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Abt—Letterer—Siwe disease is a form of Langerhans cell histiocytosis and occurs in 2—10 cases per 1
million of the child population per year. Russian and foreign literature provide descriptions of this
disease in children of different ages. Family cases of this pathology are described a small number.
The article presents a rare clinical observation of Abt—Letterer—Siwe disease in twin girls.
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T'uctmonuros u3 Kiaetok Jlamrepramca (I'KJI)
— 3aboJsieBaHUE, CBA3aHHOE C aHOMAJIBHON IIPOJIU-
(epanueil m aKKyMyJaAIIMeld B OpraHax W TKaHAX
IIaToJOTUYECKUX KJETOK Jlanrepranca, Begyminx K
JIOKAJILHOMY IIOBPEKJEHUWIO W HaPYUIeHUI0 (GQYHK-
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nuu nopaskeHHbIX opraHoB [1]. Tepmun I'KJI 06b-
eIuHsSIeT 303WHOPUJILHYIO TpaHyjJgemMy, 00Je3HU
Hand-Schiiller—Christian u Abt-Letterer—Siwe.
Tlocnenussa cunraerca HanboJiee TAKEIbIM BapuaH-
TOM C JeTaJbHOCTHIO He MeHee 50% [2].
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WNsyuenue 6Gosesuu Abt—Letterer—Siwe 0n110
Hauato B 1924 r. memenmxkuMm mnartogorom Erich
Letterer [3]. B 1933 r. mBeackuii nmeguarp Sture
Siwe omy0JIMKOBAJ IIepBOe KJINHUYECKOe ONMCAHNE
3a00/IeBaHUA W IPEIJOKUI KPUTEPUU AUATrHO3a
[4]. B 1936 r. amepukaHcKkue aBTopbl Arthur Abt
u Edward Denenholz B cBoeit myOGinKamuy mpeao-
KN MPUHATH TePMUH «0oje3Hsb Letterer—Siwe»
[5]. BaboneBaHMe TaKKe YIOMUHAETCA B JIUTEPATY-
pe xKak «06osesub Abt—Letterer—Siwe».

Yacrora I'KJI cocraBaser 2—-10 ciayuaeB Ha
1 muH gerckoro HaceseHus B rox [1, 6-10].
Masbunuku 6oseioT B 1,5—2 pasa uailie JeBOUYeK, B
OCHOBHOM B paHHeM AeTcKoM Bo3pacte [1]. B maro-
JIOTUYECKUI IIPOIleCC MOTYT BOBJEKATHCA CKeJeT
(60—-80%), xosxa (22—50% ), tTumpaTrnyecKue y3JIbl
(10-15%), meuens (10-15%), xocTHbIH Mo3r (10—
15%), merxme (10—-15%), SHIOKPUHHBIE KeJe3bl
(25%), HHC (2-4%) u gp. [1, 11-13]. 9Tu mopa-
JKeHUs XapaKTepHbl a1 6osesneir Hand—Schiiller—
Christian u Abt—Letterer—Siwe, HO mociaeguasa
OTJINUAETCSA TAMKECThI0O TeUeHUs, reHepaIusariueit
mpoIiecca, BOSHUKHOBEHUEM B IEPBbIe MOABI sKU3HU
[7, 14, 15].

Bosieuenue B mportecc Koxxku B 10% MoKer
OBITH eqUHCTBEeHHBIM cuMiiToMoM [7, 13]. Ha Koxe
ouaru I'KJI mpencraBiieHBI $KeJITOBATO-KPAaCHBIMU,
ILJIOTHBIMY, CUJIBHO 3y AAIIMMHU ITAyJIaMU U Y3eJIKa-
MU C JETKUM T'eMOpPParnuecKuM OTTEHKOM, XapakK-
TepHO 00pa3oBaHUe TPEIUH. JJIeMeHTHI JOKaJIN3Y-
IOTCA B PETPOAYPUKYJIAPHON 00J1aCTH, B KPYITHBIX
cKJamkax Tesa. IlopaskaeTcs BOJIOCHCTAs YacTh
TOJIOBHI IO TUITY cebopelinoil sk3eMbl. C pasBuTHeM
3a00JieBaHUSA ITPOUCXOAUT AUCCEMUHAIINA BBICHITIA-
Huii. [Ina KoxxHbIX Beickinanuit npu 'KJI Tunuuna
Ioxasi peakIus Ha JiedeHWe TOIMNUYECKUMU TJII0-
KOKOpTUKOCTepougamMu. Ilpu mopakeHUU CJIUBU-
CTOU 000JIOUKM pTa 00pasyioTcs A3BhI ¢ (huOPUHO3-
HbIM HajeToM [7]. BoBieueHre B maToIormuecKmui
IIPOIleCC MHOTWX OPraHOB M CHUCTEM IIPUBOJUT K
MOABJIEHUIO Ne(eKTOB B KOCTAX (B OCHOBHOM ILJIO-
CKUX), HAPYIIEHUIO reMocTasa, JuMdoaaeHoIMaTuu,
remaToCIJIeHOMEeTaJnuu, IOJaBJIeHUI0 QYHKIUUN
KocTHOTO Mo3ra. IlopaskeHue JIeTKUX IIPOABJIAET-
cs BOBHMKHOBEHUEM CIIOHTAHHOTO ITHEBMOTOpAaKcCa.
XapakTepHO IJUTEJIbHOE, PEIUANBUPYIOIIee Teue-
Hue orura [1, 7, 14].

BepoaTHBIN KIMHUYECKUN NUarHO3 MOATBEDIK-
JaeTcs THCTOIATOJOTMYECKUMHU U HUMMYHOTHCTO-
XuMHu4YecKuMu Merogamu. IIpeamourenue oTgaercsa
OUOIICUY KOYKH, OCTEOJIUTUUECKUX 0UaroB u JuMdo-
y370B. Buoricus meueHu UJu JIETKOTO BBITIOJIHAETCS
mpu oTcyTcTBuUM mMHOTO Martepuasa [1]. CBeroBasa
MUKPOCKOIIUS He IMO3BOJIAET IMOCTABUTH OJHO3HAU-
HBIZT AuarHos. «30JOTHIM CTaHIaApPTOM» IUATHO-
CTUKMU ABJseTcA uaeHTUGUKAINUSI rpanya Bupbexa
M0 BJIEKTPOHHOM MHKpPOCKOIHU. Bojee UyBCTBU-
TEeJbHOU M CHeIU(PUUHON TMAarHOCTUKOU ABJISETCS
UMMYHOTUCTOXUMUYECKAd OKpacKa JaHTepUHOM
(CD 207), mpenacraBagionieM co00f MOHOKJIOHAJb-
HBIe aHTHUTeJla NIMPOTUB TPaHCMeMOPaHHOTO GesKa
tuna II, ceasanuoro ¢ rpanyaamMmu Bupbexa [13].
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ITo nanusim K.A. MockaueBoit u coasrt. (1967),
mo 1931 r. O6bL1O ommcaHo 65 ciyuaeB 6oJie3HU
Hand—Schiiller—Christian u 4 cayuas 6osmesau Abt—
Letterer—Siwe. ITo ganueim O. Schettler (1955), &
1955 r. onucamo okoso 350 m 68 cayuaeB GoJes-
Hel coorBeTcTBeHHO [15]. B poccuiickoit Hayunoit
2JIEKTPOHHO# 6ubimoTeke B mepuon 2004—2017 rr.
OIMMCAHO 8 KJIMHUUYECKUX HaOJIIOJeHUIl 3ToTo 3a60-
JeBaHUsS y AeTeli. AHIJIOA3bIUHAS TEKCTOBas 6asa
manubIXx Pubmed sa aTOT Ke mepuoj Ipexnjaraer
6osee 300 MCTOUHNKOB, BKJIIOUAS U CAyUYaur 00JIEe3HN
Abt—Letterer—Siwe.

Ho cepeaquubl XX Beka CBs3b 0ojesHu Abt—
Letterer—Siwe c¢ reHeTmuyecKUMU HaPYIIEHUSI-
MU cTaBuUJjach mojx comHenue [5, 15]. Onucannbie
ceMeliHble caydaum y cuOCOB u, TeM OoJjee, CJIy-
yam BO3HUKHOBeHHUs B3a0ojeBaHUA y OJM3HEI0B
MIPEeCTABIANN OCOOBINI MHTepec. PyCCKOA3BIUHBIE
omucaTrejlbHbIe PadboThl ceMeilHBIX ciaydaes I'KJI,
B T.u. Obose3uu Abt—Letterer—Siwe, B poccuiickoit
Hayunoit 571eKTpoOHHOII OMOIMOTEKe 3a IIOCJIeqHIe
10-15 mer orcyrcTByiror. B 6asze Pubmed mamwn
ObLIM HalifeHbI 3a mocaeguue 50—60 jgetr oxkoao 40
cemeinbix cayuaeB I'KJI (Gomesunr Abt—Letterer—
Siwe y IOJIOBUHBI), U3 KOTOPBIX 12 c ommcaHumem
3aboJsieBaHUSA y OJIU3HEIOB.

B cBABM ¢ pegKOCTBIO MATOJOTHU IIpeajiaraeM
omucaunue caydas Oosesuum Abt—Letterer—Siwe y
IBYX MOHO3UTOTHBIX IeBOUYEK-Om3HeIoB A. u 9J.,
MOCTYNMBIINX B HANIy KJIWHUKY B Bo3pacte 12
MecAIEeB.

Hetn m3 MOHOSUTOTHO¥ ABOMHU OT I GepeMeHHOCTH.
Poaurenu mosonsie, 310poBhie. Poabl Ha cpoke 34 Hemeu.
0O0a pebeHKa B TeUeHIEe IePBOT0 MeCsIa ObLIN IIepeBeSeHbI
Ha MCKYCCTBEHHOE€ BCKapMJIMBaHUeE. Passurue I[eTefI BeChb
mepuon HaGJIIO,HeHI/IH COOTBETCTBOBAJIO BO3PacCTy.

BHepBLIe poouTesin OTMETHJIN IIOABJIEHUE Y ,E[eTefI
YMEPEHHO 3yAAINX BBICBIIAHUN HA KOXKe U SI3BEeHHBIN
croMmaTuT B Bo3pacte 1,5—2 mecsies. B o6racTu mefHbIX,
AKCUJIJIAPHBIX, ITaXOBbIX CKJIAAOK OTMeYaJIUCh THUIIepe-
MUs, TIAyJIbl, KOPOUKH, TPAHUIILI YETKO OuepueHsI (puc. 1).
rD;OCTB.TO‘IHO 6I>ICTpO B IIpoIrecc OBLIIM BOBJIEUEHLI BOJIOCH-
cTasgd 4acCcTh I'OJIOBBI (I‘I/IIIepeMI/IH, BBIDA’KEeHHOE€ IIeJIyIle-
HUe, XeJiIToOBaAaTblie KOPOUKH, Hal'IyJII)I) U 3aylIHadA 00J1aCTh
(runepemMus, KOPOUKM, MamyJbl, MOKHyTue). Ha Koixe
KOHEUHOCTell u TYJIOBHUIIIA (BHe CRJIa,HOK) JAIINU30JNUYECKHU
IIOABJIAJIMCE PeJKHe MeJIKMe IIallyJibl W IIYCTYJIbI, 4YTO
OBILIO pPacCiieHeHO KaK IMUoJgepMusd. Ha mecte HEKOTOPBIX
2JIEMEHTOB OCTaBAJINCh MeJKue pyoumku. Ilpu perpo-
CIIEKTUBHOMI OIl€eHKEe, BO3MOMXHO, 4UTO Ha KOXe OBLIN
HeOOoIbIIINe Y3eJIKHu. HeTI/I IIoJIiydyaJju aHTUTHUCTaMHWH-
HbI€ IIpenaparsbl, CpeAcTBa yxXoJa, TOIINYEeCKHe KOPTH-
KOoCTepouabl, IIPOBOAMJIACh CME€Ha MOJIOYHBIX cMeceii.
YJIy‘{H.IeHI/Ie He oTMeuaJjoch. HameceHue Ha IIOpaXe€HHbIE
Y4YaCTKH TOIIMYECKUX KOPTHUKOCTEPOUIOB YCUJIMUBAJIO 3V
U runepeMuIo, y ,ue'reﬁ OSIBJIAJIOCH OECIIOKOMCTBO.

B Teuenme mocienymoomux 4—5 mecsieB Ha (oHe
paaHooﬁpasHoro JIedeHUA KOXXHBIE€ IIPOABJIEHUA COXpa-
HAJINUCH IIPHU CTa0MJILHOM COCTOSHUIN JIeTefI, JOCTATOUHBIX
an6aBRax Maccel Tejga. Ha BoJocucTOil 4acTU T'OJIOBBI
(«cebopeiiuble 30HBI») W OKOJIOYIIHON 00JIaCTH OTMe-
HJaJINUCh XeJITOBaThble KOPOYKH, spuTeMa, IIeJylIieHue,
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Puc. 1. KoskHble H3MeHeHMI: TIaX0Basd CKJIAAKA (a) u meiiHas
ckaazaka (0).

nmamyabl, MOKHyTHe. OCHOBHBIE M3MEHEHUSA JIOKAJIM30-
BaJIMCh B KPYMHBIX CKJIAJKaX, UTO MPOABJISIIOCH THIIepe-
Mueil, mamyJgaMu, KOPOUKaMu, TpelmHaMu. B mpoiiecc
OBLIN BOBJIEUEHBI IOMAOIIBEI, JIAJOHU W MEKIAJIbIleBble
MIPOMEKYTKH, T[Ie OTMEUAJNCh TUIIePeMus, ITeayIeHue,
JKeJITOBaThle KOPOUKM, TperiuHbl. Koka KOHEeUHOCTEl,
TYJOBHUIIA U JUIa OblIa MHTAKTHA, 38 UCKJIIOUEHUEM pell-
KHX SMU30/]0B MYCTyJae3HO# chinu. HecMoTpsa Ha o6IIup-
HOe U CTOIKOe mopaskeHue KOKHU, 3y ObLI YMepPeHHBIH.
B mepuwongsl o6oCTpeHUMsS [OeTH CTAHOBUJIHCH Oec-
TMMOKONHBIMU M3-3a 00JIeli.

BriepBhie JepMaTOIOTOM JE€TH OCMOTPEHBI B BO3pac-
Te 7 MmecsamneB. OmmcaHbl SAPKUE dPUTEMO-CKBaMO3HbIE
BBICBITIAHUSA C MOKHYTHEM U CJIUBUCTHIM OTHENSAEeMBIM B
006JIacTV KPYMHBIX CKJIAJO0K, PYOUMKHU IIOCJTe IepeHeceH-
HOTO mycTyJiesa. IlocTaBieH AWMarHO3: 9PUTEMATO3HASA
OIIPeJIOCTh W ATONMHUYECKUil AepMaTuUT. B jleueHuu mpen-
JI0KeHBl AHTUTUCTAMUHHBIE IIperapaThl, TOMWUYECKUe
TJIIOKOKOPTUKOUABI ¥ aHTHOMOTUKU. Hepes 2 Hemeau
CYIIIeCTBEHHOM AMHAMUKY He OTMEUYEHO.

B Bo3pacre 9 mMecsres B KINHUKE JepPMAaTOJIOTaMU OBLIT
TOCTaBJIeH AWATHO3: MIaJeHuecKas (hopMa aTOMuUYecKoro
nepmaruta. KoxxHasa cuMiToMaTnka Oblia mnpeskaeit. Co
CTOPOHBI BHYTPEHHUX OPTaHOB U B aHAJIMU3aX KPOBHU CYIIle-
CTBEHHOM ITATOJIOTU Y He BbIABJIeHO. [Ipr6aKkTepro-iorunyue-
CKOM HCCJIeIOBAHUY N3 IaXOBBIX , AKCUJIIAPHBIX U IIIEHHOMK
CKJIAZIOK MAEHTUMUIIUPOBAH 30JIOTUCTHIH CTAaPUIOKOKK.
HeBouKH moJTyuau 6€3MOJIOUHBII CTOJI, PACTBOD II€pMAaH-
raHaTa KaJus Ha MopakeHHble KOJKHBIe CKIaAKU, HUCTAa-
THH, TUAPOKOPTU30H+OKCUTETPAIMKINH, ITalaBepuHo-
BYIO Masb. JleTu BbIIUCAHBI 6e3 yJIyUIIeHUs B BO3pacTe
9 MecsamneB 3 Heledb C PEKOMEHAAIUAMU IO JIEUEHUIO
nucOaKTepro3a KUIIEUHUKA, TUIIOAJIJIEPTeHHON AueTe u
MIPOIOJI’KEeHUI0 MECTHOM TepaInu.

B Bospacre 11 mecsIieB AeTH OCMOTDPEHBI Iiegua-
TPOM B KOHCYJIBTATUBHOM IeHTpe. IIpum ocmoTpe OBLIO
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o0pallleHo0 BHUMaHNEe HA HeTUIIMYHOE IJIS aTOIINUYECKOIro
IepMaTUTa TedeHne 0O0Je3HH — JIOKAJIMU3AINSA BBICHIIIA-
HUH B OCHOBHOM B CKJIQJKAX KOMKHU II0 TUIY <«IIeJeHOU-
HOT'O JepMaTuTa» OOPAOBOro I[BETAa IPU OTHOCUTEJLHO
MHTAKTHOM OCTaJILHOM IIOBEPXHOCTH, IOpasKeHue Jajo-
HeM, IIOJ0IIB, MEKIIAJIbIIEBhIX IIPOMEKYTKOB CTOI, 13'b-
sA3BJIEHUE CJIMBUCTOM OOOJOYKM IIOJIOCTH pTa B ebio-
Te, 9MU30bl THOMHUYKOBOM CBHIMK C MCXOAOM B MEJKIE
pPyOUMKM, HEOAHOKPATHOE YXYAIIeHHe CUMITOMATUKN
(HapacTaHme TUIIEPEMUU, YCUJIEHWE 3y[Aa, IOSBJIEeHUE
00JI) TIPY HCIIOJH30BAHUU TOMUUYECKUX TJIIOKOKOPTU-
KOCTEPOUI0B, OTCYTCTBME KAKOT0-JIu00 YJIYUIIeHUS Ha
(oHe MCKJIIOUeHUA U3 parruoHa 6eJKa KOPOBHETO MOJIOKA
(meTu Ha MOMEHT KOHCYJIbTAIlUW IJUTEJLHO IOJydYa-
JI1 BBICOKOTHIPOJUBHYIO CMeCh U CKYIHBIN IIPUKOPM).
V neBoueK OTMEUAJIUCh IEPUOANUECKOe MOKHYTHE B 00.JI1a-
CTHU yIIIell, IopakeHne BCel BOJIOCUCTOM YacTH rOJIOBbI IO
TUIIy cebopeu, MMeEMINell HeoOBIYHO YIOPHOE TeueHUe.
Anavues sabojieBaHUs, KINHAYECKass KapTHHA, OTCYT-
cTBre 9(peKTa OT IIIOKOKOPTUKOCTEPOUI0B 1 JIeUeOHOMH
IUeThl UCKJII0UAIN JUATHO3 ATOIMNYECKOro JepMaTuTa.

B Bospacte 12 MecdAleB COCTOAHMNE YXYAIIUJIOCH,
IeTH MOCTYIUIN B HAINY KJINHUKY. ¥ JeTeill OTMedaInch
nuxopazka g0 39—-40 OC, mHTOKCHKamus, yMepeHHas
remarocijieHomMeranud. Ko)KHasd cUMOTOMATHKA 3HAa-
yuTeabHO Hapocaa (puc. 2). B obmiem anaimse KpPOBU
y meBoueK A. m 9. oTMeYasJ uCh aHeMUs (dPUTPOITUTHI
3,32:102/1 u 3,58+1012/1, remornobun 75 u 84 r/x
COOTBETCTBEHHO), JelikomeHua (JefKomuTsl 5,8+ 109/1
1 9,3+ 109/ coOTBETCTBEHHO), TPOMOOIUTONE U (TPOM-
GomuTel 66+ 109/1 u 108+ 109/1 cooTBercTBeHHO), COD
20 MmM/u y obeux meBoueK. B Kpyr auddepeHIInAIbHOM
IOUArHOCTUKY OBLIM BKJIIOUEHBLI IIEPBUYHBLIN MMMYHOLE-
dumnur, ncopuas u I'KJL. [leTsm B TeueHUne CYTOK BBEJEH
BHYTPUBEHHBI MMMYHOTJIOOYJINH U3 pacueTa KypCOBOM
03bI 1 T/KT B CBABH C TAMKECTHIO COCTOSTHUSA U BEPOATHBIM
IUarH030M UMMYHOAepuIIuTa.

CocTosiHue meTell B JaJbHEHMIIIEM OCTABaJIOCh TMKe-
JIBIM 34 CUET HapacTaHUs reMaTOJOIMYeCKUX HapyIleHui
(amemus — remorsiobur 10 70—90 r/i, TPOMOOIIUTOIEHU S
0 eIMHWYHBIX KJETOK, JelikomeHus mo 8—4-109/x),
reMopparmnueckoro (KpoBOTOUMBOCTD 9JIEMEHTOB B KPYI-
HBIX CKJIQJIKaX) U TellaToJNeHaIbHOTO CUHAPOMOB, JUX0-
panku 10 39—40 0C, urduUIMPOBaHUI KOMKHBLIX IOKPOBOB
cHavajia « JUKUMHI», & 3aTeM M'OCIIATAILHBIMY IIITAMMAaMU
boaxTepuii. IIpoBoguiack MHTEHCUBHASA, 3aMECTUTEIbHAA
U aHTHOaKTepUaabHAS TePamns.

Ha jeuyeHuu oTMeuasoCh BPEMEHHOE YJIYUIIIeHNe
B BHUJe IIOJCBhIXaHUs, YMEHBIIEHUS I'HOMHBIX KOPOUEK,
yayuieHusa camouyBceTBus. Ha 10-e cyTKU rocrmuTaamnsa-
un y peberka A. pa3BUJICA CEIITUUECK U ITTOK. [[eBOUKa B
peaHuMAaIIOHHOM OT/JejieHun B Teuenue 10 gueit Haxomu-
J1ach Ha UCKYCCTBEHHOM BeHTUIAINY JIeTKuX. CocToaHMe
BTOPOTO pebeHKa 0CTaBAJIOCh CTAOMIBHO TAMKEIBIM.

V obeux meBouek uckJouenbl BUY-undernus, mep-
BUYHBbIE UMMYHOAE(PUIIUTHI I'YMOPAIBHOT0, KJIETOUHOTO 1
(aronuTapHOTO 3B€HHEB UMMYHUTETA, HAPYIIEHNE KOM-
miaeMenTa. Crernudryeckue MopaKeHnsa KOCTeH 1 JerKux
ObLIM WCKJIIOUEHBI 10 JaHHBIM PEHTTeHOTPaMM U KOM-
nsioTepHOit Tomorpaduu (KT). ¥V peberka 9., o JaHHBIM
cuupasbuoii KT, oTmeuajica JIeBOCTOPOHHUII CpPeIHUH
oTuUT 60e3 JeCTPYKTUBHBIX n3dMeHeHui. [Io fTaHHBIM KOCT-
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Puc. 2. lunaMuka KOKHBIX W3MEHEHMIl: ITOpa’KeHue KOXKU

cTom (a) 1 maxoBhIX obaacTeii (6).

HOMOS3TOBOM MIYHKIIUY, V pe0eHKa A. HApyIIIeHU IIPOIec-
coB qupPepeHInPOBKY 1 CO3PEBAHUS KJIETOK He Ompeje-
JISIIVCh, 9PUTPOULHBIA POCTOK OBLJI PACIIUPEH, B I'PaHy-
JIOIIUTAPHOM POCTKEe HalJIIoJalach YMepeHHasd 3aePrKKa
CO3peBaHUsA Ha YPOBHE MHUEJOIUTOB. MeraxkapuoruTbl
IpU IIPOCMOTPe He o0Hapy KeHbl. CBOOOMHEIE TPOMOOI[M-
ThI OBLIN €qUHAYHBIMU.

B nuTosorunueckomM mcciaefoBaHUN Ma3KOB-OTIIEUAT-
KOB 13 00JIaCTH CKJIAJOK y pedeHKa A., IOMUMO BOCIIAJIN-
TeJILHBIX 9JIEMEHTOB U 903UHO(MIIOB, BCTPEUAINCH KJIET-
KU C TUIEPXPOMHBIMHU PE3KO YBEJIUYEHHBIMU SAPAMU, C
NPU3HAKAMHU ALEePHOI0 MOJNMOP(U3MAa U aTUIINH, IBYX'b-
AfepHbIe KJIeTKU. B 3HAUNTEIbHOM KOJNUYECTBE BU3YAJIN-
3UPOBAJINCh, ATUINYHBIE KPYIHbIE KJIETKH C OBAJbHBIM
AOPOM, MEJKO3EPHUCTHLIM XPOMATUHOM, COIepsKallue
1-2 HyKJeoabl, OOMJLHOM OJEeIHO OKpAIIEHHOMN I[UTO-
maasmoii. YacTh KJIETOK COEepIKajia BaKyOJIn.

PebGenky A. Obliia mpoBeeHa OMOIICUA KOMKU U3 IIaTo-
JIorruecKoro ouara. IIpu cBeTOBOM MUKPOCKOIIMYU B COCOU-
KOBOM CJIOE Ha T'PaHUIle C SIUAEPMUCOM OOHAPY KUBa-
JINCh eQUHUYHBIE O4aru mpondepanui KPYIHLIX KJIETOK
OBAJILHOI ¥ OTPOCTUYATOM (POPMBI C 903UHOPUIBLHOMN I[UTO-
J1a3MO#, I'MIePXPOMHBIMHU SAPAMU, eIUHUYHBIE IBYX'b-
AxepHble KjaeTKu. OnucanHasa MopdoJiorusa Oblia Xapak-
TepHa A ructuonuroda. B ®I'BY «HMUIL AT'OU um.
Hmutpusa Porauesa» (r. MocKkBa) ObLI0 TPOBEIEHO UMMY-
HOTHUCTOXUMHUUYECKOe wucceaeqoBanmre. 110 maHHBIM 9TOro
aHaim3a, KPYIHBIE KJIETKU 3JKcIpeccupyroT Langerin,
CD13, eguununnie — CD68. Peakiiuuy ¢ ocTaIbHBIMU AHTH-
TeJlaMU Ha HUX HeraTuBHBI. 3akJaouenne: ['KJL.
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Yepes 2 Hemesn TOcCJe IOCTYIJIEHWS B CTAI[MOHAD
HaYaTO BHYTPUBEHHOE BBeJeHIE TIIOKOKOPTUKOCTEPOUIOB
B mo3e 20 MI/KT B IyJILCOBOM pPeKMMe 3 pasa B HEIesr C
IaJbHEHININM TepexoJoM Ha MepOopaJbHBIM IpueM Ipen-
Hu3070HA B fo3e 2 Mmr/Kr. [loaTBepskaenne quaruosa ['KJI
(6osesup Abt—Letterer—Siwe) mos3BOMMIO TIPOIOIKUTH
Tepanuio o nporoxosy LCH III B ormeneHuMm IeTCKOM
oHKoreMaTosoruu. Ha (oHe HEKOTOpOil cTabuiamsaiuu
COCTOAHUS COXPAHAJNCH SMU30Ibl JUXOPAJKM!, TelaTo-
CILJIEHOMeTaJ Vs, TaHIIUTOIIeHUA B 00IIleM aHaJIn3e KPOBH,
KPOBOTOUMBOCTH. BBICBITAHUA B KPYIHBIX KOMKHBIX
CKJaAKaxX ObLIu Ge3 cyrecTBeHHOI auHamMuKu. C yueTom
9TOr0 KOHCTATHMPOBAHO OTCYTCTBHME OTBETA HA TEPAIUIO.
Heru nanpasiaensl B PI'BY «HMUIL AT'OU um. IMutpus
Porauesa» (r. MockBa) 1Jia gaabHEHIIIEr0 JJeUYeHU .

IIpuBeneHHBIN HAMU KINHUYECKUN ciaydail 00ae3Hn
Abt—Letterer—Siwe aBisercs oqHUM 13 Haubojee TAMKe-
aeix BapuanTos I'KJI. ¥V mereii nMesio MeCcTo MyJIbTHCH-
CTeMHOEe IOpaskeHue C BOBJEUEHHEM IIeUeHH, KPOBET-
BOPHOI CHCTEMBI, CeJIe3€HKM, UTO ABJSIETCS MPOTHOCTH-
yecKu HebjsaronpusaTHBIM. OCOGEHHOCTHIO OMUCAHHOTO
ciaydas SABJIAETCA OJHOBPEMEHHBIN Ae0ioT 3aboseBaHUsSA
IBYX NE€BOYEK-OJM3HEI0B, UTO SABJAETCS KpaiiHe pep-
KuM HabmonenreM. [[aHHBIN KIMHUYECKUI caydail ToKa-
3bIBaeT CJOKHOCTh aumarHocTuku I'KJI (Gonesnm Abt—
Letterer—Siwe) B pamHem BoapacTe. 3aTpPyAHEHUS IIPU
IOCTAHOBKE [MATrH03a BOSHUKAIOT, KOTZA HET eIIle pa3Bep-
HYTOH KJAWMHUYECKON CUMITOMATHUKU 3a00JIeBaHUSA WU
KJIWHUUYecKas KaptuHa crtepras [15]. IIpeBanmupoBanue
mopasKeHusl OAHOTO OpraHa MJIU CUCTEMBI, 0COOEHHO B
HavaJsie 3a00J€BaHUsA, MPUBOAUT K OIIMOOYHBIM AMATHO-
3aM. B HammeM KJIMHWYECKOM CJIy4ae OCHOBHBIM CHM-
nromoM 3a0oseBanusA B Teuenre 10—11 mecsnes y obeux
IeBOUYEK OBLIO ITOpaskeHre KoKi. B TeueHUe BCEro aToTo
BpeMEeHU OHUW HAOJIONAINCh MeguaTpaMu U AepMaToJio-
raM¥ ¢ AUArHO30M: ATONIUYECKUIl JePMATUT, OTIPEJIOCTH.

Ha mamr Barasn, Jjgedamumx Bpaueil JOJIKEH OBLI
HACTOPOYKUTH PAJA CHUMIITOMOB, KOTOPBIE HE XapaKTep-
HBI JJIsI aTOIMMYECKOTO JepMaTuTa — sSA3BEeHHBIN cToMa-
TUT B HAebioTe; aGCOMIOTHO HexXapaKTepHas JIOKAJIU3aIlus
CBIIM — KPYMHBIE CKJIAIKU 0e3 MOPaKeHUs TUIUUYHBIX
IS aTOIWYECKOTO JAepMaTHUTa B 9TOM BO3pAacTe ydacT-
KOB KOJKH; HEOOBbIUHAas OKpacKa sJeMeHTOB (6opaoBas);
mopa-KeHue JaJoHelH, IOJOIIB U MeKIAIbIIeBbIX IPOMe-
JKYTKOB. OTU30/[bl THOMHUYKOBOH CBIIIN, KOTOPHIE OCTAB-
JISII MaJleHbKUe PYOUYMKU — JaHHBIN CUMIITOM TOBOPUT
0 6ojiee TIYOOKOM ITOPAKEHUM KOMKHBIX IIOKPOBOB, Ue€M
pu O0BIYHOM TofepMun. Y ofuH 13 3HAUNMBIX CUMIITO-
MOB — YXYAIIIeHUE KOKHON CUMITOMATUKY IIPA MECTHOM
IPUMEHEHUU «30JI0TOTO CTAaHZApPTa» B JIEUEHUM AaTOIM-
YECKOTO [JepMaTHuTa — TONUYECKUX TIIOKOKOPTUKOCTE-
pouzoB. IlocienHee mposABIeHME TUIUYHO AJIS 00JIE3HU
Abt—Letterer—Siwe, HO aGCOJIOTHO He XapaKTepPHO IJIA
aJlJIepTUYeCKUX BBICHITIAHUIA.

TakuM o0pasoM, B HACTOsAIee BPeMs AUArHOCTUKA
ophaHHBIX 3a00Je€BaHUIl OCTAETCA 3aTPYAHUTEJILHOIN Ha
PaHHUX dTamax. OTO CBABAHO C MOJUMOPGU3MOM IIPO-
SABJIEHUH, PEIKOCTHIO CIAYUAEB U CXOKECTHIO C APYTUMU
HO30JIOTUSIMU.

Dunancuposanue: agmopv. cmamuv nodmeepounu
omcymcmaeue QuUHAHCO80il noddepicKu uccredo8anus, o
KOmMopoil Heo0xo00umo cooouLumb.
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A.A. T'obagse, I1.A. ’Kapkos, A.B. @egoposa, C.A. I[1rsacyHoBa

PEAKUE ITPUYVHBI N30ANPOBAHHON TPOMBOLIUTOITEHUN
Y AETEN HA ITPUMEPE TPEX KAMHUNYECKHNX HABAIOAEHWUN

OT'BY «HalnoHaABHBI MEAUTIMHCKUY UCCAEAOBATEABCKUH IIEHTP AETCKOY I'eMaTOAOTUH, OHKOAOTUH, UMMYHOAOTHH
uM. Amutpus PoraueBa» M3 PO, r. Mocksa, PO

BoabIIMHCTBO NIPUYUH KIMHIYECKH 3HAYNMOTO0 CHHAPOMA M30JIMPOBAHHOMH TPOMOOIIMTOIIEHUH Y IeTel
SIBJISIFOTCSI HMMYHHBIMMY, OTHAKO {a’Ke HECMOTPS Ha COBPeMeHHbIe JJa00pPaTOPHbIEe BOSMOKHOCTH, U -
THO3 «MMMyHHas Tpomoouuronenusa» (UTII) y mereii octaeTcs «Iuar{Ho3oM uckiI4YeHus». Ha npu-
Mepe OnucaHuA 3 KINHUYECKHX HAOIIONEeHNH MANMEHTOB ¢ HEKJACCHYECKUM TeYeHUEeM HMMYHHOI
TPOMOOLIUTONEHNY, PE3UCTEHTHOH K IPOBOAUMON Tepalmuy, MbI IIOCTAPAJINCh IPOJEMOHCTPUPOBATH
Pa3IuYHbIe BAPHAHTHI PEIKUX BPOKACHHBIX HAPYIUIEHUH TPOMOOIUTOII033a, KOTOPhIe MOTYT OBITh
omu6ouno npuHATHI 3a UTII. B crarhe mpeacTraBiieH KPaTKUl JTUTEPATYPHBIH 0030p, a TaKKe OCBe-
IIeHBI 0CO0EHHOCTH JadopaTopHOi M Au(depeHInaTbHOH TNATHOCTUKH, TEUEHUA U KINHUYECKON
KapTHHBI MAIHEHTOB C TAKUMH 3a00/1eBaHNAMH, Kak cuHIpoM BepHapa—Cyiabe, CHHAPOM «CepPBIX»
TpomoOonuToB u MY H9-accouupoBaHHAA TPOMOOIIUTOIEHU .

Knrouesvie cnosa: MYHY, cunOpom «cepvix» mpomboyumos, 6onesuvb beprapa—Cyave, demu, ummyn-

Has mpomoOoyUmMoneHus, Hacae0cmeeHHas namoso2us mpomooyumos.
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