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CAVUAN TUICTUOLIUTO3A M3 KAETOK AAHTEPTAHCA
(BOAE3HU ABT-LETTERER-SIWE) ¥V AEBOYEK-BAV3HEIIOB
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Boaesnr Abt—Letterer—Siwe sBaserca omHoit u3 (opM rucTHOUTO3a U3 KieTOK JlaHrepranca u
BeTpevaeTcs ¢ yactoToit 2—10 ciayuaeB Ha 1 MJIIH AeTcKOro HaceleHu:A B rox. B poccuiickoii u 3apy-
0€eKHOI JUTepaType NMPUBOATCSA ONMCAHUA JAHHOTO 3a00J€BaHUA y AeTeil Pa3JIMYHOrO BO3pacra.
CeMeiiHBIX CIyuyaeB 9TOI MAaTOJIOTHH ONMCAHO He0O0IbIIoe Yncio. B craThe mpexcTaBieHo pegroe Kin-
Huueckoe HabGmroneHue 6oesan Abt—Letterer—Siwe y meBouex-611u3HeI[0B.
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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.
Keywords: Langerhans cell histiocytosis, Abt—Letterer—Siwe disease, children, twins, family case.
Quote: Y.Y. Yakovlev, F.K. Manerov, O.I. Andriyanova, S.A. Dudkin, N.V. Matveeva, N.V. Selivanova,
0.A. Zagorodnikova, O.V. Domanskaya. The case of Langerhans cell histiocytosis (Abt—Letterer—Siwe
disease) in twin girls. Pediatria. 2018; 97 (4): 141-145.

T'uctuonurod m3 Kiaetok Jlamrepramca (I'KJI)
— gabojieBaHUe, CBA3aHHOE C AHOMAJBLHOW IITPOJIM-
depanueil U akKKyMyJadAlrell B opraHax U TKaHAX
[IaToJIOTNYECKMUX KJeTOK Jlanrepramnca, BegyIiux K
JIOKAJIbHOMY IIOBPEKIEHUI0 W HAPYIIEeHUIo (QYyHK-
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muu nopaskeHHBIX opraHoB [1]. Tepmuna 'KJI 065b-
eIUHSAET 903MHODUILHYIO TI'paHyjJgeMy, O00Je3HU’
Hand—-Schuller—Christian u Abt—Letterer—Siwe.
ITocnenusasa cuuraercs HanboJIee TAMKEJIBIM BapuaH-
TOM C JIETAJIbHOCTBIO He MeHee 50% [2].
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Wsyuenue Gosnesnu Abt—Letterer—Siwe 6nL10
Hauato B 1924 r. memenmxkuMm mnartojoroMm Erich
Letterer [3]. B 1933 r. mBenckuit meguatp Sture
Siwe omy0JMKOBaJ MepPBoe KJINHUUYECKOEe OMMUCAHUE
3a00JieBaHUSA U TPEAJOKUI KPUTEPUU AMarHo3a
[4]. B 1936 r. amepukanckue aBropbl Arthur Abt
u Edward Denenholz B cBoeit myOiuKamuu mpeaio-
SKMJIN ONPUHATH TepMUH «0osae3Hb Letterer—Siwe»
[56]. 3aboneBaHmMe TaK:Ke YIOMUHAETCA B JIUTEPATY-
pe xKak «06ose3ub Abt—Letterer—Siwe».

Yactora I'KJI cocraBasger 2—-10 cayuaeB Ha
1 maH gerckoro HacejdeHusa B rox [1, 6-—10].
Manbuuku 6oseioT B 1,5—2 pasa uarlie JeBOUeK, B
OCHOBHOM B PaHHEM JeTcKoM Bospacrte [1]. B maro-
JIOTMYECKUI TIPOI[eCC MOI'YT BOBJIEKATHCS CKEJIEeT
(60-80%), xoxa (22—-50% ), tumpaTryecKme y3JIbl
(10-15%), meuens (10-15%), KocTHBIH Mo3r (10—
15%), nmerkue (10—-15%), sHAOKPUHHBIE KeJIe3bI
(25%), THC (2-4%) u gp. [1, 11-13]. 9Ttu mopa-
JKeHUs XapaKTepHb! a1 6osesneit Hand—Schiller—
Christian u Abt—Letterer—Siwe, HO mociaemHasa
OTJINYAETCS TSKECThI0 TEUeHUs, reHepaJusaliuein
IIPoIlecca, BOSHNKHOBEHNEM B II€PBbIE IM'OALI YKU3HU
[7, 14, 15].

Bosieuernue B mporiecc Koxku B 10% wMoKeT
OBITH egUHCTBEHHBIM cuMuTomMoM [7, 13]. Ha Koxxe
ouaru I'KJI mpexacTaBiieHBI »KeJITOBATO-KPACHBIMU,
MJIOTHBIMHY, CUJIBHO 3YAANIMMY HATyJIaMU U y3eJIKa-
MU C JIESTKUM IeMOppParnv4ecKuM OTTEHKOM, Xapak-
TepHO 00pa3oBaHMe TPEINH. DJIEeMEeHThI JIOKAJIU3Y-
IOTCS B PETPOAYPUKYJIAPHOI 00JaCTH, B KPYIHBIX
cKJankax Tesa. IlopaskaeTcA BOJIOCHCTAA UYacTh
TOJIOBHI IO TUITY ce0opeiiHoii sK3eMbl. C pa3BUTHEM
3a00JI€eBaHUS MPOUCXOAUT JUCCEMUHAIUSA BhICHIIIA-
Huit. g ko:xubIX Beicbinauuil npu I'KJI tTunuuna
maoxXas peakiusd Ha JeUeHUe TOMUYECKUMU TJIIO-
KOKOpPTUKOCTepougamu. IIpu mopakeHUM CJIM3U-
CTOI1 000JIOUKY PTa 00pa3yioTcsa A3BbI ¢ GUOPUHO3-
HBIM HajeToM [7]. BoBiieueHHe B ITaTOJIOTUYECKUH
IIPOIlECC MHOTHX OPraHOB M CHCTEM IIPUBOIUT K
MOsABJIeHUIO 1e()eKTOB B KOCTAX (B OCHOBHOM ILJIO-
CKUX), HAPYIIIEHUIO reMocTasa, JuM¢oa eHOIaTuH,
renaToCIJIeHOMerajJuu, IOJaBJIeHUI0 QOYHKIUNA
KOCTHOTO Moara. IlopakeHue JIETKUX IPOSBJISIET-
Cs1 BOBHMKHOBEHMEM CIIOHTAHHOTO ITHeBMOTOPaKca.
XapaKTepHO IJIUTEeJbHOE, PEIuIUBUPYIOIee Teue-
Hme otuta [1, 7, 14].

BepoATHBINT KIMHUYECKUN AUATHO3 ITOATBEPIK-
JaeTcs THCTOIATOJOIMYECKMMU M HMMMYHOTI'HCTO-
XUMHUYEeCKUMHU MeTogaMu. Ilpeamourenue oTgaercs
OMOIICU Y KOMKU, OCTEOJTUTUUECKUX 0UaroB u JuMQo-
y3Ji0B. Buoticus mevueHu Uin JIErKOro BBIMTOJTHIETCS
mpu oTcyTcTBuM uHOro Martepuaia [1]. Ceeromasa
MUKDOCKOIIUS He MO3BOJISIET ITOCTABUTH OJHO3HAYU-
HBII AUArHos. «30JOTHLIM CTAHIAPTOM» IUATHO-
CTUKU ABJsieTCA uaeHTuduranusa rpanysa bupbexa
10 9JIEKTPOHHON MUKPOCKONuUM. Bojiee uyBCTBU-
TEeJbHOU M CHEeIU(PUUHON NTUATrHOCTUKOU ABJISAETCA
UMMYHOTUCTOXUMUYECKAS OKpAacCKa JAaHTePUHOM
(CD 207), mpencraBasgionieM co00i MOHOKJIOHAJb-
HbIe aHTHUTeJa MIPOTUB TpPaHCMeMOpAHHOro 6eJaKa
tuna II, ceasanHoro ¢ rpanysamMmu Bupbeka [13].

ITo narubim K.A. MockaueBoii u coasT. (1967),
mo 1931 r. 6bLTO ommcano 65 ciydaeB 6oJsie3HU
Hand—Schiller—Christian u 4 cayuas 6omesau Abt—
Letterer—Siwe. ITo gamubsiM O. Schettler (1955), &
1955 r. omucamo okoso 350 u 68 coyuaeB Goses-
Hell coorBeTcTBeHHO [15]. B poccuiickoit Hayunoit
BJIEKTPOHHOM 0ubsimoreke B nepuox 2004—-2017 rr.
OMMMcaHo 8 KIMHUUYECKUX HaOJI0AeHnil 3Toro 3a60-
JeBaHUA y JeTeli. AHTJIOA3BIYHAA TEeKCTOoBasA 6asa
maHablx Pubmed 3a sToT Ke mepumon mpeasaraeT
6osee 300 MCTOUYHUKOB, BKJIIOUAS U CIyUYan 00JIe3HU
Abt-Letterer—Siwe.

Ho cepenguubl XX BekKa CBa3b 0oje3Hu Abt—
Letterer—Siwe ¢ reHeTMUeCKUMHU HapPYIIEHU-
MU CTaBWJach mojx comMHeHme [5, 15]. OnucanHbIe
ceMelHbBIe caydyaum y cuOCOB W, TeM OoJiee, CJIy-
yay BO3HUKHOBeHHUA 3a0o0jeBaHUA y OJM3HEIOB
TMPeACTaBJSAIN OCOOBIH HHTepec. PyCcCKOA3BIUYHBIE
ommcaTeJbHBIe PAabOTHI ceMelHBIX ciyuaeB I'KJI,
B T.4. 6ose3uu Abt—Letterer—Siwe, B poccuiickoit
Hayumoit 571eKTpOHHOI OUOJIMOTEKe 3a IOCJeqHIe
10-15 mer orcyrcTByioT. B 6ase Pubmed namu
ObLIM HalifeHbl 3a mnocaenuue 50—60 jger oxkoso 40
cemeiiabix ciaydaeB I'KJI (6osesnsr Abt—Letterer—
Siwe y mOJOBUHBI), U3 KOTOPHIX 12 ¢ ommcaHuUeM
3a00JeBaHUS Y OJIM3HEIOB.

B cBsA3U ¢ PeIKOCTHIO IMATOJOTUU IIpeijaraeM
ommucaHue ciaydas 6osesHu Abt—Letterer—Siwe y
IBYX MOHOBUTOTHBIX JeBOUEK-0m3HeroB A. u 9.,
IIOCTYIMBINNX B HAIIy KJWHUKY B Boadpacrte 12
MeCHAIEB.

et 13 MOHOBWUTOTHOU ABOIHU OT I GepeMeHHOCTH.
Poaurenu mosonawie, 3mopoBhie. Poabl Ha cpoke 34 Hemeau.
0O0a pebeHKa B TeUeHIe IIePBOTO MecsAIa ObLIN IIepeBeIeHbI
Ha MCKYCCTBEHHOE BCKapMJnBaHue. PasBurue aereil BeCch
mepuon HaGJIIOlIeHI/IH COOTBETCTBOBaJIO BO3pacCTy.

BHepBI)Ie poouTesin OTMETUJIN IIOSABJIEHUE Y HeTeﬁ
YMEPEHHO 3yAAINX BBICBITTIAHUNA HA KOXKe U SI3BEeHHBIN
cToMaTUT B Bo3pacte 1,5—2 mecsiies. B obyiacTu meiiHbIX,
AKCUJIJIAPDHBIX, ITaXOBbIX CKJIAAOK OTMEYaJIUCh TUIIepe-
MU, TayJbl, KOPOUKU, 'PAHUIILI YeTKO OuepueHsI (puc. 1).
,D;OCTaTO‘IHO GLICTpO B IIpoI1recc OBLJIN BOBJIEYEHBI BOJIOCHU-
cTasd 4aCThb I'OJIOBBI (I‘I/IHepeMI/IH, BbIDAKE€HHOE IIeJIyIlie-
HUeE, XeJiToBaTble KOPOUKH, HaHyJII)I) u 3ayliHasa 00J1aCTh
(runepemMusi, KOPOUKH, IMamyJbl, MOKHyTue). Ha Koixe
KOHEUHOCTell 1 TYJIOBUIIIA (BHe CKJIalIOK) JAIINU30JNUYECKHU
IIOABJIAJIUCh PEeJKHEe MeJIKKe IIallyJibl W IIYCTYJIbI, 4YTO
OBLIO paCiieHeHO KaK IIuoJgepMusd. Ha mecte HEKOTOPBIX
2JIEMEHTOB OCTaBAJIMUCh MeJKue pyoumku. Ilpu perpo-
CIEeKTUBHON OIl€HKE€, BO3MOMHO, UTO Ha KOXe OBLIN
HebosbIiNe y3eaku. [leTu moaydaam aHTUTHUCTAMUH-
HbIe IIpemaparThl, CPeACTBa yXOAa, TOIMMWYECKUE KOPTU-
KocCcTepouabl, IIPOBOAMJIACH CME€Ha MOJIOYHBIX cMeceii.
yJIy‘IHIeHI/Ie He oTMeuaJioch. Hanecenue Ha IIOpaXeHHbIE
Y4YaCTKHU TOIIMYECKUX KOPTHUKOCTEPOUAOB YCUJIUBAJIO 3y
U TUIIEPEMUIO, Y TeTel MOABIAIOCH OECIIOKOMCTRBO.

B Teuenme mocienymoomux 4—5 mecsieB Ha (oHe
pa3H006pa3HOI‘O JIeUeHUsA KOXXHBbIE€ IIPOSABJIEHUA COXpa-
HSJIUCH IPU CTaOUJIBHOM COCTOAHUU eTeil, JOCTaTOUHBIX
HpI/I6aBKaX Macchl Teja. Ha BOJOCHCTOII YacTU T'OJIOBBI
(«cebopeiiHble 30HBI») U OKOJIOYIITHON 00JIaCTH OTMe-
HaJIUCh MeJIToOBaTble KOPOYKH, spuTeMa, IlIejJyluieHue,
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Puc. 1. KosxxHble n3MeHeHHs: IaX0Basa CKIagKa (a) u meiiHas
ckJyaznka (0).

namyJsisl, MOKHyTHe. OCHOBHBIE M3MEHEHUS JIOKAJIU30-
BAJINCh B KPYIHBIX CKJIAJKAX, YTO IIPOSABJIAIOCH TUIIEPe-
Mueii, mamyJiaMu, KOpOYKaMu, TpeljuHaMu. B mpoiecc
6LIJII/I BOBJI€EUEHBI IIOAOIIIBHI, JIAAOHN N MeEXKIIaJIbIleBhbIE
IIPOMEXYTKH, I'le OTMeUaJIiCh I'UIlepeMusd, IIejJayIllieHue,
JKeJITOBaThle KOPOYKM, TpemiuHbl. Ko)ka KoHeYHOCTe,
TYJIOBUIIA U JINIA ObLJIa MHTAKTHA, 38 NCKJIIOUEHNEeM PeJl-
KHUX SIIM30/]0B IIYCTyJIe3HOH chinu. HecMoTpsa Ha o0IIup-
HOE U CTOMKOe IOpasKeHue KOKU, 3y[ ObLI YMEDPEeHHBIH.
B mepumoxbl 00OCTpEeHUS HETH CTAHOBUJIUCH Oec-
TIOKONHBIMU U3-3a 00JIeli.

BrepBsie 1epMaToJIOrOM JeTH OCMOTPEHBI B BO3pac-
Te 7 MecaneB. OmucaHbl APKUE DPUTEMO-CKBAMO3HBIE
BBICBIIIAHUA C MOKHYTHEM U CJIHU3UCTBIM OTAE/JIdeMBbIM B
00J1acT! KPYIHBIX CKJIAJ0K, PYOUMKHU IIOCJIEe IepeHeceH-
HOTO mycryJesa. IlocTaBiieH AMAarHO3: 9PUTEMATO3HAA
ONIPEeJIOCTh U aTONUYecKUil mepmartutr. B jeueHum mpej-
JIOJKEeHBbI aHTUI'HCTaMWHHBIE IIpellapaThbl, TOIINYECKUe
TJIIOKOKOPTUKOUALI U aHTuOWMoTUKU. Yepes 2 Hepesun
CymeCTBeHHOﬁ AUHaAMHUKHN HEe OTMEYEeHO.

B Bospacre 9 MecsIeB B KINHUKE 1epPMaTOJIOTaMu OBbLIT
TIOCTaBJIEH AUATHO3: MiIaZleHuecKasa (hopMa aTOIUUeCcKOro
nepmarura. KoxkHasa cuMmirToMmaTuka Oblia mnpeskueit. Co
CTOPOHBI BHYTPEHHUX OPIraHOB U B aHAJIN3aX KPOBHU CylIe-
CTBEHHO IaTOJIOTUM He BBISABJIEHO. [IprbaKTepro-ioruue-
CKOM MCCJIeJOBAHUY N3 IaXOBBIX , AKCUJIJIIPHBIX U IIEHHON
CKJIQIOK UAeHTU(MUIINPOBAH 30JIOTHUCTHIN CTA(DUIOKOKK.
JeBouKu mosryuasiv 6e3MOJIOUHBIH CTOJI, PACTBOD II€pMaH-
raHaTa KaJus Ha IOpPa’kKeHHble KOJKHBIE CKJIAAKY, HUCTA-
TUH, TUAPOKOPTU30H+OKCUTETPAIMKJINH, IIalaBepUHO-
ByI0O Ma3b. [leTu BhINUMCAHBLI 0e3 YJIYYIIEeHUs B BO3pacTe
9 mecsmeB 3 HeleJ b C PEKOMEHAAIUAMU II0 JIEYCHUIO
nucbaKTeprosa KUIIeYHWKA, TUIIOAJIEPTeHHON aAuere U
IPOJOJIKEHUIO MECTHOM TepaIuu.

B Bospacte 11 MmecdAneB meTH OCMOTPEHBI Ieaua-
TPOM B KOHCYJbTATHUBHOM IieHTpe. IIpm ocmorpe OBLIO

00paIleHo BHUMAHNE Ha HEeTUIINYHOE [JIS aTOINYECKOIO
JepMaTuTa TeueHre OOJIE3HU — JIOKAJM3AIUs BBICHIIA-
HUA B OCHOBHOM B CKJIQJIKAX KOKU II0 THUIIY «II€JIEHOY-
HOTO JepMaTuTa» OOPAOBOr0 I[BETAa IPU OTHOCUTEILHO
WHTAKTHON OCTaJIbHOII IIOBEPXHOCTU, MOPAKEHUE JIAH0-
Hel, TIOJOIIB, MEKIAJIBIIEBBIX IIPOMEKYTKOB CTOII, U3'b-
sI3BJIEHUE CJIMUBUCTON OOOJOYKM IIOJIOCTH pPTa B Aebio-
Te, BUMU30bI THOMHUYKOBOM CBHIIU C MCXOAOM B MeJKUe
pPYOUMKM, HEOAHOKDPATHOE YXYIIIeHWe CUMIITOMATUKYI
(Hapacranue runepeMuu, yCUJIEHHWE 3yAa, MOSBJIEHUE
00JiM) IPU WCIOJB30BAHUM TOMUYECKUX TJIIOKOKOPTHU-
KOCTEPOU/0B, OTCYTCTBHE KaKOrO-aub0 YJIYYIIEeHUS Ha
GoHe UCKJIIOUEHNA U3 PAIoHAa 0eJIKa KOPOBHETO MOJIOKA
(meTu HA MOMEHT KOHCYJBTAIIUU AJUTEJBHO IIOJyda-
JIN BBICOKOTHPOJIU3HYIO CMECh U CKYJHBIA IPUKOPM).
VY meBoUeK OTMEUAIUCh IEPUOAUUECKOe MOKHYTHE B 00JI1a-
CTU yIIel, IopakeHue Bcell BOJIOCUCTOM YaCTU I'OJIOBBI IO
Tuny cebopeu, MMeIONIed HEOOBIUHO YIOPHOE TeUeHUeE.
AnamHe3 3a00JieBaHUs, KJIWHUYECKAsA KapTUHA, OTCYT-
cTBUE 3hEKTa OT TVIIOKOKOPTUKOCTEPOUIOB U JeUeOHOMR
IUeTHl NCKJII0YaJIi JUATHO3 ATOMMYECKOr0 IePMaTHUTA.

B Bospacte 12 MecdAlneB COCTOAHWE YXYAIIUJIOCH,
IeTU TMOCTYIWJIN B HAIY KJIUHUKY. ¥ JeTell OTMeUaInch
auxopanka mo 39-40 OC, mHTOKCHKanusd, yMepeHHas
remarociieHoMerasus. Ko/KkHas CUMITOMATUKA 3HA-
yuTeJabHO Hapocaa (puc. 2). B obiiem aHanmse KpoBU
y IeBoueK A. m J. OTMeYaJ uCh aHEeMUs (dPUTPOIIUTHI
3,82:10'2/1 u 3,58+1012/1, remornobun 75 u 84 r/x
COOTBETCTBEHHO), Jefikomenusa (neixonmuTsl 5,8+109/x
1 9,3 +109/1 cooTBeTCTBEHHO), TPOMOOIUTOIEHNA (TPOM-
Gouutsr 66+109/1 u 108+109/1 coorsercTBenHO), COD
20 MmM/4 y obeux neBouYeK. B Kpyr auddepeHIInaIbHOM
ANArHOCTUKHN 6LIJII/I BKJIIOUEHBI HepBI/I‘IHLIﬁ HNMMYHO/€e-
¢unur, ncopuas u I'KJI. [leTam B TeueHUe CyTOK BBeIEeH
BHYTPUBEHHBIH NMMYHOTJIOOYJIMH M3 pacueTa KypCOBOM
03Bl 1 I'/KI' B CBSIBY C TAMKECTHIO COCTOSHUSA U BEPOATHBIM
OUArHO30M UMMYyHoOAe(duIuTa.

CocTosiHmne JeTell B HAJbHEHIIIEM OCTABAJIOCH TSMKe-
JIBIM 32 CUeT HAPACTAHUS reMaTOJOTUYECKUX HAPYIIeHUN
(amemus — remorJioous 10 70—90 r/a, TpOMOOIIUTOIIEHU S
10 eIMHWYHBIX KJeTOK, Jelikomenus mo 3—4-109/m1),
reMopparunyecKkoro (KPOBOTOYUBOCTE 3JIEMEHTOB B KPYII-
HBIX CKJIAJKAaX) U IelaToJNeHaJbHOTO CUHAPOMOB, JILXO0-
pangku 1o 39—40 OC, nHGUIMPOBAHKUA KOKHBIX IIOKPOBOB
CHayvaJjia « JUKMMM», a4 3aT€M I'OCIINTAJIbHBIMHU IIITaMMaMN
G6axrepuii. [IpoBoguIach MHTEHCUBHAS, 3aMECTUTEIbHAS
U aHTUOAKTepUaIbHAA TePaIu.

Ha neuenuum orTMeuasoch BpeMeHHOe YJIy4YIlleHUe
B BUJe IIOACBIXaHUA, YMEHBIIIEHNS THOWHBIX KOPOUEK,
yayuiieHusa camouyBcTBusi. Ha 10-e cyTKu rocrmuTaamnsa-
nun y pebeHKa A. pasBUJICA CEIITUUECKU ITTOK. [leBouKa B
peaHIMaI[MOHHOM OTAeieHun B TeueHre 10 qHel Haxoqu-
JIach Ha MCKYCCTBEHHOU BeHTU ALY JierKuX. CocTosiHUe
BTOPOTO pebeHKa 0CTaBaJI0Ch CTAOUIBHO TAMKEIBIM.

VY obeux meBouek uckJoueHbl BUY-undpermus, mep-
BUYHBIC I/IMMyHO].'[e(I)I/II.[I/ITBI I'yMOPaJIbHOI'0, KJIETOYHOI'O 1
Q)arounTapHoro 3BEHbEB IMMYHUTETA, HAPYIIIEHNEe KOM-
miremenTa. CrenudpuyecKre MOPaKeHn s KOCTeH U JIerKUX
6BIJII/I HWCKJIIOYEHBI II0 JAaHHBIM PEHTIeHOrpaMM M KOM-
nbioTepuoi Tomorpaduu (KT). V pebenka 3., 110 JaHHBIM
cuupanbHoii KT, oTmMeuascs J€BOCTOPDOHHUH CpegHUM
oTuT 6e3 JeCTPYKTUBHBIX n3dMeHeHuii. [Io TaHHBIM KOCT-

A TIATOAOTI'UA
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Puc. 2. [luHaMUKa KOKHBIX M3MEHEHUN: IOPAaKeHIe KOXKU
cTon (a) 1 maxoBeIX obnacteii ().

HOMOS3TOBOM IYHKIIUU, V pe0eHKa A. HapyIIeHu IIpoIec-
coB qudHepeHIuPOBKY U CO3PEBAHNUS KJIETOK He OIpeje-
JIAJIACH, SPUTPOUIHBIA POCTOK OBLI PACIINPEH, B TPAHY-
JIOIUTAapPHOM POCTKe HabJiofanach yMepeHHasa 3aJeprKKa
CcO3peBaHUs HA YPOBHE MUEJOIUTOB. MeraxapuouThl
IpU IIPOCMOTpe He o0Hapy:KeHbl. CBOOOAHBIE TPOMOOI[M-
THI OBLIN €IUHUYHBIMHA.

B muTOSIOrMYECKOM MCCJIeJOBAHUY Ma3KOB-OTIIEUAT-
KOB U3 00JIaCTH CKJIAJOK y pedeHKa A., TOMUMO BOCIIAJIN-
TEJILHBIX JIEMEHTOB U 903MHO(MUIOB, BCTPEUAJINCEH KJIET-
KU C TMIEPXPOMHBIMY PE3KO YBEJNYEHHBIMHU SPAMU, C
MIPU3HAKAMU SIAEPHOrO0 MOJUMODP()U3MA U ATUIINU, [BYX'b-
siepHBIE KJIEeTKU. B 3HAUNTEIbHOM KOJINYECTBE BU3YaJIU-
3UPOBAJINCh ATUINYHBIE KPYIHBIE KJETKU C OBAJIBHBIM
SIPOM, MEJKO3EePHUCTHIM XPOMATHHOM, COIEpIKallue
1-2 HyKJIeoJbl, OOMJLHON OJEeIHO OKpPAIIEHHON I[UTO-
miIa3dMoii. HacTh KJIETOK COZlepsKajia BAKYOJIn.

PebGenky A. Oblia mpoBeseHa OMOIICUA KOMKU U3 IIaTO-
Jloruyeckoro ouara. Ilpu cBeTOBOM MUKPOCKOIIUU B COCOY-
KOBOM CJIOE HA TPAHUIE C SIUAEPMUCOM OOHAPYKUBA-
JINCh eqUHUYHBIE OYaryu Ipondepanu KPYIHbIX KJIETOK
OBQJILHOM ¥ OTPOCTUATON (POPMBI ¢ 903MHOMDUIBHOHN ITUTO-
ILJIa3MO#, TMIIEPXPOMHBIMU AAPAMU, eIUHUUYHBIE ABYX'B-
AxepHble KjaeTKu. OnucamHas mMopdoJiorus ObLia Xapak-
TepHa A ructuonuroda. B ®I'BY «HMUIL AI'OU um.
Hmutpusa PoraueBa» (r. MockBa) ObLIO IPOBEIEHO UMMY-
HOTHCTOXMMUWYECKOe HccJefoBaHue. 110 JaHHBIM 3TOTO
aHaju3a, KPYyIHble KJETKM dKcapeccupyior Langerin,
CD13, egquununsie — CD68. PeaKiuuy ¢ oCTaIbHBIMU AHTH-
TeJaMU Ha HUX HeraTuBHBI. 3akaouenue: [KJI.

Yepes 2 Hemeau mocje IOCTYILUIEHUS B CTAIOHAD
HayaTO BHYTPUBEHHOE BBeJleHle I'NIIOKOKOPTUKOCTEPOUIOB
B no3e 20 MI'/KT B IIyJIbCOBOM pPeXXKUMe 3 pasa B HEHeJo C
NaJILHEUININM IIepeX0o/JoOM Ha IIePOPAJILHBIN IIpueM Ipej-
Hu30710HA B fo3e 2 Mr/Kr. [logTBep:xaenue auaruosa ['KJI
(6osesup Abt—Letterer—Siwe) m03BOJMIO IPOLOJIKUTH
Tepanuio 1mo mpororkony LCH III B orTmeneHuM HETCKOM
oHkoremaroJsiornu. Ha (oHe HeKOTOpo#l cradbmiIusaruu
COCTOSIHUSI COXPAHSJINCH SIU30[bI JIMXOPALKU, TeraTo-
CILIEHOMETaJINs, IaHI[UTOIeHUs B O0II[eM aHaJn3e KPOBH,
KPOBOTOUYHNBOCTB. Bricbimanusa B KPYIHBIX KOXHBIX
CKJIaJKaxX ObLIM 6e3 cylecTBeHHON quHaMuku. C yueTom
9TOr0 KOHCTATUPOBAHO OTCYTCTBHE OTBETA HA TEPAIUIo.
Heru nanpassensl B PI'BY «HMUILL AT'OU um. [ImMurprsa
Porauesa» (r. MockBa) i faIbHENIIIETO JIEUeHUA.

IIpuBeneHHbBIN HAMY KIWHUYECKUN caydail 60Jae3HN
Abt—Letterer—Siwe sBaserca ogHUM 13 HauboJiee TMKe-
aerx BapuanToB I'KJI. ¥V nmereii nMesio MecTo MyJIbTUCH-
CTEeMHOEe IIOPa’KeHWe C BOBJIEUEHWEM II€UEeHU, KPOBET-
BODHOM CHUCTEMBbI, CEJIe3€HKN, UTO SABJISETCH IMPOrHOCTU-
yecKu HeOsaronpuATHbIM. OCO0EHHOCTHIO OIMCAHHOTO
cayJdasi SBJSIETCA OJAHOBPEMEHHBIN 1e0T 3a00/eBaHUSA
IBYX [€BOUYEK-OJIM3HEI[0B, UTO SBJSETCS KpailiHe Dpe-
KuM HabmoneHueM. [[aHHBIN KIMHUYECKUI Caydail ToKa-
3pIBaeT CJI0MKHOCTH muarHocTurku I'KJI (Gosesnum Abt—
Letterer—Siwe) B panHem Bo3pacTre. 3aTpyAHEHUA IPU
IIOCTaHOBKE AUAarH03a BOSHUKAIOT, KOT[a HeT elle padBep-
HYTO! KJIWMHUYECKON CHUMITOMATHUKU 3a00JIeBAHUA WU
KJUHUYecKasa KaprTuHa crteprasa [15]. IIpepanmupoBanue
MOpPaYKeHUs OJHOTO OpraHa WJIKW CHCTEMBI, OCOOEHHO B
Hayaje 3a00JIeBAHUS, IPUBOJUT K OIIMOOYHBIM AUATHO-
3amM. B Hamem KJIMHUYECKOM CJIyuae OCHOBHBIM CHM-
nromoM 3aboseBanusa B Teuenue 10—11 mecsiies y obeux
JIeBOUEK OBLIO IMOpakeHre KOXKU. B TeueHne BCero aToro
BpPEeMEHU OHM HaOJI0JaJIUCh MeJuaTpaMu U JepPMAaTOJIO-
ramMu ¢ JUarLHo30M: aTOMNYECKUN JePMATHUT, OIIPEJIOCTH.

Ha mam B3rasn, jedamux Bpadeil AOJKEH OBLI
HACTOPOYKUTH DAL CUMIITOMOB, KOTODbIEe HE XapakTep-
HBI IS aTOIUYECKOrO NepMAaTHUTAa — SI3BEHHBIA CTOMA-
TUT B Ae00Te; aOCOJIOTHO HeXapaKTepHas JOKAJIU3AIlUI
CBIIM — KPYIHBIE CKJALKU 0e3 MOPasKeHUs TUIUYHBIX
JUIS aTOIMUYECKOTO [JepMAaTHTa B 9TOM BO3pAacTe ydacT-
KOB KOJKH; HEOOBIUHAs OKpPacKa 3JeMeHTOB (6opaoBasd);
mopa-;KeHue JiagoHel, MOAOIIB U MeKIaJbI[eBhIX IPOMe-
JKYTKOB. OTIN30/{bl THOMHUYKOBOI CHIIU, KOTOPHIE OCTaB-
JISAIU MajeHbKUe PYOUMKM — NAHHBIA CUMIITOM T'OBOPHUT
0 OoJiee TJIYOOKOM IMOPAKEHUU KOYKHBIX IMIOKPOBOB, UeM
Ipu O0BIYHOM TuoAepMuu. U ofuH 13 3HAUMMBIX CMIITO-
MOB — yXYAIII€eHUe KOYKHOU CUMITOMATUKU IIpU MECTHOM
IIPUMEHEHHNHN «30JIOTOr'0 CTaHgapTa» B JIEUEHHUM aTOIIM-
YEeCKOr0 JepMATHUTa — TONUYECKUX TJIIOKOKOPTUKOCTE-
pouzoB. IlocienHee mMposABIeHWE TUMUYHO AJIA 00JIEBHU
Abt—Letterer—Siwe, HO a6COIIOTHO He XapaKTEePHO IJIs
AJJIEPTUYECKUX BHICHITTAHUH.

Takum ob6pasoM, B HACTOSAIEe BpeMsA AUATHOCTUKA
opdaHHBIX 3a00J€BAaHUIN OCTAeTCA 3aTPYAHUTEIHLHON Ha
PaHHUX 3Tamax. OTO CBA3AHO C MOAUMOPHU3MOM IIPO-
SIBJIGHU, PEIKOCTBIO CJIYYaeB M CXOYKECTHIO C APYTUMU
HO30JIOTUSMM.

Dunancuposarue: agmopuv. cmamuvu nodmeepounu
omcymcemaeue PuHaHco8oll noddepicku uccredos8anus, o
KOmopoil Heo0xo0umo cooduLums.
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A.A. T'obagse, I[1.A. 2Kapxkos, A.B. @®egoposa, C.A. I1rsacyHoBa

PEAKUWE TIPUYVHDI N30ANPOBAHHON TPOMBOLIUTOITEHUN
Y AETEN HA ITPUMEPE TPEX KAMHUWYECKHNX HABAIOAEHWN

DOTI'BY «HanmoHaAbHBIN MEAUTTMHCKUHY MCCAEAOBATEALCKHUH IEHTP AETCKOM reMaTOAOTMH, OHKOAOTHUH, UMMYHOAOTHUY
uMm. Amutpus PoraueBa» M3 PO, r. Mocksa, PO

BoabIIMHCTBO NPUYUH KIMHNYECKU 3HAYNMOTO0 CHHIPOMA M30JIMPOBAHHOMH TPOMOOIIMTONIEHUH Y IeTel
SIBJISTIOTCSI UMMYHHBIMH, OTHAKO Ja’Kke HECMOTPS Ha COBPeMeHHbIe JJa00paTopHbIe BO3MOKHOCTH, TUa-
THO3 «MMMyHHas TpomOonuTonenus» (UTII) y mereit octaerca «IuarHo3omM McKIUYeHus». Ha mpu-
Mepe onucaHud 3 KINHUYECKHX HAOIIONEeHNH MAINMEHTOB ¢ HEKJAaCCHYECKUM TeYeHueM HMMYHHOI

TPOMOOLMTONIEHNH, PE3UCTEHTHOH K IIPOBOIMMOI Tepanmuu, MbI IIOCTAPAJIUCH IIPOIEeMOHCTPHUPOBATH
pasanuyHbIe BADMAHTHI PEAKUX BPOKAEHHBIX HAPYUIEHWII TPOMOOLUTON033a, KOTOPhIE MOTYT OBITH
omn6ouyno npuHATHI 32 UTII. B crarpe mpeacraBiieH KPaTKMH JTUTEPATYPHBIA 0030P, a TaKKe OCBe-
IIeHbI 0CO0EHHOCTH JadopaTopHOU M Au(pdepeHInaTbHON TUATHOCTUKU, TeYeHUST U KINHUYECKON
KapTUHBI HANMEHTOB ¢ TAKUMHU 3a0ojieBaHUAMY, Kak cuHapoM Bepuapa—Cyibe, CHHIPOM «CepBIX»
Tpom6ouuToB u MY H9-accomuupoBaHHAA TPOMOOIUTOIEHUS.

Knrouesvie cnosa: MYHY, cundpom «cepvix» mpomboyumos, 6oresnvb Beprnapa—Cyave, Oemu, ummyn-
Has mpomooyumonenus, Hacie0cmeeHHas Namoiozus mpomboyumos.
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