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OIIEPaTUBHOTO JIeUeHNe KPUITOPXM3MA; IJIAHUPYETCA IPeJ-
BapUTEJbHOE IIPOBEJEHNE MOIUCOMHOrpahUM C IEJIbI0 BBHIAB-
JIEHUS HOYHBIX aIlHOY, CBUJETEJLCTBYIOIUX O PUCKE Da3BU-
TUS BHE3AIMHOU CMEPTH; TINATEJbHBIA MOHUTOPUHT (OYHKINK
IBIXaTeJFHON CHCTEMEI BO BPEMs OIEpaluy M B paHHEM ITOC-
JIEOIIEPAITMOHHOM IIePHOJe;

4) pellleHUWEe BOIIPOCa O IIPOBEJEHUU IIOBTOPHOTO Kypca
COMATOTPOIIMHA B JOIIKOJIBHOM M IIKOJIBHOM BO3pacTe C
IIeJIbI0 00eCIIeueHns afleKBATHOM OKOHYATEeJIbHON JJINHEBI Tesa.

Taxum ob6pa3oM, paHHAA, B 1-i (ase pasBUTUA KJIUHU-

ueckoil KapTuubl fuaraoctuka CIIB Becbma akTyanbHa. Bos-
MOKHOCTUA €€ BO3PacTaloT IPU WCIOJL30BAHUU OAJLIbHOI
mikaasl M. Gunay-Aygun, S. Schwartz, S. Heeger et al.
Pannasa Tepanusa cOMaTOTPOIMHOM IIO3BOJISIET CYIIIECTBEHHO
KoppeKTupoBaTh (peHoTHI 601bHBIX CIIB, MOBTOPHEIN KypC
Ha TOCJEAYIOUINX dTallaX PasBUTUA 00ecIeunBaeT aJeKBaT-
HBIe OKOHUATeJbHEIe pa3Mephl Tejsa. [uarao3 CIIB TpeGyer
abcooTHO crenuduuecKoil BepupUKAUM, KOTOpas OCy-
IIECTBJISETCA TeHETUYECKUMU METOJaMU WCCJIENOBAHUS 00-
pasiia KpoBHU.
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CAVUAM AFAELIMM AAMHHOTO TAFYA XPOMOCOMEI 18
V PEBEHKA 2 MECSLIEB

' TOY BITO Cu6I'MY Pocsapasa, 2 TY HUU mepuruuckoi reametuku THL] CO PAMH, r. Tomck, PO

XpoMoCcOMHAasI HATOJIOTUA 3aHUMAET OTHO U3 BEYIINX
MeCT B CTPYKType IPUYuH (OPMUPOBAHUA MHOMKECTBEHHBIX
TIOPOKOB Pa3BUTHUA, HEBPOJIOTUUECKUX PACCTPOICTB, 3J0Ka-
YeCTBEHHBIX HOBOOOPA30BaHMI, a TaKyKe CMEPTHOCTU B pPaH-
HeM mepuofe Ku3Hu. 1l0 JAHHBIM UTOTEHETUYECKUX WC-
CJIEJOBAaHMI, PAaCIPOCTPAHEHHOCTh XPOMOCOMHOTO AuchaiaHca
B MaTepuaJie paHHUX CIOHTaHHBIX aboprycos mocruraer 70%
[1]. B momyasituu HOBOpOKAEeHHBIX ¥ 0,6—1,0% exxerommo
IUATHOCTUPYETCSA XPOMOCOMHASA IATOJIOTUA, IPUYNHON KO-
TOPOH HEPEAKO SABJAIOTCSA CTPYKTYPHBIE IIEPECTPOMKHU B
pe3yabTaTe pasphIBOB IuiepodocdaTHBIX CBA3EW B OMHON
WU HECKOJBKUX XpomocoMmax [2].

CUHIPOM TEePMUHAJIBHON [Aejenuu AJIUHHOIO IIjIeda
xpomocoMbl 18, BuepBrie onucanublil B 1964 r. de Grouchy,
00yCJIOBJIEH TOJOOHBIMU CTPYKTYPHBIMU IOJIOMKamMu. Kiu-
HUYECKUHA (PEeHOTHUIl, acCCOMMUPOBAHHBIA C XPOMOCOMHOM
anomaJsueii 18q-, onucan Lejeune B 1966 r. [3]. O xapak-
Tepu3yeTcsa IMUPOKUM BapbUPOBAHUEM [JUATHOCTUYECKUX
IPU3HAKOB B 3aBUCUMOCTU OT M'€HHOTO COCTaBa YTPAUEHHOTO
dbparmenTa xpomocoMsl [4]. BosMoKkHAsA COBOKYITHOCTE CUMII-
TOMOB BKJIIOUAET MHOJKECTBEHHBIE CTUI'MEI IU33MOPUOTEHEe-
3a, KpaHHO(pamuaabHbIN JUCMOP(PUIM, 3aAEPKKY (husmuec-
KOI'0 Da3BUTHA, AHOMAaJUU 3PUTEJHLHOTO aHaJIu3aTopa,
TIOJIOBHIX OPTaHOB, a TaKyKe Pa3HOOOPA3HYIO IICUXOHEBPOJIO-
TUYECKYIO HATOJIOTUIO, SIUJIENTOUTHBIE IIPOSBICHUA U TUIY-
0OKYI0 YMCTBEHHYIO OTCTaJIOCTh [3, 5—9]. B cBA3M ¢ Hemo-
CTaTKOM AayTOICHUITHOTO MaTepuajia XapaKTepUCTHKa Iopa-
sxkenuda [THC npu curgpome de Grouchy pimrenbHOe BpeMs
0asupoBasach Ha KJIVMHUUECKUX JAaHHBIX. BIOCIEICTBUU DAL
aBTOPOB NPOAEMOHCTPUPOBAIN Pe3YJIbTAaThl MATHUTHO-PE30-
HAHCHOM ToMOTpaduu TOJOBHOTO MO3Ta IpU 00CIeLOBaHUU
nanueHToB ¢ cuuapomoMm 18q-. HaumbGosee crenmupuuHbIMUI
yepTaMu IJis AaHHON NHATOJIOTMX OKAa3ajJNnCh IPUSHAKU Je-

MUEJUHU3AIUY U Je(EeKTHOr0 CUHTe3a OCHOBHOI'O MUEJIU-
HoBoOro Oesnka Gemoro BemectBa ITHC, a Takskxe HemuddepeH-
IMPOBAHHOCTH T'PAHUIBI MEKY OJIBIM U CEPHIM BEIECTBOM
TIapeHXMMBI I'oJI0BHOTO Mo3sra [5, 10—11]. B HacrosIee Bpe-
M He YCTAHOBJIEH T'€H, [JeJel[si KOTOPOTO BBHIBHIBAET HADY-
IIeHUsI MUEJIUHU3ALMUN, OJHAKO O0CYKIaeTcs POJIb PacIo-
JIO}KEHHOT'0 B AWCTAJIBHOM yuacTKe 18(- M 3KCIpeccupyro-
merocsa B onurogenaponurax ITHC rena-kaugupara MBP
(myelin basic protein) [3].

Hacrosamasa myOoauKanus WIIIOCTPUPYET KJIMHUYIECKUN
cayuaii cuagpoma de Grouchy y pebGenka 2 mecsiies.

IMaumenr K. rocnurasusupoBaH B OT[AEJ€HUE KJIUHU-
YECKOM MMMYHOJIOTMH U aJIJIeProJIOTuu 00JIACTHOM NeTCKOM
GonpHUNEI I'. TOMCK ¢ AUarHO30M: IMEepUHATAJIBHOE IOPaYKe-
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Puc. 1. PogocioBHas ceMbu mpobaHza.
[] mumo moscroro moma, () o sxemckoro moina,
MOIIPOM3BOJIBbHBIN abopT, MEPTBOPOIKIEHNE;
Koil 0o0o3HaueH mpoGaHI.
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ume ITHC cmemranHOro resesa, rUIePTEeH3MOHHO-THAPOIE-
dbanpuBIl cuHAPOM, OyJILOAPHBIN CHHAPOM, TeTpamapes,
KPOBOU3JIUSIHVE B IIPABBIA GOKOBOU JKeJIYI0UeK; MHOKECTBEeH-
HbIe BPOXKJEHHBIE OPOKU DA3BUTUS.

W3 amamHesa: pebeHOK poamyicad or V OGepeMeHHOCTH,
II pomoB. Pommrenu manpumka (peHOTUIIMUECKUW 3TOPOBBI:
matepu 28 jet, oty 25 jsier. I 6epeMeHHOCTh OT IIEPBOTO
Opaka MaTepu 3aBepIINJIACH POMKJEHUEM 3J0POBOTO pebGeH-
Ka, ABe IOCJEAYIOIINe OT HACTOAIIEero Opaka — CaMOIPOU3-
BoJbHBIMU abopramu, III — posxgenmem mpobanza, IV —
3amepinas OepeMeHHOCTh. PeGeHOK oT mepBoro Opaka OTIia
npobaHga ymep B IIepUo/ie HOBOPOKAEHHOCTH B CBS3U C MHO-
JKeCTBEHHBIMU BPOXKIEHHBLIMU IIOPOKaMu pa3BuTusa (puc. 1).
JauHaa OepeMeHHOCTL IpPOTeKasia Ha (POHe TOKCuKo3a I m
II monoBuuBI. Pogbl cpouHble ITyTEM KecapeBa CEUYEHUs, OC-
JIO}KHEHHBIE IPEKIEeBPEMEHHBIM M3JIUTUEM OKOJOILIOIHBIX
BOJI ¥ BCTaBJIEHWEM TOJIOBKM ILToxa. Macca Teja mpu po-
neuuu 3500 r, qamHa 53 cMm. PeGeHOK poamicsa B achuKCUU
(omenka mo miKajge Anrap 4 6ajia Ha 1-if MmunyTe, 7 6aJIJI0B
Ha 5-i1 MuHyTE), B 1-€ CYyTKU IIepeBe[leH Ha 30HIOBOE IIUTA-
Hue u VIBJI. BospHO# Haxomuica B OTJAeJ€HUUN IATOJOTUU
HOBODOJKIEHHBIX [EHTPAJILHON PAaOHHON GOJILHUIILI C JUAr-
HO30M: DPECIUPATOPHBIA ANCTPECC-CUHIAPOM HOBOPOXKAEHHO-
ro, oreuHo-reMopparumueckuit cuaapom. Heiipocornorpadu-
uecKoe o0CjIefloBaHUME BBISIBUJIO NPU3HAKU ruapouedain,
KPOBOUBJIUAHNE B IIPaBbIii GOKOBOI JKesymouek. B cBsasu ¢
MPOrPeCCUPYIOIIUM YXYAIIEHNEM COCTOAHUA u Hedhdhex-
TUBHOCTHIO IIPOBOJVMOM Tepanuy MAlUeHT ObLI HaIpaBJIeH
IUIA JajibHelnero o6CJIe[OBaHUSA U JIEUeHUs B 00JACTHYIO
IEeTCKYI0 OOJBbHUILY.

BospacT namueHTa Ha MOMEHT T'OCIIUTAIU3ANUY 2 MeCs-
na. Ilpm mocTymieHnM B CTAlMOHAD COCTOSHWE MHAI[MEHTA
OI[EHUBAJIOCH KaK TSXKEJ0e IPEeNMYIIeCTBEHHO 3a CUeT HEeB-
poJiormueckoi cumnromatTuku. O6paianio Ha cebs BHUMA-
HUe BBIHYJKIEHHOe IIOJIOKeHUe pebeHKa: Jiexka Ha 00Ky C
3aIIPOKWHYTON TroJioBo¥i. BosbHOI oTcTaBasm B (hHM3WUECKOM
pasButuu, macca tena 3250 r, mauHa 53 cMm. BbIABIEHBI
MHOKECTBEHHBIE CTUI'MBI JUCIMOPHOreHesa: MuKpoedanns,
TUNOILIA3UsA CPeSHEeH YacTW JINIA, POT «Kapla», IOThYec-
Koe He(o, medOpMUPOBAHHBIE YINHBIE PAKOBUHBI, CYJKEHUE
HaPY/KHBIX CJIYXOBBIX KAHAJIOB, CTPabM3M, IyIOYHAA IPHIXKA
¥ TUOOCHAZUS TUIA XODAbI. Pasmepnl GOJIBIIIOTO POTHUUKA
5x7 cm. Habmromanucs 6yab0apHbIe HAPYIIEHUA, BEPTUKAD-
HBI HUCTArM, aCUMMETPWs IJIa3HBIX IIeJiedl, CXOAAIeecs
KOcorJia3me, TPeMOp KOHEYHOCTeH mpu OeclOKOHCTBe, IBY-
CTOPOHHAS NHUPAMUIHAS HEJOCTATOUHOCTh U aCUMMETDPUY-
Hasg MblleuHass aucToHus. CyxomKuibHbIe PedJIeKChl mmepe-
MeHHBIe, C PYK — OJKUBJIEHBI, MEPUOJUUYECKU BO3HUKAJIU
ToHMUYeCKue cymoporu. OrMeuasach TEHAEHIWA K TaXWKap-
INW ¥ TaXUIHOY, PEINUIUBAPOBAJN HEMOTHBHDPOBAHHLIE
U306l (hedpuanTera, JUX0OPaAKa He KyIUPOBaJach Ipue-
MOM HECTEPOWAHBIX IIPOTUBOBOCIAJIUTEIBHBIX CPEACTB U
JINKBUAUPOBAJIACH CAMOCTOSTEIBHO.

O6muii ananus kposu: Hb 140 r/a, sp. 4,2+10'%/1, .
12,4-10%/m, u. 5%, c. 40%, 6as. 1%, 3. 3%, aumdp. 12%,
moH. 10%, CO9 2 mm/u.

O6ruit aHaM3 Mouu 0e3 MaTOJIOTMUYECKUX OCOOEHHOCTE!.

BuoxuMuueckuit aHaaus KpoBu: oOmuit 6esox 54,7 r/i,
rokosa 3,9 MMoub/J1, TuMOIOBas mpoba 2,2 EJIl, obmuit 6u-
JUpyouH 64 MKMOJB/J, IpAMOI OmiupyOouH 47,3 MKMOJL/J,
AJIT 51,3 ME, ACT 41,8 ME, kansmuii 2,3 MMoJb/J1, (hocdop
1,65 mMmomb/n, Hatpuit 142 MMoJb/JI, Kaauii 3,4 MMOJb/JI.

9xorpaduuecKkoe ucCIeLOBaHNE CTPYKTYDP TOJOBHOTO
MO3ra BBIABUJIO IOJUKKCTO3 B JIOOHO-BUCOUHOM o0JacTu,
TpoMO B IIpaBOM OOKOBOM JKEJTYIOUKE M aIlJIa3Wi0 MO30JIC-
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Puc. 2. Kapuorun npo6auga: 46, XYgh+, del (18) (21).

Toro Tejsa. IIpu ocMOTpe IJIa3HOTO AHA HAOJIOAANach aHTHO-
MaTusi COCYJ0B CETYATKH IO TUIEPTeH3MOHHOMY THIIY.

3a BpeMs HaxXOXKIEHWs B CTAllMOHape pe0eHKYy HasHaua-
JINCh aHTUKOHBYJILCAHTHI, JeTUAPATAIIMOHHEIE, MeTaboamyec-
Kue, aHTHOAKTepUaJbHBIE IpelmapaThl, a TaKKe CHMIITOMA-
TUUYECKas TUIMOTePMHUUYECKas Teparus.

HecMoTpsa Ha mpoBeneHHOE JeUeHUe, TAMKECTb COCTOS-
HUS TallieHTa COXpaHsajach. ['HUIepTepMUUYECKU CUHIPOM
mpuobpes CTOMKHUI XapaKTep, MPUCOEIUHUJICS IeMOoppariu-
YeCKUIl CUHIPOM — IKEeJYIOUHO-KUIIIeUHOe KPOBOTEUEHUeE.
C mpuarsosom [IBC-cunapom peGeHOK OBLI IlepeBeJeH B pea-
HUMAIMOHHOE OTJAeJeHue IeTCKON XUPYPrudyecKoi GOJIbLHU-
uel 11 4. Ha doHe mpoBegeHHOII MHTEHCUBHOI Tepaluu OT-
Meyasiach caabas IOJOKUTeNbHAS TUHAMUKA U TI0 JOCTHKe-
HUU CTabMIM3alluy TeMOCTa3a U MOSBJIEHUSA COCATEJIHLHOTO U
TJIOTATeJLHOTO pPe(dIeKCOB MAIMEeHT BHOBH TI'OCIUTAJIN3UPO-
BaH B 00JIACTHYIO JeTCKYI0 6oabHUIlY. OTHAKO CYIOPOIKHBIH
CUHIPOM M TNPU3HAKU T'Py0OI 3aepKKU IICUXOMOTOPHOTO
Pa3BUTHUS COXPAHAIUCE.

B cBaAs3u ¢ KIMHUUYECKON KapTWUHOM, NIpeCTaBJIeHHON
MHOKECTBEHHBIMU BPOKIEHHBIMU MOPOKAMU PA3BUTHUA, a
TaKiKe OTATOIEHHBIM CEMEHHBIM aHaMHE30M, IIPOBEIEHO
MeIUKO-TeHETUYECKOe KOHCYJIbTHUPOBAHUE C IIOCIEAYIOITUM
IIUTOTEeHETUYECKUM OOCJIeJOBAaHUEM IIPOOAHIA M €ro POIU-
TeJIeH AJIA WCKJIOUEeHUS XPOMOcOMHOU marojsioruu. Ilocie
KYJIbTUBUPOBAHUA KJIETOK KPOBU B TeueHume 72 4, (urca-
AU, IPUTOTOBJIEHUSA IIPeIapaToB U oKpaluBaHud mo G-me-
TOLY BBIINOJHEH IIUTOTeHEeTUYECKHWH aHaiau3. B KapuoTu-
e 0OJIBHOTO OOHApYJKeHa Aejelusd AJIUHHOTO IlJIeYa XPOMO-
coMbl 18 m yBennueHHas Y-XpOMOCOMa, UTO YKas3bIBaeT Ha
HaJu4Yme TPAaHCJIOKAIIUN MeXOy xpomocomamu 18 u Y.
B mocnenytomiem nmpoBesfeHa gomoiHuTENbHasA C-oKpacka, Ko-
TOopas MO3BOJINJIA BHIABUTH YBeJIUUYEHUE TeTepPOXpPOMAaTHHO-
Boro 0OJIOKa Ha IIOJIOBOM XpOMOCOMe, (PEeHOTHUIMYECKU He
IIPOSIBJIABINIETOCS, U IMOATBEPAIIA HAJIUUNE NEJEIUU B XPO-
mocome 18 (puc. 2).

B kapmorumne otia mpobaHza Oblia OOHApPYKeHA IIepHU-
IeHTPUUYEeCKass WMHBEpCUA XPOMOCOMbI 18 um yBenaunueHume
reTepoOXpPOMATUHOBOTO OJioKa Ha xpomocome Y. Ilpu mocta-
HOBKE JTaHHOTO IIMTOT€HETUYECKOr0 AMATH03a TaKiKe IIPOBO-
nunock G- u C-okpaimnmuBaHue mpemapartoB (puc. 3). HMccie-
IOBaHWE KapHOTHUIa MaTepu pebeHKa IaTOJOTUUECKUX OCO-
OeHHOCTell He BBISBUJIO.

ITo mocTmixeHMU CTAOUIMBAIIUM COMATHUYECKOTO U HEB-
POJIOTUUECKOTO CTaTyca HAIMeHT ObLI BHIIKCAH W3 CTAIHMO-
Hapa A JajibHeilero aMm0yJIaTOpHOTO HAGJIIOAEHUA U Jie-
yeHua. Pogurenam pebeHKa ObLIO PEKOMEHOBAHO B CIydae
HACTYIUIEHUS IIOCJIEAYIONell GepeMeHHOCTM MeANKO-TeHEeTHU-
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Ovesy npodanas :
46, X¥ght, inv (18) (p11:g21)

Puc. 3. Kapuorun orma mpobanma: 46, XYgh+, inv (18)
(p11:q21).

YecKoe KOHCYJIBTUPOBAHWE C 00s3aTEJbHOH IMTOrE€HeTUYeC-
KO IpeHATaJIbHON NUarHOCTUKOM KapWOTHIIA ILIOZA.

B Bospacte 3 mecsaneB 60IbHOIN yMep, IPUUUHON CMep-
TH ABWJINCH HEKYNUDPYeMble CYIOPOKHBIH W THIIEPTEPMU-
YeCKU! CUHJPOMEI.

Takum o0pasoM, IpeACcTaBIEHHBIN KJIMHUYECKUI CJIy-
yail IeMOHCTPUDPYET DaHHee M TAXKEJOe TeueHWe CUHIPOMA
18q- y mamueHnTa ¢ OTATOIIIeHHBIM HACJIECTBEHHLIM aHAMHe-
30M, IOBJIEKIIIEE JIETAJIbHBIM MCXOJ B DPaHHEM BO3pacTe.
CBOeBpeMEHHOE IIUTOTEHETHUYECKOE O00CJIeJ0OBAHUE IIO3BOJIM-
JIO IPAaBWJILHO HOCTABUTH JUATHO3, BHEIABUTH XPOMOCOMHYIO
IIEPECTPOHKY Y OTIIa IPo6aHJa U OIEHUTHh PHUCK IIOBTOPHBIX
CJIyJdaeB IATOJIOTHX Y IIOTOMCTBA.

CileLyeT OTMETHUTH HEJOCTATOUHYIO OCBEI[€HHOCTH IaH-
HOM mpo6JIEeMBI W OTCYTCTBUE NIYOIMKAIWi C IOJOOHBIMHU
KJIMHUYECKUMU IIPUMEPAaMM B DPOCCUMCKOH IeguaTpuyec-
KOU mepuoguKe, YTO YKa3bIBAeT HA HU3KYIO BHIABIAEMOCTH
cuaapoma 18q- B pamHeMm Bospacte. CoueTaHrne CHUMIITOMOB
nopaxxenusa ITHC ¢ MHOKeCTBEHHBIMU CTUTMaMU IU33MO-
puoreHesa ABJISIETCA ITOKA3aHWEM [JI IPOBENEHUSA ITUTOTe-
HETUYECKOr0 O0CJIeIOBAHUSA U MEJUKO-T€HETMUECKOTO KOH-
CYJILTUPOBAHUA.
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CHUHAPOM AMEPCA Y PEBEHKA ITEPBOTIO T'OAA >KM3HU

Kadeapa akyuiepcTBa, TMHEKOAOTUY U ITEAUATPUU MEAUIIMHCKOTrO (paKyAbTeTa BeATOpOACKOrO TOCYAAPCTBEHHOTO
YHUBEPCUTETa, AeTCKas rOpOACKas OOAbHUIG, T'. bearopoa, PO

Cunznpom Afiepca (IepBUUHAS JIETOUHAS THIIEPTEH3USA —
IIJIT', mpuonaTtuueckas TUEPTPOPUs IIPABOTO JKETYI0UKA Cep-
noia, oosesHsr Ayerza—Arrilaga) — penkoe 3aboseBaHme, xa-
PaKTEPU3YIOIIeecs COBOKYITHOCTHIO KJIWMHUUECKUX IPU3HAKOB
CKJIepo3a CUCTEMBI JierouHoii aprepuu (JIA) (pesxuit quddys-
HBIN IIMAHO3, IOJIHUIIUTEMUSA, ONBIIIKA U BBICOKAA JIETOUHAS
TUIEPTEH3US CO SHAUUTEJHHOM rureprpodreil mpaBoil IOJIO-
BUHEI cepana) [1]. Bomepsrie curgpom ommcas B 1901 r. apres-
TuHCKUMU TepaneBramu Ayerza Abel u F.C. Arrilaga [2].

3aboseBaHUE BCTPEUAETCA KpaiiHe PEJKO — IPUMEDPHO Y
1—2 wva 1 maH nomynamuu [3, 4]. OHO MOXKeT HAUaThCA B
JIIO0OM BO3pacTe, B TOM UWCJE W B T'PYJHOM. JTHOJIOTUA 3a-
0oJIeBaHUS [0 HACTOAIIETO BpeMeHU HemsBecTHa. CyIrecTBy-
IOIUe TPEAIIONOKEeHUs ToBOpAT o ToM, uto IIJIT' Ha ceron-
HAITHUYN eHb He ABJAETCA 0OJIE3HBIO C €[UHOM 3THUOJIOTUENH
[5]. Cpenu BOSMOMKHBIX NPUYWH Pa3BUTHUA BbIAeaAoT BIY-
UH)EKIINI0, TOPTAIbHYIO THIIEPTEH3UI0, KOJIar€HO3bI, BPOXK-
JIEHHBIE CUCTEMHO-JIETOYHEIE IITYHThI, 3a00JIeBAHUS IIIUTOBUL-
HOM ’Kejie3bl, BPOKJEHHBIE IIOPOKM CEPAIA, COIIPOBOKIAI0-
miecsl YBeJIMUEHMEM JIETOYHOTO KPOBOTOKA, JIEKAPCTBEHHEIE
npenapaTthl (amberamubsl, L-tpuntodan u ap.) [5, 6]. B mo-
CJIeTHME TOABLI OOCYIKIAeTCA POJIb T'eHEeTHYeCcKUuX (haKTOPOB.
ITpumepro B 7% cayuaeB ILJII' — aTo cemeiiHoe 3aboseBa-
HHE, KOTOPOEe HACJIEeLYeTCA II0 AyTOCOMHO-IOMUHAHTHOMY THUILY

C HeINOJIHOM IIeHeTPAaHTHOCThI0. PUCK pasButusa ceMelHOM
TIaTOJIOTUY BHIINE Y JIUIL JKEeHCKoro moja [7].

ITaTorenes 3aboseBaHUA TaK)Ke HEIOCTATOYHO U3YUEH.
WsBectno asa tuna IIJIT'. IlepBbIit Tn, BeTpeuarolmuiicad B
OOJIBIIIMHCTBE CJIyuaeB, 00YCJIOBJIEH Pe3Koil rumeprpodueii,
Gubposzom, (PuOPO’JIACTO30M MBIIIEYHOTO CJIOS JIETOUHBIX
aprepuos. IIpu BTOpOM Tume, Gojee PeIKOM, OTMEYaeTcCs
PBIXJBIH 0a30(hUIbHBIN KJIETOUHBIN (HUOP03, IPUBOAAIIUN K
CY’XeHHIO M obinuTepanyy JIeTOYHBIX BeHYJ [8].

Paunwve cragum 3abosieBaHUs, KaK IIPAaBUJIO, HE PACIIO3-
HaoTcsa. OCHOBHOM CHMIITOM — OJBIIIKA. B TeueHmMe q0JrO0-
ro BpeMeHU OHAa OCTaeTCA eNUHCTBEHHBIM NIPOABJIEHNEM 3a-
0oJIeBaHMA, IOITOMY 3aUACTYIO AMATHO3 CTABAT IIO3HO, KOTAA
TIOSABJISETCS BhIPAYKEHHOE ITOpakeHue COCYIOB JerKUX — TOT-
Jla IIPUCOEAMHSAIOTCA IIMAaHO3, IOJUIIUTEeMUs, paclUIupeHue,
IIPABOCTOPOHHAA TUNEPTPOMOUA U HEJOCTATOUHOCTH IIPABOTO
cepama (CHUHIPOM <«JIETOYHOTO» CepAIla) C IOBBIMIEHHBIM
BEHO3HBIM [JaBJIEHHEM, IIPU AyCKYJIbTAIIUU aKIEHTyallusa U
ycunenue II Touma maxg JIA, xjomatromuit I Tom; mHa OKI —
IIPaBOCTOPOHHUM TUII, IPABOCTOPOHHAA TUNepTPOdUA cepr-
IIa BCJIEJCTBUE IIeperpy3KU, HapyllleHUe BHYTPUIKEJIYHOou-
KOBOM IPOBOIUMOCTHU, Ha 0030PHOI PEHTreHOTpaMMe — YCH-
JIEHUE JIETOYHOTO PUCYHKA B IPUKOPHEBOI 30HE, BHIOyXaHUe
nyru JIA [5, 6, 8].
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