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JlnddepeHnmaibHag JTMATHOCTUKA XOpeH

FO.A. Ceausépcmos, C.A. Karomnuroe

Xopesi 0OTHOCUTCS K FMMEPKUHETUYECKUM OBUraTesbHbIM PACCTPONCTBAM U XapakTepuayeTcst 3bbITOYHbIMKU BGecrnopsaoy-
HBIMW PE3KUMU HEPUTMUNYHBIMU HACUSIbCTBEHHBLIMU ABUXEHUAMU. E€ BbIPDaXEHHOCTb MOXET BapbMpoBaTh OT JIerkoro ABu-
raTenbHOro 6ecrnokoncTBa C NEPUOAMYECKN YCUITMBAOLLENCS XECTUKYNAUNEN N Ype3MEPHOW ABUraTeNIbHON 3KCNpeccuen
(Hanpumep, 6ecrnokoliHble ABUXEHMS B pyKax U HEYBEPEHHas NoxoKa C NpUTaHLO0BbIBAHWEM) A0 HENpekpaLlaloLwmMxcs Bbl-
PaxXeHHbIX HACUNbCTBEHHbLIX ABUMXEHUI BO BCEM Tene, NPUBOOALLNX K 3HAYUTENbHOM MHBanuamsaumm. Hacrtoswas crarbs
NOCBSILLIEHA Pa3NYHBIM NPUYMHAM XOPEU KaK ABUraTeflbHOro pacCTporCcTBa U BONPOCaM ANArHOCTUKM COCTOSIHUI, CONpPOo-

BOXOAKUWMXCH pacCcMaTpmnBaeMbIM r’MNepPKMHE30M.

KnioueBble cnoBa: HacneacTBeHHaa xopes, NpruobpeTeHHasn xopes, NPuYnHbl, cOop aHamMHe3a, OCMOTP, 1abopPaTOPHO-UH-
CTPYMeHTasbHble 006CNe0BaHNs, FeHETUYECKOE TECTUPOBAHNE N KOHCY/ILTUPOBaHNE, MeaNKaMeHTO3Has KOPPeKLms.

Uctopuyeckas cnpaeka

TepMuH “xopest” NPoMCXoanT OT FPEYEeCKOro CNoBa (opeLa,
O3Havalwero “raHey”’. BnepBble B MEAMUMHCKOM KOHTEK-
CTe ero mcnonb3oBan anxumMmuk lNapauensc (1493-1541) npu
onucaHum Chorea Sancti Viti (nnsicka cestoro Butra), KoTo-
pasi, BO3MOXHO, Oblna aNMAEMUYECKUM BapUaHTOM UCTepuye-
CKOW XOpew y Mofel, BnagaBLUnX B PEUTMO3HbIN 9KCTa3 [24].
MNosnHee T. Cuperram (T. Sydenham, 1624-1689) B npouecce
U3y4eHus NIsickv CBATOro Butra Boienvn Gopmy AEeTCKOM xo-
peu, koTopas Tenepb HOCUT ero ums. B 1872 . . [eHTUHITOH
(G. Huntington, 1850-1916; B pycckoi TpaHckpunumm ero da-
MWMS BCTPEYAETCS TaKXe Kak XaHTUHITOH) CNycTs rof, nocne
nofy4eHns AMnaomMa Bpaya onncan HacneaCTBEHHbIN BApUaHT
xopen ¢ [ebioToM BO B3POCNOM BO3paACTe, COMPOBOXAA0-
LUMIACS KOTHUTUBHBIMU U MCUXUYECKUMUN HapyLLeHWsiMK. Bro-
cnepcTBuMM 3T0 3abonieBaHve MonyYnno HaseaHue “GonesHb
leHTnHrTOHA” (BI) (B NUTEpaType OHa Hepeako 0603HayYaeTcs
Takke kak “xopest [eHTMHITOHA”). Ha cerogHsawHuin aeHb bl
SBNSieTCs Hanbonee 4acTol NPUYMHON HACNEACTBEHHON XO-
peun. MyTauus, NpUBOASALLAS K ee pa3BuTUiO, Obina BbiSBNIEHa B
1993 r. 6Gnaropapst ycunmsam MmexzayHapoOHol nccnenoBatesib-
ckov rpynnbl [19].

Xopesi MOXeT OblTb HACNEACTBEHHOW U NPUOOPETEHHON
(tabn. 1).

MpuynHbI HacNeaCTBEHHOW XOpen

Bone3Hb [eHTUHITOHA

BonesHb EHTMHITOHA SABASETCA HEYKNOHHO MPOrpeccu-
pyIOWMM ayTOCOMHO-AOMUHAHTHLIM HepoaereHepaTuBHbIM
3aboneBaHNeM 1 camMoli 4acTol NMPUYMHOINA HacnenCTBEHHOM
xopen. Kak npasuno, BI' MmaHndecTMpyeT BO B3POCTIOM BO3-
pacTe (cpenHuii Bo3pacT aebtoTta npumepHo 40 net), ogHako
onmcaHbl GopMbl 3TOro 3abonesaHns ¢ Ae6OTOM B AETCKOM
1 noxunom Bo3pacte. CmepTb HacTynaet cnycta 15-20 net
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rocsne nosiBfeHns cMMNTOMOB 3aboneBaHust. boneaHb leH-
TUHITOHA BCTPEYaeTCs MOBCEMECTHO. PacnpoCTpaHeHHOCTb
ee B nonynauuu 3anagHol EBponbl COCTABASIET B CPeOHEM
4-10 cnyyaeB Ha 100000 HaceneHus, YTO NO3BONSIET OTHECTU
370 3aboneBaHune K opdaHHbIM [1].

Ta6nuua 1. MpryrHbl HACNEACTBEHHO 1 MPUOBPETEHHOW XOPEM
(apanTnpoBaHo n3 [41])

MpuYrHbI HacNeaACTBEHHOW Xopeu

BonesHb [eHTMHITOHA (Hanbosee YacTas npuMyYnHa
HaCneaCcTBEHHOW XOpeu)

XopeoakaHTouMTO3

CuHapom Makneoga

[JeHTaTopybponannmaonioncosa atpodus
[lobpokayecTBeHHas HacNeACTBEHHAs Xxopes
CnuHouepebennspHble atakcun 1-ro, 2-ro n 17-ro Tunos
MuToxoHapuanbHble 3a60neBaHns

HacnencteeHHble NPYOHHbIE 3a001eBaHMs, BKAOYas
reHTUHITOHOMOA06HOE 3aboneBaHne 1-ro Tvna
[eHTMHrToHONoA06HOEe 3aboneBaHve 2-ro Tmna — CBA3aHO
C MyTaumen B reHe 1oHkTodunmHa (junctophilin)
[eHTUHITOHONoA06HOE 3aboneBaHue 3-ro Tvna — MyTauus
HEN3BeCTHa, O4eHb peskoe 3aboneBaHne

BonesHb BunbcoHa

BonesHb ®pupaperixa

HelipopereHepaumsa ¢ HakoMIEHMEM Xefesa B rOSIOBHOM MO3re
ATakcusi-TeNleaHrnakTasus

HenpodepputnHonatus

JInzocomanbHble 601e3HM HaKomnneHns

HapyLeHns o6bMeHa aMMHOKUCOT

Ty6epo3Hblii CKepo3

MpuyrHbI NPMOGPETEHHOI XOPEn

OuaroBble NOpaxeHus BELLLECTBA FOMIOBHOMO MO3ra (Hanpumep,

BC/IEACTBYE MHCYNbTA UM HOBOOOPa30BaHus)

MpUMEHEHNEe HEKOTOPLIX IEKAPCTBEHHbIX MPenapaToB (Tab. 2)

Xopes 6epeMeHHbIX

TrpeoTokcKkos

CucteMHas kpacHas BonyaHka/aHTMdochoNMNUAHbIA CUHAPOM

[MOCTUHPEKLMOHHbBIN CUHAPOM:

o xopesi CugeHrama (Bcneactane nHdEKLMn, Bbl3BaHHOM
CTPENTOKOKKOM rpynmbl A);

® [1eTCKNE ayTOVMMYHHbIE HEMPOMNCUXNYECKME PaCCTPOVCTBA,
aCCOLMMPOBaHHbIE CO CTPENTOKOKKOBOM MHbEKUNEN;

o 3HUEedanuT, BbI3BaHHbIN BUPYCOM NPOCTOro repneca

WcTtnHHas nonnuutemums

WHpekumoHHble 3aboneanus (CMWL, BapraHTHas 60/1€3Hb

Kpentudenbara-gkoba
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Ta6nuua 2. leHeTnyeckue 3ab6oneBaHns ¢ beHoTunoM, 6nmakum k Bl (aganTtmuposaHo n3 [41])

3aboneBaHue

[eHTMHrToHoNoao6Hoe 3abonesaHne 1-ro Tuna

[eHTMHrToHOMoA06HOe 3aboNeBaHme 2-ro Tuna
[eHTUHITOHOMOA06HOE 3a6oneBaHmne 3-ro Tvna
CnuHouepebennsapHas atakcus 17-ro tuna
[pyrve HacneCTBEHHbIE MPUOHHbIE 3a60NeBaHUs

MpuynHa
UcTtuHHbIe peHokonuu BIr

YBeNMYeH1e Yncna Tak HasblBaeMbIX OKTaNenTUAHbLIX MOBTOPOB B FeHE,
KOOMPYIOLLLEM MPUOHHBI 6en0K

TpYHYKNE0TUAHASA SKCMAHCUS B FeHE, KOAMPYIOLLEM IOHKTODUANH-3

MyTtauus He naeHTndrumMpoBaHa

TpyHyKneoTuaHas aKCnaHcus B reHe, kogmpytolem TATA-cBs3bIBatOLLMIA 6ok
MyTaumu B reHe, KoanpyioLLeM NproHHbI 6enok

CnuHouepebennapHas atakcus 1-ro tmna
CnuHouepebennapHas atakcus 3-ro Tmna
[eHTaTopybponaninaonioncosa arpodus
XopeoakaHTouuTOo3
HenpodepputnHonatms

HelipoaereHepaums ¢ HakomneHeM xesnesa
B FOJIOBHOM MO3re/MaHTOTeHaTK/Ha3a-
accoLymMpoBaHHas HempoaereHepaLms

TpyHYKNeoTUAHAsA SKCMaHCUS B reHe, KOAMPYIOLLEM aTakCuH- 1
TpYHYKIE0TUAHASA SKCMAHCUS B FeHe, KOAMPYIOLLEM aTakCuH-3
TpuHyKNeoTnaHas SKCnaHcus B reHe, KOAMpYyoLwem atpopuH-1
MyTauus B reHe, KOAUPYIOLLEM XOPEUH

MyTauus B reHe, KoAMpYyIoLLEM NIErkyto Lenb GepputuHa
MyTaumn B reHe PANK2

3aboneBaHus, KNMHMYECKas KAPTUHA KOTOPbIX MOXET GbiTb cXx0Xa ¢ BI’

BonesHb BunbcoHa

JobpokayecTBeHHast HAaCNeACTBEHHas Xopest
BonesHb ®pupapeiixa

MwuToxoHapuanbHble 3abonesaHns

CyTb MyTaumn, npueoasLLel K passutuio Bl 3aknoyaeT-
ca B akcnaHcum CAG-noBTOPOB (KOAMPYIOLLMX FIYyTaMUH) B
1-M 9K30He reHa HTT, OTBETCTBEHHOr0 3a CUMHTE3 Oenka reH-
TUHrTMHA [2, 19]. Takon “noanrnyTaMMHOBLIA” TUA MyTaLMK
XapakTepeH Takxe AN cnmHouepebennsapHoii atakcum (CLLA)
1-ro Tmna n psiga opyrvx HacneaCTBEHHbIX HepoaereHepa-
TUBHbIX 3abonesaHuin [22]. B Hopme yncno CAG-noBTOpOB B
reHe HTT BapbupyeT oT 10 o 29 konwuid, B TO BPEMS Kak npu
Bl nx konnyectso coctaBnset 36 1 6onee. CnengyeTr OTMETUTD,
4To nMpwn akcnaHcun B 36-39 NoBTOPOB 3ab0neBaHne UMeEET
HemnonHytlo neHeTpaHTHoCTb [35]. Pasmep CAG-akcnaHcum
MMeeT TEHAEHLMIO K YBEIMYEHMIO N3 MOKOSIEHUNS B MOKOJIEHNE,
0Cc0BEHHO ecnin nepefaya MyTaLmm NPOUCXOAMT NO OTLLOBCKOM
NnHUK [25]. 3TO ABNEHKE NEXUT B OCHOBE aHTULMMALMN — YCU-
NeHUs BbIPAXEHHOCTY NPosiBNeHuid 3aboneBaHns B mocneayio-
LLMX MOKONeHUsIX. IHTEPECHO, 4TO B NOMNYNSLMU MOXET Habto-
[aTbCs 1 fBNeHne, o6paTHOe aHTULMNauum, ¢ yMeHbLIEHNEM
BenmymHbl CAG-akcnaHcum B nocnegytowem nokonenuu. Cy-
LeCTBYET Koppenaums mexay konmdectsBoM CAG-noBTOpoB
1 Bo3pactoM aebiota bBI' — yem Gonbliue BennymMHa 3TON Tpu-
HYKNEeOTMAHON 3KCnaHcuu, TeM paHblue MaHudecTupyeT 3a-
6onesaHue [5]. Y 6onblMHCTBA HOcKTENen myTauum Gonee
yem ¢ 50 CAG-noBTOpamMn cUMNTOMbI 60NE3HM, Kak NpaBuno,
pasBuBatoTcs B Bo3pacTte o 30 net. BmecTe ¢ TeM BenmymHa
CAG-akcnaHcumn onpepensieT Bospact gebiota Bl nnwb Ha
60% 1 He NO3BONSIET CYAUTb O BO3MOXHbIX (DEHOTUMNYHECKMX
0COBOEHHOCTSAX M Temnax MporpeccrpoBaHns 3abosieBaHus
[27]. Mpwn marHUTHO-pe3oHaHcHoM ToMorpadun (MPT) ronos-
HOr0 MO3ra y CMMMTOMHbIX HOCUTENEN MyTauumn BbISIBASIETCS
BbIPAXEHHAs 3amMecTuTeNbHasa rugpouedanus (ex vacuo) 3a

MyTtauus B reHe, kogupytowem ATdazy 7B, NnepeHoCsLLYi0 Melib
MyTauus B reHe, KOAVPYIOLWEM TUPEOoMaHbIN GakTop TpaHCKpUnuum-1
TpuHyKNeoTnaHas SKCNaHcusa B reHe, Koaupytowem dpaTtakCcuH

MyTaummn B mutoxoHgpuansHon JHK nnun renax sgepHon JHK, koampyrowmx
MUTOXOHIpPMWAIbHbIE OENKM

CYeT nporpeccupytoLlen atpodum BeLwecTsa roloBHOMO MO3-
ra, B 4YaCTHOCTM XBOCTaTbIX A4ep (puc. 1).

BonesHb [EHTMHITOHA XapakTepuadyeTcs 60bLLUMM hEHOo-
TMNMYeckM pasHoobpasveM. Ee nposiBneHuss mMoryTt name-
HATBCS MO MEpe Pas3BUTMS NATONOrMYeCcKoro npouecca. Tak,
nporpeccupoBaHe 3ab0NEBaHNS MOXET COMPOBOXAATHCS
NOCTENEHHbLIM YMEHbLUEHNEM BbIPAXEHHOCTN XOPEen 1 ycune-
HMEM VHbIX CMMMNTOMOB [26]. Hepenko ObIBaeT CMOXHO YETKO
onpenennTb AebioT Bl y MHOMMX NaLWMEHTOB MCUXUYECKUE W

Puc. 1. Atpodus BeluecTsa rosioBHoro mosra npu br: MPT
nauneHTkn U., 46 net. BenuunHa CAG-akcnaHcum — 43 NoBTO-
pa, oamTensHocTb 3abonesanms — 10 net. Ha T1-B3BeLLEHHOM
1306paxeHnn (akcmanbHblii Cpe3) OTMEeYaeTcsl BblpaxeHHas
BHYTPEHHSS 3amecTuTenbHas rmapouedanns 3a CYeT atpo-
v BeLLeCTBa roIOBHOr0 MO3ra; Ha NPeACcTaBNEHHOM cpese
BMAHA B TOM Yncie atpodus ronoBOK XBOCTaThIX S4ep. 3AeChb
1 Ha puc. 2, 3: HabntoaeHve V HEBPOIOrMYECKOrO OTAENEHMS
@OrBHY “HayyHblii LEeHTP HEBPONOrUK”.
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KOTHWUTVBHbIE HapYLUEHWs MOTYT NpefBapsiTb ABUraTesibHbIe.
dopmManbHO KAMHWYECKMIA AnarHo3 BIT NpuHATO BLICTaBNSATbL
npy HanM4YMn ABUraTeNbHbIX CUMMTOMOB 60/e3HW, KOTOpbIe
MOryT MaHudecTupoBaTb 06WMM ABuUraTeNibHbiM 6ecnoKoii-
CTBOM, GECMOKONHBIMU ABVMXEHUSAMU B pykax M Horax, npo-
BOLMPYEMbIMI CTPECCOM Unu xoapboii. MMaszoasuraTensHble
HapyLUEHNsI SIBNSIOTCS 00S3aTeslbHbIM 1 HEPeAKO CaMblM
pPaHHVM ABUraTeNbHbIM CUMNTOMOM (Hanpumep, YBENNYEHNE
JIATEHTHOCTM U 3aMefL/IeHNe CKOPOCTW CakkagW4yeckux OBu-
XEHWI rnasHbix 9610k 1 np.). Mo mMepe NporpeccupoBaHus
3a6051eBaHVSI BO3HMKAIOT rpybble HapyLIeHNst CneasiumnxX ABu-
XEHUI rnasdHbix 610K, 60NBHOMY CTaHOBUTCS MPaKTUYECKM
HEBO3MOXHO 3aduKCMPOBaTb B3MsAA, HA YeM-nbo, a K xopee
pPasnN4yHON CTEMNEHW BbIPAXEHHOCTU MPUCOEOMHSAIOTCS WHble
9KCTpanMpammniHole HapyLeHns, Takme kak AUCTOHUS U nap-
KMHCOHM3M. OOHUM 13 KIIIOHEBbLIX ABUraTENbHbIX HapYLUEHNI
ABNISIETCSH HEBO3MOXHOCTb MOJSIHOCTBIO MPOWU3BOJILHO KOHTPO-
NMPOoBaTh [ABWUraTesnbHyl0 aKTUMBHOCTb, YAEPXMBATb Kakyto-
nnbo no3y BCNeacTBUE FPYObIX HACWILCTBEHHbBIX ABUXEHWNA.
Ha pasBepHyTbix cTagusix Bl 6ONbHBIM CNOXHO BbINOMHATH
[BUXEHWS, TPEOYIOLLME TOHKOW KOOpAMHaLMM; oBLLMiA Temn
[ABUraTeNibHON aKTVBHOCTY 3aMEANAeTcs; 3HAYUTeNbHO Ha-
pylaeTcs xoabba; pa3BuBaOTCS MOCTypasibHble HapyLLEHWS,
NpuBOAALLME K NaLeHUAM; XapaKTepHbl Takxke Au3apTpus 1
avcoarna [41].

KOrHUTUBHbIE HAPYLLIEHNS BO3HMKAIOT YXKE Ha PaHHKX 3Tanax
3a6051eBaHUS U CIyXaT NPaKTUYECKM YHUBEPCA/IbHLIM MPOsiB-
neHvieM Bl Bapbupys No CBOEl BbIPaXXEHHOCTU. B HanbonbLuei
CTEMNeHn CTPaaaloT UCMONHUTENbHbIE QYHKLMM, CMOCOBHOCTb
nnaH1poBaTh 1 OLEHUBAaTb OENCTBUSA, @ TakXe UMMYIbCUBHOE
nosefeHvie. Y MHOMMX nauyeHTOB OTMEeYaeTcs 3amensieHne
NMCUXOMOTOPHBIX MPOLLECCOB, COMPOBOXAAIOLLEECs anatuen,
CHVXEHVMEM MHULIMATMBHOCTM U BHUMaHUS k cebe [14].

MNcuxmyeckre Hapylexnns npy BIN xapakTepusyloTcs B nep-
BYIO 04epeb AENPECCUEN N TPEBOMOW. Takxke y Takux naLmeH-
TOB Hepeako HabnopaeTcs pasfapaxuTeNbHOCTb, KoTopast
MHOrAa SBASETCS MPUYUMHOM arpeccuBHOrO nosefeHus. Pas-
BUTKE 06CECCMBHO-KOMMYbCHBHBIX PACCTPOMCTB MOXET 3Ha-
YUTENbHO YXYALIATb KQ4ECTBO XWU3HU WL, XUBYLLMX BMECTe C
TakuMmn 6onbHbiMK. Pexe y 60nbHbIX BT MoryT Habnopatbes
ncuxo3bl. Peann3oBaHHble Cynumapl v cynumaanbHble nonbITKY
BCTpeyvatoTcsa npu bl B 4 pa3a yalle, 4em B 06LLe nonynsumm,
1 B 5% cnyyaes SBASIOTCA NPUYMHON CMEpPTM Npu 3ToM 3abo-
nesaHun [17]. Koppekumio NCUXMYECKUX HapYLLUEHWIA cnepyeTt
NPOBOANTL C MOMOLLBIO COOTBETCTBYIOLMX NEKAPCTBEHHBIX
npenapartos, NPUMEHSEMbIX B cuxuaTpun [4].

Ocobas ¢popma 3abonesaHmns — loBeHUbHas bl oHa npoTe-
KaeT 3HaYUTENBbHO TSAXESEE 1 XapakTePU3yeTCs MEHbLUER Npo-
LLOMKUTENBbHOCTHIO XM3HU 60SbHBIX. Havnbonee 4acTbiM BapuaH-
TOM HOBEHWUIbHOW BT ABNSIeTCH akMHETUKO-pUrniHeii (bopma
Bectdans), npu KOTOPOM NPOSIBIEHUS XOPEN MUHUMASIbHBI, @
Ha NepBbIN NiaH BLIXOAAT NAPKMHCOHUYECKNIA 1 AUCTOHNYECKNI
CVYHIPOMBI. Y NaumMeHToB C 10BEHWIbHOM ¢hopmoit Bl Boilwe Be-
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POATHOCTb PA3BUTUA ANUNENTUHECKUX NPUCTYMNOB, YeM Y 00sb-
HbIX C Ae60TOM 3a60NeBaHMS BO B3POCIOM Bo3pacTe [26].

FeHTUHITOHONOA0G6HbIE CUHAPOMbI

CoueTaHne NporpeccupyloLein Xopeu, KOrHUTUBHBIX Ha-
PYLEHNIA, MCUXMYECKMX PACCTPOMNCTB M ayTOCOMHO-O0MM-
HaHTHOrO TMNa HacnegoBaHUS B CBOE BPEMS ABASNOCH AOCTa-
TOYHBIM 18 AvarHoctuposaHus Bl OgHako ¢ BHeapeHuem B
PYTUHHYIO MPAaKTUKY FeHETUYECKOro TeCTMPOBaHWUsS OOHapy-
XMNOCb, 4TO NPpMMEPHO B 1% cnydaes npu nogo3peHun Ha bl
3TOT AMAarHo3 reHeTUYeCKn He NOATBEPXAANCS — Takme cnyyam
cTanu oTHoCUTL K dpeHokonuam Bl (cm. Tabn. 2). lfeHeTnyec-
KOe noaTBepxaeHue Tor unn nHom deHokonun B asnaetcs
ycnewHbIM nnwb B 2% cnydaes [38]. CywecTByeT psg, 3a60-
fleBaHUi, MeHblle HanoMuHalowwmx Bl HO TeM He MeHee co-
NPOBOXAAIOLLNXCS B psiie CNyvyaeB XOPeen C KOrHUTUBHBIMU 1
(1K) NCMXMYECKMMU HAPYLLEHNAMMN.

FeHTUHrTOHONOAOGHLIE 3a00neBaHus 1-3-ro Tuna

[eHTMHITOHONOZ06HOE 3aboneBaHne (Huntington’s
disease-like — HDL) 1-ro tuna (HDL1) aBnaeTtca peakum Ha-
CNeACTBEHHbIM MPUOHHLIM 3abonieBaHnemM (CM. Huxe). Pa3Bu-
e HDL2 obycnosneHo CAG/CTG-akcnaHcuein B reHe, kogm-
pytoLem iHkTodunuH-3 (junctophilin-3); ato 3abonesaHue sB-
nseTcs elle 6onee pefknM — UCKIYEHNE COCTABASIOT XUTENN
Adpuku, rne HDL2 BcTpevaeTcs NOYTK Tak Xe 4acTo, kKak 1 bl
[29]. HDL3 - kpaiiHe penkoe 3aboneBaHue; MyTaums, NpuBoas-
LLast K ero passuTuio, O CUX NOP HE MAEHTUOULMPOBAHA.

CnuHouepebenngpHble aTakcum

CnuHouepebennspHble aTakCun COCTaBASIOT OOLUMPHYIO
rpynny HempoaereHepaTnBHbIX 3a60NeBaHWI, P, U3 KOTOPbIX
MMEET ayTOCOMHO-A0MUHAHTHbIM TUM HACNEA0BAHUS 1 CONPO-
BOXAETCH MO3XE4YKOBOW arakcmer B COYETAHUN C LUMPOKUM
CMEKTPOM APYruX HapPYLUEHWIA, BKIOYas TakOW rMnepkuHes,
Kak xopes. B knuHuyeckyto kaptuHy CLIA 17-ro Tuna BxoasT
KOTHUTUBHBbIE W HEWPOMCUXMYECKUE HapyLleHns — 3To 3abo-
neBaHve, Takxe ussectHoe kak HDL4, asnaetca Haubonee
yacTton deHokonuewn bIN B eBponerickon nonynaumm [36, 38].
Cpepnm npoumnx atakcuii CLLA 1-ro n 3-ro Tunos Hambonee ya-
CTO COMPOBOXAAIOTCH XOPEEW.

HeHTaTtopy6ponannuponioncosa atpodpus

970 3ab60neBaHve NPUBOAMT K PA3BUTUIO aTakCUW, XOPeun 1
KOrHUTMBHbIX HAPYLLEHWI, HO, KaK NpaBsuio, oTanyaeTcs ot bIr
HaNM4YnMeM MMOKJTIOHMYECKOK anunencum [36].

3aboneBaHus, coONpoBOXAAOLMECS

HaKOMJIEHUEM Xene3a B r0JIOBHOM MO3re

HenpodepputnHonaTtns 98nseTcs peakMm ayToCOMHO-40-
MWHaHTHbIM 32601EBaHEM, 0BYCIOBNEHHBIM MYTaLMEN B reHe
FTL, xogmpytowem nerkyto uenb depputmHa. OHO CONPOBOX-
[laeTcs NaToNOrMYeckKMM HakoraeHnem xenesa B 6asasbHbix
a4pax, YTo MPUBOAMUT K Pa3BUTUIO XOPEUN U UHBIX ABUrATENbHbIX
PacCTPOICTB, @ Takxke KOTHWUTWBHbIX HapyweHuid [12]. Heit-
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poaereHepaums C HakomnJeHNeM Xenesa B rOJI0BHOM MO3re
(maHTOTeHaTKMHa3a-accouMMpoBaHHas HerpoaereHepaums),
paHee n3BecTHas kak 6one3Hb fannepsopaeHa-LUnarua, pas-
BMBAETCS BCNEACTBME MyTaummn B reHe PANK2, kogmpyioLiem
NaHTOTEHATKMHA3Y-2, UMEET ayTOCOMHO-PELECCUBHBIA TuM
HacnefoBaHMs 1 MOXET COnNpoBOXAaTbcs xopeen [21]. Mpu
aTOM 3a6oneBaHum npym MPT ronoBHOro Mo3ra BbiSBNSETCS Xa-
pakTepHas kapTuHa, HocsLLas Ha3BaHwe “rnaa Turpa” (puc. 2).

HelipoakaHTOUMTO3

HelpoakaHTOLMTO3 BKJ/IlOYaeT B cebs rpynmny HEBPOJIOrn-
yeckmx 3ab6oneBaHuii, NP KOTOPbIX B Neprdepryeckoli KpoBu
BbISIBNSAIOTCA aKaHTOLWTbI — SPUTPOLMTHI C LUMNOOBPA3HLIMU
oTpocTkamu [41].

XopeoakaHTOUMTO3 — PEAKOE ayTOCOMHO-PELLECCMBHOE
3aboneBaHune, CBA3aHHOE C MyTauvel B reHe CHAC, koompyto-
wem 6enok xopeuH [40]. OHo xapakTepuayeTcs [e6ioToM BO
B3POC/IOM BO3pacTe C ABUraTesibHbIMU, KOTHUTUBHBIMU W MCU-
XNYECKMMU HapYLUEHMSIMU, KOTOPbIE MOTYT HanomuHaTb Bl U3
[BUraTesibHbIX PAaCCTPOMCTB MOrYT HabNAATLCSA Xopes, AnC-
TOHWSA 1 TUKK. XapakTepHou sBnseTca opodaumanbHas amc-
TOHUS C BblBEAEHMEM $3bIKa U MPUKYCbIBAHWEM $i3blka U Ty6.
Mcuxmyeckne 1 KOrHUTUBHBIE HAPYLLEHWSI CXOXM C TaKOBbIMU
npwv BI, ogHako B 0TAMYMe OT NOCAEAHEN Y NOSIOBMHbI NaLMEH-
TOB BCTPEYAIOTCA 3NMAENTUYECKNE NPUCTYNbI; HEPEAKO Takxke
O0TMEYAINTCS AnCTaNbHble aMMOTPOdUM UK NOANHEBPONATUS
C MOBbILEHNEM AKTUBHOCTU KpeaTuH®OCHOKMHA3bl B CbIBO-
poTke kpoBw [15].

Cunpgpom Makneopa — X-CLENNEHHOE PELLECCMBHOE 3a-
OoneBaHue, passuBaloLLeecs BcneacTane mytauum B reHe XK,
koompytolem 6enok, HeobxoauMbIiA Ans SKCNPeccun Ha no-
BEPXHOCTWN 3pnTpOoLMTOB aHTureHoB rpynnel Kell. MNpu atom 3a-
6oneBaHNM 4acTo HabNAATCS XOPEs C BOBJIEYEHNEM KOHEY-
HOCTEW 1 NIMLEBbIE TUKU, @ BbIPAXEHHAS ANCTOHUS BCTPEYAET-
CS pexe, Yem npu xopeoakaHtoumTode. CuHgpom Makneoga
MOXET TaKKe COMPOBOXAATLCS aKCOHaNIbHOW NOAMHEeBpONaTu-
eli, AeMeHUel NOAKOPKOBOro TUMNa, NCUXMYECKUMU HapyLUe-
HUSAMU, KapaMoMMonaTnen n reMmoiMTn4eckom aHemmen [15].

MpuoHHbIe 3a6oneBaHus

HDL1 - oco6oe 3ab6oneBaHue 13 rpynmbl CEMeNHbIX MPUOH-
HbIX 6onesHeli, 06yCNOBNEHHOE YBENMYEHWEM YMCNa Tak Ha-
3bIBAEMbIX OKTanenTUAHbIX NMOBTOPOB B FeHe, KOAMPYIOLWEM
NPUOHHLI 6enok (PRNP). BMecTe C TEM MHble MyTaLumn B reHe
PRNP Takxe MOryT npuBOAMTb K Pa3BUTUIO XOPEN N KOTHUTUB-
HbIX HAPYLUEHWI 1 HanoMuHaTb deHoTvn Bl

Bone3Hb BunbcoHa

BonesHb BunbcoHa (6onesHb BunbcoHa-KoHoBanoea, nnm
renatoNieHTUKYNApHas AereHepauuns) sBnseTcs ayToCOMHO-
peLeccrBHbIM 3a00N1EBAHNEM, XapaKTEPU3YIOWMMCS Hapy-
LeHeM obmeHa Meaun BCNeAcTBMe myTaumm B reHe ATP7B,
KoOvpyloLeM MedbTpaHcnopTupytoLyto ATdasy. Yaue Bcero
HEBPOJIOMMYECKIE NPOSIBIIEHNS 3TOr0 3a60NIEBAHNS BKIIOYAIOT

Puc. 2. ®eHomeH “rnas -
rpa”: MPT ronoBHOro mo3-
ra nauupentkn P., 23 ropa,
¢ MyTaumen B reHe PANK2.
“Madamu Trpa” HasblBalOT
Y4acCTKNU TUMOUHTEHCUBHOIO
curHana Ha T2-B3BELIEHHbIX
N306paxeHnsx (akcuanbHbIi
cpes) oT obnactn 6neaHbIx
LIApOB C TUNEPUHTEHCKB-
HbIM BKpanjaeHWem B LIEHTpe
(B 060UX Nonywapuax 60sb-
LLIOro Mo3ra).

Puc. 3. ®eHomeH “mopapbl
6onbluoin naHapl”: MPT ro-
NIOBHOr0O Mo3ra naupexrta 1.,
27 net, ¢ 6onesHblo Bunb-
coHa. Ha T2-B3BelleHHOM
13006pakeHnn  (akcuanbHbIN
Cpes3) OTMEYaloTCs y4acTKu
TMNEPVHTEHCUBHOIO CUrHana
OT CTPYKTYP CPefHero Moara,
4YTO CO3[AET KapTWHY, Hano-
MUHAIOLLYIO, NO MHEHWIO He-
KOTOPbIX  UCCNENOBATENEN,
Mopay 601bLUIOV NaHAbI.

B Ce0s aKMHETUKO-PUrMOHBIA CUHAPOM, AU3apPTPUIO, AMCTO-
HYI0, TPEeMop 1 atakcuio. MpumepHo B 15% cnyyaeB MOXET Ha-
6no8aTbCcst XopendbopMHbI runepknHes. Y 6oblUMHCTBA Na-
LIMEHTOB C HEBPONOrM4YeCcKo CMMNTOMATUKOM npu obcneno-
BaHWM BbISBNSIOTCS Konbla Kaizepa—-Pneiiepa B porosuie,
M3MEHeHUs B roloBHOM Mo3re npu MPT (npu nx nokannsaumm
B 0651aCTW CTPYKTYP CpefHero mo3ra kaptuHa Ha MPT moxeT
HanomuHaTb Mopay 60sbLo naHasl — puc. 3). AuarHos noa-
TBEPXAAETCA HU3KUM COAEPXAHNEM LIepYonia3MmHa B nias-
Me KPOBW, MOBbILUEHHOM SKCKPELME Meay C MOYOW 1 BbICOKUM
cofiepxaHneM Meay B napeHxume neveHn (npy éuoncun) [28].

[o6pokayecTBeHHas HacNeACTBEHHAs Xopes

[lobpokayecTBEHHAs HACneACTBEHHAs Xopes SBAseTcs
[OMUHAHTHO HacnegyembiM 3a00neBaHMEM, CBSI3aHHbIM C
MyTauven B reHe TITF1, KOOVPYIOLWEM TUPEOUAHbIA bakTop
TpaHckpunuum-1. 91a 60Ne3Hb xapakTepnayeTcs MeAJIEHHO
nporpeccupytoLLeit xopeen ¢ 4e60TOM B paHHeM BO3pacTe B
OTCYTCTBME KOTHUTUBHBIX HAPYLIEHWA U UHBIX HEBPOAOTMYe-
CKWX paccTpoincTB [6]. B TO e BpeMsi B psiae CllydaeB MOryT
HabnoaaTbCs ANCTOHUS, MUOKIOHUW, AN3APTPUS, HapyLIeHUs
noxoaKkun n nHrennekra [37].

Bone3Hb Ppuppeiixa

BonesHb ®puppeiixa — ayTOCOMHO-peLeccMBHOe 3ab0-
fleBaHue, xapakTepumaytoLieecs B 60/bLLUMHCTBE Cy4aeB Mpo-
rPeccupyloLLEn MO3XEYKOBOIN aTakCuen, NonMHeBponaTuen,
CepAeYHbIMU HapyLIeHUsMU 1 caxapHbiM anabeTom. Xopes
ABNSIETCSH PeOKMM HEBPOJIOMMYECKMM MPOSIBIEHNEM 3TOrO 3a-
6onesaHus [20].

HepsHsbie 6one3nn 12015
http://atm-press.ru
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Ta6nuua 3. JlekapCTBEHHbIE MpenapaTsl, NPYMEHEHNE KOTOPbIX
MOXET BbI3blBaThb X0Opeto [41]

Herponentuku

JleBopona

[MpoTnBO3aNMNEnTMYeCKre NpenapaTsbl:
o QEHUTOVH;

o KapHamasenuH;

e Mpenaparbl Ba/ibNPOEBON KNCNOThI;
o rabaneHTuH

[cuxocTMynsaTopsl:

* aMpEeTaMUHbI;

o KOKawH;

o MeTundeHnaaT

BeHsoanasenuHel
OcTporeHcoepxallye nepopanbHble KOHTPaLEeNTUBbI
Mpenapatbl IMTHS

AroHNCTbl 4OGaMNUHOBBLIX PELLEENTOPOB

MuTtoxoHppuanbHbie 3a60neBaHus

MyTaumn B reHax, KOAMPYIOLLMX MATOXOHAPUaNbHbIE 6en-
K1, HEpPeaKo MOryT NPUBOAUTL K HEBPOJIOMMYECKMM HapyLUEeHU-
aM. Hanbonee 4acTbiMy U3 NOCNEAHUX SBNSHOTCS MUOKIOHWN 1
LCTOHWSI, OIHAKO XOPest TakKe MOXET HabmoaaThCst B KIIUHK-
4eckow kapTuHe NoAobHbIX 3a6oneBaHuiA, HanomuHas Bl [7].

MpnynHbI NPUOOPETEHHOM XOPEU

Ecnn knuHnyeckass kapTuHa 3aboneBaHMsi MO3BOASET
npegnonaratb NPUOOPETEHHBIN XapakTeEP XOPew, MNPUYUHY
[BUraTeslbHoro paccTponcTBa, Kak npasuno, YAAeTcs naeH-
Tmdunumposats (cM. Tabn. 1) [41]. OTHOCUTENBHO HEAABHO
NPOBEAEHHbIV aHaNM3 ClyvyaeB NPUOOPETEHHOW XOPen Cpeau
xutenen Mitanmm nokasan, Yto Hanbonee 4acTbIMU NPUYMHAMK
3TOr0 runepknHesa OblIN NHCYALT, MPUMEHEHNE NEKAPCTBEH-
Hbix npenapatos, CMNI 1 meTabonnyeckme HapylleHus (ru-
neprankemmns, runoHaTpuemmsa u runokcus) [34]. Tem He me-
Hee Havnbonee YyacTble NPUYKHBLI NPUOBPETEHHO XOPEN MOTYT
BapbMPOBATh B 3aBUCHMOCTM OT PernoHa: Hanpumep, B bpasu-
Nnm TakoBow aBnsieTcs xopes Cugerrama [9].

Cocypucras xopes

CocyaucTble o4aru B 06nactu 6asanbHbIX Aep MOryT npu-
BOOMTb K XOPEE C OCTPbIM HA4anoM B KOHEYHOCTSIX Ha NMPOTMBO-
MOMOXHONM 04ary CTOPOHe. Xopest BCNELACTBME MHCYbTA Yalle
BCEro camoCTosiTesIbHO perpeccupyert [18].

MocTuHpekuMoHHOe ayTOMMMYHHOEe
nopaxeHue LLeHTPasbHOW HEPBHOI CUCTEMBI

Xopesi N HEMPOMNCUXNYECKMNE HAPYLLEHNS BXOAST B KJIMHK-
yeckyto kapTuHy xopen CupeHrama v 3aboneBaHuii U3 rpynnbl
[ETCKMX ayTOMMMYHHBIX HEPOMCUXMYECKMX PaCCTPOCTB, ac-
COLMMPOBAHHbIX CO CTPENTOKOKKOBOM MHbekumen (paediatric
autoimmune neuropsychiatric disorders associated with
streptococcal infections — PANDAS). Xopest CuneHrama siBnsieT-
€S OHUM 13 OCHOBHBIX NMPOSIBNEHUIA PEBMATUYECKON NMXOPas-
kv. OHa pa3BMBaETCS Y AETEN, NPENMYLLECTBEHHO Y AIEBOYEK, 1
B HACTOSILLEE BPEMS B PA3BUTLIX CTPaHax BCTPEYAETCS PEAKo
B CBSI3W C LUMPOKMM NMPUMEHEHVEM MPOTUBOMUKPOOBHBIX Mpe-
napaToB. [ns 9TOr0 pacCTPONCTBA XapakTepHbl XOpesi, TUKK,

HepsHbI€ Ove3Hu 172015

NMOBELIEHYECKMNE HAPYLLEHWNS U 0OCECCUBHO-KOMMYNbCUBHBINA
cuHapoMm. Yaule Bcero xopesi CuaeHrama paspeLaeTcs camo-
CTOSTENbHO B TeYeHue 6 Mec, oaHako B 20% cny4aeB OHa MOXeT
MMEeTb BO3BPATHOE TeueHre. B nnasme KkpoBw npu 3ToM onpe-
[LenstTcs aHTuTena K knetkam 6asansHeix aaep [13]. MexaHuam
pa3BuUTKS 3a60NEBaHNS CBA3LIBAIOT C NMEPEKPECTHON peakumei
AHTUCTPENTOKOKKOBBIX aHTUTEN C HEMPOHaMu 6a3asbHbIX 94ep.
B cnyyasix ¢ pedpaktepHoii xopeeit abdeKTUBHbIM MOXET ObITh
NPUMEHEHME [IIOKOKOPTUKOCTEPOUIOB, BHYTPMBEHHOE BBE-
[leHne nMmyHornobynuHa n obmeH nnasmel [10, 33]. OnucaHsbl
Cny4aun Xopeu C aHTUTeNaMu K kneTkam 6asdanbHblix aaep nocne
nepeHeceHHOro repnetndeckoro aHuedanuta [30].

JlekapcTBeHHas xopes

B HeBponiornyeckon npakTuke Hanbonee YacTon MPUYNHON
NIEKaPCTBEHHON XOpen ABNSETCSH NPUMEHEHWNE HENPONENTMKOB
(no3gHWe AMCKUHE3WW) 1 NEBOLOMBI. TeM HE MEHEE LLeNbI psif,
NPOYMX NEKAPCTBEHHBIX MPENAPATOB MOXET BbI3bIBATb ATOT M-
nepkuHes (Tabn. 3). Kak npaBuno, nekapcTBeHHas xopes pe-
rpeccupyeT npy OTMEeHe COOTBETCTBYIOLLEro npenapara, Of-
HaKO B HEKOTOPbIX Cly4asix MOXEeT NePCUMCTMPOBATL B TEYEHUE
HECKO/IbKMX MECALIEB W NIET (Hanpumep, Npu NO34HUX AUCKM-
Hes3usax) [41]. Xopes BCheacTBne NpUMEHEHUS NepopanbHbIX
KOHTPALLeNTUBOB CBA3aHa C xopeen CuaeHrama y geten — ee
naTtoreHe3 Takxe MOXeT OblTb 06YCNOBNEH BbIPAOOTKON aHTU-
Ten K HelipoHam 6a3anbHbix aaep [31].

Mpoune npu4nHbI NPUOOPETEHHOI XOpen

¢ B psge cnyyaesy naumMeHTOB C CUCTEMHO KPAaCHOM BOMYaH-
kon (CKB) MoxeT pa3BuBaThbCs XOpes, Yallle BCEro B Havane
3a00/1eBaHNS; OHA MOXET NpeaLecTBOBaTb UHLIM NPOSIBNE-
Husm CKB Ha Heckonbko neT. [pynny noBbILEHHOrO pucka
no Pa3BUTUIO XOPEN COCTABASIOT 6ONbHbIE, Y KOTOPLIX BbISIB-
na0TCs aHTuTena k docdonmnuaam.

o AHTMDOCHONUNUAHBIA CUHLPOM, XapakKTEPU3YIOLLMIACS CO-
yeTaHneM 06pa3oBaHWs aHTUTen k docdonmnuaam ¢ no-
BTOPHbIMY TPOMO03amu, HEBbIHALLMBAHWEM OEPEMEHHOCTM
1N TpoMbouuTONeHnel, MOXeT HabmoaaTbCs He3aBUCKMMO
oT CKB u 9BnsiTbCa 0TAENBHON NPUYNHON BOSHUKHOBEHNUS Y
6onbHoro xopen [11].

o B peakux cnyyasx xopes MOXeT pa3BuBaThCs NPy TUPEOTOK-
CWKO3€, 4TO HaNPSIMYIO CBS3AHO C MOBLILLIEHHON BbIPAOOTKOW
rOPMOHOB LUMTOBWIHOM Xenesbl. B 3ToM cnydae runepku-
He3, KakK NpaBuio, perpeccupyeT Ha PoHe feveHnst OCHOB-
Horo 3abonesaHus [23].

o Y 60nbHbIx CMWOoM MOXET pasBMBaTbCA remmxopes kak
NepBoe KIMHUYECKOE NPOosiBieHe 3a60eBaHNs, YTO Yalle
BCEro sIBNSieTCs cnenctesmeM GOPMMPOBaHUS TOKCOMas-
MeHHoro abcuecca [34]. K Gonee penkvm npuymHam oT-
HOCSITCS  KPUMTOKOKKOBasi MHMEKLMS, MNporpeccupyioLlas
MynbTudoKanbHaa nenkoaHuedanonatus, BUY-aHuedanut
1 NeKapcTBEHHas Tepanus OCHOBHOro 3abonesaHus [39].

o Xopes 6epeMeHHbIX, Kak NpaBuno, pa3sBrnBaeTcs B | TpUMeCT-
pe 6epeMeHHOCTU 1 He COMPOBOXAAETCS KakuMu-nmbo apy-
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My HapyweHusmn. dakTopamu pucka ee pasBUTUS SIB-
NIFIOTCS HANMYME B aHAMHE3e PEBMATUYECKON IMXOPALKH,
006pa3oBaHns aHTUTEN K kneTkam 6a3anbHbX SOep v aHTUu-
pochonnnnaHoro cuHapoma [16].

o KpaiiHe pefko xopes MOXeT HabnoaatbCst Npy UCTUHHOM
nonuUUTEMUN — MUenonponmbepaTMBHoM 3aboneBaHuy,
NPUBOASLLEM K YBEIMYEHNIO MACChl LIMPKYNPYIOLLMX 3pU-
TPOLUMTOB U, KakK CNeacTBMe, K HEBPOIOMMYECKMM HapyLue-
Huam [32]. MprMeyaTenbHO, YTO Xopes He HabnaaeTcs npu
BTOPWYHON moamumuTeMun. ITOT GakT CBUOETENbCTBYET B
Nosib3y MOMEKYNSPHBLIX HAPYLLEHWIA, NeXallyx B OCHOBE XO-
peun Npu UCTUHHOW noanumTeMmn [8].

Moaxopbl kK 06cnepoBaHuio

B ocHoBe OMarHOCTUKM 3TUONOTUM XOPEM, Kak 1 Ntoboro
[Lpyroro paccTpoiicTea, nexar noapobHO cobpaHHbI aHaMm-
Hes, AeTanbHbIi OCMOTP (Kak 0OLLMIA, Tak U HEBPOJSIOMMYECKWIA)
U BbICTPOEHHBI C Y4ETOM 3TOro niaH 1abopaTopHO-MHCTPY-
MeHTaNbHOro o6cneoBaHms.

OcoGeHHOCTU cOOpa aHaMHe3a

B nepByto ouepeab HE0OXOAMMO NONPOCUTL NaUMeHTa ae-
TasbHO OMMCcaTh CBOM Xano0Obl HA HACWIIbCTBEHHbIE [ABUXEHNSI.
Y naupeHTa ¢ Nerkov Xxopeen Ha npuemMe BbISIBUTb TMNepKuHes
MOXET OblTb HECKOJNIbKO 3aTPYAHWUTENbHO, NMO3TOMY creayeT
paccnpocuts GONLHOMO, UCMbLITLIBAET N OH YYBCTBO ABUra-
TenbHOro GecrnokovcTBa UnM NOTPEOHOCTb B MOCTOSIHHOM
OBUXEHUN. Hannyme KOrHUTUBHBIX HapyLLUEHWUI MOXET BAUSTb
Ha OLEHKY O0NbHLIM CMMMTOMOB CBOEro 3aboneBaHus. Tak,
npu BI" naumeHTbl YacTo He 3ameyvaloT 3a cobOoI Kaknx-nmbo
HapYLUEHWIA 1 MOTYT BCSAYECKM OTPULLATb Hann4ne O4eBUAHBIX
N30bITOYHbLIX ABMXKEHWA. BONbLIMHCTBO HACNeACTBEHHbLIX 3a-
6oneBaHNiA, CONMPOBOXOAILLMXCA XOPEEN, XapaKTepusyoTcs
MeAIEHHbIM, HE3aMETHbBIM Pa3BUTMEM U MOCTEMNEHHbIM Hapac-
TaHveM runepkuHesa. Ero octpoe, BHe3anHoe Havano, Hanpo-
TUB, HabMOJaeTCs B cyvyae NpuobpeTeHHOM Xopeu, Hanpu-
Mep BC/IEACTBUE COCYAMCTOrO 3ab0NEBaHNS UV NPUMEHEHUS
NleKapCTBEHHbIX MPenapaTos.

Hanuyve B KNIMHNYECKON KapTUHE NafeHWn MHOr4A MOXET
CBMAETENLCTBOBATL O HAMYMU COMYTCTBYIOLLMX HAPYLLUEHWIA,
HanpyMep atakcuy UM NOAMHEBPONATUM. SNUNPUCTYMbI MO-
ryT HabnoaaTbCcs Npy AeHTaTopydpOonanaMaoMoMcoBoi aTpo-
Gdun. MMOKNOHYC xapakTepeH Ans KIMHUYECKOW KapTUHbI Ha-
CNeLCTBEHHbIX U NPYOBPETEHHBLIX MPUOHHBLIX 3ab0NeBaHWiA, a
HapyLleHWs CHa, An3apTpus 1 gucdarns 4acto OTMEYAIOTCS Y
naumeHTos ¢ bl

Hannuve B aHaMHese psiga 3abonesaHuii, Takux kak CKB ¢
CbIMbIO M aPTPANTUSAMU UAN TUPEOTOKCUKO3, MOXET AaThb KITH0Y K
BEPHOMY AMarHoay. BaxHo paccnpocuTb naumeHTa 0 BO3MOX-
HbIX pakTopax pucka BUY-uHdexkummn. HepasHo nepeHeceHHas
CTPENTOKOKKOBAs MHMEKLMS UM peBMaTMyeckas nmxopagka B
aHamHese CBUAETENbCTBYIOT B N0Nb3y xopen CuaeHrama.

0O6s13aTeNIbHbIM MPU OCMOTPE NauMeHTa C Xopeeit ABnseT-
ca cOop cemeiHoro aHamHesa. [pu 3TOM crnefyeT npuHK-

MaTb BO BHMMaHuWe psf ocobeHHocTel. OTAroLweHHOCTb Mo
3a00N1EBAHMIO B TPEX MOKONEHUSX (T.€. BKIIIOYas PoAMTENei 1
6abyliek/nenywek npobaHaa) SBNSETCS MUHUMAbHO He0b-
XOOMMBIM YCIIOBUEM 15 MPEAMONOXEHNS ayTOCOMHO-A0MU-
HaHTHOrO TWUNa HacnegoBaHWs 60ne3HK, B TO BPEMS Kak Bbl-
ABUTb aYTOCOMHO-PELIECCUBHBIV TUM HACNEA0BaHNA HEPELKO
3aTPYOHUTENbHO, NOCKO/bKY B HECKOMIBKNX MOKOMEHNSAX 3TOMO
3aboneBaHNsa MOXET He HabNoaaTbCs; He cnenyeT 3abbiBaThb U
0 paccrnpoce Ha npeamMeT 6,M3KOPOACTBEHHbIX OpakoB 1 Gpa-
KOB MEXAy JanbHUMK POACTBEHHUKAMU. MUTOXOHAPWANBHBIE
3aboneBaHNs yallle BCEro nepenatoTcs no MaTePUHCKON nu-
HWK, @ HE OT OTLLOB.

MONHOCTBIO MCKMIOYUTL FEHETUHECKUI XapakTep Xopeu
[OBOJILHO C/IOXHO — BCErga MMeeTcs BEPOATHOCTb BO3HUKHO-
BEHUS MyTauuii de novo 1 NOXHOro oTuoBCTBa. M HaobopoT,
Hasn4ne OTArOLLEHHOr0 CEMENHOr0 aHaMHe3a He UCKIYaeT
anbTePHATVBHYIO MPMOBPETEHHYIO NPUYUHY Xopen. O4eHb Bax-
HO NPUHMMAaTb 3TV acneKkTbl BO BHUMaHWE 1 cTapaTbCst 06bek-
TMBHO OLLEHMBATb aHaMHecTudeckme ceeneHus. NposeneHvie
OHK-TecTnpoBaHuna 0OMKHO NpPeasapaTbCa Haaexalmum re-
HETUYECKNM KOHCYNbTUPOBAHMEM, 4TO Bonee NogpobHO pac-
CMOTPEHO HUXE.

BbiscHeHVe ¢dapMakonormiyeckoro aHamHesa MOXeT Mo-
MOYb B BbISIBIEHNM NIEKAPCTBEHHOW x0pew (CM. Tabn. 3), ogHa-
KO He cnepyeT 3abbiBaTh, YTO JIEKAPCTBEHHbIE NpenapaTbl Mo-
YT NNLLb YCYryBnsTh yXe MMEIOLLYIOCS CUMMNTOMATUKY: NpUMe-
POM MOXET CNYXWTb Ha3Ha4YeHNe HenpoNenT1KOB No NoBoay
NCUXMYECKMX NPOsiBNieHni Bl B 3TOM criydae BaXHO BbISCHUTb
TOYHYIO XPOHONOrMYECKYK MOCNe0BaTENIbHOCTb MOSIBAEHNS
CYMMTOMOB OTHOCUTENIbHO Hadyana npuemMa NekapCTBEHHOro
npenapara.

HeoOxoanMbIM SBSIETCA  YTOYHEHWE MCUXMATPUYECKO-
ro aHamHesa, npu 3ToM 0c060e BHMMaHWe cneayeTt YoenuTb
HapyLeHUsM, XapakTepHbIM Ans No6GHO-MOAKOPKOBOW [Je-
MEHUMW, TaknM, HanpuMep, Kak TPyAHOCTM B OpraHu3aumm
1N NNaHMPOBAHMM CBOWX OEWCTBMI, MNOBbILEHHAs pa3apa-
XWUTENbHOCTb U CIOXHOCTA B OAHOBPEMEHHOM BbIMOSHEHUN
Heckonbkux 3agad. BeisicHeHwe noppobHocTel ncmxmaTpu-
4eCcKoro aHamHesa MOXET MOMOYb B BbISBNEHUN OENPECCUN,
TPEBOrM NN PasapaxXnTENbHOCTU, XapakTepHbix onis Bl n ee
deHokonuin,

OcwmoTp

O6LLMIA 1 HEBPOJSIOFMYECKMIA OCMOTP ABNSIETCS 0693aTenb-
HbIM Npu 06cnenoBaHMM NOBOro nauneHTa ¢ BHOBb MOSIBUB-
wmMucs xanobamu. B 1abs. 4 0TpaxkeHbl OCHOBHbLIE MOMEHTHI,
Ha KOTopble ciefyeT 06paTuTb BHUMaHue npu cbope aHaMHe-
3a 1 OCMOTPE, a B Tabn. 5 npeacTaBnieHbl CBOAHbIE AaHHbIE N0
anddepeHumanbHoOn AnarHoCTUKE XOpew.

B nepByto ouepenb HEOOXOAMMO YAOCTOBEPUTLCS B HANMW-
4MM y NaLMEHTA UMEHHO XOPEUYECKOrO r’MnepknHesa, KoTopsbli,
KaK npaBwuio, BUAEH Npy HAbMIOAEHUN 3a NaLMEHTOM [axe BO
Bpemsi Gecenbl. Mpyu aTOM nonesHo 0bpaTTb BHYMaHWE Ha
Takve getanu, Kak, Hanpvumep, ABuraTensHoe GecrnokoncTBO

HepsHsbie 6one3nn 12015
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Ta6nuua 4. KnuHnyeckoe o6cnenoBaHue naLmeHTa ¢ xopeei

Atan
obcnepo-
BaHUs

Cbop
aHaMHesa

Ocmotp

12

CopepxaHue
aTana
oGcnepoBaHus

OnucaHue xopeu

ConyTcTByiowpme
HeBpoJiornyeckne
CAMNTOMbI

[epeHeceHHble
3abo0neBaHust

CeMmeliHbii
aHamHes

JlekapCTBEHHBIN
aHaMHe3

Meuxuatpuyeckunia
aHamHe3

KOrHuTmBHblE
DYHKLMM

MopTBEpxOeHVe
1 XapakTepucTmka
Xopeu

Hanunune
NOMNONHUTENbHBIX
BapuaHTOB
[OBUraTenbHbIX
paccTponcTB

HapyweHus
OBWXEHWI ra3

MonuHeBponatuns

Amnotpodum

KommeHnTapum

[ebtoT (ocTpbIi/
noAOCTPbIVi/UCNOABOSb)

e [IporpeccupoBaHmne
e 3aMeyaeT in Xopeto cam

HepsBHbI€e 6w1e3HH 172015

nauueHT?

SnunpucTynsbl
Mapenns
MwioknoHun
HapyweHnuns cHa
Ouncdarna
[vnsaptpus

BbicbinaHus
MeTtabonmyeckme
HapyLueHus
dakTopbl pucka
BUY-nHdexkumnm

JeTann3npoBaHHbIn
aHaMHes
(MpeanoyTUTENBHO
cobpatb MHPOPMALIO
N0 MEHbLLEV MEPE 0 TPex
NOKOSIEHUSAX)

Hannuve 6pakoB mexay
POACTBEHHMKaMM

Heliponentuku
JleBopona
MpoTuBo3NUNENTUYECKME
npenaparbl

PasgpaxutensHocTb
[Jenpeccus
Tpesora

Pekomenayetcs
paccnpocuTb YeNoBeka,
yacTo obLuaioLerocs

C MauyeHToM

HapyLieHne cnocobHocTr
KOHLLEHTPMPOBATLCA

Ha AeSTENbHOCTH

1 OpPraH130BbIBaTb €€

TaxecTb

CTeneHb BOBNEYEHHOCTH
B r’MNEPKMHE3 pasnyHbIX
yacrtew Tena
CUMMETPUYHOCTb

Atakcus
MapkMHCOHN3M
OnctoHuns
MwuoknoHyc

Huctarm

MpepbiBUCTLIE CEeasLme
[BVXEHNS

YBennyeHune naTeHTHOCTU
CaKKaaMN4eCKNX OBUXEHWIA
rnas v ux 3amemneHve

(apanTuposaHo n3 [41])

1 ANarHOCTUKE XOPew B 3aBUCUMOCTM OT COMYTCTBYIOLMX €1 CUMATOMOB

Ta6nuua 5. CBogHasa Tadbnuua no audpdepeHumansHo

Mcuxu-
yeckue

I***

OpoauHr-

AUCTOHUSA | HApPYLUEHUN

AucTtoHusi | MnoknoHyc | BanbHas

I*

COHU3M

I*

Tuku/Bokanu- (MapkuH-

3auum

ABurartenb-
Hoe

HapylieHus |6ecrnoKoiCTEO
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* lOBeHunbHas dopma 1 BapuaHT Bectdans.

** Kak npasuno, CLIA 2-ro Tuna.
*** Kak npaswno, CLIA 17-ro Tvna.



Ta6nuua 6. Xopes 1 CXoxwue C Heli Mo GEeHOMEHONOrK FUMnepKm-
He3bl

MnepkuHes OnucaHue runepkuHesa

Xopes HepuTMUYHbIE, OTPLIBUCTbIE, KaXyLLIMECS
MPOW3BOJIbHLIMU ABMXKEHUS

AteTo3 3amepnneHHble, N3BMBatOLLMECS,
4yepBeobpasHbIe ABUXEHMS

Bannmam Peskue, pasMaluncTble ABUXEHNS, Kak
npaBunsIo, BOBJIEKAIOLLME KOHEYHOCTb LIEIMKOM

LncToHns HepnTMUYHbIE MEAJIEHHbIE MbILLIEYHbIE
COKpaLLEHNS, YaCTO NPMBOASILLMNE K
$GOPMMPOBAHMIO MATONOTMYECKON NO3bl

MwuoknioHyc  |BHe3anHble, OTPbIBUCTLIE ABUXEHWS MO TUMY
yAapa aneKTpUYECKNM TOKOM

CTOMbl BO BPEMS Pa3roBopa, yCUansaloLwweecs npv BOJHEHUN.
Hepenko nepBebie NPOSIBAEHNS XOPEN OTMEYaIOTCs B MasbLax
KUCTEW B BULE UX CYETIMBbIX ABVXEHUIA 1 (UNIN) LLENYKOB Nasib-
uamu. Xopeto crefyet oTnmyaTb OT PAAA CXOXMX B HEKOTOPbIX
Cnyyasx rmnepkUHETUYECKMX PacCTpoicTB (Tabn. 6), ogHako
Henb3s 3abbIBaTh U O TOM, YTO UHOTAA 3TV FMNEPKUHESLI MOTYT
coyeTaTbCs ApYr C APYroM Y OHOMO M TOro Xe nauueHTa (0co-
6eHHo npw BI).

B 6GonbLUMHCTBE CllydaeB Xopes MPOSIBNISETCS C ABYX CTO-
POH 1 SBNSETCA CUMMETPWUYHOW. [emMmnxopest, Kak npasuio,
HabnofaeTca BCNeACTBME HAMMuMs COCYAMCTbIX O4aroB B
KOHTpanaTepanbHOM nosylwapmm 60bLLOro Mo3ra (Bkovas
CNnA-accoummpoBaHHyto xopeto). BaxHo obpaliate BHUMA-
HME Ha HanuymMe APYrvx COMyTCTBYIOLLMX ABUraTesbHbIX pac-
CTPONCTB y 06cnesyeMoro nauueHta. Mo3sxeukoBas aTakcust
HexapakTepHa ans Bl" ¢ Ha4anom BO B3pOC/IOM BO3pacTe 1 MO-
XEeT CBUAETENIbCTBOBATbL B M0JIb3Y MHbIX ANArHO308B, TaKMX Kak
CUA, 6onesHb Ppuapeitxa nnm xopeoakaHToUmTos. AUCToHM-
4ecKkuii CUHAPOM M NAPKMHCOHM3M Pa3BMBAKOTCS Ha CTaguu
YMEPEHHbIX KIIMHNYECKNX NposiBieHni Bl npu toBeHnnbHom bl
n dopme Bectdans. OponuHreanbHas OUCTOHWS Gonee nm
MeHee xapakTepHa AJ19 XOPeoakaHToumMTo3a.

JlaGopaTopHO-UHCTPYMEHTasbHbIe 00Ccef0BaHUS

MnaH nabopaTopHO-UHCTPYMEHTANIbHOrO — 0bCcnenoBa-
HWSI cnefyeT BbICTpaMBaTb Ha OCHOBaHUM CHOPMMPOBAB-
Leics runotesbl 0 Haubonee BEpPOSITHOM MPUYMHE XOpeu
(puc. 4, Tabn. 7). MNpu 0CTPOM/NOAOCTPOM Pa3BUTUN XOPEU
pPeKoMEHYETCS HauMHaTb C NPOBEAEHMS UCCNeaoBaHNlA Kpo-
BW 1 HeilpoBm3yanu3aumun. B cnyyae meaneHHo HapacTatoLei
XOpewu 1 Npu OTAroLLEHHOM CeMeiHoOM aHaMHe3e, 6e3ycnoB-
HO, Heobxoaumo HayaTb ¢ [AHK-TecTMpoBaHus. B HekoTopbix
CNOXHBIX AMarHoCTUYeckmx ciydasix TpebyeTcs npoBeneHne
LUMPOKOrO criekTpa obcneaoBaHuid. feHeTUYEeCKOMY TECTUPO-
BaHMIO OO/XXHa NpefLecTBoBaTb Npoueaypa reHeTMyeckoro
KOHCY/bTMPOBAHWS.

leHeTMYecKoe TeCTUPOBAHME U KOHCYNILTUPOBaHUe
PekomeHayeTCcs MCMONb30BaTh CTPYKTYPUPOBAHHbIMA, MO-
CnefoBaTefbHbIA  MOAXOA, K MPOBEOEHWMI0 TEHETUYECKOro

Hesponormnyeckuin anropmtm

Ta6nuua 7. Metoabl 06Cnen0BaHuns, PEKOMeHIyeMble As Npo-
BEOEHNSA MPU HAJIMYUM XOpew

MeTop

MarnuTHo-
pe3oHaHCHas
Tomorpadus
roJIOBHOrO MO3ra

O6Lwmii aHann3
KPOBW (B TOM Yncne
onpepenexHne
remMaTokpuTa, Macchbl
LIIPKYIMPYIOLLINX
3PUTPOLMTOB,
onpegenexne
aKaHTOLMTOB,
CKOPOCTU OCeaHns
3pUTPOLMTOB)

OnpeneneHve ypoBHS
LepysonnasMmHa
B CbIBOPOTKE KPOBY

Onpepenexune
9KCKpeLmnn Meam
C MOY0N

Broncus neyenmn
TecT Ha 6epeMeHHOCTb

Tect Ha BUY

Onpegnenexne
AHTUSOEPHbIX aHTUTEN

Onpenenexne aHTUTeN
K AByxuenoyeyHon JHK

Onpepenexne
BOJIHQHOYHOIO
aHTUKoarynsiHTa
N aHTuTen

K KapANOUNUHY

Onpepnenexune
TUPEOUIHOro NPodunIs

Onpegnenexne
aHTUCTpenTonnsuHa-0

OnpepenexHue aHTuTen
k 6a3anbHbIM Sapam

Broncus mbiLw,

AHanua
LepebpocnuHanbHo
XWUIOKOCTN

KommeHTapuun

McknioveHre NHCybTa uim 04aroBoro
NopaxeHwus BELLECTBa rONOBHOMO
MO3ra MHOro xapakrepa

[Mpun 3a60neBaHNSAX C HAKOMNAEHNEM
Xenesa N3MEHeHs BbISBASIOTCS

Ha T2*-B3BeLUEeHHbIX N300paXeHUaX
Pexum FLAIR noneseH ans
UCKJII0YEHUS MPUOHHOMO 3ab0neBaHus
Mpw 6one3Hn BunbcoHa BbISIBNSETCS
rMNEPUHTEHCUBHBIV CUrHaN OT
pasanYyHbIX CTPYKTYP FON0BHOrO MO3ra
Ha T2-B3BELLEHHbIX N30OPAKEHUSX

[emaTokpuT NOBbILLAETCH

npu NOANLUTEMUN

OnpepeneHne macesl
LMPKYINPYIOLLMX SPUTPOLIMTOB —
cneuydUYHbIA TECT AN ANArHOCTUKN
WNCTUHHOW NOAULMATEMUN

[na ncknoyeHns HempoakaHToumMTo3a
HeobX0aMMO 1CCNefoBaHNE
HECKOJNbKMX Ma3KOB KPOBU

CHuxeH npu 6051e3H1 BunbcoHa

lNoBbileHa npy 601e3HK1 BunbcoHa

Heobxoovma B psige ciyvaes ans
[MarHocTukm 601e3Hu BunbcoHa

MckntoyeHne xopen B | TpumecTpe
6epeMeHHOCTH

CIMA moxeT nebioTmpoBaTh Xopeei

HyBCTBUTENbHbIN TECT A/ BbISIBIEHUS
CKB

OtHocuTENbHO cneumdunyHbl ansa CKB

MckoyeHne aHTudochonmnnaHoro
crvHApomMa

MckntoyeHne TMpeoTokcmkosa

HepaBHO nepeHeceHHas
CTPENTOKOKKOBAst MHDEKLINS MOXET
CBUOETENLCTBOBATH B M0/b3Y XOPEU
Cupenrama/cungpoma PANDAS

AccoummMpoBaHbl C NMOCTUHOEKLMOHHOM

XOpeei, xopeei 6epeMeHHbIX 1 XOpeei

BCNeACTBMNE MPUMEHEHNS NEPOPASTbHbIX
KOHTPAaLLENTNBOB

McecnenosaHue Ha npegmeT pBaHbIx
KpacHbIX BOIOKOH 1 HAPYLLEHN

B AbIXaTesIbHOM LIeni, XapaKTepHbIX
NS MATOXOHAPUANbHbIX 3a60eBaHni

BbINONHAETCS C LLeSbio NCKYEHNS
BOCMaNTENbHOro

VNN HEOMNACTUYECKOrO NpoLiecca
B LIEHTPasibHON HEPBHOW CUCTEME

HepsHsbie 6one3nn 12015
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HeBponorndecknin aAropytm

| LeboT xopen |

/

| OcCTpbIii/NOAOCTPLIN |

\4

LleneHanpaBneHHble 1abopaTopHO-
VHCTPYMEHTa/bHbIE CCES0BAHMS
ON4 BbIABJIEHNA NMPUYNHbI

\

B cnyyae 6e3pesynsTaTHoro nomeka —
NPOBEEHIE FeHEeTUYECKOr0 TECTUPOBAHNS!

\

| MeaneHHbIh |

CemeinHblin
aHaMHe3?

OTsroLueH | | He oTtsirowieH

\ 4 Y

JOHK-TectnupoBaHve | [poBeaeHne kak

IOHK-TectupoBaHus,
\ Tak 1 nabopaTopHoO-

OTpuuaTesbHbIi VIHCTPYMEHTasIbHOro
pesynbrar obcrnenoBaHys

A

LleneHanpasneHHoe
nabopaTopHoO-
NHCTPYMEHTaJIbHOEe
obcnenoBaHne

Puc. 4. DopmrpoBaHme AMarHoCTMHECKOr0 NOAX0AA K MALMEHTY C XOPEeeil.

| BonesHb [eHTUHITOHA He BbiSIBNEHa |

\ 4

CUA 17-ro Tuna |

\ 4

| OtpuuarensHo |
\ 4
ATakcus unu MwuoknoHumn nnm AdpvikaHckme T N3meHeHuns MN3meneHns Ha MPT
nonavHesponatuns? [eMeHums? KOpHU? pucty B Maske KpoBu r0/I0BHOrO MO3ra
MpunoHHoe Heipodep-
CLA 1-3-ro Tuna P podep
3abonesaHvie [eHTaTopy6ponan- puTUHOMAaTUS
BonesHb HDL2 XopeoakaHTOUMUTO3
Dpuapeiixa MwuToxoHapvansHoe mpononcosa atpodpus MyTaunu B reHe
puap 3abonesaHvie PANK2

Puc. 5. [eHeTnyeckoe TeCTUPOBaHUE B Clyyae OTCYTCTBUA MyTaumm Bl

TECTUPOBAHUS C YYETOM VIMEIOLUMXCS KIMHWUYECKUX AAHHbIX
(puc. 5). BaxHbIM acnekToM 3TON NpoLUeaypbl ABNSETCS TO,
4YTO MNOATBEPXAEHVNE TEHETUYECKOW MPUYMHBI XOpeu aBTo-
MaTU4YeCKN AenaeT NpuyacTHbIM K 3ab0NeBaHMI0 HE TOJNBbKO
Camoro nauueHTa, HO TaKKe U YNEHOB ero cembu. Nonoxu-
TenbHbIl pe3ynbrat JHK-TectuposaHus Ha Bl y yenoseka 6e3
OTSArOLLEHHOr0 CEMENHOrO aHaMHe3a 03HAYaET, YTO Y BCEX ero
OpaTbeB/cectep v aetei nmeetcst 50% BEPOATHOCTb HANNYKS
Takoro xe 3abonesanus. Mpouenypa reHeTU4eckoro TecTu-
poBaHus Ha noboe 3aboseBaHne ABASETCS MOTEHUMANbHBIM
WCTOYHUKOM [/151 CUJIbHOTO CTPECCa; OHa He A0/KHa MPOBO-
ountbes 6e3 NpeaBapuTENbHONO FEHETUYECKOTO KOHCYLTUPO-

HepsBHbIe 6ume3nun 172015
http://atm-press.ru

BaHWs. BOMbLUMHCTBO Bpayeit NOMHAT O ero Heob6XoAMMOCTM
npu paboTe C KIMHUYECKU 30,0POBLIMU IMLAMM U3 FPYMMbl PUC-
Ka Mo HOCUTENbCTBY MyTaLMK, OAHAKO He cnefyeT 3abbiBaTh,
4TO 3TO XE NPaBWIO0 NMPUMEHNUMO 1 K yXe BONbHBIM NaLeHTaMm.
Hepenko reHeTuyeckoe KOHCY/BTMPOBAHWE U TeCTUPOBaHue
NPOBOASATCS MPU Yy4aCTUM HEBPOJIOra — BAXHO MOMHUTb, Y4TO
0 nonoxutensHom pesynbrate JHK-TecTpoBaHua naumeHTty
cnepyet coobLiath TOMLKO MNOCNE NPeaBapuTebHON NOAroTo-
BUTENbHON Becenbl.

B Tabn. 8 npencraBneHbl Hanbonee BaXHbIE PEKOMEHA-
LW KacaTeslbHO FeHeTUYEeCKOro TECTUPOBaHNS — U3 Hee BUA-
HO, 4TO 3Ta nmpoueaypa TpebyeT 3aTpaT BPeMeHU, KOTOPOro
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Ta6nuua 8. PekomeHaumm no npoBeAeHN0 MeAVKO-reHETUYECKOr0 KOHCYLTUPOBAHMA Mo Bl 1 MHbIM ayTOCOMHO-A0MUHAHTHBIM HEMPO-
[nereHepaTtnBHbIM 3a00/1EBaHNSIM

o [IHK-TectupoBaHue Ha BI" He SBNSIETCA PYTUHHBIM METOAOM 00CNEL0BaHNS NPU XOPEE — HEOOXOAMMO NPELNOXUTb NALUEHTY MPOATH
TECTMPOBaHVe, NPEACTaBMB Haanexatlyio MHbopmauuio 06 3ToM UCCnefoBaHUN 1 caMoM 3a00/1eBaHNM, NOAFOTOBMB TEM CaMbIM

o6cne,u,yeM0ro K BO3SMOXHOMY MNOJIOXUTEJIbHOMY pe3yNibTaTy aHaim3a

06cnenyemMoro Ha BCex aTanax TeCTMpOBaHWs

Heo6x0aMmMo NPOUHPOPMMPOBATH MaLMeHTa 1 Y1EHOB €ro CEMbM O TOM,

CnepyeT NpefnoxXuTb NaLMeHTy BoIOpaTh 4ns cebs ConpoBOXAAIOLLEE NNLLO — YEN0BEKA, KOTOPLIN OyAeT CONPOBOXAATh

Kak MoNoXuTeNbHbIN pedynsrat JHK-TecTupoBaHus

0TPasnTCs Ha CyLLeCTBOBaHUM MOTEHLUMAJILHOIO pUCKa HOCUTENbCTBA MyTauun ApyrumMuy 4neHamm cemMbmn

CneflyeT cornacoBaTb NniaH JanbHenLero HabnoaeHns
3a MauyeHToM

KpaiiHe BaxHbIMM Npu npoBeaeHun JHK-TecTMpoBaHus SBASoTCs Nosy4eHne ot 06CeAyemMoro MMCbMEHHOM0 MHGOPMMPOBAHHOO

cornacus, NoAn1caHHoOro NaLMeHToOM 1 Bpa4yoM, U COBI0AeHNE CTPOroN KOHOUAEHUMANBLHOCTY (Tak, 418 y4acTusa B MpoLiecce
Me[OMKO-reHeTNHECKOr0 KOHCY/IbTYPOBAHMS Y/IEHOB €r0 CeMbM HE0OX0AMMO cornacue 06cneayemoro)

MauneHT UMeeT NpaBo 0TKa3aTbCs OT CO0OLLEHMS eMy peadynbTaTtoB AHK-TecTmpoBaHms unm ot ero NpoBeAeHVs BOOOLLE
CnycTa npumMepHo 1 Mec nocne coobLLeHNs NonoxuTenbHoro pedynstata JHK-TectupoBaHus pekomeHayeTcs NpoBeaAeHE

NOBTOPHOM BCTPEYU A1 06cy>|<,u,equ BO3MOXHbIX MOABMBLLMNXCA Y NaLeHTa BONpPoOCoB

B cnyyae nonoxutensHoro pesynsrata JHK-tectupoBaHms cnepyet npefocTaBuTb NaumeHTy 6onee noapobHyo MHhopmaLwio

OTHOCUTENBHO KJIMHUYECKNX NposiBieHniA Bl (nnn nHoro noaTeepXxaeHHOro 3abosieBaHns), CoLmanbHbIX
1 NCUXOJTIOMMYECKNX NOCIEACTBUIA BbICTAB/IIEMOr0O AMarH03a, NoAxoA0B K MIaHMPOBaHUIO CEMbU, AOCTYMHbIX HA TEKYLLMIA MOMEHT

METO/I0B Nle4YeHns 3a00neBaHns

MOXET ObITb HEAOCTATOYHO MPU PYTUHHOM MOSIMKINHUYECKOM 13.
npveme. 14

MeaukameHTO3Has KOppeKLUs Xopeun

Xopes MOXEeT NPUBOANTL K 3HAYUTENIbHOMY OrpaHUYEeHUIO 15.
NMOBCEJHEBHON aKTUBHOCTU OONbHLIX HE TONIbKO M3-3a ABW- 16.
ratesfibHbIX HapyLIEHUA per Se — MauMeHTbl C Xopeeh MoryTt 1;
4yBCTBOBATH CE€051 HENOBKO U A@Xe CTECHATLCS CBOEr0 COCTO- 19:
AHUS. TeM He MeHee B NepBYyI0 04epeab 0 HE0OX0AMMOCTU KOP-
PEKTMPOBATHL ABUraTefibHOe PacCTPONCTBO 3a9BASIOT, Kak npa- 20
BUJI0, POACTBEHHMKM MaumeHToB. K Ha3Ha4eHnio npenapaTos 21'
ONS YMEHbLUEHUSI BbIPAXEHHOCTU XOpeu clelyeT NoaxoauTb 22.
KpaliHe OCTOPOXHO W3-3a MOTEHLMAsbHBIX HEXEeNaTesbHbIX 23.
peakumin oT ux npuMeHeHus. Hepenko 6onee BaxHbIM SBNSIET- 2‘51'
CS JIe4eHe COMyTCTBYIOLLMX MCUXNYECKUX U KOTHUTUBHBIX Ha- 26:
PYLLEHWI, HEXENV CMMITOMAaTHYecKas Koppekums xopeun. bo-
nee noapobHO BONPOCHI MEANKAMEHTO3HOWM KOPPEKLMM XOPEN -
ocCBelLLeHbl Hamu B cTaTbe “CoBpeMeHHble NOAX0Ab! K Meauka- 28.
MEHTO3HOI KoppekLmm xopeu npu 6onesHn feHTuHrToHa” [3]. 29.

30.
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