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Puc. 3. Penrrenorpamma kuctu 6osxsHOTO T., 1,5 Jer.

COUETaHUU C PAAUAJILHON MOJUTAKTUIVEl. BosbIioi masers
KHUCTHU 6LIJI TUIIOIIJIa3MPOBAaH, aKTHUBHBIE OIBUXEHUA B HEM
orcyTcTBOBasM (puc. 2).

Tperuii BapmaHT «3epKaJIbHON KUCTU», BCTPEUEHHBINU
HaMHU, He IIOAXOANJI II0[ OIIMCaHNe HU OJHOI'O M3 M3BECTHBIX

noaTunoB. Ha cTopoHe mopaskeHUA HAOIIOJAINCH HMOJTUTAK-
TUINA U pafguaibHad AeBuanud KUCTU (6 TpexdaslaHTOBBIX
¥ OaUH ABYX(aJaHTOBBIN MaJbI[bl, PACIIOJJOKEHHbBIE B OHOI
ILJIOCKOCTH), TUINOIIA3UA U JedopMarnusa JydeBOl U JOKTe-
BOM KOCTell, YKOpOUeHUe IPeAIieubd. B JIOKTEBOM CcycTaBe
OTMEUAaJICA MOJIHBIN 00beM aBmKenuii. B VI mansie ormeua-
Jlach yJIbHApPHAA KINHOLAKTUINA HA YPOBHE IPOKCUMAJIBHO-
ro mexk@asanrosoro cycrasa. III syu ObLI mpeaCcTaBIEH IIPO-
KCUMAaJbHOU M AUCTAJNbHOM (pajsaHTaMU U PYLUMEHTOM
MSCTHOM KOCTH. AKTUBHBIE ABUKeHUA B VI masbiie ObLiIu
orpaHmuueHnsl, B III — orcyrcrBoBasu. Ilo Hamemy MHeHUIO,
KHUCTh TIPeACTaBaANa co0oii coueTaHme Tpex(damaHrmsma
I manmpma ¢ paguaJbHON moaumakTuaueil (puc. 3). YUUTHI-
Bad JAaHHBIN caydail (coueTaHme MOJUAAKTUINY C JedopMa-
e obenx KocTe mpearieubsa), BEPOATHO, ClAeayeT B KJac-
cupuranuu Al-Qattan u coasr. (1998) BBIZEIUTH B 3-M
MIPOMEXKYTOUHOM THIIE ele oguH moaTtun — moaTtum C.

Takum 00pas3oM, «3epKajbHadA KUCTb» ABJIAETCA PeJ-
KHUM BPOXKJEHHBIM IOPOKOM Pa3BUTUS, KaYKABIH HOBBIN CIIy-
yaii aToro 3abojeBaHUSA TPeOyeT OHMMCAHUSA U MOAPOOHOTO
M3YYEeHUA, UTO MMO3BOJIAET BBHIOMPATH MPABUJBHYIO TaKTHU-
Ky JeUeHUus M MaKCUMAaJIbHO IIOJTHOIIEHHO BOCCTAHAaBJIMBATDH
(OYHKIIUI0O KOHEYHOCTH.
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CAYUAH TITEPMOAMYECKOI BOAE3HU C MCXOAOM B AMUAOUAO3
YV MAABUMKA 15 AET

Poccuiickuii rocypapCTBEHHBINM MEAUIIMHCKUY YHUBEPCUTET,
Mopo3oBckast TOPOACKask AeTcKas KAMHHYecKass O0AbHUIIA, MockBa

ITepuoguueckas 6osesub (IIB) — ayTocommuo-peleccuB-
HOoe 3abojieBaHWE, BBI3BAHHOE MyTalMeldl B I'eHe, PacIoJjo-
JKeHHOM Ha KOPOTKOM ILTeue xpomocoMbl 16. Ilia Hero xa-
PaKTEpPHBI MEPUOAVYECKN BO3HUKAIOIIVE 3MU30JbI 9KCCYAa-
THUBHOT'O BOCIIQJIEHUA 6pIOH.II/IHLI, IIJIEBPbl, CHHOBHAJIBHBIX
o6osouek. BrepBrie KaKk OTAEIBHYIO HO30JOTHUUECKYIO (hop-
My 910 3aboJieBaHue onmcaa B 1948 r. Reimann, Koropsrit u
NPEJIOKUJ TEPMUH «IepPUOoguUYecKas 00JIe3Hb», OJHAKO
cilyuyay MepUOJUYEecKY BO3HUKAMINUX y OOJBHBIX 03HOOA,
PBOTHEI U OCTPHIX 0OJiell B JKMBOTE OBLIM OTMEUEHBI ellle B
koHile XVII Beka. IIB u3BecTHa TaK)Ke Kak ceMeilHas cpe-
IN3eMHOMODCKAsA JUXOPagKa, apMaHCKaa 60Je3Hb, eBpeiic-
Kasi ceMelHasl JUXOPaJKa. ITH MHOTOUMCJIEHHBIE CUHOHU-
MBI OIIMCHIBAIOT OCHOBHEIE OCOGEHHOCTH JaHHOTO 3a001eBaHUSA
— IIepUuOANYHOCTHh BO3SHHMKHOBEHUHA IIPHUCTYIIOB, CeMeMHBIN
xapaxTep 60JIe3HN, ee PACIIPOCTPAHEHHOCTH [IPENMYIIECTBEH-
HO cpenu HapomoB CpegusemMHOMOpPbA 1 BamkHero BocToka.
BoasmuacTBo 6osbHBIX IIB B Mupe cOCTaBIAIT apMAHE U
eBpen-cedapasl (4acToTa HOCUTEJIHBCTBA MYTAHTHOTO I'€HA
1:16—1:7 u yacrora 3aboseBauusa ot 1:1000 mo 1:250 ueJto-

BEK); JOCTATOUHO YaCTO 3a00JIeBaHNE BCTPEUAETCA TAKIKE Cpe-
I TYPOK, apa0oB, UTAJbSIHIEB, 'PEKOB U APYTUX HAPOAOB
Cpenusemuomopbsa. Ha Teppuropun 6wiirero CCCP u B Poc-
cuu cBeimre 90% GonbubIX IIB cocTaBisioT apMsHe, OTHAKO
maHHOe 3ab0JIeBaHMe OIMCAHO U y asepOaiijiKaHIleB, IPY3UH,
cpenu HaponoB Cesepnoro Kaekasza [1, 2].

Ten ITB (MEFV) xkmouuposas B 1997 r. Onucano 29 pas-
HOOOPAa3HBIX MYTAIWH I'eHa, OOJBIIMWHCTBO M3 KOTOPBIX CO-
CTaBJIAIOT MuCceHc-MyTanuu. Cpeau apMsaH B OCHOBHOM BCTDe-
yaercsa ramwiotun C ¢ 3aMeHoil ananuHa Ha BajauH (V726A),
y eBpeeB — ramiaoTun A C¢ 3aMEHOM Ba/JIMHA HA METUOHUH
(M694V), usBectHb! Takske ramaorunsl B, F, G, J, K. I'en
MEFYV skcupeccupoBaH TOJIBKO B rpaHyJionuTax. IIpogykTom
reHa ABJsAeTcA 0eJOK NUPUH (MapeHOCTPUH) — 0as30BbI pe-
T'yJATOP BOCIAJIUTEJILHOTO OTBeTa HeNTpo(dmios. Ero gedexT
MPUBOAUT K MJe(PUIIUTY UHTUOUTOPA XEMOTaKCUUEeCKOro (hak-
Topa Cha. [ToMmumo TOro, B HOpMe IIUPUH PETyJIUPYeT SKC-
npeccuio (PaKTOPOB aAre3uy HAa MOBEPXHOCTH HEUTPODPUIIOB,
a ero CTPyKTypHbIe M3MEHEHUS HAPYIIAKT (DYHKIUIO KOH-
TpoJs. BO3MOIKHO, Yy reTepo3uroT AaHHOE CBONCTBO IIUPUHA
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TOBBIIIIAET €CTECTBEHHYIO PE3WCTEHTHOCTH OPraHW3Ma, UTO
cocoOCTBYyeT 0TOOPY HOCUTENEH. Y TOMO3SUTOT U3MEHEHHEIE
CBOMiCTBa NUpUHA IpoABIAoTca B KianHuke IIB. Ilpucrynst
00JIe3HU BO3HUKAIOT, OUYEBUIHO, IIOJ AEHCTBUEM eIlle HeUs3-
BECTHBIX 9K30T€HHBIX MJIU 9HIOTE€HHBIX TPUITEPOB, UTO 00BAC-
HAET NEePUONUYHOCTH KJINHUYECKONH KapTuHbI [3].

OCHOBHBIM KJIMHUYECKUM mIpoABjieHMeM IIB aBisrorcs
BHE3aIHbIe IMOABEMBI TeMIlepaTypsl Tesna (06bramHo >38 °C),
compoBOKgatoIuecsa o3HoboM. JIuxopagka MoKeT OBITH U
eIMHCTBEHHBIM IIPOSBJIEHUEM 3a00JIeBaHUA, HO OOBIYHO Xa-
PaKTEePHO OLHOBPEMEHHOE OABJIEHNE PE3KUX Ooseil — uare
BCero abJOMUHAJITMI, BHI3BAHHLIX ACENTUYECKUM IEPUTO-
HUTOM, a TaKiKe ToOpaKaaruil (IJIeBpuT Miu, pexe, IepuKap-
IUT), apTPAJITUH UJIU apTPUTOB C MOpPaKeHUEM Ta300eIpeH-
HBIX WU KOJIEHHBIX CyCTaBOB, MUAJITUH, IPEUMYIIIECTBEHHO
B MBIIIIaX HOT. BeTpeuyaroTcsa TakiKe OPXUTHI, POYKEI0m00-
HBbIE€ U3MEHEeHUA KOKY U KoKHaa nypuypa [3]. IIpucryn IIB
MOXKeT AJUTHCA OT 6 U 10 7 cyTOK (Kak mpaBumyio, 1—3 mus)
U KyIUPYeTCA CIIOHTAHHO; YaCTOTA IPUCTYIIOB BADHUPYET OT
HECKOJBKUX B I'OJ IO e:xxeHeneabHBbIX. Maunudectupyer 115
no 20 smer, oOBIUYHO eIlle B JEeTCTBE, He SABJISIETCA UEM-TO
UCKJIIOUUTEJIbHBIM Ie0i0T 3abosieBaHUA qaske Ha 1-M roxy
JKU3HU.

JlabopaTopHble nposBaenusa [1B mecmenupuuHbl — Kak
B MOMEHT IIPUCTYIa, TAK U BHE €T0 OIPEJEIAIOTCA BOCIAIN-
TeJbHbIEe U3MEHEHUA B O0IIEM U OMOXMMUYECKOM aHAJIU3aX
KpoBu. OmpeneIeHHYIO POJb B JUATHOCTUKE UTPAET OIpene-
JIeHVe aKTUBHOCTU (DepMEeHTOB B HeliTpodmaax u auMporu-
Tax. Bo BpeMA mpHCTyIa MOBHIIIEHA aKTUBHOCTH KUCJION U
miesiouHoi (ocedarasser [1, 2, 4, 5].

IIporuos IIB ompepesisieT B OCHOBHOM HaJIM4YuWe WUJIU OT-
CYyTCTBUE aMUJION03a, ocyioxkHusAamomniero a0 40% Bcex ciayua-
eB 3abosieBaHUA. AMuaonno3 npu IIB HocUT cuCTeMHBIH
XapakTep W OTHOCUTCA K TUIY A, MOJOOHO PEaKTUBHOMY
aMMJIONZ03Y, KOTOPHIM pPasBUBaeTCA y OOJBHBIX C JJINTEIHLHO
TEKYIIMMH BOCIAJUTEJIbHBIMHU IIPOIlecCaMU KaK GaKTepu-
albHOU (OCTEeOMUEIUT, OPOHXOIKTATHUUECKasi 00JIe3Hb), TaK
U UMMYHHOH IpUpOAB! (peBMaTuuecKue 3a00JieBaHUA, He-
cuenuduyecKuil A3BEHHBIN KOJUT u Ap.). IIpexaiiecTBeH-
HUK aMmiIonzia A sBJISAETCS O-TJIOOYJIMHOM, KOTODBIN IPOAY-
mupyeTcA MeYeHbI0O B OTBET Ha BocmasieHue. Cpexum opra-
HOB-MUINleHell aMuiougo3a A mepBoe MECTO OTBOJAT IIOU-
KaM, 4acTO IOPa’KaloTCA TaKKe IeUYeHb, CeJe3eHKa, JKeJy-
MOYHO-KHUIITeYHBLIN TpakT. Hambosee KIMHUYECKU 3HAUMMO
TIopasKeHe MOoUYeK, KOTOPOe IIOCTIE0BATEIHLHO IPOXOIUT CTA~
Iuu OT 0eCCHUMIITOMHOI HEOOJIBIION TPOTEMHYPUHU O Pas-
BUTUSA He(PPOTUUECKOTO CHUHIPOMA M XPOHUYECKON IIOUeU-
HOU HEeZOCTATOYHOCTU. AMUJIONI03 IEeUYeHU HIPOABIAETCS
remaTomMerajnei, HO IPU 3TOM KaK KJIMHUYECKHNE, TaK U
JIabopaTOPHBIE IPU3HAKY ITOPAYKEHU IeUeHN, KaK IPaBUJIO,
oTcyTcTBYIOT. IlopaskeHue cele3eHKM MOXKET IPUBOJUTH K
TUIOCILIEHU3MY, OTPasKeHIeM KOTOPOTro OBIBAET HMOBHIIIEHIIE
yucjia TPOMOOIIUTOB B IIepU(epuUecKoil KPOBU.

Jmarsos aMmionzios3a, IpeanojaraeMblil IO KJIMHUYEC-
KUM IPU3HAKaM, IOJIKEeH OBITh 0043aTeIbHO IOATBEPIKIEH
MOPGOJIOTUYECKY IPU M3YUEHUU MaTepuaja, IMOJyYeHHOTO
npu Guoncuu TKaHei. IIpoBOZAT GMOICUIO MAPEHXMMATO3-
HBIX OPTraHOB (Ie€UeHb, MOYKMU) WJIU AECHEBOTO COCOUYKA U
CJIMBUCTOI 060JOUKY IPAMOM KUIIKK. YeM 00JIbIlte MHPMIbT-
pausa aMWIOUOM HOPAYKEHHOTO OpraHa, TeM BBIIIIE BEPOAT-
HOCTH OOHAPYKUTH €ro B APYrux Mecrtax. I[yia BbIABIEHUA
aMMWJIOUIHBIX MacC MPUMEHSAIOT OKpacKy KOHro KpacHBIM C
TaJbHEHINM M3yUYeHUeM cpe3a B IOJIAPU30BAHHOM CBETeE.
BaxHO He TOJIBKO OOHAPYKUTH aMUJIOW] B TKAHAX, HO U
TUNIHUPOBATH €T0 C IOMOIIBI0 OKPACOYHBIX METOJOB MJIN MO-
HOKJIOHAJIbHBIX aHTUCHIBOPOTOK [6].

Hna neuernusa IIB ¢ 70-x rogoB XX Beka ¢ ycmexoMm
MPUMEHSIOT KOJXUIIUH B 03¢ 1—2 r/cyT B KauecTBe IMOKU3-
HeHHOH Tepanuu. [Ipenapat o6aziaeT aHTUMUTOTAYECKOM aK-
THUBHOCTHIO, TOPMO3UT BBEICBOOOIKEHYE JIN30COMATIbHBIX (Dep-
MEHTOB, CHHUJKAeT CUHTe3 IIPeAIleCTBeHHUKAa aMmionga A u
oZiaBsieT 00pasoBaHMEe aMUJIOUAHBIX (pubpuin. Komxxuius
CIIOCOOCTBYET CHMYKEHUIO 4acTOoThl mpuctynoB IIB, Topmosur
pPas3BUTHE aMUJIOUAO03a U CIOCOOCTBYET YACTUYHOM pe3ops-
UM YK€ OTJIOMKUBIIETOCA B OpraHaX-MUIIEHAX aMUJIOUZA.
IIpoune mpemapaTh! (AHTUOMOTUKY, HECTEPOUIHBIE IIPOTUBO-
BocnasimTenbHble mpenapatsl — HIIBII, riaroxoxkopTurons-
HBIe TOPMOHEI) B JjieueHuu 115 HeadbdexTusHsw! [2, 5].

Huarnoctuka IIB wacTo 3arpysHuUTeNbHA IJis Bpaua,
TaK Kak 3a00JieBaHUE 3TO CPABHUTEJIHHO MaJIO M3BECTHO, IIa-
TOTHOMOHUWYHBIX CHMIITOMOB HET ¥ IPUXOAUTCS BBHILEIATH
Bemyiue cuHAPOMEbI. HepeaKo IO yCTaHOBJIEHUA JUArHO3a
0oJIbHBIE TOaMU HAGIIOAAIOTCA IO TTOBOAY HMATOJOTHU JKEJIY-
IOYHO-KUIIIEUHOTO TPAaKTa, PeBMaTU4ecKUX 3aboJjieBaHUIL,
IIJIEBPOTHEBMOHUY; GOJBbHBIE C a0JOMUHAITUAMU HEOILHO-
KPATHO TIOJBEPTalOTCS XUPYPIUUECKOMY BMEIIATEJILCTBY B
CBABY C KIMHUYECKON KapTHUHON «0cTporo xusoras [2]. Tu-
aruos IIB uacTo craBuTCA myTeM MCKJIIOUeHMsa. Ha BO3MOK-
HocTh IIB yKaseiBatoT Takue (PaKThl, KaK Hadago 3aboseBa-
HUSA B PaHHEM JETCTBE, CTEPEOTUIIHOCTH U AOOPOKAUYECTBEH-
HOCTH IIPUCTYHIOB 0OJIE3HU, OTCYTCTBHUE KaJIO0 BHE IPUCTY-
na, Hed(P(PEeKTUBHOCTH TEPATINY AHTUOMOTUKAMU U IIPOTUBO-
BOCHIAJINTEJIbHBEIMU IIpelapaTaMy, HAJIUUNe aMUJIOUI03a THU-
na A. JIoIOTHUTEIbHBIMUA AUATHOCTUYECKUMU KPUTEPUAMU
SABJIAIOTCS OTATOIIEHHBIA CEeMENHBIM aHaMHe3 W/UJIU ITHU-
yecKasa IPUHAAJIEIKHOCTL GosbHOTO [2, 4, 5]. Haubosee mo-
croBepHa npamas JHK-guarsocruka IIB, ogHako, yuuThbI-
Basd CJIOJKHOCTDH U BBICOKYIO CTOMMOCTH 9TOTO MCCJIEJOBAHUSI,
KJINHUYECKUEe KPUTEPUU JUATHOCTUKU HE YTPATUIU CBOETO
3HAUEHUA.

Huxe mpuBogumM cobcTBeHHOE Habogenne cayuasa I16.

Popmar M., 15 ner, mocrynua 8 MIATKB 17.03.04 ¢
HaAIIPaBJAONIAM JUATHO30M: ayTOMMMYHHASA T'e€MOJINTHYEC-
Kasd aHeMusdA; PeBMATOUIHBIN apTpuT, BapuanTt Ctuiana, He-
IPEPBIBHO IIPOTPECCUPYIOIee TeUueHUe; MUOKJIOHUUYECKAs
snmiencusa. BosbHOM MO HaNMOHATBHOCTU aszepbOaiilKaHels;
POAUIICA OT POJNCTBEHHOTO Opaka (POAUTENN ABIAIOTCS IBO-
IOPOJHBIMU cubcamu). [len 1Mo JIMHUM MaTepu yMep OT IIHp-
posa meueHu B BoapacTe 71 roma, M3 APYTrUX XPOHUUYECKUX
3a00JI€BaHUI B ceMbe HAOIIOJAIOTCA apTPAITUHU y 000UX PO-
IuTesiell, MUTPEeHU y cTapiieil cectpel. CiyuaeB aHeMUwu,
HedpomaTuii, HeACHON JUXOpPaAKU, abJOMUHAITUN cpexu
POACTBEHHUKOB HE OTMEUYaJIOCh.

W3 anmamHesa 3a60jieBaHUSA MU3BECTHO, YTO Y MaJIbUMKa
¢ 1-ro mecana KU3HU OTMEUAJNCh 3MU30ALI MOBBLINIEHUSA
TeMIepatypsl Teaa no 37,5 °C ¢ mepuoAMUYECKUMU TIHUKA-
mu g0 38 °C (3a MeOUITMHCKOI IOMOIIBIO HE 00paIaauch).
C 2-y1eTHero Bo3pacTa y MaJbUYUKa HAPALY C IIPOOJIIKAIOIITI-
MUCA SMU30JaMU JIUXOPATKU BBHISBJIECHBI M3MEHEHUA B KJIU-
HUYECKOM aHaJin3e KPOBU B Buae anemuu (cuHmxenue Hb mo
54 r/n), "HeliTrpoduiesa, nmoswimenus COI3. B 5 jer npu
obcyienoBaHMY B Pecriy0IMKaHCKON KJIMHUYECKOH GOJBLHUILE
r. Baky BuepBbIe BHIABIEHO YBeJIUUEHNE BCEX TPYHI JuMda-
TUYECKUX y3J0B, meueHu (+3,5 cm) u cenesenku (+3,0 cm).
B kauHWYeCcKOM aHajim3e KPOBU coxpaHaauch anemusa (Hb
87 r/n), Heirpoduies, yseaudenne COI mo 45 mm/4. Mue-
Jorpamma 6e3 matosioruu. C TOTO jKe BO3pacTa y MaJbUuKa
OTMEYaroTCs KPAaTKOBPEMEHHbIE IIPUCTYIBI MUAITUN U APO-
JKUM B MBIIIIIAX HOT, 6€3 IOTepU CO3HAHMUA, KOTOPEIE TPAKTO-
BaJINCh II0 MECTY JKUTEJHCTBA KaK MUOKJOHWYECKAA SBITU-
Jnerncus. PeOeHOK mTOTyyaa KOPOTKYE U HEPETYIAPHBIE KYPCHI
HIIBII, anTr6aKkTepuaabHy0 Tepamuio, BUTAMUHBI, ITPOTHU-
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BOCYZOPOXKHBIE Ipemaparhl (ZemaKUuH-XPOHO). AHeMHUA II0
MEeCTY JKUTeJILCTBA TPAKTOBAJIACH KAK reMOJIUTHYEeCKas, IPU-
YMHA KOTOPO# ObLIa He BIIOJIHE ACHA (II0f03peBaIach HaCe-
cTBeHHad remorsiobuHomarusd). B ampene 2003 r. BHOBBL 1O-
crynua B PIIKB r. Baky mo sKCTpeHHBIM IIOKa3aHUAM C
skaso0aMu Ha TOBHINIEHNE TeMIiepaTypsl Tesa o 39 °C, Beipa-
JKeHHBIe MblIlteunbie 6oau. IIpu obciemoBanuy CHOBa OTMeYa-
auchk auM@oaseHOnaTusA, IenaTOCIJIEHOMEeraIns, a TaKKe
nagerue Hb mo 54 r/a, HeliTpoduies co capurom Bieso, COI
82 Mm/u, moBbINIeHUNE cepoMykouzpa. Muesorpamma 6e3 ma-
rojiorun. 110 9KCTPEHHBIM ITOKA3aHUAM MAJBUUKY IIPOBOIU-
Jlach reMOTPaHC(y3us OT OTI[A C BPEMEHHBIM IIOJIOKUTEJb-
HEIM 3G derToM. C 2003 r. y MasbuyMKa B aHAJIM3aX MOUYU
crasia (PUKCHPOBATHCA MPOTEMHYPHUS OKOJO0 1 r/ur.

Tlocnenuee mepen rocuuTaIu3anvieil yXyAlIeHUE COCTOS-
HUA orMeueHOo ¢ 16.03.04 — y MajnbuMKa MOABUINCH MBIIIIEY-
HbIe 60JIM B JIEBOM HOTe (B HUIKHEH TPEeTH JIATEPAJILHOM IOBEpX-
HOcTH Genpa), HAPYIIEHWEe MOXOAKW, IOBBIIIEHUS TeMIIe-
paTypsl Tejia He OTMEYAJIOCh. JJIf YTOUHEHUs [UarH03a MaJib-
YK TrocIuTanusupoBaH B 23-e orpesenue Mopososckoit [JKI'B.

IIpu mocrymiaenun GECIOKOUIN MUAJITAU B HUMKHEH
Tperu Geapa, TeMieparypa Teja He ObLia moBbimieHa. Ilpu
ocmoTpe obparmanu Ha ce0sd BHUMaHWE GJIeHOCTb, reHepa-
JIN30BAHHOE YBEJIMUYEHME BCeX rpymm JuMGoys3JoB, remaroc-
miaeHomeranaus (meuens +3,5 cm, cemesenka +2,5 cm). Ore-
KOB He oTMeuanoch, AJl 110/70 mm pr. ct. OTMeUueHEI
yILIOTHEHVE U 00JIe3HeHHOCTh MEePEeHEeH I'PYIIIbI MBIIIIIL Jie-
Boro Oeqpa, M3MEHEHUI CO CTOPOHEI CyCTaBOB He ObLIO. Mu-
aJITUM CaMOCTOATEJHLHO KYIHUPOBAJINCH HA 3-U NEeHDb IpPe6bI-
BaHUA B OTJAeJieHUU u GoJiee 3a Bpems HAGJIOJeHUA He
MIOBTOPSIJINCEH, OJJHAKO 34 BPeMs IPEOBIBAHUS B CTAIIOHADE
y MaJIbYMKa HECKOJbKO Pas3 B TEUEHUE MECHIa OTMEUYAJINCH
OecipuuMHHBIEe TOABEMBI TeMueparypsl Teaa 40 °C, compo-
BOJKJIAOIIECS 03HOOOM (CO CJIOB POJUTEIel, TOJL00HBIe IIPO-
SIBJIEHUS TPAKTOBAJINCH 110 MECTY JKUTEJIbCTBA, KAK «CYA0PO-
rm»). 3—4 OHS CIyCTA TeMIepaTrypa Teja CHUKajach ca-
MOCTOATENBHO 6e3 HasHaueHWs aHTHOmMOTUKOB miau HIIBII.

B o0mux ananmsax KPOBU: aHEMUs CPeIHENl cTemeHu
rsokectu (Hb ot 96 mo 78 r/ma), rumoxpomuas (IIB. IOK.
0,58—0,78), rumopereHepaTopHas; BBIPAKeHHOE yBeJInYe-
Hue COO (48—68 MM/u) u HEUTPODUIBHEIN JIEHKOIIUTO3 CO
casurom Bieso (meiikomutsl 1o 10,1 - 10°/a, m. mo 6%, c. mo
80% . Mopgosorusa spuUTPOIUTA: BBIPAKEHHBIN MUKPOIIU-
TO3, TUIOXPOMUS+++, OBAJOUUTHI €JUHUYHBIE B II0JIE€ 3pe-
Hud. Yucao TpoMGOIIMTOB B nepudepudueckoi Kposu 400—
600 - 10°/71; OMHOKpPATHO 3a(PUKCUPOBAH TUIEPTPOMOOIIUTO3
mo 880 - 10°/.

B 0roXMMUUECKUX aHAIM3aX KPOBU: 3HAUNTEJIHHOE II0-
BBIIIIEHVE OEJIKOB OCTPOM (hasbl BoCHAJIEHUs (CEPOMYKOUT
1,401 en, CPB 0,134), noseimenue 0,-T00yauHOB 10 21%
u Y-T100yauHOB Ko 25%.

B koarysiorpamme: runepdudpurorenemusd 1o 1243 mr% .

WameneHus B 00IeM U OMOXMMHYECKOM AHAIN3aX KPOBU
YKasbIBaIM Ha TEKYINWI aKTUBHBIN BOCIAIUTEIBHBIH IIPOIIECC.

B ananuzax MO4UM OTMEUAIACh IPOTEMHYPUSI MAKCUMAJIb-
HO 1o 2,4 r/cyrT.

V3U mouek: yBesuuyeHNe PasMepOB IIOUEK U HapyIIe-
Hue qud@epeHIuPOBKY CJI0EB MaPEHXUMbBI IIPU OTCYTCTBUU
aHOMAJIVH YaIllleYHO-JIOXaHOUYHOHU CHCTEMBI.

93I': orcyTCTBUE MApPOKCU3MAaJbHON aKTHUBHOCTHU; yMe-
PeHHbIE M3MEHEHUs OMO3JIeKTPUUECKON AKTUBHOCTH MO3Tra
PeryJasipHOro xapakxrtepa.

Ilo 3ak/II0YEHMIO HEBPOIIATOJIOTA, YYUTHIBAA OTCYTCTBUE
uaMeHeHuit Ha I3[ U TOCTOBEPHBIX YKa3aHUU Ha CYAOPOIK-
HbIE IPUCTYIIBI, JUATHO3 MUOKJOHUYECKON SIIUJICIICUN IIPEJ-
CTaBJISAJICA COMHUTEJIHLHBIM.

TaxuMm 00pa3oM, B KIMHUUECKON KapTuHe 3a00JIeBaHUA
MOKHO OBLIO BBHIJEJUTH CJIEAYIOINE CUHAPOMBI: 1) XpOHU-
YEeCKUH PENUAMBUPYIONINNA BOCHAJUTENbHBIN IIPOIECC, KO-
TOPBII MPOABJIAJICA MEPUOANUECKUMU IIOABEMAaMU TeMIIepa-
TYPHI TeJIa U MUAJITUAMHU, JTaOOPATOPHBIMU CABUTaMH (YCKO-
perne CO9, rumepraMMarjao0yIMHEMUs, MOBBIIIeHNE OeJi-
KOB OCTpPOIi (has3bl BOCIIAIEeHUA); 2) CTOMKAA aHEMUA cpefgHei
CTEIIeHU TAXKECTH C OTCYTCTBHMEM yKa3aHWUil B aHaMHe3e Ha
reMOJIUTUYEeCKNe KPU3bl; 3) HehpomaTusd, HOABUBIIAACA Ue-
pe3 14 jer oT Hauaja SMU30J0B JUXOPAAKU, UTO CKOPEE Iro-
BOPUT O €e BTOPUYHOM XapakKTepe.

YuuTtsiBasg Maaylo BEPOATHOCTH OJHOBPEMEHHOTO HAJIU-
uynsa y 60JIBHOTO TPEX CaMOCTOATEIbHBIX CEPbE3HBIX 3abo0Jie-
BaHW, BCTAJ BOIPOC O PEBU3UY BHICTABJIEHHBIX IIPU HAIIPAB-
JeHUu auarHo3oB. IIpeskne Bcero, BLI3BIBAJIA COMHEHUA TU-
moTesa O TeMOJIUTUYECKOI IIpupoae aHeMuu. AHeMus Oblia
TUIIOXPOMHOM U ruioperesepaTopHoit (1. mok. 0,58—0,78;
perurymorutel 0,5%), YTO He TUIWYHO AJIA T€MOJIUTHUEC-
KUX aHeMUil. YPOBEeHb OUINPYOUHA B CHIBOPOTKE KPOBU OBLI
HOPMAaJILHBIM, CBOOOIHBIN IreMOTJIOONH He ommpeaesicsa. Kpo-
Me TOTO0, OTPUIATEJNbHBIH pe3yabTaT mpodsl KymbGca mos-
BOJIWJI UCKJIIOYUTH BO3MOYKHOCTb UMMYHHOT0 remoJiusa. IIpo-
BeZIeHHOE 3JIEKTPO(POPETUUECKOe HMCCIeLOBAHNE T'€MOTJIO0M-
Ha He BBIABUWJIO HAJIWUUSA aHOMAJBLHBIX reMorsioouuoB. He
OBLJIO BHIABJIEHO HAPYUIEHUS OCMOTUYECKON PEe3UCTEHTHOCTH
SPUTPOIINTOB U IPU3HAKOB AeUIINTA SPUTPOIUTAPHBIX (ep-
meHTOB ('6D]I, nupyBaTKMHASEI U TJIyTaTUOHPEeAYKaskl). OT-
PUIIATEJLHBIN DPEe3yJIbTAT BCEX JTUX HCCIELOBAHUI ITO3BO-
JIMJI UCKJIIOUUTH KaK UMMYHHYIO T€MOJUTHYECKYI0 aHEMUIO,
TaK ¥ HACJEJCTBEHHBIE TeMOJIUTUYECKVE aHEMUU.

Tax Kak aHeMudA OblIa YMEPEHHO T'MIIOPETeHEPATOPHOI,
ObLya IpoBefeHa OMOICUA TOAB3AOIIHON KOCTU AJIS MCKJIO-
YeHUSA aIJIaCTUYECKOW aHeMuu. B KyeTouHOM cocTaBe KOCT-
HOT'O MO3Ta OIIPEeIe/IANNCh HEMHOTOUNCIEHHBIE 9PUTPOOIaCc-
THI, KJIETKYU MUEJOUJHOTO PAJA OT MUEJ00JIACTOB JO MUEJIO-
muToB. OCHOBHOM KJIETOUHBIN COCTaB OBLI IIPEACTABJIEH MO-
HOOnactaMu u Makpodaramu.

WccnenoBanme moxkasareseil oOMeHa 'Keje3a, ypoBHA (o-
JIATOB ¥ BUTaMUHA B,, CEIBOPDOTKM U 9PUTPOMOSTUHA, TTPOBE-
nenHoe B I'emaTosormyeckom HayuHoM IieHTpe PAMH, me
TIIOKAa3aJjio IIPU3HAKOB Jedunura B12 u (osIaTOB. Y POBEHB CHI-
BOPOTOYHOTO ’KeJjie3a ObLI Ha HUKHEHN I'DaHUIE HOPMBI IIPHU
HOPMaJILHOM ypoBHe GepputuHa, Tpaucheppuna, OKCC u
HOPMAaJILHOM IIPOIIeHTe HACHIIEeHUS TpaHcheppUHA Keje-
30M. J[aHHBIE 9TOTO WMCCJIELOBAHUS IO3BOJINJIMN UCKJIIOUUTH
IeUIUTHYIO IPUPOLY aHEMHUU. Y DOBEHb 3PUTPOMIOITUHA
0511 HecKoJIbKO noBbImieH (30 mU /M ipu BepxHel rpaHuIle
HopMmbl 20). IIpoBezeHHOE remMaToIOTHYECKOE OOCJIEJOBAHIIE
TIO3BOJIMJIO IPUHMTHU K BBIBOAY, UTO MMEIOIIVECA CABUTH (HU3-
KU PETUKYJIOINTO3, CHUKEHHBIE CPeAHNE 00'BEMBI dPUTPO-
IUATa U COAEpKaHue reMOrJioOnHa B HUX, HEOOJIBIIIOEe MMOBbI-
IIeHUe 9PUTPOIOITUHA U TEHAEHIUA K CHUKEHUIO CBIBOPO-
TOYHOTO ’KeJjie3a) TUIIUYHEI AJIs BTOPUYHON «aHEMUU XPOHU-
YeCKuX OOJBHBIX». [IpUUMHON pasBUTUSA aHEMWU IPU XPO-
HUUYECKUX BOCHAJIUTEIBHBIX IIPOIECCAX ABJIAETCA MHUEJIOCYII-
peccuBHBIH 3(h(EKT IPOBOCIAIUTENIHLHBIX ITUTOKNHOB, «CEK-
BeCTpaIusa» JaOMJILHOTO IIyJa Kejie3a U HeaJeKBaTHAA IPO-
IYKIUA SPUTPOIOITHUHA.

Hedponatua y pebeHKa IPOABIAIACH M30JIUPOBAHHON
IpoTeuHypUell 6e3 9KCTPAPEHATIbHBIX NIPOABIECHUN (OTEKHU
orcyrcrBoBasu, Al 110/70 mm pr. ct.). IIporemuypusa 6vlia
BBISIBJIEHA CJIYYaWHO W IPU STOM IEPCUCTUPOBAJIA U UMeJa
TEeHJEHIINIO K HapacTaHUIO (Ha MOMEHT OO0CJIeJOBaHUS [0
2,5 r/cyT). OneKTpodopes GEJKOB MOUM IIOKAa3ajl HeceJeK-
TUBHBIN XapakTep IPOTEUHYPUU, IPUUEM HOJA TYOyJIAD-
HBIX 0eJIKOB cocrasiisiyia 10 25% , UTO YKa3bIBaJIO Ha IIOBPEXK-
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IeHVe KaK KJy0OYKa, TaK U KaHAaJbIEeB Mo4YeK. IIpusHaKu
He(POTUUECKOT0 CUHAPOMA HA MOMEHT OGCJIeOBAHUS OT-
cyTcTBOBasu (00IUii OEJIOK CBIBOPOTKYU KpoBU 77 T'/J, ajlb-
oymuHa 35 r/m, xonecrepuH 4,7 MMOJb/J). A30TOBBIIEIN-
TesibHASA QYHKIUS IOYEK He cTpajaia (KPpeaTHHUH CBIBOPOTKY
78—90 MKMO0JIb/JI), OJHAKO OTMEYAaJIOCh YMEPEHHOe CHUMKE-
HUE KOHIEHTPAIMOHHON (DYHKIMU IO JaHHBIM IIPOOLI 3UM-
HUIIKOr0 (MaKCUMAaJIbHBINA yaenabHblll Bec 1016, HUKTYpHUA).

Tlogo6HbIe KIMHUYECKYE W Ja0OpPaTOPHBIE IPOSBICHUS
B PABHOM CTEIEHW MOIYT OBITH CHMIITOMAMU KaK XPOHUYEC-
KOro ryiomepyJsioHedpura (B TOM YMCJIe U BTOPUYHOIO), TaK U
aMmIon03a MoYeK (B TOM YHCJI€ PEAKTHUBHOIO, OCJIOMKHSIIO-
IIero JINTEJILHO TeKYIue BOCIAJIUTeJbHbIe Iporecchl). Tem
He MeHee, COUeTaHNe MOPAKEHUs IOYEK, IPOSBJISIOIIEroCs
NPOTenHypuel, ¢ yBeJInUYeHNeM IeUYEeHU U CEeJIe3eHKU IIPU
OTCYTCTBUM OMOXMMWYECKUX NPU3HAKOB MOPAKEHUS IIe-
yeHU (HOPMAaJIbHBIN yPOBEHb OMJIMPYyOWMHA, TpaHCAMUHAS3,
mieJI04HOM (pocdaTaspl) U MPKU HAJWYUN TUIOCILIEHU3MA SIB-
JISIeTCA BeChbMa XaPAaKTEPHBIM [JIsI CHUCTEMHOI'O aMUJIONZ03a
Tuma A.

Takum oOpasom, y pe0eHKa MMeJ MEeCTO XPOHUYECKUI
BOCIIAJINTEILHBIA IPOILECC ¢ BTOPUYHBIM Pa3BUTUEM AHEMUU
¥ BTOPUYHBIM IIOPAYKEHUEM II0YEK HeyCTAaHOBJIEHHOrO XapaK-
repa. [uddepeHIrnaabHbIA JUATHO3 MOT IPOBOAUTHCA MEXK-
Iy HECKOJbKVMMU! BO3MOXKHBIMU CHUTyanusamu: 1) cemruuec-
KWl mpolecc ¢ PasBUTHEM BTOPUYHOrO TJIOMEpYyJIoHedpuTa
wiau amuionnosa; 2) nuhdysHoe 3a00seBaHNE COETUHUTEIb-
HOUM TKAHU C Pa3BUTHEM BTOPUYHOIO IJIOMepyJioHedhpuTa;
3) peBMaTuyecKkoe 3abojJeBaHUE C PAa3BUTHUEM PEAKTHUBHOTO
amuaounznosa; 4) IIB ¢ pasBuTmemM aMuUIOMmO03a.

IIpoTuB Tpex MepPBHIX TUIOTE3 CBUIETEJLCTBOBAJIU IIO-
BTOPSIEMOCTH, CT€PEOTUIIHOCTD IIPUCTYIIOB JIUXOPAJAKU U MHU-
aJruii U UX caMOCTOATEeIbHOE KynupoBanue. OTCyTCTBOBAIU
NPU3HAKYU [OPAKEHUs BHYTPEHHUX OPraHOB (3a MCKJIOUYe-

HueM He(dpomaTum), He OBLIO CTOMKUX M3MEHEHUI CO CTOPO-
HBI CyCTaBOB U MBIMII (00JIe3HEHHBIE YILIOTHEHUA MBIIIIL Ha
done sUxOpaAKU OLICTPO McUe3au 0e3 CIeIUaIbHOTO Jieue-
HudA). 3abojieBaHNe He MPOrpeccUpoBasio (3a MUCKJIIOUEHUEM
IIOCTEIIEHHO HapacTalllell MPOTEeMHYPUU), XOTA MaJbUUK
He I0oJIy4yas CUCTeMaTHuYecKu HU auTubmoruru, Hu HIIBII.
B moabay I1B rosopuiu ciaeayiomiue paKThl: HauaIo 3aboJie-
BaHUS B PAHHEM BO3DACTe, IIOBTOPAEMOCTD 1 JOOPOKAUECTBEH-
HOCTBH 000CTpeHUIi, OTCYyTCTBHE d3(PdEeKTa OT aHTUOUOTUKOB U
HIIBII B MoMeHTHI 000CTPEHN, HAIIMOHAJIBHOCTL OOJIBHOTO,
POICTBEHHEIN OpaK pOAUTE e (IOBHIIIEHA BEPOATHOCTH IPO-
SIBJIEHUSA DEIeCCUBHOM ITATOJIOTHH), a TaKyKe KapTWHA He-
dponaruu, TUNUYHAA AJIA aMUJIOUIO3A.

Jna BBIABJIEHUS aMUJIOUAHBIX OTJIOXKEHUN MaJb4yUKy
ObLIa IpoBeqeHa GMOIICHA IEeCHEBOTO cocouka. IIpm oxpacke
Kouro kpacHbIM ObLIa BBIABJIEHA IIOJOKUTEIbLHAA PeaKIud Ha
aMMWJIOUJ B CTEHKE apTepUoJI M OYaroBble OTJIOXKEHUA aMUJIO-
uzna B crpome. MccimenoBanue GuonTara B MOJIAPU30BAHHOM
cBeTe, IIPOBeJleHHOe Ha Kadeape IIaTOJOrMYeCcKON aHATOMUU
MMA, noaTBepAuIO HAIWYME aMUJIONA, & TUIINPOBAHUE II0-
3BOJIMJIO MAEHTU(PUIMPOBATH €T0 KaK TUI A, XapaKTepHBII
IJIs1 PeakKTUBHOIO aMWJIOMI03a, B yacTHocTtu, npu I[IB.

Kpome Toro, ucciaemoBanue (PepMEeHTHOTO CIIEKTpPA Jieii-
KOIIMTOB IIOKAa3aJI0 YMePEeHHOe TIOBbIIIIeHe aKTUBHOCTU KYC-
Jo¥ m IesiouHO# hocdhaTassl, UTO ABUJIOCH AOIOJHUTEb-
HBIM apryMeHToM B o3y IIB. Takum o6pasom, pe3yabTaThl
IIPOBEZEHHOTO 00CIeT0BAHNSA TO3BOJIUIN TIOCTABUTE JUATHOS,
BIIOCJIE[ICTBUU IOATBEPIKAEHHBIN IPU KOHCYJIbTAIIU B KJIU-
Huke Hedposorun MMA: nepuoanueckas 00JIe3Hb, aTUIINY-
HBIJ JIMXOPAJOYHBIY BapWaHT, aMHJIOUA03 C IIOpakeHUeM
mouek (OpoTeMHypUYecKasa cTagus HedpoIaTuu), IeUeHH,
ceJle3eHKU, KeJyJOUYHO-KUIIIeYHOTO TpaKTa. BbljIo pekoMeH-
IOBAHO NIPOBeJeHUE Tepamuy KOJXUIIMHOM II0 MECTY YKU-
TeJILCTBA.
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