


YHHBEPCAAbBHBIN

CHHZPOM

[enaToCnNAeHOMEranna Ha KIMHNYe KX NpuMepax 0pdaHHbIX bonesHen

ABTOP: TaTbgHa AnekceesHa bOKOBA, QOKT.

MeQ. HaUK, QOU,, PYKOBOQUTEND OTQENEHMS
NeQuaTp MoCKOBCKOrO 00AACTHOID HAYYHO-
CUIEQOBATENBIKOIO KIMHUYEKOID MHTUTYTA

1M, M@, Bnagummpkoro, npod. kahegpbl
NeguaTpM ¢ MIHOEKUMOHHBIMU BONE3HAMU U QETEN
OANO NHTUTYTA HENPepbIBHOMO 00pa30BaHUA

1 NPOMECMOHANBHOID PA3BUTUA POCCMIACKOIO
HAUMOHANBHOO M(UEQOBATENBIKOIO MEQUUMHIKOIO
yHvepwTeTa uM. HI. Minporosa (Mocksa)

KonupaiTuHr: (eprei Nérkun

Ha 1 okTabps 2024 roga nepeyeHb opdaHHbIX DOMesHEN, YTBEPXKQEHHDIN
MuH3QPaBoM P®, HacumTbiBaeT 293 Hosonormyeckne hopMbl. MX Yacro
YNyeKarT m3-3@ PeQKOM B(TPEYAEMOCTH, XOTS (BOEBPEMEHHAA QUArHOCTK-
Ka HeobxoguMa, 4Tobbl gaTb (EMbe PEKOMEHQAUMM M MPOrHO3 PUKA No-
BTOPHOrO POXKQEeHUs BonbHOro pebéHKa. MMaBHOe Xe, OHA NO3BONAET Ha-
4aTb NATOreHeTUYe(KYo TePanunio, KoTopas 03HAYAeT (NAceHUe XU3HU Un

3Ha@4YMMOE ynyyweHue eé Kaye(TBa.

JeAsieMast KaKk aHOMaAbHoe YBENYEHNe

MEeYeHn 1 (eneséHKU, MozkeT ObITb pe-
3YAbBTaTOM HEOITAACTHYECKHX, COCYAHUCTBIX
M JPYTHX MaTOAOTHYECKHX MPOLEcCoB’.
[ leanatpnt wacTo BeayT AMArHOCTHYECKHI
HOUCK B CTOPOHY UH(EKUHMOHHOH IIPHYHU-~
Hbl, 3a6bIBast, YTO ITOT CHHAPOM — [OPOU
Beayuiee, a UHOrQa NEPBOE N €QUH(TBEHHOE
NPOSB/EHNE opdaHHOrO 3a60AEBaHUSI.

renaToaneHOMera}\nﬂ (I'CM), omnpe-

3-nog pebepHon gy

[leyenn u ceresénka 06bIMHO BMeECTe BO-
BA€YEHDI B IATOAOTHYECKHH IIPOLIECC U3-3a
TECHOM aHATOMHMYECKOH CBS3H M [IPHHAJL-

A€KHOCTH K MOHOHYKA€ApHOH (Parowu-
tapuoii cucteme. | locaeausa sazeiictso-
BaHa IIPU MHOTHX 3a00A€BaHHsIX, & 3HAYMT,
yBEAMYEHHE ITHX OPraHoB B(erQa TPebyeT
QU depeHUNanbHO gUArHoCTUKK.

Yacro 'CM nporekaer 6eccummnrom-
HO, KaA0ObI ¥ YBEAHYEHHE OKPYKHOCTH
?KUBOTA MOSIBASIOTCSI [O3JHO, MOITOMY
rernaToAMeHaAbHbIM CHHAPOM HepeaKo 00-
HAPUXXMBAKT U1Y4aitHo. Y zeTeit, ocobeHHO
B IIePBbIE 3 r0Za 2KM3HH, OH BCTPEYAeTCs
Jaige, 4eM y B3pOCAbIX. B paHHeM Bo3-
pacTe, BKAIOYash HOBOPOKAEHHDBIX, IPH-
YUHAMH YBEAMYEHHsI TIEYEHH U CEAE3EHKH
CTaHOBATCA BHYTPUYTPOOHbIE MHDEKUMM,
MOPOKH PasBUTHs, HOBOOOPA30BaHMUsI, re-
MOAUTHYECKas1 6OAE3HbD.
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{neXT-npoceeT}

OguH hepMeHT — gBe 6onesHu

B 1956 roagy Mowe Bonbman (Moshe Wolman) coobuun
O C/lyyYae HaKOMIEHWS JIMMUAHDBIX Kanesb B TKAHAX NeYeHH,
cene3éHKM, KuleyHuKa U numdoyanos’. Brnocnencreum
0Ka3asnocb, YTO Y TaKWUX NauueHToB OT(YTC(TBYET WM 3HA-
YUMO (HUXXEHA aKTUBHOCTb JIA30COMHOM KWUCNOW SiMnasbl.
Mopma 60n1e3HM € paHHUM Hauasiom Bbiia Ha3BaHa B HeCTb
NEPBOOTKPbIBATENS, @ NO3AHUE NMPOSIB/IEHUS U3BECTHbI MOJA
06LWMM Ha3BaHWeM «DosIe3Hb HaKoNNeHUS 3hMPOB Xoe-
crepuHa»’. Kog MKB10 — E75.5. O6a deHoTHna — npo-
rpeccvpyiolime 3abosieBaHusi, CONPOBOXKAAOLLUEC MUSb-
TUCUCTEMHBIM NOPAXEHUEM OPraHOB.

HapyweHue BbIpabBOTKH IM30COMHOM KUC/IOH NUnasbl
obycnosneHo nonuMopduamamu B reHe L/PA, koTopble ne-
pepatoTcs N0 ayTOCOMHO-PELLECCUBHOMY TUMY Hac/iefoBa-
Hus. U3-3a oTcyTcTBUA chepmerTa HAPYWAET( METAboM3M
3(QVPOB XONE(TEPUHA U TPUIMNUEPUQOB, KOTOPbIE HAKaNIW-
BalOTCs B OpraHax, nospexgas ux. B uactHoctu, (MeHoMe-
(a1 NOBbILIAET PUCK TPABMATUYECKOrO pa3pbiBa CeNe3EH-
KM, BbI3bIBAET aHEMUIO U TpombouuToneHuio. MNopaxeHue
neyeHn CONpPOBOXKAAETCS €€ YBE/IMHEHUEM, POCTOM YPOBHS
TpaHcaMuHa3 (Mapkép uutonusa) v JIMHM, cHuxxeHuem
JINBI. 310 npoBoLUpPYET CTEATO3 C Pa3BUTUEM NEYEHOUHOM
HEA0CTATOYHOCTH, CNOCOBCTBYET YCKOPEHHOMY (DOPMHUPO-
BaHWIO aTepockepo3a. [locnefcTBUsA HaKOMAEHUS NMNULOB
B KMLLIEYHUKe — BO0JIb B XMBOTE, B3gyTHE, (MHQPOM Masnbab-
(0pbuym u otctaBaHue B pocTe.

Mpu 60nesHn BonbMaHa akTMBHOCTb JIM30COMHOM KHC-
NIOW NUnasbl OTCYTCTBYET NOIHOCTbIO, HapyLUeHWs MPOSIB-
ST B 1—3 MEC u3Hu 1 6e3 neyerus sbidbisatot 100%
netanbHocTb Ao Bo3pacTta 1 roga. B ucne cumntomos —
mManbabcopbumns, nepcucTupylowas peoTa, guapes, 3a-
LeP>KKa pocTa U AedULMUT Macchbl TENA, BMIOTb JO KAXEKCHH,
nporpeccupytoLLee NopaXKeHUe NeYeHu, pa3BUTUE NEYEHOU-
HOM HepoCTaTOUHOCTH. OTAWUUTENbHBIM NPU3HAK 6one3Hu
Bonbmana — KanbUnMpukauns HagrnoyeyHnKoB.

Mpu 6oe3HU HaKoNNEHHS APUPOB XOECTEPUHA COXPa-
HseTca npumepHo 2— 11% akTMBHOCTH IM30COMHOM KUC/IOM
nunasbl. 3abosieBaHWe QUarHOCTUPYIOT B pa3HOM BO3pacTe
(8 cpeaHem — B 5—6 net)®. OcHoBHble cumnToMbl — [(M,
MOBbILLIEHWE YPOBHS TPAHCaMUHa3, NPOrpPeccUpyoLLee Mno-
paskeHue nedeHu go G1OP034a, UMPP03a M OCNOXKHEHHUI Tep-
MWHa/IbHOM CTaAuK, aucaMnuaemus®,

MNopo3peHue Ha fedpULHT IM30COMHOM KMUCJIOW nnasbl
LO/I)KHO BO3HUKHYTb MPW COYETAHWUWU YBEMUEHUS MEUYeHH
U CeneséHKM, CHMNTOMOB Masbabcopbunu U BUoxuMUUe-
ckux Hapywenui. Ha Y3U Haxogar guddysHbie n3MeHe-
HUS NAPEHXUMbl neyeHU U ceneséHku. [lna nogreeprkae-
HWS MarHo3a ONpenensioT aKTUBHOCTb (PEPMEHTA U ULLYT
nonumopdusmbl reHa L/PA’. OcHoBa neuenus — dep-
MeHTHas 3aMecTUTesibHas Tepanus npenapartom (ebenu-
nasa anb®ad, KotTopyto NauuUeHTbl NoyYaloT Yepe3 POHA,
«Kpyr nobpa». HauanbHas gosza — 1 mr/Kkr maccbl Tena
1 pa3 B Hegento. B 3aBUcHMOCTH OT KNMHUUECKOTO AdhdHeK-
Ta €€ MOXHO YBE/IMUYMBATb A0 EXXEHEAENbHbIX 3 M /KT.
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[Tos21e criexTp NpHYMH pacIHPsieTCss — OCTPbIE U XPOHHYE-
cKue 3a60.AeBaHUsI IEYEHH Pa3AMYHOH 3THOAOTHH, CTIELHU(HYECKHE
uaekuuu (6pyLeArEs, MOHOHYKAEO3), TIapasHTbl, CHCTEMHbIE
3a60AeBaHMA KPOBH. | [eueHb U MOHOHYKAeapHast (parouuTapHas
CHCTeMa B LIEAOM 3HA4YMMO BOBAEYEHbI B YTHAHSALMIO METabOAH-
TOB’, I03TOMY HapyIlleHHs 06MeHa, BKAIOYas Op(haHHbIe G0AE3HH,
00bI4HO BCErgd (0MPOBOXKQatoTest M(M. B ux uncae 6oresub ["ome,
ZeUIUT AMB0COMHON KHCAOH Ammasbl, 6oAresHb Humanna—
ITuxa, Mykomoancaxapizo3bl'’, B LIEAOM 2Ke CerozHs HaCUMThIBA-
10T HEC(KO/IbKO QECSTKOB AH30COMAAbHBIX GOAe3HEH HaKOMAeH s L.

OcMoTp u maAbIaLus 03BOASIIOT BbIABHTb YBEAHYEHHE Op-
raHOB, OZHAKO MOKHO HEBEPHO OUEHUTL zammble. Y 3U, KT
u MPT noareep:xaator opranomeraauio u ZaioT 60AblIe geTareH
0 cocTosHMH TapeHxumbl. /st BbIABAEHHS IPUYUH BCera HeobXxo-
ZAuMo QOMOSHUTEsIbHOEe 00(1eQ0BAHNE — aHaAM3bI KPOBH, IH3UMO-

QWArHo(TUKQ, TecTbl HA HH(EKIHUH, T€HOTHITHPOBAHHE, 6I/IOHCI/IH12.

KANHWYeKUA (1ydan 1.
geBoYyka H net / Mec

B smBape 2020 roga nanmentka (Bospact 3 roga 8 mec) 6bira
rOCIIUTaAMBHPOBaHa B CTALIMOHAP AAS A€4EHHS OCTPOr0 GPOHXHTA.
[ Tpu nranosom Y 3U y ueé BoisBun (M, a B anaruse KpoBH —
nosbimenue neueHounbix pepmentos: ANT 20 263 Ea/ A (sopma
20 29 Ea/2) u ACT g0 233 Ez/a (20 59 Ea/r). Jesouke
Ha3HAYMAH yPCOE30KCHXOAEBYIO KHCAOTY U BbIIHCAAH 6€3 70-
MOAHHTEABHOTO 00CAEZOBaHHSI.

B anaause uepes 3 mec yposenn ANT — 171 €g/n, AT —
223 €g/n. Mapképnr Bupycubix renaruros A, B u C orpunarean-
ubie. Boissaennt ummynoraobyaunnt kaacca G (IgG) x murome-
raaoBupycy U Bupycy dnmreiina—bapp, oanaxo [ TLIP nokasara
oTcytcTene Bosbygutenedt. [ Tocae koncyabraimit napexronucTa
¥ raCTPO3HTEPOAOTA MALMEHTKe HA3HAYMAH TPH Kypca MHO3HHA
npanobekca, HHTepPepoH arbPa-2b, ypcozesokcuxoaeByro Kuc-
AOTY M MaHKpeaTHH — 6e3 apdexrta. B aexabpe (4 roza 7 mec)
ZIeBOYKY TOCIMTaAM3HPOBaAH. /lMarHos mpu MOCTYNACHHH —
CXPOHNYECKUIA (eNATUT HEYTOYHEHHBIN.

Ha moment ocmotpa meuenb Ha 5,0 (M BbicTynana u3-mog
Kpasi pEOEPHON QUK, cereséHKa He MaAbIHpoBaAach. Ananus
kposu: ANT 363 Ex/a, ACT 294 Ea/a, ramma-rayramun-
tpancnentuzasa 66 Ea/a (mopma 10 23 Ea/1), xorecrepun
5,8 Mmoab/ A, Tpurauuepuabt 1,9 MmoAb/A, AunonpoTtensbi
sbicokoit maotHocTH (AIIBIT) 0,75 MMoAb/ A, HuBKOH MAOT-
woctu (AITHIT) 4,2 mmoan/ A, uepyronrasmun 34,6 mr/ an,
arnda-@petonporens 2,88 ME /ma. Mapképpr ayronmmynnpix
saboresanuit orcyrerBoBarn. Ha Y3U opranos 6prommoit mo-
Aoctu BbisiBAeHa (M, gUQQY3HbIE U3MEHEHUS NAPEHXMMbI meveHH
U TI0/12KEAYIOYHOH 2KEAESDI.

JleBouKe BbINOAHMAY SH3HMOZMATHOCTHKY, KOTOPAs OKa3aAa
CHIKEHME aKTUBHOCTY AM30COMHOM Kucoit nnasel ao 0,005 uMoab
4AMU / auck B vac (nopma 6oaee 0,07). Ilpu mocaezyrommem ana-
ause JIHK rena LIPA BoisiBAen naToreHHbIH HOAUMOP(H3M, 4TO
MO3BOAHAO YCTAHOBHTD JHArHO3 — «<QeQUUNT SI30(OMHON KUCTO0N
nunassl; 6onesHb HaKonneHus 3¢V|DOB X0Ne(TepnHa».

Aumnanoriunoe 3a601eBaHue TaK:e BbIABUAH Y 3-AeTHelt ce-
crpbt. Crapmas cecrpa (12 AeT) umeer MyTalHIO B reTepo3UroTHOM



cocrostnun (HocuTeAb), a camas Maazmas (2 mec) 370poBa.
C anpeas 2022 roga zesouxu moaydaroT GEPMEHTHUIO 3aMECTU-
TEMbHYIO TEPANNo cebeArmasoit arbpal>!,

KANHNYeKUn giyvan 2.
QeBOYKa O net

B mapre 2022 roza y pe6énka Bo Bpemst aucriaHcepHOro obcae-
aoBanus Ha Y 3U 6promHoii moaocTH BrepBbie 00HAPYXNN yBe-
AMYEeHHe OPTaHoB: TpaBas JA0Ad nevenu 126 mm, reBast — 74 mm,
ceaesénka 190x71 mm. Ms-3a cHmxenus yposus remoraobuna
(106 r/r) u Tpombouuros (76x10°/1) zeBouke HasHaumAM
Tpenaparhl 2keAe3a H (POAHEBOH KUCAOTBI. Y pOBEHb FeMOTAOGHHA
104 r/ A yxxe BoiaABAAAM 3 roza Hasaz, AeUMAH, OZHAKO 0€3 KOH-
TpOnbHbIX aHanm3os. I lanuentky a0 Bospacta 1 roza Habarozan
0pTOIIeZ 110 I0BOZAY QUCNNA3MNA Ta300QPeHHbIX (YCTABOB.

["emaroor B mone 2022 roga 3anoz03puA y eBOUKH 60A€3Hb
["o1rte u HanpaBuA 6 B (EHETUYE(KUI UEHTP, Tae GbIA BbITOAHEHDI
HEO6XOMMbIe HCCAeIOBAHMSL:

CHMzKEHMe aKTHBHOCTH (MOKOUepedposngassl zo 0,25 Mxmoab / A

B yac (nopma 1,5—25);

TOBbIIIEHYE aKTHBHOCTH XUTOTPIUO31Qasbl 10 9610 Mxmoab /A

B yac (zopma z0 100);

ypoBeHb (MUK03NAPUHI03MHA 518 ur/ma (Hopma 0,2—5);

ZBa naTororuyeckux papuanta rena GBA;

noaumopusmbl GBA y poaureneii.

C amarnosom «6oresub | ome, Tun 1» B urore 2022 roza
ZIeBOYKY TOCIHTAAM3HPOBAAH JAS YTAYOAEHHOTO 06CA€0BaHHS.
[Tpu ocMoTpe EQUHCTBEHHbIE MPOSBAEHNS — YBEAHHEHHDIH XKHBOT
(puc. 1) u 'CM: neuenb Ha 2 cM, a ceaesénka Ha 8 cM BbICTyMmaAu
U3-110/1 Kpasi PEGEPHOH YTH.

B anaausax xposu:

remoraobun 113 r/a, spurpouutsr 4,4%10'2/ A, AefixomuTsr

4,7x10°/ A, Tpomborrer 119x10°/ A,

ANAT 17 Ea/a (wopma a0 40), ACT 50 Ea/r (a0 42),

6uAnpy6un obmuit 21 mxmoan /A (3,7—20,5 Mxmoan/2);

Purc 1. [1esoyka b n1eT ( B0nesHbio Mowe — YBEINYEHME Pa3Mepa XnBoTa
BCIEQCTBME renatocnaeHoMeranimn (HoTo 13 AMYHOIO apXyBa asTopa).

{neXT-npoceeT}

Tpn B 0OQHOM

Camas pacnpocTtpaHéHHas opMa IM30COMHbIX BonesHel
HakonneHus — GonesHb [owe (kog no MKB-10 E75.2). Eé
MO>KHO BCTPETUTb C YacTOTOW oauH ciydan Ha 40—70 Tbic.,
a y eBpeeB-allKeHa3u — ofuH ciydak Ha 450—1000 yeno-
Bek'>. OgHUM M3 0CHOBHbIX KAVHUYE(KMX MPOSIBEHUNA 3aech
Bbictynaet 'CM, a natoreHes 3aK04aeTCcsl B HapyLLUEHWH Ka-
TabosM3Ma IMNUAoB 13-3a fedekta reHa GBA, kogupyoLue-
ro chepMeHT rtokoLepebposnaasy.

3abonesaH1e HacnepyeTcs No ayTOCOMHO-PELECCHB-
Homy Tuny. [pu HanWunK ABYX MYTaHTHbIX anienen akT1Be-
HOCTb chepMeHTa MEHEE 30% OT HopManbHOro YpoBHS,
a B Makpodarax Hakanjueaetcs riokouepebposug. 1o
COMPOBOXAAETCS MOBPEXKAEHUEM Pa3HbIX OPraHOB, MPUUEM
y 60N1e3HU MHOrO NPOsBIEHWH — OT HECCMMMITOMHbIX QO f1e-
TANbHLIX GOPM.

Paznuyaiot TP KAMHNUYEKNX TUNA:

* HeHelipoHonaTuyeckuin (tun 1, go 90% cnyuaes) bes
yyactus HePBHOM (UCTEMDBI'®, HO C BOBNEUYEHHEM KOCTEM
U PeLKUM MOPAXKEHUEM NIETKUX;

* OCTPLIA HEMPOHOMNATMYE(KUA (Tun 2) HE 3aTparuBa-
€T (KEfIET, HO COMPOBOXKAAETCS MOPAKEHUEM JIEFKUX
M KOXXU; B HEPBHOW CMCTEME — MblLLeYHas FMNOTOHMS
M CNacTMYHOCTb, BysibbGapHble PacCTPONCTBA, TOHUKO-
KJIOHUYECKUE CYA0POTH;

* M0QOCTPbIA HEAPOHONATUYECKUIA (Tun 3) 3aTparveaert
KOCTH W IErK1e, a NopaXKEHHe HEPBHOW CUCTEMbI BKJIIO-
YaerT rna3ofBUraTesibHyto anpakcuio, MUOK/IOHUYECKHE
CYJ0pPOr1, KOTHUTUBHbIE U MMPaMHUAHbIE PACCTPOMCTBA.
AcTeHWYEeCKWH, FeMopparuyeckui U renatosiMeHasbHbIi

CUHAPOMbI, aCCOLMUPOBaHHbIe C aHEMUEN, TPOMBO- WK
naHuuTONeHWen, XapakTepHbl Qs BeX TPEX TUMOB. Mpwu-
uém ans tuna 1 FCM sbicTynaet Hanbonee paHHUM NpU3Ha-
KOM, a ceneséHka bbisaeT yBenuyeHa 8 5—80 pas, noatomy
Yy NauMUeHToB C 3TUMKU CUMNTOMaMu 6onesHb Mowe BCerga
HUXHO BKOYATb B MepeyeHb sabonesaHun ans audde-
peHuuanbHon guarHoctuku'’. MopakeHue ckeneta nposis-
NAETCH B NaTO/IONMUYECKUX NEPeNomMax, 6o/isx B KOCTAX U Ha-
PYLUEHWH CyCTaBHOW MOABUXKHOCTH 820,

Tun 2 — (aMblil HEBAAroNPUATHLINA: CUMNTOMbI MaHK-
decTupyloT Ha NepBOM rofy >W3HHW, a HEBPOJIOTUYECKHE
6bICTPO NPOrPECCUPYIOT U CTAHOBATCA NPUUYMHON CMEPTH.
Mopa)keHWss HepBHOW CUCTEMBbI NpW TUne 3 aHasOrUyHbl
TaKOBbIM OJ/15 TUMa 2, O4HAKO BO3HWKatoT no3sxe (ot 1 go
20 neT >Ku3Hu), a NPOrPecMPUT MegneHHo?"22,

3anofo3putb 60se3Hb MoWwe MOXKHO Ha OCHOBAHWM
K/MHUYECKUX CUMMTOMOB U aHa/IM30B KPOBM, HO AJ/1S NOA-
TBEP>KAEHWS HEOBXOAUMO pacluMpeHHoe obcefoBaHue:
peHTreHorpadus, Y3U, MPT, 3H3MMOQUArHOCTUKA (XxUTO-
TPHO3MAa3a, MIOKO3UNCHHUHIO3UH, FloKkoLepebpoauaa-
3a), a Takxke JHK-Tectuposatue. 115 NeYeHUS UNOALb3YOT
hepMeHTHYIO 3aMeCTUTE/IbHYIO Tepanuio npenapaTamMy UM1-
rnouepasa?~%, penarnouepasa anbta?’ M TanuraoLepasa
anbda?®, ogHaKo oHU HeadhheKTHBHbI Npu BonesHu Mowe
2-ro Tvna.
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ATUMWYHBIA (DUHIOANMNNQO3

B oTnnume ot bonblumMHcTBa GonesHel HakonaeHus, natoreHes 6oneaHn HumaHHa—
Muka c Tvnom C (kog MKB10 — E75.2) obycnoeneH He oTcyTCTBUEM KaTabonnM3ma
NUNWAO0B, a AedhEeKTOM MX TpaHCNopTUPoBKK?. Kak pesysbTat, HakonjeHue xone-
CTEPHHA U MIMKOCUHTONMMUAO0B B OpraHax W TKaHsX, MpUUYMHA KOTOPOro — MyTa-
uus B rene NPC1 (pexxe NPCD).

370 peaKkoe nporpeccupylolee 3abonesaHne C ayTOCOMHO-PELLECCUBHBIM TH-
MOM Hac/iefo0BaH1A NPOSABAAETCS B BUAE HEOHATANbHOM XenTyxu, (M, BHyTpune-
UEHOUYHOrO X0JNIecTa3a U MHTEPCTULMANBHOrO nopaXkeHus NErkux>’. XapaktepHbl
HEBPOJIOrMUYECKMe CUMNTOMbI: BEPTUKA/IbHbIN HaLbAAEPHbIHM Napanuy B3opa, atak-
Ccusi, [U3apTPUA U Avcdarus, HEOXKMQaHHAS UTPATd MbIWEYHOr0 TOHY(A, cyaopo-
M U HEMPOCEHCOPHAas TYroyxocTb. Y Aeten oTmedatoT 3aQep>XKKyY MXOMOTOPHOr0
PA3BUTWS, C BO3PACTOM MOABJIAIOTCS AECTPYKTUBHOE UK arpecCHMBHOE NoBeaeHHE,
Lenpeccus v ncuxosbi’',

MHCcTpyMeHTbl ans AMarHocTuky 6oneann HumanHa—Iuka:

* WKana BeposATHOCTH 6onesHn Humanna—Iuka tTuna C%%;

* onpepenieHne ypoBHs xosiecTaHa-3,5,6-Tpuona u 7-ketoctepona;
* UCC/IE[0BAHWE YPOBHS IM30CHPUHIONUNUIOB;

* nosiHoe cekBeHupoarue reHos NPC1u NPC2.

B kauecTBe neueHus HasHaualoT murayctar®. to npenapart, N0QABASWWMNA
(MIHOKO3UNUEPAMNQUHTA3Y, dhepMEHT, OTBETCTBEHHbIN 3a CUHTE3 BOMbLUMHCTBA /K-
KocduHronmnuaos. ObecneyeHne NaLMEHTOB ITUM IEKAPCTBOM hUHAHCHpYeTCA
U3 cpefcTB PEVOHANLHOIO BI0QXXETA B COOTBETCTBUM C YCTAHOB/IEHHBIM NEPEYHEM

3abonesaHuii®s,

obmuit xorectepun 3,8 Mmoab/a

(3,1-5,2), AIIBIT 0,59 mmoan/a

(0,78—1,68), AI'IHIT 2,6 mmoab/a

(1,55—3,88), Trpuraunepuan

1,69 mmoan/a (0,3—1,6).

Ha Y3 opranos 6promsoit moroctu
npusHakn (M 1 gUOOY3HLIX U3IMEHEHUN
neyeHn. MubpoaracTorpadus meveHn —
otcytersue pubposa. Ha MPT opranos
OPIOIHOM TIOAOCTH KapTHHA reraToMera-
AMH, AU(PQY3HDIX U3MEHEHHH I1apEHXUMbI
NeYeHH, BbIPA:KEHHOH CIIAEHOMETAAMH.
Boruncaennpie 06bémbr mewenu 951 (M
(cpeanee sHavenue ars Bospacra 594%),
ceneaéuku — 664 o (110—340%).

MuneparbHas MAOTHOCTb KoOCTel
B MpejleAaX BO3PACTHbIX 3HAYEHHH, HO
PEHTTEHOAOTHYECKHE TPU3HAKH MOTYT
cooTBeTcTBOBaTh 60Ae3nu | ome. B guc-
Ae TaKOBbIX KOoAGooOpasHast QeHopMauyns
MeTagnadu3oB 6eapeHHbIX KOCTeH, Y4acTKM
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PAIPEXEHNS KOCTHON TKAHW 6oAbIIeGepIIO-
BBIX KOCTeH H €€ IOBBbIIIeHHas NPo3pad-
HOCTb B KHCTSIX.

[To pesyabraTam obcaesoBanust naty-
eHTKE TOATBeP/IHAU INarH03 — «60Ae3Hb
[omwre, 1-i Tun». /leBouxy BKAIOUHAM B pe-
THCTP MALMEHTOB ¢ Op(aHHbIMH 3aboAe-
panuamu. C smpapsa 2023 roza nauaru
(PEPMEHTHYIO 3aMECTHTEABHYIO TEPAITHIO
umurtouepasoil B zose 1000 Ez na Beeze-
nue (41 Ez/xr) BHyTpuBeHHO KameabHO
2 pasa B mecan?'. Camouysctsue pebénka
Ha (DOHE TeparH yZOBAETBOPHTEABHOE.

Kaunnueckuit cayudait uarocTpupyer
I'CM kak Beqyuuit (MMNTOMOKOMII/EKC
npu auarHoctuke 6oresuu [ome. Kpome
TOTO, OH ZIEMOHCTPHPYET HEOHXOAUMOCTD
HACTOPOKEHHOCTH MeJHATPOB K Op(aH-
HbIM 3a60A€BaHUAM M CBOEBPEMEHHOTO
BBIIOAHEHHS PYTHHHBIX METOZ0B O6CAe-

ﬂ,OBaHI/Iﬂ%.

{neXT-npoceeT}

KAnHUYenn ;y4van 3:
ManbymK H Mec

Y pebénxa, NosIBUBIIETOCs Ha CBET C 2KeA-
TyXOH HOBOPOKAEHHBIX JIAMTEABHOCTDIO
3 wea, npu Y3U 6prommoit moroctu
B BO3pacCTe 2 mec BblsBUAW MPU3HAKK yBe-~
AMYEHHs [IeYeHH 1 ceae3éHKH. B anaausax:
ANT 17 Ea/a, ACT 66 Ex/a, ramma-
rayramuatpancientuzasa 13 Ea/a, xo-
Aectepur 2,9 MMoAb /A, TpUTAMIIEpPUDI
1,76 mmoan/ A, AI'IBIT 0,73 mmonn/ A,
AITHIT 1,7 mmoanb /A. Mapképnr Bupyc-
ubix renatutoB A, B u C otpuuarenshoie,
naiizennt [gG k uuTomeraroBupycy, ogHa-
ko [ ILIP He nogTeepguna nu ero, nu Bupyc
Ammrreiina—bapp. Juarnos — «cunapom
['CM, remaTtut uuTOMEraroBHPYCHOH
aTHOAOTHM» (0 BOTIPOCOM).

B Bospacre 3 mec pebénka o nosozy
(HWXXEHNSA MbIWeYHOro TOHY(A U 3adepKKH
TICHXOMOTOPHOT'O Pa3BHTHA KOHCYABTH-
poBaA HeBpoAor. Hapymennit o zanupmv
HeHPOCOHOTPaUH BBIABAEHO HE GBIAO.
Juarnos — «mocAezCcTBUSA TepHHATAAD-
HOTO TI0Pa:KEHHS LEHTPAAbHOH HepBHOH
cHUcTeMbl, (MHQPOM MbIWEYHON (MMOTOHUN» .

['To pexoMenzaLyK reHeTHKa MaAbYHKa
B BO3pacTe ) Mec 06CAe0BAAH CO CAEZYIO-
IIHMH Pe3YAbTAaTaMH:

xutoTpuosuzasa 1272 umoab/MA

B yac (Hopma 5,5—198);

AtoKolepebposuzasa 9,4 Mrmoab/ A

Byac (1,5—25);

cuuromuerunuzasbl 4,1 HMoab /Ma

syac (0,56—6,24);

ABe MyTauud B 22-M IK30HE reHa

NPCI.

Ha ocnoBanuu atux gaHubIX pe6eHKY
YCTaHOBHAM ZHar€os — «6oaesub Hu-
manHa—I Iuka, Tim C» — u HasHawmAm
(yb(TPAaT-peqQUUMPYIOWYI0 TepaTIuI0 MHTAY -
cratom’’.

['enatoanenanbublii cungpom xapaxTtepeH
Anst MHO2¢ecTBa 3a6oaeBanuil. [ Ipu aTom
HeADb3s1 3a6bIBaTb, YTO yBEAUUEHHE [EYeHH
U CeAe3EHKH — 4acTo BEQUUIEe KnHMYe-
(Koe nposiBfeHme opdanubix 6oaresueid. [ lo
BTOH IPHYHHE UX BCErZa CAEAYeET BK/OYATb
B QUDGEPEHUMANLHYIO QUArHOCTUKY y Tam-
€HTOB C FCM.QE
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