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331. TETEPOTEHHOCTh KIHMHMYECKHX H
MOP®OJIOTMYECKUX TMPOSBJIEHUN CEMEWM-
HOM ®OPMBI TUITEPTPO®HUYECKOM
KAPAUOMMUOIIATUHN

IOmenko M.B.*, Kosnmenok A.B. **, HoBuk T.A.*,
I'yakoBa A A.**, lnsaxto E.B. ***

*Cankr-IlerepOyprekas Tl'ocynapcTBennas
[lennatpuueckas Mennunnckas Axkanemus, Poccust
*#*Cankr-IlerepOyprekuit rOCyIapCTBEHHBIH

MEIULMHCKUN YHHMBEPCUTET MMeHM akaxemuka JLIL
IlaBnoBa, Poccus

**DenepanbHbIi LEHTP cepala, KpOBH it
SHIOKPUHOJIOTUM HMEHH akaaeMuka B.A. Anmasosa,
Poccus, Canxt-IletepOypr

Beenenue. I'mneprpoduueckas  KapAHOMHOIATHS
(FKMIT) TIPUHAIIICIKAT K YUCITY Hauboee
pacipocTpaHEHHBIX HAacJIeICTBEHHBIX 3a00JIEBaHUH cepIa.

[lenp pabotel: mpoaeMoHcTprupoBaTh Teuenne ['KMII y
pobaHa 1 YICHOB €0 CEMBH.

Marepuansl U Meroabl. B wHcciienoBaHUM TPUHSIN
yuactue 5 dyenoBek — mpoOaHj ¢ 0OCTpyKTHBHOW (hOpMOii
I'KMIT u 4 ero KpOBHBIX DPOJICTBEHHHMKa — 0alyIika o
OTIIOBCKOW JIMHWHW, MaTh, OTEI[ M Miaamwmid OpaT. Bcem
MaIFeHTaM MMPOBOAMIOCH KiImHIYeckoe obcienoBanue (DK,
OXOKI'), reHealorMueckuié aHaIM3 C IOCTPOCHUEM
POZIOCIOBHOM.

Pesynbratel. [Ipo6arg B., 1991 r.p (16 ner.) XKanoOst
Ha TEPUONUYECKre OOJHM KOJIOMIErO XapakTepa B O0JIacTH
cepama B TOKOE W TPU SMOIUOHAIBHOW Harpyske, He
JIOCTABISIIOIIE OCOOEHHOTO MUCKOM(OpTa, MPOXOJSIIUE B
TEYEHHE HECKOJBKMX MHHYT, MOBBIIICHHAS YTOMJISIEMOCTB,
OpPTOCTATHYECKUE TOJIOBOKPYKEHHUS, TOJIOBHbIE OOJH, TNpH
MoJbEME IO JIECTHHIIE Ha 5 3TaX YMEPEHHO BBIpa)KCHa
onpimka. CeMelHBIN aHaMHe3 IO 3a00JIeBaHUSM ceplla B
MoJIogoM Bo3pacte He oTsaromied. JuarHoz TKMII
YCTaHOBJIEH Ha MepBoM Mecsille xu3uu. B nunamuke 9XOKI
0TMEYaIIoCh pe3koe YBENIUYCHUE TOJIIHHBI
MEXOKENyIouKoBoi  meperopoaku  (MXKII), 0COOEHHO
OBICTPO TIpOTpEcCUpYIONIee B Mepuoia mybepraTta (TONIIHHA
MXII B 4 roma = 16 MM, B 12 netr - 20 MM, B 16 et - 45
MM).
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OXOKI" ot 16.10.2008: Ilomoctu cepaua He
pacumpeHsl. BplpakeHHass acMMMETpUYHas THHEPTPOdUs
JIEBOTO JKEIyAOYKa C MakCHMyMOM 10 45 MM B cpenHei
Tpetn, mHACKC Macchl muokapma (MMMpy) = 250 /M.
JlokanpHBIX HapyIIEHUH COKPATUMOCTH HE BBISIBICHO, OOIIast
COKpaTHTeNnbHas crocoOHocTh He cHIvkeHa (EF mo Simpson
63%). HeOompmast mnatentHas obOctpyknuss BTIDK
(maxcuManbHbli rpagueHT aasieHus B BTJDK (PGgrpk) B
nokoe 7-8 mm, mocne Harpy3ku (20 npucenaHwuii)
yBenuueHue 10 25 mm  Hg). PecTpukTHBHBIM THI
TPaHCMUTPAILHOTO KPOBOTOKAa. CHCTONNYECKOE HaBJICHUE B
NEroYHOM apTepuu Ha BepXHEH TIpaHuIe HOPMAJIBbHBIX
3HaUYeHWH. 3akiroueHne: BplpakeHHas acHMMeETpUYHAs
rureptpodus neBoro kemymouka (IKMII) ¢ nHeGombmmoi
mateHTHOH  oOctpykmmert  BTJIDK.  Jlmactonmmdeckas
muchyukmus JOK. B ¢despame 2009 r. OGompHOUM B.
koHCcynmbTHpoBaH B HIICCX wum. A.H.bakynesa PAMH.
[TannenT HampaBieH Ha ONIEPAaTHBHOE JICUCHHE.

PesynbraThl oOcienoBanus cembH nanuenta B.: Matpb
narenTa B., 1966 r.p. (42 roma) 3aopoBa. baOyiika mo
oTuoBcKou yinHuM, 1934 r.p. (74rona). [lpu ocmotpe xayiod
He mpenbsBisuia. C 40 ser GecroKosAT TNepHOANYECKHUE
noabEMBI aprepuanibHoro napinenus. OXOKI: HeGonbioe
pacmmpenue npeacepauid. Mesxokery10uKoBasi Ieperopoka
S-06pa3HO HW30THYTA, Oa3albHBIA CErMEHT yTONIICH 10 14
MM. HeGompmas runeprpodus nesoro xemymoaka (MMM —
108 r/m?). TnoGanbHas cokpaTHMocTh Muokapaa JIXK me
camxeHa (OB nmo Simpson = 61%). JIokanbHBIX HapyLIICHUH
cokparuMmoctu He BbABiIeHO. [Jommuep KI': KpoBotok B
BTJIX me yckopeH m mpu Harpy3ke (15 mpucemanmii) -
okojo 8 MM.pT.cT. JlaBneHue B JIETOUYHOHW apTepuu
noseiieHo (39 mm.pr.cr.). Jnacronuueckas ¢ynkius JDK
coxpanena. Jluarnos I'KMII BnepBele OCTaBlI€H B MEPUOJ
HaCTOSALIEr0 00CIe0BaHusI.

Oren, 1966 r.p. (42 roga).
TIPEIBSABISI. JlaHHBIX 32 HamuuuMe |y TAIMeHTa
apTepuaNbHOW THIEPTEH3MH He moiydeHo. DXOKT:
ITonoctu cepaua He pacmupensl. bazanbubiil cerment MKII
yrommieH 10 15 mm. I'mobanbHas cOKpaTMMOCTH MHOKapjaa
JOK ne cHmxkena [lommnep KI: JlaBieHue B JieroyHOM
aprepun moBbimeHo (36-40 mm.pr.ct.). [Imacrommdueckas
obyukuust JOK: Hopma > 1 tun aucdynkimu. B mokoe Het
obctpykimu BeixomgHoro tpakra JIK. Ilocnme dusmyeckoit
Harpy3ku rpanuent nasneHus B BTJDK moswicmiics mo 15
MM.PT.CT. (He3HAUUTENbHAasl CKPBITas 0OCTpyKIws). Anarnos
I'KMII BnepBele mOCTaBIEH B IIEpHOJ HACTOALIETO
o0cien0BaHus.

Bpar, 2002r.p. (6 ger). DXOKI ot 12.11.2008:
IMonmoctn cepaua He pacmmpeHsl. TommuHa W Macca
muokapaa (MMM — 86 r/m%) He yBennueHsl. [oGanbHas
cokpatumocth Muokapaa JDK we cHmwkena. CrTBopku
KJIAIIAaHOB, HJOKAP/, KPYITHBIE COCYABI — 0€3 0COOEHHOCTEH.
Honmnep KI': Kposorox B BTJDK He yckopen. [laBnenue B
JIETOYHOM apTepuy HEe TOBBIIICHO. YYHUTHIBAs OOHApYyKEHUE
MIPU3HAKOB 3a00JIeBaHMsI Pa3HOW CTENEHH BBIPAKEHHOCTU B
TpeX TMOKOJICHUSX CEMbH, IaleHT CYUTAETCS YCIOBHO

IIpn ocmotpe xanob He

30POBBIM.
BeBoasl. 1. IIponemMoHCTpHpoBaHa  BbIpaKEHHast
TETEPOTEHHOCTh  KJIMHWYECKUX U MOP(OIOTHUECKHX

MIPOSIBJICHNI 3a00JIeBaHMSl Y TOPAKCHHBIX YJICHOB OJHOM
CeMbH, B TOM duclie pasnmgHas Mopdomorus MXKII - or
MHHHMAJIbHO BBIP)KCHHOM, JIOKAIN30BaHHON Truneprpodun
J10 3KCTPEMAJIBHOM.
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2. OGcnenoBanne uineHoB cemeil mamueHtoB ¢ ['KMII
CHOCOOCTBYET BBISIBIICHHIO 3a00JICBaHUS Ha paHHEH cTaany,
W3Y4YCHUIO 3aKOHOMEPHOCTEH TedeHus OOJIe3HH BHYTPH
OJTHOH CeMBbH M ONTUMH3ALMH TAKTHKU BEJICHUS TTAI[IEHTOB C
cemeitHoit ¢dopmoirt I'KMII, otbopy mammeHTOoB IUIs
TEeHETHYECKOTO TECTHPOBAHUSA, a TaKXKe OIPEAEICHHIO
WCTUHHOM 9acTOTHI 3a00JIEBAHNS B MOITYJISIIAH.

3. OOHapyxeHHe MallblX IPH3HAKOB 3a00JIeBaHUS Y
YJICHOB CEMbH IPOOaH/Ia JIOJKHO PacCMaTpUBAThCS B MOJIb3Y
HOCHUTENIbCTBA MYTAHTHBIX T'€HOB M YCTaHOBJCHHs (akTa
ceMeiHo (hopMBbI 3a00ICBaHUS.

4. YV mnauuentoB ¢ I'KMII, numarHoctupoBaHHON B
JIETCKOM BO3pacTte, B IIEPHOJ HHTEHCHBHOTO pOCTa H
MIOJIOBOTO  CO3PEBaHMS OTMEYAeTCsl IPOTPECcCCHpYIoIIee
YTOJILICHHE M2XKII, 4TO Tpedyer TLIATEIILHOTO
TUHAMAYECKOTO HAONIONCHHS 3a MAWEeHTOM Ui Moxdopa
MEIMKaMEHTO3HOH Tepanuu M yCTaHOBJIECHHUS ONTHMAJbHBIX
CPOKOB OIIEPaTUBHOTO BMEIIATEIILCTBA.

332. BJUSHUE CYJb®ATHOM HATPUEBO-
KAJIBIIMEBOM MMHEPAJIBHOM BOJbl HA
JABUT'ATEJBHYIO ®YHKIHWIO KEJIYJAKA Y
JIETEN

SmongunoB P.H., Buxapesa E.I'., UssipoB K.H.,
Kynsa6una A.C., HoBukoBa A.A.

I'OY BIIO MxeBckas rocynapcTBeHHas MEAULIMHCKAs
akagemus, r. lbxesck, Poccus

[lenp  wuccrnenoBanus.  OueHuts 3G GEKTUBHOCTD

IUTHEBOW OalbHEOTEepaIliy 10 IOKa3aTeIAM JABUraTeIbHOH
GbyHKOMM ~ KedyAKa y  JeTed ¢ XPOHHYECKHM
racTpOyOJICHUTOM.

Marepuan u wmeronsl. MccnenoBana nBurarensHas
(GYHKIHS JKeTyIKa ¢ MOMOIIBI0 3MekTporactporpagda II'C-
AM 'y 37 gpereil ¢ XpOHMYECKMM IOBEPXHOCTHBIM
(9pUTEMAaTO3HBIM) TaCTPOLYOACHHTOM B (ha3e 3aTyXaromero
oboctperns. [lomumo oOmenpuHATHIX moOKazareneidr OIT
(cpennsas aMIUIUTYAa KonebaHuil — M, CpeIHss aMIUIUTyAa
MaKCHUMAaJIbHBIX KOJIEOaHUI Mpnax, CpemHssl aMILIUTYZAa

MUHUMAJIBHBIX ~KoNeOaHui — My, CpemHss dYacToTa
cokpameHnii — N)  BBUHCISUIM  JHEPreTHYECKUH
koo purnment (K Mg, x N). Hsyueno BnusiHue
BHYTPEHHETO npuéma IIUTHEBOM cJ1a001IEeNIOYHOM
CpEIHEMUHEPAIN30BaHHOM cyibdaTHoit HaTpPUEBO-

KaﬂLHI/IeBOﬁ MHHepaHLHOfI BOJbI «YBHUHCKas» Ha OCHOBHEIC

napameTpsl D07

Pesynbratel n ux obOcyxpaenue. Ha ocHoBe aHammsa
pUTMa, YacTOTHl  COKpAlleHWA W  BBICOTHI  3yOLIOB
HOPMOKMHETHYECKHH  TUI  JBUTAaTEJIBHOW  aKTUBHOCTH

BEISBIICH y 13 OONBHBIX, THIECPKUHETHYCCKHH y 17 u
TMIIOKUHETUYECKUI y 7. Ilomumo  u3yuyeHus
3¢ PEKTHBHOCTH KypCOBOI MUTHEBOH OallbHEOTEpANNH, HaM

MPEeACTaBUIOCh  lelecoo0pa3HbIM  OIEHUTHh  BIIMSHHUE
ONHOKpaTHOro  mpuéma  YBHHCKOH  CJIa0OIIEIOYHOM
CpEeIHEMUHEPAIN30BaHHOM cyibdaTHOi HaTpPUEBO-

KaJbIIMEBOM THTHEBOW MuHepaidbHOH Bomsl (YMB) Ha
MOTOPHKY  KeJlyika B TaK Ha3blBaAEMBIX  «OCTPBIX
HaOMoeHUIX». bruonoTeHnnansl perucTpupoBaIn HaTOIIAK,
HENocpeACTBEHHO mociue npuéma YMB B nosze 3 mi Ha Kr
Macchel Tena Temmneparypsl 37°C u depes 15 mMunHyT mocne
npuéma YMB.

Y pmeret ¢ rumepkmHeTHYecKMM TUmoMm  OI'T
onHOKpaTHbIM npuéM YMB uepe3 15 MuH npuBogun K





