zoBanus "KpacHOApCKuUil rocyjapcTBEHHBIH METUIIMHCKUN YHUBEPCUTET UMEHH Npodeccopa
B. ®@.Boiino -fcenenkoro" Munucrepctsa 3apaBooxpanenus Poccuiickoit @enepannun

Kadenpa tepanuu UT1O

Peniensus mpodeccopa, IMH kadenpsr Tepanuu UI1O I'puiienko Enenst ['eoprueBHb! Ha
pedepat oparHATOpA TIEPBOTO ToJa 00YUIEHHS CrieuaTbHOCTH Tepanus LpiasimoBa A. A 1o
teme: boJsesns Bunbcona-Konosasiosa

Penensus Ha pedepar — 3T0 KpUTUUECKUI OT3BIB O MPOBENEHHOM CaMOCTOATENbHON paboTe
OpAMHATOPA C JUTEPATYPOH 1O BRIOPAHHOM CIIEMAILHOCTH 00 YUCHH S, BKJIIFOUAIONTUI aHAINU3
CTEMEHU PACKPHITUS BEHIOPAHHON TEMATUKH, IEPEYUCICHIE BO3MOXHBIX HEIOUETOB U
peKOMeHIaIuu 1o oreHke. O3HaKOMUBIIHCH ¢ pedepaToM, MPernoJaBaTeb yOek1aeTcs B TOM,
YTO OPIAMHATOP BJIaJIEET OMUCAHHBIM MaTEPUAJIOM, YMEET €ro aHaJIM3UPOBATh U CIIOCOOEH
apryMeHTHPOBAHO 3allIMIIaTh CBOIO TOUKY 3peHus. Hamucanue pedepara mpou3BoIUTCS B
MIPOU3BOJIbHOM (hopMe, OHAKO, aBTOP JOKEH MPUIEPKUBATHCS ONPEAEIEHHBIX HETJIACHBIX
TpeGoBaHMil o copepxanuio. [ Oonpuiero y1o0cTBa 93KOHOMUU BPEMEHHU U TOBBIIIEHUS
HAIJISTHOCTH KauecTBa paboT, HaMH ObUIM BBEJEHBI CTAaHIAPTU3UPOBAHHBIE KPUTEPUH OI[EHKU
pedepaTos.

OCHOBHBIE OI[EHOYHBIE KPUTEPUHU PELeH3UH Ha pedepaT opArHaTOpa MEPBOTro Toa 00ydeHUs
cneuuansHocTu Tepanusi:

[1/1 | O1ieHOYHBIH KpUTEpU [TonoxxuTenbHBIN/
OTpHULIATEIbHBIN

CTpyKTypHpPOBAaHHOCTh

Hanuuue opdorpaduyueckux onmmbok

CooTBeTcTBHE TEKCTA pedepara

Brnanenne TepmuHonoruei

[TonmHoTa M TITyOMHA PaCKPBITHS OCHOBHBIX TIOHSITHI TEMBI

JlornyHOCTB OKa3aTenbHONU 0a3bl

YMmenue APryMCHTHPOBATb OCHOBHBIC ITOJIOKCHUS U BBIBOAbI

prr HCIOJIb30BaHUS U3BCCTHBIX HAYYHBIX UCTOYHUKOB

A Rt P E Nl el o

VYMeHune caenaTh 00U BEIBOL

HToroaas oleHka: IOJOXKHUTENbHAsA/0TpULIATEIbHAS
KoMMeHTapuu peneH3exra:

Jlata

[Toanuce peueH3eHTa:
[Tognuce opauHaropa:
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