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B cmamve npeocmaenen peoxuil kaunuveckuil cayuaii masvuuka c cunopomom Pabcona-Mendenxonna (Rabson-Mendenhall's syn-
drome). B cospemenHoOll aumepamype ecmpeuaemcs He maxK MHO20 ONUCanull cayuaee cunopoma Pabcona-Menodenxonna. Dmom
cuHopom ecmpeuaemcs y demeii oboeeo noaa. Pacnpocmpanennocms 3mo2o 3a004e6anUs HeU38eCMHA, MAK KAk cAy4au, 3aKaH4i-
saiouuecs 1emaibHoO 6 paHHem 8o3pacme, HepeoKo 0CMaromcs HeduazHocmuposanivimu. o nacmosuezo epemenu 3a6o1esanue
He Modicem Obimb OUACHOCMUPOBAHO NPEHAMAAbHO, d C YHEMOM KPAliHe MANCeN020 MeYeHUsl C HeOAA2ONPUSMHbIM NPO2HO30M, POOU-
mensim He 004ACHO Obimb PeKOMEeHO08AHO OemopodicOeHUe.

Ilpu cunopome Pabcona-Mendenxonra ommeuaromcesi caedyroujlie XapaKmepHoie CUMRMOMbL 3a001e8aHUSA: 3a0epIHcKa Gusu1eckoeo
PaA3euUmus, UCMOHYEHUEe NOOKOICHO-ICUPOBOLL KAeMYAMKU, AHOMAAUS PA38UmUs 3y008 U Hoemell: npexcoespeMeHHoe npopesbléa-
Hue 3y008, 060IIHOI ps0 3y608, ymoauenue Hoemel. Haubonee pannumu npusHaxamu cuHOpoMa A6AAOMCs UnepnueMeHmayus
U 2uUnepKepamo3 KONCHbIX HOKPOBO8 6 00Aacmu uieu, NOOMbIUEHHbIX NAOUHAX U NAX080U 00AACMU, YMO A6ASEMCA NPOSGACHUEM
uHncyaunopezucmenmuocmu. Caxapuwiii ouabem y demeii ¢ cunopomom Pabcona-Menodenxonna paszsusaemcs 6 demckom o3pacme
U umeem 1abUNbHOE MeveHue, Yo NPposeasemcs yacmoimu kemoayudosamu. Ilpoenos, no danHsim aumepamypol, Hebaaeonpusam-
Hbtli. ONUCAHHDBLIL KAUHUMECKULL CAYHall Npedcmassiem HeCOMHEHHDbL UHmepec ¢ MOUKU 3DeHuUs OAUmenabHo20 HabA00eHus pebeHKa
¢ cundpomom Pabcona-Mendenxonna.

Karouesnte croea: uncysunopezucmenmHocms,; eunepeauxemus; cunopom Paocona-Mendenxoana

Rabson-Mendenhall syndrome in a 13 y.o. child (clinical case)
Atanesyan R.A., Klimov L.Y., Vdovina T.M., Uglova T.A., Kuryaninova V.A., Alaverdyan L.S., Andreeva E.I., Saneeva G.A.
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We present a case of a teenage boy with a Rabson- Mendenhall syndrome. There are only few recent publications on the topic of Rabson-
Mendenhall syndrome in medical literature. This syndrome appears with a same frequency in both sexes. The disease prevalence is
still unknown due to many undiagnosed cases linked with high mortality in early childhood. There are no prenatal screening for this
disease till now, but it is clear, that in case of positive diagnostic tests, abortion should be recommended.

The typical clinical symptoms of Rabson-Mendenhall syndrome are the following: physical development delay, loss of subcutaneous fat,
teeth and nails abnormalities (premature teeth eruption, teeth number doubling, nails thickening). The earliest signs of the syndrome
are skin hyperpigmentation and hyperkeratosis at neck, armpits and groin, which are typical for insulin resistance.

Children with Rabson-Mendenhall syndrome usually have early manifestation of diabetes mellitus, characterized by labile disease
course and frequent ketoacidosis state.

The present clinical case might be interesting regarding a long follow-up of the child.
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EYKJIOHHO pacTYIIMi MHTepeC K U3yUCHHIO Te-

HETUYECKHUX acreKToB caxapHoro auadera (CJI)

00yCJIOBJIEH TTOMCKOM MPENINOChIOK K pa3BU-
TUIO 3200JIEBaHUS, XeJIaHUEM pa3padboTaTb METOIbI paH-
Hell TWarHOCTHKHM, a TaKXe HeOoOXOOMMOCTBhIO ITombopa
aJleKBaTHOM Tepalnuu y AeTeid ¢ JaHHOoU nmatogorueii. Hau-
0oJsiee TSKEJIBIM TeUeHUEM U CI0XKHOCTBIO B TMAarHOCTUKE
XapakTepusyloTcss cuHapomanbHbie Gopmbl CJI, compo-
BOXKIAIOIIMECS PE3UCTEHTHOCTBIO K MHCYJUHY (MHCYJIU-
HOPE3UCTEHTHOCTh THUIIA A, JICIIPeYayHU3M VI CUHIPOM
JloHOXb10, cuHApOM PabcoHa-MeHaeHxo1a U IUIoaTpo-

(uueckuit nnadet). OCHOBHBIMU CUMIITOMaMU BCEX ITUX
CUHIPOMOB SIBIISIIOTCSI HETPOUAHBIN akaHTO3 (acanthosis
nigricans), U30BITOK aHAPOTEHOB U 3HAYUTEIbHOE MOBbBI-
IeHne KOHIEHTPAIUY WHCYJIMHA B KPOBM TTPU OTCYTCTBUU
oxwupenus [1, 2].

B cratbe mpenacTaBieH KJIMHMYECKMM cllydyail KpaiiHe
peaKoro reHeTu4yeckoro cuHapoma Pabcona-MeHaeHxoa.
3aboseBanue onucaHo E.N. Mendenholl B 1950 . y pebernka
C BBIPAXXEHHOW WHCYIMHOpe3ucTeHTHOCThIO (MP) 1 omyxo-
JIBIO IIMINKOBUIHOTO Tena. B 1956 . S.M. Rabson coo0mmn
ele o 3 ciayJasx 3a00J1eBaHuUsI, B KIMHUIYECKON KapTHHE KO-
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Toporo, noMmuMo MP u CJI, ormMevyanuch Npu3HaKU JIOXKHOTO
MpeXIeBpeMEHHOI0 MoJ0Boro pa3suTus [3]. B coBpeMeHHOI
JINTepaType BCTpeUYaeTCsT He TaK MHOTO KITMHUYECKUX OITHCAa-
HU malyeHToB ¢ cuHApoMoM PabcoHa-MeHneHxoJia.

CungpoMm Pabcona-MenaeHxoIa BcTpedaeTcs y JeTei
oboero noja. PacnpocTpaHeHHOCTh 3TOTO 3a00JI€BaHUST He-
M3BECTHA, TaK KakK ciydyau, 3aKaHYMBaloIIuecs JeTalbHO
B paHHEM BO3pacTe, HePEeIKO OCTAIOTCS HeIMarHOCTUPOBaH-
HBIMU. [eHEeTUYeCKMiT PUCK 1T TOTOMCTBA BEICOK. Kapmo-
TUII IPU 3TOM CUHIPOME HOPMAaJIbHBIN [4, 5].

B nocnennue ronsl B KauecTBe nmpuunHbl UP nipu cuH-
npome PaGcoHa-MeHaeHxos1a paccMaTpUBalOT MyTalluu
B TeHe pellenTopa WMHCYyJIUHA. [eH pelienTopa WHCYJIWHA
pacIoIOXeH Ha KOPOTKOM Iutede 19-if xpoMocoMbl (cer-
MeHT 19p13.2) [6, 7]. MyrtaLus 3aTparuBaeT MHTPaLE/LII0-
JIIPHBIA TOMEH pelerTopa, YTO MPUBOAUT K HapyIIEeHUIO
€ro CTPYKTYPHI, IPUBOISIIEMY K TOMY, YTO YPOBEHbB CBSI3bI-
BaHUSI LIMPKY/IMPYIOLLETO B KPOBU MHCY/IMHA cocTaBisieT 20%
OT HOpMaJILHOTO [8].

Cunapom Pabcona-MeHaeHxomia MoXeT MaHU(pECTH-
poBaTh B TEUEHUE NEPBOTO I'OAA XXU3HU, HO Yalle BCEro —
B Bo3pacte 3—4 jieT. OTMeuaroTcs cienylolne xapakTepHble
CUMIITOMBI 3a00JIeBaHUS: 3aMepXKa (PU3MIECKOTO pas-
BUTHUSI, MCTOHUYEHHE ITOAKOXHO-XKMPOBON KIETUYATKH,
aHOMaJIvs pa3BUTHUS 3yOOB U HOITEH: MpeXIeBpeMeHHOE
Mpope3biBaHue 3y00B, aHOMAaJIbHO OOJIbIINE 3yObl, CBEPX-
KOMMAaKTHOE PacIiojioXeHWe, IBOMHOM psia 3y00B, YTOJ-
IIEeHHBIC HOTTH.

Haubonee panHUMU TIpu3HaKaMu cuHapoma PabcoHa-
MeHaeHxoIa SIBISIOTCS TUNepOUrMeHTauus (acanthosis
nigricans) M TUIIEpKepaTO3 KOXHBIX MOKPOBOB B 00JaCTU
IIeH, TIOAMBIIIICYHBIX BITAAWHAX 1 ITaXOBOI 00JIACTH, UTO SIB-
nstercs nposinenriem WP [9, 10].

OpHuUM u3 crieunduuecKnX MPU3HAKOB CUHIpPOMA SIB-
JIIeTCS TUMEPIIa3ysl IUIITKOBUAHOIO Teja, COMPOBOXKIA-
folIasics HapylIeHHWeM CEKpelM MeJIaTOHWHA, KOTOPbIi
peryavpyeT LIMKJIbI CHAa U OOIPCTBOBAHUSI, a TAKXKE OIpeie-
JIEHHBIE aCIMEeKThl CEKCyaJlbHOTrO pa3Butus [11].

CJl y mereit ¢ cuHagpoMoMm Pabcona-MeHneHxoa pa3-
BUBaeTCs B JETCKOM BO3pacTe M MMeET JaOMUIbHOE TeYCHME,
YTO MPOSIBIISIETCS CKIIOHHOCTBIO K YaCThIM KEeTOAIUI03aM.
[IporHo3, mo JaHHBIM JIMTEPATYpPHl, HEOJIATOIPUSITHBIN,
OOJBIIMHCTBO IMAIIMEHTOB HE HOXWBAIOT O ITOIPOCTKO-
Boro Bo3pacTta [12]. OgHako B IUTepaTtype NpeacTaBieHbI
IaHHble 0 45-7eTHEM MallMeHTe ¢ cuHApoMoM PabcoHa-
MeHaeHxoJ1a, KOTOpOMY AMarHo3 ObL1 BeICTaBJieH B 11 jeT
Ha OCHOBAaHMU XapaKTEePHBIX (DEHOTUITMICCKIX TTPU3HAKOB,
a JaJbHeHIIe MOJIEKYISIPHO-TeHETUYeCKIE MCCIIeIOBAaHNUS
MO3BOJIMJIN MTOATBEPAUTD 3TOT AuarHos [13].

[TpuBonuM omnucaHue COOCTBEHHOI'O HAOMIOACHUS pe-
6eHka ¢ cuHnpoMmoM Pabcona-MeHneHxona.

OnucaHme KNIMHNYecKoro cnyuas

Manbuuk P., moctynua B Bo3pacte 13 JeT B oTaeneHue
WHTEHCUBHOI Tepanuu U peaHuMaluu JIeTcKoi ropoackoi
KiuHn4eckoi 6ombHuLBI UM. LK. @umumnmckoro . CtaBpo-
oJs.
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Anamnes

M3 anaMHe3a U3BeCTHO, YTO MaJibuuK OT VII 6epemMeHHO-
ctH (1-s1 6epeMeHHOCTh 3aKOHYMIACH POKICHUEM MaIbuMKa,
KOTOPEHII YMep B Bo3pacTe 3 MecsIeB, IPUINHA CMEPTH He-
WU3BECTHA; 2-51 — POXIEHUEM 300POBOI J0YEpH, 3~ — POXK-
JIEHKEM 3J0POBOTO ChiHa, 4, 5, 6 — BBIKMIBIIIIAMYU B PAaHHUE
cpokn), IV npexaeBpeMeHHBIX POJOB B 35 Hellellb.

Marepu Ha MOMEHT poxXAeHUsI pebeHka Ob110 34 rona,
oty — 37 ne1. PoguTeny cocToSIT B KpPOBHOM POACTBE, IBOIO-
POIHBIC OpaT M cecTpa, TapTUHIIBI 10 HAIIMOHAJIIBHOCTH, U3
omHoro cesieHus B [larecTaHe, XpoHUYECKUX 3a001eBaHUIT HE
UMEIOT. Y MaTepu MajbuMKa yMep POJHOI OpaT B BO3pacTe
3 Mecs1ieB, y OTIla — JB€ POIHbBIE CECTPHI YMEPJIM B BO3pacTe
2—3 neT, mpUIMHA CMEPTH HEM3BECTHA.

bepemeHHOCTB, CO CIOB MaTepu, MpoTekana 6e3 oco-
b6eHHocTeil. Macca Tena npu poxaeHuu coctaBuiia 2150 T,
nmmHa 41 cM, oneHka 1o mkane AIITAP 7/8 6amnos. U3 po-
IWJIBHOTO JIOMa MaJIbuMK BEITIMCAH Ha 7-¢ CYTKU B YIOBJIET-
BOPUTEIBHOM COCTOSIHUHM. Ha rpymHOM BCKapMJIMBaHUM
pPeOEHOK HaXOMWJICS IO 3 MECSIIeB, 3aTeM MaTb JOKAPMJIM-
BaJla MJIaJicHIIa 1ieJIbHBIM KOPOBbUMM MOJIOKOM. Ha mepBom
roay y pebeHka oTMevanach Iioxas prbaBKa Macchl Tena,
MMOIKOXHO-KMPOBOU CJIONM OBIT ICTOHYEH, XXMBOT HapacTaj
B 00BbeMe ¢ S-MecssaHoro Bo3pacTa. C 8 MecslieB MosIBIIIACH
OTEYHOCTb KMCTEM, HUXKHMX KOHEYHOCTEH CTOI, TUIIePITUT-
MEHTalMsI KOXHBIX MOKPOBOB, BHaYajie B 00JacTH IleH,
ITOCJIe TOJA B €CTECTBEHHBIX CKJIagKaX KOXU. MaJIbYMK 4acTo
0oJies1 MpOCTyAHBIMU 3ab0eBaHUSIMU, OpoHxuTamu. [loce
rojia — pOAUTEIN 00paTUI BHUMaHKE Ha 3aIepKKy MHTEII-
JIGKTYaJIbHOTO U IICUXO-PEYeBOrO Pa3BUTHSI.

B Bo3pacte 4 neT pebeHOK KOHCYJIBTUPOBAH FeHETUKOM,
Mpu 00CIeIOBaHUM KapuoTull pebeHka — 46, XY — MyxX-
CKOIi, HOpMa, B OMOXMMHMYECKOM aHaJIM3¢ KPOBU BEISIBIICHBI
TUTIePIJIMKEMUSI, TUTIEPXOJIECTEPUHEMUSI, TUTIEPKOPTULIN3M,
TUNepUHCYINnHeMUs, Ha Y3U — mpu3Hakuy rematomerainu
C TIOBBIIIIEHUEM 3XOIIJIOTHOCTH MEYEHU M ITOMXKETYIOYHOMN
xenesbl. [IpoBenen LIITX-TecT (onpeneseHre KOHLEHTpA-
LI TIIMKO3aMUHOTINKAHOB) — HOpPMA.

C 1enpIo Ha3HAYEHUS COOTBETCTBYIOIIEH Tepanuu pede-
HOK HarllpaBJieH Ha KOHCYJBTAIUIO K 3HAOKpUHoOory. Jleue-
HUE, Ha3HAYEHHOE CITEIMAIMCTOM, MaMa He IIPOBOIMJIA.

IToBTOpHAST KOHCYJIBTALINS TeHETUKA W DHIOKPUHOJIOTA
cocrostach B Bo3pacte 9 jieT. [Ipm o6ciemoBaHUM BEISIBIICHA
TUIIePIIMKeMUS (TJIF0K03a KpoBU — 29,3 MMOJIb/MT), TUCIH-
MUAEeMUs U runepuHcyanHeMust (MHeyauH — 400 MmxEJl/mi).
Ha a6gomunHanbHoM Y3M mnedyeHb yBelnMueHa B pa3Mmepax
¢ (b GY3HBIM TOBBIIICHNEM 3XOIUIOTHOCTH IMapeHXUMEL
6e3 (pubpos3a M ckiaepoIylaCTUYEeCKNX M3MeHeHuili. Y3U
Moyek — Nnpu3Haku romepynoHeppura. Ha DKIT — cuny-
CcoBas TaXWMKapaus, HapyllIeHue MPOoLeCCOB PeHoJiIpu3aliuu
MMOKap/ia JIEBOTO XeTyI0uKa. DHIOKPUHOIOTOM Obljla Ha-
3HaUYeHa Tepamnusl, PeKOMEHIOBaHA KOHCYIbTAllUs depe3
3 mecsiia. B Teuenue 4 et Mama He oOpalagach K CIelm-
ajJrucTaM, OTMEYaeT, UTO MPUeM PEKOMEHIOBAaHHBIX Mpera-
pPaTOB OCYIIECTBJISIICSI HEIIOCTOSIHHO, KOPPEKIIMS Tepanuu
HE TIPOBOUIACH.

Hacrosmas rocrnmranm3alus cBs3aHa ¢ OYepPEIHBIM
YXYOIICHNEM CaMOUYyBCTBUS peOeHKA.

Nl  1/2015
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Puc. 1. Tenocnoxexue naumeHTa.

2Kaaobwot

IIpu mocTymieHUM XanoObl Ha XaXXAy, TOLIHOTY, OJ-
HOKDPaTHYIO PBOTY, OTCYTCTBME amllleTUTa, BBIPAXKEHHYIO
agMHaMMIO, CITa00CTh, Pa3IpakUTEIbHOCTb, YBEIWUCHHE
B pa3Mepax KUBOTA.

Pe3yavmamuot pusuxaavrozo o6caedosanus

OOBbEeKTUBHBIN CTAaTYyC HA MOMEHT OCMOTpa: o0lee co-
CTOSIHHE TSKenoe, OOYCIOBIEHO WHTOKCHUKAIIMOHHBIM
W IeTUApaTallMOHHBIM cuHApoMaMH. JymmHa Tema — 101 cm
(-7,73 SDS), macca tena —18 xr (1,38 SDS), poct UMT —
17,6 xr/m? (-0,46 SDS), opyxHocTb xuBoTa (0XK) — 67 cMm.
TenocnoxeHre TUCTIPONIOPLIMOHATBHOE 3a CUET YBEJIMUCH-
HOTO B pa3Mepax KMBOTA, KOPOTKO IIen, CrubaTeIbHBIX
KOHTPAKTYpP JOKTEBBIX CYCTaBOB, OTHOCHTEIILHO KPYITHBIX
JIamoHei u crorIr (puc. 1).

M36bITOYHAs KoXa B 00JacTU JagoHel 1 crom. [umnep-
TPUXO03 CIIUHBI, KOHEYHOCTeH (puc. 2).

Bosocel Ha rosoBe yepHBIE, XecTKrue. OHUXOOUCTPO-
¢ust. PacipocTpaHeHHBIE y4aCTKH HETPOMIHOTO aKaHTO3a
B 00JIACTY LlIEU, OAMBIIIEYHBIX BIAAWH, JOKTEBBIX Cru0ax,
OKOJIOIYITIOYHOI1 00J1aCTH, MaXOBbIX CKIaaKax (puc. 3).

TunepkepaTo3 nagoHei u cror. [TogKoXHO-XUPOBOM
CJI0If paBHOMEPHO MCTOHYECH. MEIIIICUHAs CHCTeMa pa3BUTa
cj1abo, 0COOEHHO Ha KOHEYHOCTSIX.

DeHOTUIT: MAKPOKPaHMSI, YEPTHI JIMLa KPYIHbIE, IPO-
TECKHBbIE, Y3KMi1 100 ¢ 3alaBIIMMU BUCOUHBIMU 00JIACTSIMU,
HU3KHUI POCT BOJIOC Ha JIOY, B 00yjacTh OakeHOapa U 1iieu,
IIMpoOKKe OpOBU, BeepooOpa3HOe pacxoxaeHue OpoBeit
y ocHOoBaHUs. [71a3a rirydoKo mocaxkeHbl, IIa3HOM THIIep-
TEJIOPU3M, IIepUOPOUTAJIbHAS TTOJTHOTA TKAHEH, YIUIOIICH-
Hasl ¥ IIMpPOKasl CIIMHKA HOCA C paCIIMPEHHBIM KOHYMKOM,
IIMPOKKE HOCOBEIE XOIbI, TYOBI TOJICTBIC, CKJIaMJaThie, SI3BIK
IOJTBYATBIN, TUTIEPILIA3US COCOYKOBOTO CJIOS SI3BIKA, TH-
MepIuia3usl AeCeH, allbBeOJISIpHbIE AYTH IIMPOKKHE C JBOM-

Puc. 2. TunepTprxo3 cnuHbl M KOHEYHOCTEMN.

Puc. 3. Acantosis nigricans.

HBIM psSITOM 3yOOB Ha BEpPXHEU YETIOCTH, Pe3Ibl KPYITHbIE,
MHOXECTBEHHBIM Kapuec, YacTU4YHasl alOHTUSI BEpXHEH
U HUXXHEN 4eI0CTU, HeNpaBUJIbHBIA MPUKYC, YMEepEeHHas
MakporHarus (puc. 4).

ViHbIe paKOBUHEI KPYITHBIC, MSATKHE, PaCIIOJOKEHBI
Hu3Ko0. COCKOBBI THIIEPTEIOPU3M, TpyIHAs KJIETKa KO-
pOTKasi, KpbUIOBUIHBIC JIONATKU, KM(PDOCKOINO3 TPYIHOTO
oTIe/la MO3BOHOYHUKA, CIVIAXXEHHbIN MOSCHUYHBIA JIOPI03,
TIJIOCKO-BaJIbTyCHAsT YCTAHOBKA CTOIT.

IpaHUIIBI OTHOCUTENIPHOM CEepACYHON TYIIOCTH: JIeBast
rpaHuia — 3 M/p., mpaBasi — II0 IIPaBOMY Kpar TPYIUHBI,
BepxHssa — 3 M/p. ToHBI cepilia MPUIIYIIeHHbIE, pUTMUY-
Hele, YCC — 117 B MUHYTY. AyCKyJbTaTUBHO JbIXaHUE
B JIETKUX XKeCTKoe. 2JKMBOT yBeJIMUEH B pa3Mepe 3a CUeT BbI-
paxxeHHOU rematoMeranmn. PacxoxaeHne MPsSIMBIX MBIIIIIT
xuBota. [TyrmouHas rpberka. [TedeHb BhICTyIIaeT U3-T10], Kpast
pebepHoit myru +9 cM Mo CpeAMHHO-KIIOYMYHON JTUHMU.
CeneseHka He yBeauyeHa. HapyxkHbie IMOJOBbIE OpraHbl
Pa3BUTHI TIPABUJILHO 110 MYKCKOMY THITY, MOIIIOHKA CKJIaI-

Puc. 4. MHoxecTBeHHbIN KapHec.
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yaTasi, MaKporeHuc. BropuuHbie MoJI0BbIe IPU3HAKUA COOT-
BETCTBYIOT 3 cTaguu 1o TaHHepy.

Pe3yassmamot 4ab0pamopro-uHcmpymenmaibHo2o oocae-
dosanus

Kinmangeckuii anam3 KpoBu: 0¢3 matojioruu. Oommii ana-
JIM3 MOYM: IJII0KO3Yypusl, KeToHypus (++++). buoxumuye-
CKHUii aHAJIM3 KPOBH: TUTICpXOJieCTepuHEeMUs. [JIMKMpPOBaHHBI
remor100un — 14,1%.

Pentrenorpacdus KucTeii ¢ onpeaeaeHueM KOCTHOTO BO3-
pacTa: KOCTHBII BO3pacT COOTBETCTBYET 12 rogaM.

Y3U opranoB OpIoUIHO#i MOJOCTH: XEITIHBIN MTy3bIPb TPY-
LIEBUIHOM (hOPMBI 52% 12 MM, CTEHKM — 2 MM. DX0-CBOOOIEH.
IMomxemynounas xkene3a 19x14x18 mM. CTpyKTypa yMepeHHO
IndPY3HO HEOTHOPOIHAS. DXOreHHOCTh MOBKIIeHA. [TpoTok
1o 2 Mm. [leyeHb ¢ pOBHBIMM, YeTKUMU KOHTYpaMu. CTpyK-
Typa 1udby3HO HEOTHOPOAHAs!. DXOT€HHOCTh IOBBIIIECHA.
CTBOJI TOPTaJbHOU BeHBl — 8§ MM, OOLIUI >KETYHBINA MPO-
TOK — 5 MM. BHyTpuImieueHOUHBIE XKeJTIHBIC TIPOTOKHU HE pac-
mmpeHbl. Cene3eHka 06e3 ocobeHHocTel. [Touku ¢ poBHBIMU
YeTKUMU KOHTYpaMM, OOBIYHO PaCMOJOXKEHbI. DXOTEHHOCTh
YJIC noBeiieHa. O61acTh pacnoyoXeHUsT HaATIOYEYHUKOB
06e3 ocobeHHoCTel. 3akaoueHne: remaroMeraius; auboys-
HBbIe U3MCHEHMS TTAPESHXUMBI TICYCHHU, TTOIKEITYIOTHOM XKe-
JIe3bl; MOBBIIIEHNE 3XOT€HHOCTHU ITOUEYHBIX CUHYCOB.

KT ronoBHoro mo3ra: KT-nipu3Haky KOMIIEHCUPOBAHHOM
OTKPBITOI BHYyTpeHHel ruapoiiedanu; KT-npuzHaku 1eBo-
CTOPOHHETO CPEIHEro OTHUTA.

KoHcynsramus HeBpoJIora: cocynucTast SHIedatonaTus,
nonuHelponaTus Ha ¢pone C/I.

Koncyasramus opranbmodiora: quadeTuyeckass HEmpoJu-
(epaTtrBHas peTUHOTIATHSI OOOUX TJIa3.

Ilpoeedennoe aeuenue

PeGeHok Haxomuiics B OTIEJEHUM MHTEHCUBHOM Tepa-
MUY U peaHMMallMu B TeueHue 4 CyTOK, TIe MPOBOIUIOCH
clenyolee JeyeHue: MHCYJTUHOTepaIus, peruapaTaiioH-
Has (0,9% pactBop NaCl), n1e3MHTOKCUKALIMOHHAS (SHTEPO-
COPOEHTHI, IEJIOYHOE TTUTHE) U CUMITTOMATHUYECKAsT TePaIIHSL.
HMHcynuHoTepamnus ocylecTBIsIach B pexKuMe ITOCTOSTHHOM
BHYTPUBEHHOM WHPY3UM (MHCYJIWH pacTBOPUMEIN [deio-
BEUECKUIl TEHHO-UHXEHEPHBII]) C TTOMOIIbIO JIMHEOMaTa,
CKOPOCTh MH(Y3UH KOPPEKTUPOBAJIACHh B COOTBETCTBUH C IO~
KazaTeJSIMU TNIMKEMUM.

B nepBblit neHb NpeObIBaHUS B OTACJICHUN peaHUMalluu
cyTouHas go3a uHcynaumHa coctaBuia 40 EJI, onHako y mauu-
€HTa coxXpaHsuiach Keronypus (++, +++). Konebanus ruke-
MWH Ha (DOHE TIPOBOIMMOI1 TEPAITNU B TeUSHHE ITEPBBIX CYTOK
MpeObIBaHKSI B PEaHMMAIIMOHHOM OTACJICHUM COCTABJISUIM:
13,0—-10,9—-12,3-10,1 —15,7—21,6 —25,0—21,3—20,5 —
18,0 —23,4—18,2— 17,7 — 15,7 — 13,9 — 14,3 MMonb/m.
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B nmporecce TuTpaluu 103 MHCYJIMHA 10 pe3yabraTaM
IJIMKEMUYECKOro Mpoduis TepaneBTHYecKas 103a COCTaBUIa
87 EI/cyT, n Ha 4-e CyTKM KeTOHypHUs Obljla KyIMpoOBaHa.
[ukemuyeckuii Tpopmiib Ha 4-¢ CYTKU TOCIMTAIN3aIUN
BBITVISIZIEN clleAytommmM oopaszom: 11,1 —17,5—-12,9 — 21,6 —
19,1 — 14,4 — 15,1 — 18,7 — 15,8 — 12,5 mMonb/71.

B aHI0KpUHOJIOrMYECKOM OTAEJCHUM MallMeHTy Oblia
Ha3HaueHa KOMOMHMPOBAaHHAs TepaIlnsl, BKITIOYAOIIas MH-
CYJINH TIPOJICHHOTO ACHUCTBUS (MHCYJIUH ACTEMHP) U MET-
dopmuH. HavanpHast no3a mHcynnHa coctapisiia 32 EI/cyr,
a MetdopmuHa — 850 Mr/cyT. B mpoliecce TuTpaum no3a
uHcynuHa gocturia 52 EJ1/cyt, merdopmuna — 1700 Mr/cyT.
Ha ¢one nmpoBognMoro jiedeHUs B OTAEICHUN CPEeTHME T10-
Ka3aTeJId MIMKEMUH HATOIIAaK CHU3WINCH ¢ 13,3 MMOJb/1
mo 10,7 MMonb/, MOCTIpaHIWANbHBIE ITOKAa3aTean —
¢ 25,0 mmonb/n oo 15,0 mmoab/n. OmHako, HECMOTpPs
Ha IIPOBOAMMOE JICUeHIE, TTOKa3aTe/ I NIMKEMUH B TeUCHHE
CYTOK KOJ1e0aIuch B npeaeax 9,6—15,5 MMosib/I.

ITamyeHT ObLT BHIMKCAH € YJAyUYIlIeHUEM OOIIETO COCTOSI-
HUS TI0J1 HAOJII0AeHNE SHIOKPUHOJIOTA T10 MECTY XKUTEIbCTBA
C peKOMeHJaLMsIMU (B HACTOsIILee BPeMsI OH XKUB).

3axkniouyeHue

B nHacrosiiee BpeMs tepanus Tskenoir P Bkiouaer
MpUMEHEeHUe TpernapaToB, MOBBIIIAIOIIUX YYBCTBUTEb-
HOCTb TKaHEU K WHCYJIHWHY, a TaKXKe MCITOJb30BaHME TIpe-
ImapaToB WHCYJIMHA. B OMHOM M3 IEpBBIX MCCIEIOBAaHUA,
IMOCBSIMICHHBIX MCIOJIB30BAHMUIO Y JIBYX POMHBIX OpaTheB
¢ cuHapomoMm PabGcoHa-MeHaeHXxoJlla mpenapaToB pe-
KOMOMHAHTHOTO JIENITUHA, MpencTtaBieHa 3(p(GeKTUBHOCTD
naHHoi tepanuu [14]. OmHako NMpy U30JIMPOBAHHOM Ha-
3HAYCHUM JICTITUHA OTMEUYaeTCsl HeIOCTaTOUYHOE CHIDKCHHE
ITUKAPOBAHHOTO TeMOINIOOMHA, MO3TOMY 3(PGhEeKTUBHOMI
MOXET OBITb JIMILIbL KOMOMHALMS JICNTUHA C APYTUMU TIpe-
napatamu [15].

OueBUIHO, YTO HECMOTPSI Ha MpeINpUHUMAEMBIC Te-
pamneBTUYECKIE MEPOIPUITHS Y MAIIMEHTOB C CUHAPOMOM
PabcoHna-MeHaeHxoJlJIa He yAaeTcsl AOCTUYb KOMIIEHCALlUU
CJI 3a cueT BhIpaXkKeHHOM T'eHeTUYeCKU o0ycaoBieHHoit UP,
YTO OOYCJIOBIMBAET CKOpEiIIee MPporpecCupoBaHue aHTHO-
MMaTuu, TIPUBOISIICE K paHHEMY JICTATbHOMY UCXOIY Y AeTei
C 3TUM CHHAPOMOM.

Jlo HacTosIIero BpeMeH! 3a001eBaHue HE MOXET ObITh
JMMarHOCTUPOBAHO MpPeHaTaJbHO, a C YYETOM KpaliHe Tsixke-
JIOTO TEYEHUSI C HeOIaroNmpUsITHBIM ITPOTHO30M, POTUTEIISIM
He JOJDKHO OBITh PEKOMEHIOBAHO IETOPOXKICHIE.

OnucaHHBI KJIMHWYECKUI ciydail TIpelcTaBiIsIieT He-
COMHEHHBIM HHTEpeC C TOYKM 3PEHMUS OTHOCHUTEILHO
IUTMTEIbHOTO HaOMoAeHUS pebeHKa ¢ cuHIpoMoM PabcoHa-
MeHaeHxoJa.
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