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P.®. Xakumona, [.C. IllarmaxmertoBa,
JI.B. Xpamoga, T.B. MuxaiinoBa. (Kazann). Bnep—
Bbl€ BbISIBJIEHHBIH NMePBUYHBbINA UMMyHOIeUIMT
y pedenka 7 et

B mactosiee Bpemst nzBectHo 6osee 80 Bapu-
AQHTOB TIEPBUYHBIX (BPOKAEHHBIX) UMMYHO/IehU-
1nuToB. MlcTuHHAsA pacnpocTpaHeHHOCTb HepBUY-
HBIX UMMYHO/Ie(UITUTOB HE YCTAHOBJIEHA, OJIHAKO
WX CyMMapHas 4acToTa, 110 JaHHBIM Immune
Deficiency Foundation (IDF, CIIIA), B 4 pasa mipe-
BBIIIACT TTOKA3aTeIb PACIPOCTPAHEHHOCTH MYKO-
Buciuo3a. HecMoTpst Ha pazpaboTaHHbIe CTaHIap-
TBI IMAaTHOCTUKY MEePBUYHBIX NUMMYHOIeDUIINTOB
o craTucTuke, 6osee yeM y 70% GONBHBIX UMMY-
Hogedunut He onpenessercs. Jloboi BapuaHt
[IePBUYHOTO NMMYHOZIe(UIINTA POSIBIISIETCS Tak
Ha3bIBAMBbIM MH(MEKIIMOHHBIM CHHAPOMOM, KOTO-
DbIii MeeT Psifi 0COOEHHOCTEL: HEOOBIUHOE Teue-
HUe, HeoObIYHBbIE BO30YAUTENH, MYJIbTU(HOKAIb-
HOCTh. B HEKOTOPBIX ciydasx WHQEKITNMOHHBIHT
CUH/IPOM COYETAETCH € BBIPAKEHHBIMU CUMITTOMA-
MU CO CTOPOHBI IPYTUX OPraHoB u cucteM. OHum
13 TAKUX MIePBUYHBIX UMMYHOICPUITUTOB SABJISIET-
cs aTakcusA-TesleanTnakTazus (cungpom Jlyu-bap).

B kauecTBe TpuMepa IPUBOIUM UCTOPHIO 6O-
siesun M. 7 JieT, y KOToporo BiiepBbie OblLia [Iia-
THOCTHPOBaHA JlaHHas popMa MMMYHOIeUINTA.
MasbyuK HOCTYIIII B IIyIbMOHOJIOTHYECKOE OT/Ie-
nenne JIPKB M3 PT ¢ skamobamu Ha HETPOAYK-
TUBHBII KallleJib, O/IBIIIKY, BAJIOCTD, CHUJKEHUE all-
neruta. PeGeHOK OT BTOpOii GepeMeHHOCTH,
npotekasiiei 6e3 0c06eHHOCTE, BTOPBIX CPOYHBIX
poioB, ¢ Maccoit Tesia 3900 1, 1IUHON 57 ¢M, OTleH-
Kot 110 mKase Anrap ot 8 10 10 6amnoB. Beimucan
u3 poanoma Ha 6-e cyTku. B cembe ette 4 neteit, y
MUIIAJIIIEN CECTPBI, CO CJIOB OaOYIIIKI, He3apalleHue
TBepI0ro Heba, TpebyIoliee OllepaTUBHOTO JIEUEHHMSI.

Anamnes 3aboseBanus ckyzier. CoracHo JaH-
HBIM MEIUIMHCKON JOKyMeHTaIuu, peOeHOK Ha-
GJTIO/IAJICST HEBPOIIATOJIOTOM C JIMAaTHO30M JIETCKO-
ro tepebpamproro mapannda ¢ 2001 1., moayan
JiedyeHue B HeBpoJiorndeckuM otiesienun IPKB u
HaXOJIWJICS Ha MHBAJIMIAHOCTHU. V13 epeHeCceHHbIX
um 3abosieBanuil obpamanyu Ha ce0s BHUMaHIKe
YaCThle PECHIPATOPHBIe 3a00/I€BaHIIs, B TeUeHHe
MOCJIe/IHUX JIeT OTMevasICsl IIOCTOSIHHBIN KallleJIb.
B mapte 2005 r. 6o1bHOI teunsics B JIOP-oraene-
nvu [IPKDB 1o moBomy ABycTOpOHHErO THOWHOTO
CHHYCHTA, THOHOTO OTHTA, 3aTSIKHOTO OPOHXUTA.
B neka6pe 2005 1. OH IlepeHec 0CTPYIO ITHEBMOHKIO
(naxoauncs ua jgedernun B [[PB mo mecty xu-
TEJIbCTBA).

Hapymenne koopannaiiy ABMKEHUA U TIOTIa-
THIBAHUE MPU XObOE UMEJIU MECTO € OJIHOTO roj[a
5 mecstiieB. C poskieHust HabJIIOIaIUCh U3BUTHIE
cocy/ipl Ha ckiepax. IIpodunakruyeckne npuBuB-
K11 OBLITU CIIETAHDI TI0 UHIMBUIYATbHOMY KaJleHIa-

pio, 6e3 peakIuii. AJIeprosIorndecKuii aHaMHes -
6e3 ocobeHHoCTell.

CocrostHue TP MOCTYIIEHUH TSKeI0e, 00yc-
JIOBJIEHHOE [[BIXaTeJTbHOU HEeNOCTATOYHOCTHIO
IT cTenenu, nHTOKCUKAIIMEH, HEBPOJIOTUUECKOM
CUMIITOMATHKOIL. PeGeHOK BSLIbIii, CAaMOCTOSATE Ib-
HO He XOJIUT, CUUT ¢ Tonepsxkkoil. Habmomaercs
OTCTaBaHUE B ICUXOMOTOPHOM Pa3BUTHH (TOBOPUT
oTziesIbHbIE €T0Ba). KosKHbIe TTOKPOBBI OJieIHbIE ¢
cepoBaThiM oTTenKoM. Ha koske IIiek, cKepax — co-
CY/IUCTBIE 3BE3M0YKH, B TOJIOMATOYHON 06J1acTu
crpaBa — /[Ba IsATHA 11BeTa Kode ¢ MostokoM. [Toz-
KOJKHO-’KMPOBasi KJIeT4aTka pasBuTa ciaabo, pac-
npezesieHa paBHoMepHo. Jlumparudeckue y3Jibr:
MAJIBITUPYIOTCS BCe TPYIIITBI, 6e300JIe3HEeHHbIE, TTO/I-
BUKHBIE, He CITAsTHbI C OKPYJKAIOIIeN TKaHblo; TOH-
3WJUISIDHBIN y3eJ cJieBa yBennueH (2x3 cm), Ges-
GOJIe3HEHHBI, 2JACTUYHBINH, He chasH ¢
oKpysKatoreil Tkanbio. HocoBoe npIxanue 3aTpy-
HEHHOe, OT/IesIsieMoe cauaucTtoe. IpyiHas KiaeTka
nebopMupoBata, BOpPoOHKo0OpasHoii hopmbl. Hac-
TOTa JbIXaHUs — OT 52 710 56 B 1 MunyTy. Oibiika
CMEIIIEHHOTO XapaKTepa ¢ peodiajaHieM HHCIIU-
PaTOpHOro KOMITOHeHTa. [IepKyTOpHBIil 3BYK He 13-
MeHeH, ayCKYJIbTATUBHO ¢ 0O6EUX CTOPOH BBICITY -
BAIOTCsI pa3HOKaJIuOepHbIe BJIaKHbIE KPEIUTH-
pyIoIine ¥ MeJKOIIy3bIpuaThle Xpumbl. YactoTta
cepreunbix cokpamenuii — 128 B 1 mumnyty. Tonbt
cep/iia pUTMUYHbIE, TPUTJIYITIEHHDIE, CUCTOJINIEC-
Kkuii mryM Ha Bepxyiike. [legens +1 cm. Macca tena
MpH TOCTYIIeHnH B cTarnnonap — 17500 T, anmna
Tesa — 112 cm.

OO6muii aHamM3 KPOBM HAa MOMEHT MOCTYILIe-
nust: 1. — 19,9x10° /o1, ap. — 4,00x10'2/1, Hb —
103 r/n, Tpomborr. — 269x10°/1, COI — 13 mm /4,
. —11%, c. — 76%, 503. — 0%, MoH. — 5%, mmd. — 8%.

O6mmit ananms Moun 6e3 0co6eHHOCTeH, TOIb-
ko otH. L. — 1010. Ananus mouu o Heunmnopen-
xo: 1. — 500, ap. — 500.

Komporpamma: HelTpasbHbIN KUD +, KpaxX-
Mas efl., GOpMeHHbIEe AJIEMEHTHI, TTpoCcTeIe 1
SIa TeTbMUHTOB HE OOHAPY KEHBL.

BroxuMudecKuii aHasIis KpoBU: OOIIII GeIoK —
56,4 r/n, ALT/AST — 11/24 E/n, MmoueBuHA —
1,87 MMoJB/N, CHIBOPOTOUYHOE KeTe30 —
5,28 mrmosb/ 11, OKCC — 47,0 mmoss /i, JIIT —
279,2 E/n. YpoBeHb UMMYHOTJIOOYJIMHOB B CHIBO-
potke kpoBm: Ig A — menee 0,261 r/x, [g M —
0,84 r/m, Ig G —1,81 r/1 (ANCUMMYHOTTIOOYIH-
eMUs 32 cYeT HU3KOro cojepxkanus Ig A u nedu-
nuta Ig G).

Xnopujbl mota — 36 MIKB/JI.

Mazok u3 3eBa: MUKpodIopa He BbIJeJICHA.
Bakmnoces mokpotsr: Candida — 4x10.

Y3U tumyca: jkesie3a BU3yaJTU3UPYeTCs dac-
tryHo. [Ipennosaraemast Macca ee yactt — 7 rpam-
MOB.

Penrrenorpadust opranoB TpyHON TTOJOCTH:
HepPaBHOMEPHO CHUKEHA BO3/IYITHOCTh OOOUX JIeT-
KHX 32 c4eT HGUIBTPATHBHBIX N3MEHEHH B BEPX-
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HEM JIETOYHOM TI0JIe CITPaBa, B MeIAIbHO-06a3a/Ib-
HBIX OT/IeJIaX ¢ 00enx cTOpoH, Ha done Tpy6o Je-
(hopMHUPOBAHHOTO COCYAMCTOTO prucyHKa. KopHu
PACIIHPEHBI, CTPYKTYpa cHIzKeHa. CHHYChI CBOOO/I-
Hble. [paHUIIbI cep/Ilia He YBeTuIeHbl.

Koncynpranus okynncta: OU- 1ucku 3puTesib-
HBIX HEPBOB PO30BbI€, TPAHUIIBI YeTKNE, BEHBI O~
HOKDOBHbIE, PACIIUPEHHbIE, ADTEPUU HOPMAJIBHO-
TO JiInaMeTpa.

Koncynprammms JIOP-Bpaua: suaraos octporo
puHobapuHTUTA.

C yuerom ocobeHHOCTElN aHAMHe3a (PeluanBU-
pyomuil MHOEKIMOHHBIN CUHIPOM B BHUJE BO3-
BPATHBIX PECTTUPATOPHBIX U CUHOITYJIbMOHAJIBHBIX
MH(bEKINIT; HeBPOJIOTUYEeCKUEe HapYIIeHS — U3Me-
HeHWe TIOXOJIKH, MOIITaThIBaHUE MPU X0Ab0e, cJia-
6OCTD, BAJIOCTD, 3aMeIJIEHHOCTD JIBUKEHHIT; OTCTa-
BaHUe B GU3NUECKOM PA3BUTHH; COCYIUCTBIE
3BE3/I0YKH HA CKJIEPAX C POKACHUS), KIMHUYEC-
KUX JIAHHBIX U PE3YJIbTATOB JIAOOPATOPHBIX U WMH-
CTPYMEHTAJIbHBIX UCCIIEA0BAHUI ObLI MPE/II0JI0-
JKeH TUArHO3 MEePBUYHOTO MMMYHOIedUIuTa,
ATaKCUU-TeJIEAHTUIKTA3UU. Y POBEHb O-heTorpo-
TeMHa B CBIBOPOTKE KPOBU B KaueCcTBe [UATHOCTH-
gyeckoro Tecta coctaBusn 147,5 ME /v, 4uto 3Ha-
YUTEJNbHO MPEBBIINIAI0 HOPMY U TIOATBEPIKIATIO
KJIMHWYECKU TUarHO3.

[Ipn nanHOM BapHaHTe TTEPBUYHOTO MMMYHO-
neduuTa OYeHb BBICOKA YaCTOTA 3JI0KAUECTBEH-
HbIX 3a00J1€BaHNiL, T09TOMY GbLJIa TTPOBE/IeHA O10-
TICUST YBEJNYEHHOTO TOH3WJIIPHOTO JuMdarn-
YeCcKOro y3ia. 3akiiouenue: TuMborpanyieMaros,
CMeEIIaHHO-KJIETOUHBI BapuaHT ¢ abeppaHTHOMN
akcrpeccreir CD20.

B orzesenny peGeHOK MOTyYa aKTHBHYIO aH-
TrbOaKTepUaIbHY 0 Tepariiio (11edasoinH, celeMu-
IIMH, AMOKCHKJIAB, CYJIbIIEPA30H MaPEHTEPAIBHO,
GUCEIITON BHYTPD), TIPOTUBOTPUOKOBYIO (AUIIIO-
KaH BHYTPUBEHHO) U 3aMECTUTEIBHYIO UMMYHO-
06y IMHOM BHYTpHBeHHO (ramuMyH H B Kypco-
BOI 103e 15 TpaMMOB), oTXapKuBaroIliue u OPOH-
XOJIUTUYECKUE TIPerapaThl, hepMeHTHI, pernapaTbl
JKeslesa, a Takke Maccak rpyanoit kinetku u JIOK.

Ha dore neyenust oTMevaach moJ0KUTETbHAS
JIUHAMUKa. PeGeHOK cTajl aKTUBHBIM, YIIyYLIAJICS
anmeTut, npubaBiiI B Macce tesia 10 19 Kr mpu BbI-
MTUCKe, XOJIUT C TIOJIEPKKOM, MOBBICUIICS IMOIIHO-
HaJIbHBIN ToHyc. Kameab pekuil, OAbIIIKYA HET,
AyCKYJIbTaTHBHO COXPAHSINCh BJIAKHBIE MEJIKO-
Iy3bIPYAThIEe XPUITBI ¢ 0OEUX CTOPOH.

OO6muit anaaus kposu: JI. — 5,4x10° /1, ap. —
4,97x10" /1, Hb —108 /a1, TpoM6on. —222x10° /11,
CO3 — 13 mm/4, 1. —2%, ¢. — 38%, 203. — 2%,
MOH. — 6%, mMd. — 52%. YpoBeHb UMMYHOTJIO-
GyJIMHOB B CIBOPOTKe KpoBu: Ig A — Menee 0,261 /71,
IgM - 0,74 /1, Ig G 7,84 /1 (mucuMMyHOTJI0-
OyJIMHEMUS COXPAHSIETCS 32 CUYET HU3KOTO COoMep-
skauusd Ig A, yposens Ig G 3naunTenbHO TOBBICHII-
cs1). Ilpornos 3aboseBaHus cepbe3Hblil. Peberka
nepeBesi B OHKOTEMATOJIOTUYECKOe OT/IeJIeHIe
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JAPKDB M3 PT m14 nanpHeiiero je4enns, ecTh He-
06X0[IUMOCTD B TIOCTOSIHHOM €r0 HAOJII0JIEHUN CO
CTOPOHBI TleJiaTpa, reMaToJIora, KIMHUIeCKOTO
MMMYHOJIOTQ, ITyJIbMOHOJIOTA I HEBPOTIATOJIOTA.

JlaHHbIl KIMHUYeCKUI caydail mpejicTaBieH
HaMU C 1[eJIbI0 YCUJIeHUsT HACTOPOKEHHOCTH Bpa-
Yeii B IJIaHe IMarHOCTUKY MePBUYHBIX UMMYHOJIE-
(bu1mTOB, TOCKOJIBKY TOJILKO PAIMOHATIbHAS Tepa-
1S, BKJIOYAlOas UMMYHOTPOIIHOe JieueHue,
M03BOJIAET KOHTPOJIUPOBATh MH(MEKITMOHHBIN CHH-
JPOM y GOJIBHBIX JTAHHOI KATErOPHH.

VJIK 616. 831 —005. 1 —08

JL.U. CamepxanoBa, H.B. ®Puaarosa,
C.B. I'epacumoBa, /I.A. buasiioBa, A.A. SIpkaeB
(Kazanp). KiimHu4eckasi My3bIKOTepanus mpu
0CTPOM HapyIIeHHH MO3rOBOT0 KPOBOOOpaIeH ST

MysbIKOTEpaIus IBIACTCS CIelUAIbHBIM Me-
TOJIOM TICUXOTePaNiy ¢ MHOTOBEKOBOH MCTOPUEIL.
Ewte ITudarop, Apucrorens 1 [lnaTon obpamain
BHMaHVEe COBPEMEHHUKOB Ha 1[eJIEGHY 0 CHITY BO3-
JeiiCTBUS My3bIKI, KOTOPas, 110 UX MHEHUIO, yCTa-
HaBJIMBAECT IPOIOPINOHATBHBIH MOPSIOK ¥ FapMO-
HUIO B yesioBedeckoM Tejie. Kak camocrodrenbHas
JICITUTIJINHA MY3bIKaJIbHAs Teparys MIMPOKO Mpak-
tuxyetcst B CIIA, cdepa ee mpumeHeHms moCTO-
SHHO pactupsieTcs B ABctpanun, Anonnn, Hosoit
Senanaun, OxHolT AMepuke u B psijie cTpan EB-
porbl. B nacrosmee Bpems u B Poccun noarotos-
JIeHa TIPOrpaMMa o KJIMHUYECKON My3bIKOTepariuu
n chopMyJIMPOBaHA HOBasl HAy4YHast KOHIIETIIIHS:
"My3bIKOTEpanus — 3TO ccTeMa ICUXOCOMAaTHIeC-
KO peryJsiaiuu GyHKIMI opraHu3Ma JyesioBeka’.
B o ke BpeMst u3BecTHO, uTO hopMuposatue 6o-
Je3Hel, TKeCTh MPOSIBIEHUN KINHUYECKON
CUMIITOMATHKHU U XapaKTep TedeHUsI 1aToJI0rndec-
KHX IIPOIIECCOB BO MHOTOM OTIPEJIesIAIOTCS CTpec-
COYCTONYMBOCTBIO M 3aBUCAT OT YPOBHS a/IalITAI-
OHHBIX BO3MOKHOCTE OPraHU3Ma, 9HJAOTOKCHKO3a
U TICUXOJIOTHYECKOTO CTaTyCa.

[Tesbto ucceoBaHUA ABJSAIOCH U3ydeHUE
BJIMSTHUST KITIMHUYECKO MY3BIKOTEPAITMU HA TICUXO-
JIOTUYECKOE COCTOSIHUE, CTPECCOYCTONYNBOCTD,
AIATITAIIIO U SHIOTOKCHKO3 Yy GOJIBHBIX C OCTPbI-
MU HapyIIEHUSIMI MO3TOBOTO KPOBOOODAIIEHNUST
(OHMK).

ITox nuHaMuYecKuM HabIIOJEHUEM HAXO/HU-
mich 50 Gospabix ¢ OHMK 1o uiemMuueckoMy
Uty B Bo3pacTe oT 44 no 80 jer ( MmyxumH — 28,
skeHIuH — 22). VceaeoBanust IPOBOAUINCH HA
6ase OT/IeIEHHST COCYANCTON HEBPOJIOTHH TOCTTUTA-
Jis1 BeTepanoB BoiiHbl . Kazanu. ITpu obcnenosa-
HUU U JIEYeHU T TPUMEHSIIICE OOIIETPUHSITBIE Me-
Tonbl corjacHo MOIC. JleyeGHble ceaHChI
MY3bIKOTEPAIUH 110 CHEHaIbHO pa3paboTaHHOI
nporpamme noayuuian 25 6ombabix OHMK 1o
niieMuyeckoMy Tuity. I'pyIiry cpaBHEHMS cOCTaB-
Jisii 28 YCJI0BHO 3/I0POBBIX JHIL (MYysKUuH — 15,
skeHIuH — 13).



