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nuduyeckomy ompocHuky QVM K2K vy
MalMeHTOB ¢ MUIPEHBIO TaKKe 0Ka3aJloCh
CHUXXEHHBIM, 4YTO KOppeInpoBajio ¢ HEKO-
TOPBIMU OCOOEHHOCTSIMM TedeHUs 3aboreBa-
Husi. BMecte ¢ Tem obpaliana Ha cebsl BHU-
MaHHMe BEICOKONOCTOBEpHAS KOPPEISIIHS
noka3arteneii K2K ¢ mcuxomornyeckummu
0COOEHHOCTSIMY JIMYHOCTY MaIlMeHTOB — aK-
TYaJTbHOM M JIMYHOCTHOM TPEBOKHOCTEHIO,
YPOBHEM JENpecC M TIPUBEPKEHHOCTHIO
MMACCUBHBLIM KOITMHT-CTPATETUSIM.

Takum obpazom, K2K nmanmeHToB, cTpana-
IOIIMX MUTPEHbIO, 3aBUCUT He TOTBKO (M He
CTONIbKO) OT OOBEKTMBHBIX IOKa3aTeeil Tsi-
XecTH 3aboieBaHUsI, CKOIBKO OT OCOOEHHOC-
Tel JUYHOCTU NAallMEeHTOB W HaJIM4YUS 3MO-
[IMOHATBHBIX PAaCCTPOMCTB, KOMOPOMITHBIX
MUTPEHH, a TaKKe OT UX BHIPaKEeHHOCTH.
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PSYCHOLOGICAL DETERMINANTS OF QUALITY
OF LIFE IN MIGRAINE

N.L. Starikova

Summary

Investigated was the quality of life of 65 patients
suffering from migraine, and its relationship with
clinical features of disease, levels of comorbid anxiety and
depression, coping strategies of patients. Reduced quality
of life of patients with migraine according to a specific
questionnaire QVM was correlated with duration of
episode, an indicator of questionnaire MIDAS, levels of
anxiety, depression and a commitment to passive coping
strategies. Correlations with psychological factors were the
most revealing.

Key words: migraine, levels of anxiety and depression,
quality of life.

KJIMHUYECKUI CIYYAM CUHIPOMA XOJITA-OPAMA Y PEBEHKA

Ceemuana Axoenesna Boaeuna, Hadencoa Hzopesna Kietimenosa

Kaghedpa neduampuu u nepunamonozuu (3ae. — npog. A.B. Kysneyoesa) Kasanckoii eocydapcmeenoli
MeduyurcKkoli akademuu nocieduniomHozo obpasoeanus, e-mail: Volgina_Svetlana@mail.ru

Pedepar

TlpencraBieH KIMHUYECKHI Caydaid CHHIpOMa
Xaonra—Opama y [€BOYKHM, KOTOPBIA HMMEET ayTOCOMHO-
MOMUHAHTHBIA THUIT HacleNOBaHWSI W XapaKTepu3yeTcs
coYeTaHWeM aHOMAaJIUii Pa3BUTHUSI BEPXHUX KOHEYHOCTEN
U TATOIOTMYECKUMU M3MEHEHUSIMU CO CTOPOHBI Cepiia
(HaIMYMeM BPOXKIEHHOro MOpOKa, Mpojarnca MUTPaTbHO-
ro kyamnaHa). Yacrora BcTpedaeMOCTH B TOMYJISIIMU He-
M3BECTHA.

KoroueBbie cioBa: cuHapoM Xonta—Opama, aHOMa-
JIAST Pa3BUTHSI BEPXHUX KOHEUHOCTEM, peOEHOK.

Cungpom Xonra—OpaMa  (cMHOIpPOM
«pyKa-cepIie», IpencepIHO-ITanbleBast IHC-
mnas3usi) BrepBble ObUT1 orucaH M. Holt u
S. Oram B 1960 r. B CIIIA yacrora maHHO-
T0 CHHApPOMA, IPeICTaBISIONIEro coboil Ha-
CIIE[ICTBEHHOE COYeTaHWe aHOMaJIMii pa3BU-
THUSI BEPXHUX KOHEUHOCTEN M BPOXKIEHHOrO
mopoka cepuia, cocrapiser 0,95 ciydyas Ha
100 TeIcY kuBOpoXmeHUil. OmnucaHHBIE
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Puc. 1. BHemrHuit Bun 60onbHOI ¢ cuHapoMoM XonTa—Opa-
Ma (pebeHKy 6 JeT).

MIPU3HAKU CUHIPOMA SIBJISIOTCS ITOCIENCT-
BUE€M TUCTOOUCILIa3ud U (HOPMUPYIOTCS Y
3aponblllia y:Ke Ha 5 Hemene sMOpuoreHe-
3a, Korma IuddepeHIUPYIOTCS ITepBUYHOE
cepllie U BepXxHUe KOoHeuHocTu. Tum Hacie-
IoBaHUS 3a00IeBaHUS — ayTOCOMHO-IOMMU-
HAHTHBIN C Pa3IMYHON 3KCITPECCUBHOCTHIO.
Yacrora BCTpeuyaeMOCTH B TOIMYJISIIIAM He-
n3BecTHa. CYUTAETCs, YTO COOTHOIICHHE
TOJIOB MPU 3TOM MATOIOrMuM cocramisier 1:1
[4]. B 85% cayyaeB rpy maHHOM CUHIpOME
BBISIBIISIIOTCSI BPOXIE€HHbIE IIOPOKU CephLia.
C MOMeHTa pOXIeHUS Y TaIleHTOB 0OHapY-
JKABAIOTCSI HapyIIeHWS pATMa W IIPOBOIU-
Mocru cepaua [1, 3].

ITopoku pa3BUTHS BepXHUX KOHEUYHOCTEM
BapbMPYIOT OT M3MeHeHu | majblia KUCTH U
CUIIOIJIA3KMU JIy4eBOi KOCTH 10 (DOKOMETUU
(aHOMaQJIMM pa3BUTHS ITPOKCUMAIBHBIX OT-
IIeJIOB KOHEUHOCTEHM, CO3MAIOMINX WMJLTIO3UIO
UX TPUKPEIJIEHNs] HEMOCPeNCTBEHHO K TY-
souiy). K HIM OTHOCSITCSI TTOBOPOT JIOMHAT-
KM B CTOPOHY aKCUJIISIPHON JIMHUU T'DYIH O
KJIETKH, pacll¥peHre Hapy>KHOro KOHIIa T'o-
JIOBKM KJIIOUHMIIbI, aHOMaJIbHas (opMa KIIko-
BOBUHOIO OTPOCTKA JIOMATKHU, U3MEHEHUE
¢GopMBI JTATBEBUIHON KOCTH, OTCYTCTBHE,
runepTpodus WX ITOPOTHOE PACIOIOKEeHIE
OONBIIIOro Majblla ¢ HEIOCTaTOYHBIM ITPOTH-
BOITOCTaBJIeHEM, CHHIAK TN, KIMHOIAK-
TUINSI, BOPOHKOOOpa3Has IpylHasl KJIEeTKa.
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Puc.2. O63opHast peHTreHOrpaMMa KHCTed O00erX pyK:
orMeualorcsl nedopMalusl MepBoil MSICTHOM KOCTU JIeBOi
KHUCTU B BHUIE YKOPOYEHMS] M KOHYCOBHIHOTO CY>XEHUS
K €e OCHOBaHMIO, YTOILIEHNE ¥ YKOPOUEHHE OCHOBHOU U
KOHILIeBOM (balaHT 3TOro ke nanubla. MeHee BblpasKeHbl
MomoOHbIe U3MEHEHU S B MSICTHON KOCTU U (pajaHTax mpa-
BOM KMCTH. 3HauuTeNbHAsl 3alepXKa IOSBIEHUS silep
OKOCTEHEHM S KOCTeil JIyue3arsiCTHOro CycTana.

OmnuchIBaIoT Pa3iIn4YHbIC CTUTMbI 3M6pI/IOI‘O-
He3a: TUMIePTeIOpU3M, OTCYTCTBUE OONbIIION
IpyIHONM MBIIIIIBI, paciiennHa Heba. OTMe-
JaroTcs OMOXMMUYECKNE HapylLIeH s B BUE
TUNEPA30TEMU U, TTOBBILIEHUS YPOBHS MOYeE-
BMHbBI B KpPOBH, Ha6JIIOIIaeTC$[ HOPMOXPOM-
Has aHemus. UHTeIEKT y mereil, Kak mpa-
BUJIO, cOXpaHeH [1, 3].

9BOJ'IIOI.II/IFI CUHIpOMa 3aKJII4acTcd B
TIPOrpecCUpoBaHUM W JeKOMIIeHCAlluM cep-
JIeYHOro MOopoKa, pa3BUTUM HapylleHUit cep-
IegHoro putMa. Kpome Toro, perucrpupy-
€TCsl CHUKEHUE KJIETOYHOI0 UMMYHUTETA C
HocaeayouMI MHMEKIMOHHBIMU  OCJTOX-
HEHUSIMUA.

ITpuBonuM coOCTBeHHbIE HaOMIOMEHUS
KIIMHAYECKOrO TEUEHU I TaHHOIO CUHIpOMa.

1. 2000 roma poxnenus (puc. 1). U3 anamHe3a
M3BECTHO, YTO NIEBOYKA PONMJIACh OT BTOpOW Oepe-
MeHHOCTH, ImporeKasiieil Ha ¢oHe OPBU Ha cpoke
7—8 Henenb U yrpo3bl e€ npepbiBaHUs. [1epBast Hepe-
MEHHOCTh Y MaTepy 3aBepIINIach POXKIAEHUEM 3I0-
poBoii nmeBouku. Ha MoMeHT BTOpoii GepeMeHHOCTH
maTtepu ObL1O 29 siet, oHa He paborana. PebeHok po-
IIAJICSL Yyepe3 ecTeCTBEHHbIE POIOBbIE MYTH C MacCcou
tena 2570 r 1 mmHOK 50 cM; B pomax OTMedajoch
OIMHOKpaTHOE OOBUTHE IYITOBUHBI BOKPYT 1ien. [na-
THO3 TpU BBITMCKE: 3allepXkKa BHYTPUYTPOOHOro
pazsutug 1 creneHn 1Mo rTumorpoduIecKoMy THTTY.

Yepes 3 Mecslla Ioclie poxIeHUs1 y pebeHKa
OblJla IMAaTHOCTMPOBaHAa BPOXIEHHAs Aariasus
pasrubateneii 1 manbpla jeBoii KucTu. B Bo3pacte



Ka3zancknii meummnckmii xkypHai, 2009 r., Tom 90, Ne 6

onHoro roga odopMieHa WHBAIUAHOCTb MO MOBOLY
BPOXKIIEHHOM TUIOIIA3MKM TePBbIX MaiblieB 00enx
KHCTeil ¢ MOMTHBIM HapylieHrueM dyHkuuu I manbia
JeBoii pyku (puc. 2). B nmuHaMuKe ocMOTpa opTorie-
Ila BbISIBJIEHA CyMMMHALMOHHO-TIPOHALIMOHHAS KOHT-
pakTypa JIEBOro Npearuiedbsi Ha ¢oHe TUIoIIa3uu
MPOKCUMAJILHOrO OTe/1a JY4eBOil KOCTH.

PebeHKy ObLTM MOCTaBIEHbl pa3TUYHbIE TUATHO-
3pl: cuHapoM Opbenu, cuHapoM KopHenu ne Jlan-
re. [Tocme KOHCYIbTallUM T€HETUKOM, BBISIBUBILINM
MHOXeCTBeHHbIe aHOMaTUU pa3BUTUs (Opaxuueda-
JIUSl, HU3KMI POCT BOJIOC Ha 3aThLIKE U J0y, TUIep-
TEJIOpU3M, BIABIEHHOE MepeHOChe, KOPOTKasl Iiies,
TUIIEPTPUX03 Ha CIHMHE, HU3KOIMOCaXKEeHHbIE YIII-
Hble PAaKOBMHBI, aHOMAJIUS TIEPBOro Majblla KUCTU
Oonbllle ciaeBa), uccaenoBaHus Kapuorumna (46XX)
BbICTABJIEH IMAarHo3: CUHApoM Yibpuxa—HyHaHa.
OnHako B ceHTs16pe 2006 T. B MenukoreHeTndec-
KoM HayuyHoM LieHTpe PAMH 6bL1 qriarHOCTApPOBaH
cunapoM Xonta—OpaMma, MOATBEepK IEHHbIN pe3yib-
TaTaMu MOJEKY/ISIpHO-TEHETUUECKOro HCClenoBa-
Hud: obHapyxeHa mytauust P111 Asp>Tyr B 4 sK30He
rena TBXS [2].

B Bospacre 2 jieT pe6HKY BIlepBbIe ITPOBOAMIIACDH
DKI'. 3akiouyeHre: pUTM CHUHYCOBBIN, 125—142 ym.
B MuH, nomoxenne DOC HopMalbHOE, VIEKTPH-
yeckasi ajbTepalus >KelyTouKOBOro KOMIUIEKCa,
TMOBBbIIIIEHA 2NEeKTpUUYecKasi aKTUBHOCTh MHOKapaa
JieBoro xkenynouka. [pu nanapHeiiinem HabnoneHun
DKI He nMena CyllleCTBEHHON TUHAMUKMN.

Dx0KI": mocTOBEepHBIX MPU3HAKOB CEMTaIbHOrO
nedekTa, a TakKe HapylleHUs] TeMOIUHAMUKU T10
OONBIIOMY KPYry KpOBOOOpAIleHUSI HET, «IOKHBIe»
XOpIbI JIEBOro XKelynouka. B Bozpacre 5 et y pebeH-
Ka Ha Dx0KI 6bL1 0OHapy>KeH YMepeHHbII Ipoiarc
MUTpPATBHOrO KjanaHa ¢ yMEpeHHO! peryprurtaiu-
eil, DXJI2K.

Ha npuéme y Bpaya pebeHOK >KajoBajcsl Ha
YTOMJISIEMOCTb, FONOBHBIE 60, OCHOBHOE 3ab05eBa-
HUe cpemnHeil TsokecTu. CaMOUyBCTBUE HE Hapyllle-
HO, akTuBeH. COH CITOKOMHBIM, alMmeTUT COXpaHeH.
Macca Tena — 17 kr, poct — 106 cM. OcMOTp BBISIBIT
HaJIMYMe CTUTM IUCAMOpHUOreHe3a: HUBKMU pOCT
BOJIOC Ha T'OJIOBe, aHTHMOHTOJTOUIHBIN pa3pe3 rias,
paciiMpeHHOe MepeHoche, HU3KOMOCaKeHHbIE YII-
Hble PaKOBUMHbBI, aHoManus | manpla kuctu. Kox-
Hble MOKPOBbI CMYTJble, yncThie. CIU3KUCThIE YUC-
Thle. TTONKOXHOKUPOBOI CIOM Pa3BUT YMEPEHHO,
pacrpeneneH paBHoMmepHo. [lepudepudeckue M-
daTtryeckue y3abl He yBeTMYeHbl, 6e3001e3HeHHbIE.

Ilpu manpmanuu KocTeil yeperna oTMevanach
He3HauYMTeIbHAasl CKOLIEHHOCTh 3aThlaKa. ['pynHast
KJIeTKa BU3yaJIbHO He M3MeHeHa, MpY Majblaluu
6e3bonesHeHHas. OOpaiaao Ha cebsd BHUMaHUE
npuBeneHue obeux kucreil. [IpoHanus B ydesa-
MSICTHBIX CycTaBax 3aTpyldHeHa, 0COOEHHO B JIEBOM,
OCTaJIbHblEe OBUKEHUS B TONHOM obbeme. Cruba-
HUE B MAUCTAJbHBIX MeXGaJTaHTOBbIX CycTaBax
I u Il manbieB obenx KUCTeld He OCYIIeCTBIISIETCS.
KoneHHble M TONEHOCTONHbBIE CYCTaBbl BU3YalbHO

He M3MEHEeHbI, TUIepeMUM, OTEYHOCTU U MECTHO-
T'0 TIOBBIIIEHUS] TeMITepaTypbl KOXXU Hald HUMU He
HaOMONaNoCch; MacCUBHbIE U aKTUBHBIE TBUKEHUS
B HUX B ITOMHOM oObeMme. OTMeuanach BaJbI'yCHasI
nedopMals HUXXHUX KOHeYHOCTed. MbIleqHbIi
TOHYC He3HauUMTeNbHO nudhdy3HO cCHUXEH. B 0bornx
JIETKMX JObIXaHue Be3aukynsipHoe. TOHBI cepaiia puT-
muyHble ¢ YHCC 88 yao. B MUH, BBICTYIIABAJICS XJI0-
narouii I1 ToH Bo BTOPOM U TpeTbeM MeX pebepbsiM
ceBa, HEXXHBIM CUCTOMMYECKUI LIIYM Ha BepXYILLUKe
u pacieruieHye II ToHa Ha Bepxymike. 2KuBor mpu
najabplaluu MATKWK, 0e300me3HeHHbIN. [leueHp n
cene3eHKa He yBenmdeHbl. CTyJl 1 MOYeNCITyCKaHue
He HapyIIeHbI.

ITomuMo ocHOBHOro 3aboneBaHMs y pebeHKa
uMenach XpoHUYecKasi LepebpaibHasi HemoCTaTou-
HOCTh B (popMe cOCynucToi Iiecanruu, o0ycIoBIeH-
HOI CHUKEHNEM KPOBOTOKA B BepTeOpoOa3mISIPHOM
bacceiiHe, MPeMMYIIECTBEHHO CIIpaBa.

CnenyeT NOMHHUTbH, UTO MpPOrHo3 3a00-
JICBAaHUSA IIPpU I[aHHOfI IIaToJIoruu B LICJIOM
XOpOI].II/Iﬁ M 3aBUCUT OT TAXECTU IMOBPEXK I1C-
HUH cepaua.
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A CLINICAL CASE OF HOLT-ORAM SYNDROME
IN A CHILD

S.Ya. Volgina, N.I. Kleimenova

Summary

Presented was a clinical case of Holt-Oram syndrome
in a girl which has an autosomal dominant pattern of
inheritance and is characterized by a combination of
developmental abnormalities of the upper extremities
and pathological changes of the heart (congenital defect,
mitral valve prolapse). The frequency of occurrence in the
population is unknown.

Key words: Holt-Oram syndrome, abnormalities of the
upper limbs, the child.
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