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Bpoxpennsii nepporudeckuit cungpom (BHC) pas-
BUBACTCS B IIEPBBIC 3 MEC. XKU3HU, NIPEACTAB/ACT COO0U
KIMHIYECKA X MOP(OTIOrIYECKA HEOZHOPOAHYIO I'PYIIITY
3260JIEBAHII, MOJKET OBITh TEPBIUYHBIM ¥ BTOPHUYHBIM [0].

ITo muenuio JLIL Por (L.P.Roy) [5], CymiecTByroT 2 4eTKO
oTaryalomuecs GpopMbl — (PUHCKUHI TUIT U JU(@Y3HBINA
ME3AHTUAIBHBIN CKIEPO3. YUUTBIBAA MACCUBHYIO ITOTEPIO
6€/1Ka, IPOrHO3 B OOOUX CIy4asx HEOIArONPUATHLIN. B TO
JKE BPEMA UMEIOTCA 3A00IEBAHMA «CO CXOAHBIM TEYCHUEM»
Y OTIMYAIOIKAMCS NTPOrHO30M. COCTOAHHME HEKOTOPDIX
MAMVCHTOB HA ITPOTAKCHUK MHOTHX JICT OCTACTCA YAOB-
JIETBOPUTEIBHBIM. B CBsA31 ¢ MHOroo6pazueM nprant BHC
HMEIOTCA OLIPEAEIECHHDBIE AU(PPEPEHINATBHO-AUATHOCTH-
YECKUE TPYAHOCTH €I'0 BEPU(PUKALIUHL

Henap coobmeHns — 0O60OIMUTb HAII OIBIT B HA-
omonenuu gerert ¢ BHC. B TeyeHue mocaeqHux JeT MbI
HAOIIOAANN 4 JETel, Y KOTOPBIX Pa3BUTHE TUIIUYHOI'O
CUMIITOMOKOMIUIEKCA HE(PPOTUYIECKOI'O CUHAPOMA Pa3-
JIMYHOM IIPUPOJIBI OTMEYEHO C IIEPBBIX HEAEIb U MECALIEB
JKU3HU (Ta0IL).

Kinaungyeckoe HaOaoaenue 1

Manburk ¢ BpOXaEHHBIM CUGUINCOM, YMEP B BO3PACTE CEMM
aren. Pogunca nenoHowerHsim ¢ maccoi Tena 1800 r ot sTopoit
6epemerHocTv (nepsas 3akoHuMnack Beikuasiwem). Cpasy nocne
POXAEHMS NEPEBEAEH B OTAENEHME PEAHUMALMM HOBOPOXAEHHbIX
C AMArHO30M BHYTPHUYTPOBHOM MHbEKUMM (BPOXaAEHHBIH crdmnnc),
TAXENbIMM NONTMOPTAHHBIMX HOPYLLUEHUAMU CO CTOPOHbI LLeHTpOJ'IbHOlZ
HEPBHOW CMCTEMbl, neyenu, nodek. Habnionanics BeIPAXEHHbIE
OTEKM, XEeNTYLWHOCTb KOXHbIX MOKPOBOB, CMOPLLEHHOE NULLO, rena-
TOCNNEHOMEranus, aHemus, NpoTenHypus. V13 aHomHesa 3secTHo,
YTO BOCEMHOAUATUNETHSS MATb BOMbHA cdUIUCOM (3apaxeHie
NPOM3OLINO NPUMEPHO HA NATOM mecaue Gepemenroctn). He
neunnacs. Cembs HenonHas, acounansHas. Miccnenosaxue natono-
FMYECKOM TMNepTPOMUPOBAHHOM NIALEHTH OBHAPYXMIO NPU3HAKM
BHYTPHUYTPOBHOTO MHGUUMPOBAHKS, 3AKPLITHIE MPOCBETH COCYAOB,
rMnepnnasunio coeamnmutensHon Tkanu. Ceponoruyeckue npobe
KPOBM B OTHOLWEHUM CUGUIMCA Y HOBOPOXAEHHbIX B NEPBLIE AHM
KM3HW HE MMEIOT BONbLIOTO AMATHOCTUYECKOTO 3HAYEHMS, TEM He
MeHee y HaBMIoAaeMoro pebeHKa OHM Bbinu NONOXUTENbHBIMK 1
Bhile, 4em y matepu. C yueToM MONOXMTENbHbIX TECTOB HA CUdH-
JIUC Y MOTEPU W PEBEHKA, AHAMHE3A, KITMHUKW TeHEPANM30BAHHON
uHbekumn y pebeHka Bbin BLICTABNEH AMATHO3 — BPOXAEHHbIM
CUDUIUC, BPOXAEHHBIN HebpoTUueckuit cuHapom. pyrve dopmsl
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Habnioperna w3 npakTvky

[A. Makoseukas, J1.M. Masyp, HN. Kynukosa u ap.

BHYTPUYTPOOHBIX MHMEKLMH, O Takkxe remonutudeckas Gonesms
HOBOPOXAEHHOTO Bbif MCKMIOYEHBI B MPOLECCE NPOBEAEHNA And-
bepeHunansHOro auarHo3a. [MpoBoauMas MHTEHCHBHAS 1 Cneundu-
yeckas Tepanus 3bdekra He gana. Ha ayroncuu B nevern — ouarn
HEKPO3a, ME3AHTMANLHAR NponUdepauus B noukax. M3secTHo, uto
KIMHMYECKAS KAPTMHA BPOXAEHHOTO CHOUIUCA MOXET BAPLUPO-
BATb OT BECCHMITOMHOTO TEYEHMS IO TAXENOTO MONMOPraHHOTO
nopaxenus [1]. MocneaHee HOGNOAANOCH Y HAWETO NAUMEHTA.

Kinnaungyeckoe HaOII0aeHue 2

Manbumk M. — nomb B Bospacte 4 mec. scneactene 6Gbi-
CTPOTO HAPOCTOHWS MOYEYHOM HEAOCTATOMHOCTH. B oTaenewue
pearmaurn OBNACTHON KIMHUYECKOM GOMbHULLI MOCTYNUA C
BBIPOXKEHHBIMU ABAEHMAMN MHTOKCHKALMH, PACAPOCTPAHEHHbIMM
otekamu. OBpaLany BHMMAHKE GECMOKONCTBO, NNOXOM ANNeTwT,
onuroaHypus. 13 aHaMHE3a XU3HM W3BECTHO, 4TO pebeHok Ot
nepsoit 6epemeHHoCTH, poasl B 38 Hep., macca Tena 2700 r. Bo
BpemMs GEPEMEHHOCT MATb CTPAAANA XPOHWUYECKOM GeTonnaueH-
TAPHOWN HeROCTaTouHOCTLIO, rectozom. Otew peberka paboTan Ha
BPEAHOM MPOM3BOACTBE — B NAKOKPACOYHOM Lexe, Obil 3[0POB.
HacnenctsenHocTs He oTarouieHa.

Cpasy nocne BHIMMCKM M3 POMILHOTO AOMA HO 6-i1 feHb
KNM3HWM MOSBUNKCL OTeKM, NepsoHaYansHo Ha nuue. OBHapyxeHa
npotenHypus 1o 3,3 r/n. PebeHok neunncst no Mecty XuTenscTea
8 LIPB, a satem B Bo3spacte 4 mec. 6bin nepesener 8 ObnactHyio
knuHudeckyio 6onshnuy. CocrtosHne Taxenoe, obycnoeneHHoe
QHOCAPKOM, MHTOKCHKALMeH. B ananusax kposu kpeaturmH — 207
MKMOnb/, MouesuHa — 19,5 mmonb/n, xonecteput ceiBopoTku — 12
mmonb/n, COD — 40 mm/y, no- 1 aucnpoTenHemus, metabonu-
YeckWi aumnnos. Jleunncst ¢ NpUMeHEeHMEM MIOKOKOPTUKOWAOS, re-
MOPUHA, KYPAHTUIA, AE3MHTOKCUKALMOHHOM TEPANMM, NepEenmBancs
ansbymuH. CocTosHME NPOAOIXANO YXYAWATLCH, U pebeHoK noru6.

OuesuaHo, 4To B aaHHOM cydae umenn mecto BHC, noueunas
HeaOCTATOHOCTL. 1o nanHbiM Y3 noyex npeanonaranocs Hanuume
MNONAACTUYECKOM AUCINA3HM NOYEK.

M3BECTHO, YTO KOHKPETHBIN AMArHO3 BCETAQ ABASETCA UTOTOM NPO-
BOAMMOTO KIMHULMCTOM B3BELUMBAHMA» KOXAOTO CUMNTOMA C TOUKM
3PEHMS €10 COOTBETCTBMS M3BECTHBIM HO30MOMMYECKMM popmanm [3].

B nanHOM cuTyaumm, npexae Bcero, Obinv MCKIOYEHb BPOXAEH-
Hble MHbEKLMM, NONMKMCTO3 NoYek, TPoMBO3 noyedHbix BeH. beayc-
NOBHO, TUWIATENLHO QHAMM3MPOBANACH BO3MOXHOCTs passutis BHC
duHckoro Tvna, Yaue scero pernctpupyiowerocs 8 Cesepo-3anap-
HoM pervoHe Poccun. D10 ayTOCOMHO-peLeccHBHOE 3060MeBaHHE.
Mpeanonaraetcs, yto reH nokanuaosaH Ha 19-i xpomocome. Mpu
MOPONOTUYECKOM UCCIEROBAHNM OBHAPYXMBAIOT MUKPOKMCTbI Npe-
MMYLLLECTBEHHO NPOKCMMANbHBIX KAHQBLUEB B KOPTUKO-MEAYANAPHOM
30HE M NPU3HAKM HE3PENOCTH KiybOUKOB.

B Hawwem cnyyae Ha ayToncum Takxe OBHOPYXEHA BPOXAEHHAS
MATONOTMS PA3BUTUS — KWUCTO3HAS AMCTINA3MA MOYEK C aTpOduen
naperxumel. Ha puc. 1, a, 6, B NpeacTasneHa KapTMHA nouek
norubero peberka. TkaHb NOYEK COCTOANA M3 CHIEAYIOLWMX CTPYK-
TYP: NPUMUTUBHBIX M HENPABMALHO CHOPMMPOBAHHBIX KNyGOUYKOB C
ABNEHMAMM TUMONNA3MN W CKNEPO3Q, MHOXECTBEHHbIX KOHASbUEBbIX
KMCT PA3NMIHOM BeNWumHL U dopmsl. CTpoma npeacTasneHa Hespe-
NION COEAMHWUTENBHOW TKAHBIO C BbIPAXEHHOM KPYTNIOKIETOYHOM
MHOUNLTPAUMEN. DTU M3MEHEHMS COYETANNUCh C KOMOWHMPOBAH-
HBIM MMMYHOAEMUUMTOM: OTCYTCTBUEM TUMBOLMTOB U AUCINA3MEN
TUMYCQ, TMIONNG3uen NMMPOMAHON TKaHM (puc. 2), YTO ABMAOCH
HOXOAKOM NPW NATONOTO-AHATOMUYECKOM MCCIEROBAHMM MMMYHHOM
anctembl. Mopdonormyeckas kaptvHa B noukax peberka ¢ BHC
6bina 6amska k Toi, kotopas onucana npu BHC duHckoro tvna.
OpHako, HECMOTPS HO CXOACTBO MOPQONOrMYECKON KAPTUHBI C
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Puc. 1. TaHHBIE ayTOIICHH IIOYEK peGeHKa M. (4 mec.).
CBETOONITHYIECKOE HCCIIEJOBAHUE, OKPACKA
I'€MaTOKCHIHH-303UHOM. IIpecTaB/iIeHsl IPUMHTHBHbBIE
H HENPABIWIBHO C(DOPMHUPOBAHHBIE KIIYOOUYKH C ABICHHSIMH
THIIOIUIA3MH U CKIE€P032. MHOKeCTBEHHBIE KAHAIBIIEBBIE
KHCTHI PA3THIHOM BeIMIHHEI 1 (hopmbl. He3penas
COCTUHHUTEIBHAA TKAHD C BBIPA’KEHHOM KPYITIOKICTOYHOM
nporudepanuert. a — x200, 6 — x300, 6 - x400



TleHOCTM OMATHOCTUKM BPOXAEHHOTO He(I)pOTM'-IeCKOI'O CMHOPOMO

Habniogerms 13 npakTmkm

GUHCKMM TUMOM HEPPOTUYECKOTO CHHAPOMA, B IUTEPATYPE HOM HE
BCTpeyanock onucanme 3toro sapuanta BHC 8 couetanmuu ¢ kom-
BUHMPOBAHHbIM MMMyHOZEDUUMTOM. BO3MOXHO, Hawwe HabmoaeHWe
nononnset knaccudbukaupnio BHC y neten. Mntepec npencraenan u
TOT d)OKT, 4To O6bl‘-|HO KMCTO3HAA AMCNNa3ma NnOYeK He NpoaBnaeTca
Y HOBOPOXAEHHbIX 1 AeTel nepsbix Mecaues xusnu. OHa senaetcs
MPUYUHON XPOHWYECKOM MOYEYHOM HEAOCTATOYHOCTH, PA3BMBA-
IOLLENCA B LOWKOMLHOM BO3pAcTe. B Hawem crydoe noveyHas
HELOCTATOYHOCTE CHOPMUPOBANACH K HETHIPEM MECALAM XH3HH.

Kinnaugyeckoe HaOII0IeHue 3

Hesouka (2 rona) — npoponxaeT HaxoauTbCa nog HabnoaeHeM
B HEPPOMOTMYECKOM LIEHTPE, KYAQ MOCTYNMAA B 3 MEC. C Xanobamu
HO PACNPOCTPAHEHHbIE OTeKM, Hanmune Benka B move — 4,95 r/n, a
TAKKE HO HOPOCTOHME MACCHI TEIA W OTCTABOHME B HEPBHO-MCHXMYE-
CKOM PO3BMTHM B NEPUHATANBHOM M HEOHATAIHOM Nneproaax. bonsHa
¢ poxaeHma. Poaunacs 8 cpok ot 2-it GepemerHoCTH (1-8 = BbikuapiLL),
MNPOTEKABLUEN C rECTO30M, TEMNATO30M, XONELUMCTONATHEN, YTPO30M
npepbiBaHuMs BepemeHHocTy; pogunacs ¢ maccoi tena 3600 r.
lpyaHoe BckapmnusaHme fo nonytopa mecsaues. B Heowatans-
HOM MEPUOAE MO KIMHUYECKUM MPUIHAKAM M HEHPOCOHOTPAdHM
AMATHOCTMPOBAOHBI MEPUHATANBHARA SHLEDANONATUS CMELLAHHOMO
reHe3q, BEreToBUCLEPANbHbIA CHHAPOM, BHYTPHYTPOBHAS MHbEK-
umns. Herpoconorpadusa 0BHAPYXWUNA XOTEHHbIE BKIIOYEHMS B
TKQHM MO3IQ, HE3PENOCTb MO3TOBbIX CTPYKTYP. CKPUHUHI-TECT HQ
MNOTMPEO3 OBHAPYXXMN MOBLILIEHHE THPEOTPOMHOTO FOPMOHA, YTO
No3BONMMNO NPeanonoXuTb HANMUYUE BPOXLEHHOIO r’MNOTMPEO3d
u HasHauuTs L-tupokeunn. Mo mnawmbim Y3W nouek obHapyxeHa
HebpOMEranus, BHIPAXEHHbIE AMGdY3HBIE MMEHEHMA SXOTEHHOCTH
MAPEHXMMbI, YTO COXPAHSETCA MPU NOCNEAYIOWMX HOBMIOAEHMSIX.
OTmedeHbl Takxe renaToCrieHOMeranys, aHemus, ctyn go 6—8

Puc. 2. ITaHHbIE AyTOIICHH THMYCA peGeHka M. (4 mec.).
CBETOONTHYECKOE HCCIICJOBAHUE,
OKPACKA I'é MaTOKCHIHH-303HHOM. X400

pas. OgpHoit 13 masHbX MeTabonuyeckux ocobeHHocTen Bbino
HOMMYME THKENOM CTEMNEHN MMMNONPOTEUHEMUM U TUMOATLOYMMHE-
MWW, HOPACTAHKE rUnepnMnuaemmnn (puc. 3—6).

B npouecce nposeaenns pnddepeHUMansHOro AnarHosa
BN MCKIIOYEHBI BPOXAEHHBIN MONMKMCTO3, HedbpobnacToma,
BPOXAEHHbI CUDHINC, reprieTdeckas MHOEKLMS, TOKCONIO3MO3,
BMY-undekuus, HBs-supycHas uHdbekums. B moue Gbinn obHapy-
KEHBI UMTOMETONOBMPYChI, B kpoBu — aHTW-LIMB-antutena. B 3
mec. uTp IgG « umtomeranosupycy coctaeun 1:100 (410 moxHO

BrIpakeHHAas 'HIOILIA3HA THM(DOHTHON TKAHH THMYCA:
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Puc. 3. JuHAMHUKA OOIIETO GEIKA CBIBOPOTKH KPOBH
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Puc. 5. JuHAMHKA JIUIIHAOB CBIBOPOTKH KPOBH
B IIPOLIECCE J€YEHUA peOeHKa 2 et
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Puc. 4. JuHAMHKA IBOYMHHA CBIBOPOTKH KPOBH
B IIpoIiecce IedeHHua peGeHKa 2 et
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Puc. 6. JuHAMMKA X0/IECTEPHHA CHIBOPOTKH KPOBH
B IIPOIIECCE T€YCHUA peOeHKa 2 1eT

T.8, N23 2006 Hepponorua n gnanms 281



Habniogerus us npakmiku

[A. Makoseukas, J1.M. Masyp, HM. Kynukosa u ap.

OBBACHUTL TUMNONPOTEMHEMUEN W HAPYLIEHUAMM BEIKOBO-CHH-
TeTMyeckon pyHkumn nevenu). Y matepu tutp IgG 6bin paseH
1:1600 (k coxanenuio, BO Bpema GEPEMEHHOCTM XEHLUMHO HA
BHYTPUYTPOBHbIE MHbEKUMM He 0BCneaoBanacs).

Takum obpasom, y peberka amardoctuposad BHC, accoun-
MPOBAHHBIA C TUMIOTUPEO3OM M LIUTOMETQNOBMUPYCHON UHEKLMEN.
[Mpu LUTOMETaNOBUPYCHOM MHMEKUMM OTMEHANM NOPAXEHME MOYEK
B BMAE WM30JMPOBAHHOM MPOTEMHYPMM, HEMONHOTO MW NONHOTO
HEPPOTUYECKOTO CUHAPOMA C TEMATYPUEH, NENKOUUTYpUENH, C
NPOrPECCUPOBAHMEM B XPOHMUYECKYIO MOYEYHYIO HELOCTATOY-
HocTb [6]. HedbpoTtuieckuit cuHOpOM Npu LUMTOMETQNOBHUPYCHON
MHBEKUMM Yy HOLIEH NAUMEHTKM COYETANCH C NOPAXEHAEM MO3rQ,
kuweyHnka, nedern. Co3naBancs «MOPOUHbIA KPyr»: LAUTENbHbIA
OTEYHbIA CUHAPOM, NOTeps BEenKa NOAAEPXMBANM GYHKUMOHAMb-
HYIO HEOCTATOYHOCT LUMTOBMAHOM Xenessl (4TO NOATBEPXAANOCH
nccneposanmamm T,, T, TTT),

Peberky nposogmnoch neverne B 3 HANPABEHMSX: 3AMECTH-
TenbHas Tepanus L-TupokeuHom; cneundudeckoe nedexve uutome-
FanOBMPYCHON MH EKLMM (MPOTUBOBMPYCHOE W MMMYHOMOLYAMPYIO-
Le€); TPEXKOMMOHEHTHAS, O 3ATEM M YETBIPEXKOMMOHEHTHAA CXEMQ
TEpanMu HeppPOTUIECKOrO CMHAPOMA No npoTokony. [Nepensanmics
ansbymuH, nnasma. B Hactoswee spems peberky nontopa roga.
Haxoautes noa Habnioperem spadeit HeGpOnormyeckoro LeH-
pa. [MonHoM KNMHMKO-NABOPATOPHON PEMUCCHM HE MOMYYEHO.
CoxXpaHAeTCa YMEPEHHAs MPOTEMHYPHS, HECKOMLKO YNYYLIMAMCh
MeTabonMYeckne NOKA3ATENH, MCHe3nu OTekM, BYHKUMA nouek
COXPaHEHA. MIMEEeTCs yMepeHHas 30[ePXKA HEPBHO-MCHXMYECKOTO
passutus. [naHmpyeTcs nposeaeHue GUONCHM NOYEK ANA YTOUHEHHS
MOPDOSIOrMYECKOrO XAPAKTEPA U3MEHEHMUIA.

KianHngeckoe HAO oaeHne 4

Hesouka b. (8 net) — po Hocroswero spemenn HabnopaeT-
sl B HEPPONOTMYECKOM LEHTPE B CBA3M C PO3BMTUEM C MEPBbIX
MECALEB XU3HW KNUHUKKM HebpoTHueckoro cuHapoma. Heoawo-
KPOTHO NEYMNACH C MPUMEHEHMEM TPEX- M YETHIDEXKOMMOHEHTHbIX
cxem nederns no npotokony. OTMEanoch OCNOXHeHWe B Buae
uMToCTaTHYECKOM BGonesHm (Mpu npumenHermn xnopbytura). Mpouecc
CTaBMIM3MPOBANCS, GYHKUMM NOYEK COXPAHHBI, HO MEPCUCTAPYET
NPOTEUHYPHA, NEPUOAMYECKU YCHIMBAETCH OTEYHbBIA CMHAPOM.
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B 2004 r. nposenera 6uoncus noyek, BLIABIEH ME3AHIMONPO-
nudepaTmsHbIi rmomepynoHedput. B HacToswee Bpems nonyyaet
COHAVMMYH M MPEAHM30NOH. HOXOAUTCS B COCTOAHMM HEMOMHON
KIMHMKO-NaBOPATOPHON PEMUCCHM.

U3 4 HabmogaeMbIX HAMU CIIy4aeB 2 pebeHKa yMepIn
(MaJIBYMKN), 2 IEBOYKU IIPOJIOJIKAIOT HAOIIOAATHCAL

Takum 06pa3oM, U3 HAMUX HAOMIOACHUH CIICAIYET, UTO
BPOXKJEHHBIN HEPPOTUUECKUN CUHIPOM ACCOLIUUPYET-
Cs1 C BHYTPUYTPOOHOI MH(EKIINENH, MUKPOKUCTO3HON
IOUCIUIA3UEH IIOYEK, MOKET COYETATHCA C KOMOMHUPOBAH-
HBIM UMMYHOJE(PULHATOM, UMETb XAPAKTEP ME3AHIHO-
IPOAU(EPATUBHOIO ITIOMEPYIOHEDPUTA.

HecoMHEHHO, Ie4eHIE BPOXIEHHOIO HE(PPOTUIECKOIO
CHUHJPOMA CJIOKHO, © MHOI'MIE BOIIPOCHI €I'0 TUCKYTAOE/IbHEI
[2]. Heooxopumbl HE(PPOOHUOIICHS, LIUTOICHETUIECKOE 1
MOJIEKYJIIPHO-TEHETUYECKOE OOC/IEJOBAHUE OOILHOTO.
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