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AHTU®OCOOAUIIUAHBINT CUHAPOM YV AETEUN
C COMATHUYECKOM TTATOAOTHEN

T'OY BITO PI'MY PocsapaBa, MockBa

Antudochonrunuaueii cuaapom (ADPC) — 310 KIAUHUI-
K0-JIa00PATOPHBIM CUMITOMOKOMILIEKC, ITPOABIAIOIUHAC
PEIUIUBUPYIONIUM TPOMOO30M (apTepUaIbHBIM U/UJIU Be-
HO3HBIM), PEIUANBUPYIONIUM CUHAPOMOM IIOTEPU ILIOLA
(Gosiee ABYX ciaydaeB) IPU HAJIUYUU B IUPKYJIUPYIOIIEit
KpoBu aHTHDOChoTUnUAHBIX anTuTena (adJI) [1].

Kpurepun APC MOCTOSHHO IPOAOIKAIOT paspabaThi-
BaThCA. [lepBhIie ArarHOCTHYECKYE TPUSHAKY OBLIY OITy0JIMKO-
BaHbI B 1999 r. u K HUM OoTHOCHIIU OCHOBHEIE KpuTtepuu ADC —
PEeIUANBUPYIONITE TPOMOOSEL JTI000T0 KaIudpa COCYI0B U JIO-

KaJnsaruii, peuAnBUPYIOIINe IOTEPU IJI0AA U TPOMOOITATO-
TIEeHNI0, & TaK)Ke JOIOJHUTEIbLHbIE: HEBPOJIOTUUECKUE, KOXK-
HbIE, CEPAEUHO-COCYANCTRIE U TeMATOJIOTTUECKIe HAPYIIIeH .

Ha xomrpecce, nocsammennomy usyueaunio APC, mpo-
BemenuoM B Cugnee (ABcrpanus) B 2005 r., jaHHBIE KpUTE-
puu GBLIV IEPECMOTPEHBI, U TaKVe KINHUYECKUE IPOIBJIIe-
HUA, KaK IOPaKeHNA KJIAIIaHOB CEP/Ila, CeTIATOe JIUBETO,
HedponaTuA, HEBPOJIOTUYECKUE IIPOABJIEHUA, a TaKIKe
TPOMOOIIUTOIIEHNUA BKJIIOUEHBI B OTAEJIbHYIO KaTeTrOpHIo,
TaK HasbIBaeMbIil BepoaTHbii ADC [1].
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O0OHOBIEHHAS BepCUS THAaTHOCTHYEeCKUX KpuTtepues ADC

Kaunnueckue kpurepun:

1. Cocyducmutit mpom603

Oaun uiau Gojiee KJIMHUYECKUX SIU30J0B apTepuab-
HOT0, BEHOBHOI'0 TPoMO03a uiau TpoM603 MEJIKMX COCYIOB B
1000 TKaHU uiau oprane. Tpom0603 M0JIKeH ObITH IOATBE-
PKIeH BOCIPOU3BeIeHeM N300paKe s NN JOIILIePOBC-
KUM HCCJIeJOBAaHUEM, UJIU MOP(OJIOTUUECKH, 38 UCKJIIOUEe-
HUEeM IIOBEPXHOCTHBIX BEHO3HBIX TPoM0030B. Mopdosoru-
YecKoe IIOATBepsKAeHUe MOJIXKHO OBITH IIpeIcTaBJIeHO 0e3s
HAJIMUNUS 3HAUUTEIbHOTO BOCIIAJEHUS COCYANCTON CTeHKH.

2. Ilamosozus 6epemennocmu

a) oauH wiau Gojiee CIAydYaeB BHYTPUYTPOOHOH rubesu
MopdoJiornuecKku HopMaIbHOro maoaa mocyie 10 megens rec-
Tanuu (HOpMaJbHBbIe MOP(MOJOTHUEeCKHe IPUSHAKU ILIOHA
IOKyMeHTHpOBaHbI Ha ¥Y3U min HemocpeaCTBEHHBIM OCMOT-
poM 11071a), M 0) OAUH Uau 60Jiee CaydaeB IpesKIeBpeMeH-
HBIX POJIOB MOP(MOJOTUUECKN HOPMAJIBLHOTO ILJIofa 0 34 He-
[IeJIb TeCTaIlN U 3-3a BEIPAYKEHHO IPEIKIaMIICUH WU 9KJIa-
MIICUY, WJIV BBHIPAKEHHOM MIaIeHTapHOM HeJ0CTaTOUHOCTH,
WU B) TPU MU 60Jiee OCIeN0BAaTEIbHBIX CIyUaeB CIIOHTaH-
HBIX a0opToB 0 10 Hexenb recranuu (UCKJIOUEHNE — aHATO-
MudYecKue fedeKThl MaTKU, TOPMOHAJIbHBIE HADYIITEHUA, Ma-
TePUHCKUE UJIU OTIIOBCKYE XPOMOCOMHBIE HAPYIIIEHU ).

JlaGopaTopHbIe KPUTEPUM:

1) anTuxkapauoaunuHoBblie antuTena (aKJI) B xpoBu
1gG- u/unu IgM-usorun, npeacTaBjieHHbIe B CPEIHUX WU
BBICOKUX YpOBHAX (Hanpumep >40 GPL wnau MPL, uau 99
IIEPCUHTUIAMU), B IBYX MU 0oJiee Caydaax UCCIeLOBAHUA
¢ IPOMEKYTKOM He MeHee 12 Helesb, onpeeseMble CTaH-
IapTHBIM UMMYHO(GEePMEHTHBIM METOI0M;

2) aaTurena K B,-raukonporeuny I (aatu-f,-T'TI I) B Kpo-
Bu IgG- u/mnu IgM-usorun (>99 nepcuHTHIIEH), IPEACTAB-
JIEHHBIE B IBYX WU 0OJiee CIydYasX HCCIEJOBAHUS C IIPOMe-
JKYTKOM He MeHee 12 HeJeJsb, onpeesiseMble CTaHJaPTHBIM
UMMYHO(EPMEHTHBIM METOLO0M;

3) BosrTyaHOUHBLIN aHTHUKOoaryasHT (BA) B miaasme B
IBYX UIu 6oJiee CIydasiX MCCIeIOBAHUSA C IPOMEKYTKOM He
MeHee 12 Henenb, ONpeNeIseMbIi COTJIACHO PYKOBOICTBY
MesxayHapogHOTO 06IiecTBa TpoM0030B U remocrasa (uc-
caemoBaTesbcKad rpymnma mo BA/dochoannuazaBucuMbIiM
aHTHUTeJIaM);

a) yIOJUHeHNe BPeMeH! CBEePTHIBAHUS ILJIa3MbI B doc-
domunua3aBUCUMBIX Koaryjgorunueckux tecrax: AIITB,
KBC, mporpomM0OuMHOBOE BpeMs, TecThl ¢ Axmamu Pacceia,
TEeKCTapUHOBOE BPeMs;

0) OTCyTCTBHE KOPPEeKIUU YAJUHEHUS BPEeMEHU CBep-
THIBAHUSA CKPUHUHIOBBIX TECTOB B TECTaX CMEIIMBAHUS C
TOHOPCKOI I1JIa3MOii;

B) YKOPOUEHUE WV KOPPEeKIUA YAJIUHEHUA BPEeMEHU
CBepPThIBAaHUS CKPUHUHTOBBIX TECTOB IIPU A00aBIeHUU (oC-
(PounuoB;

T') UCKJIOUEHWEe APYTUX KOaryJomaTHil, KaK HaIpu-
mep, naruburtopa VIII paxTopa nuiau remapuHa.

ITpumeuanue: ompenenenubiii APC guarHocTUpyeTCA
IIPU HAJIMYUU OJHOTO KJIMHUYECKOTO U OJHOTO CEPOJIOTIIEC-
Koro kpurepusa. APC uckiaoyaercs, ecau MmeHee 12 Hemesn
unu Gosiee 5 JIeT BBIABIIAIOTCA paspo3HeHHO adJI-rosuTus-
HOCTb WJIM KJWHWYECKUe IMPOosABIeHusA. Haauume BPOMKIEH-

HBIX WJIN TPUOOPETEHHBIX (haKTOPOB PHUCKA TPOMOO30B He
uckiouaeT ADC. BoibHBIE JOKHEI OBITH CTPATU(DUIIPOBA-
HBI C HAIMYUEM U OTCYTCTBHEM (haKTOPOB PUCKa TPOMOO3OB.
TpomboTHUeCKMEe BMU30ALI B aHAMHE3€ CUYUTAIOTCS
KJINHUYECKUMU KPUTEPUAMU, KOT'IA JOKYMEHTAJIbHO IIO/T-
BEPIKIEHBI JOCTOBEPHBIMU JUATHOCTUYECKUMU METOJaMU U
He OBbLJIO aJIbTePHATHBHOI'O JUATHO3a WU IPUYUH TPOMGO-
3a. Tpom003 ITOBEPXHOCTHBIX BE€H He SBJISETCA KJIMHUYEC-
KuM KputepueMm auarnoza APC. B saBucumocTH OT 103U~
TuBHOCTH 1O adPJl pekoMeHJ0BaHO Pas3AeATh OOJbHBIX C
ADC o caenyronium kareropusaM: 1. [TosuTuBHOCTS 110 60-
Jlee yeM OJHOTO JabopaTopHOro MapkKepa (B Jito00it KoMOu-
"amun); IT1a. Tonbko BA nmosutusubie; IIB. Tonsko aKJI mo-
sutusHble; IIc. ToabpKo nmo3uTuBHke o anTU-P,-T'TI I.
ADC B meTcKkoM Bo3pacTe BBIEISIETCS KaK 0COOBIi Ba-
PHAHT, OTAWYAIONIUIICA OT CHUMITOMOKOMILIEKCA Y B3POC-
abix. CIeKTp KIAMHUYECKUX IPOSBJIEHU, acCOIMUNPOBAH-
HbIx ¢ adJI B JeTCKOM Bo3pacTe, pasandyaeTcs, 1 3TO CBA3a-
HO C OTCYTCTBUEM Y feTeit 001X hakTOPOB PUCcKa TPOMGO-
3a, TAKUX KaK aTepoCKJepo3, KypeHue, aprepruajbHasa TU-
TMEePTOHNUSA, IPUEM OPAJbHBIX KOHTPAIETITUBOB, a TaKiKe C
HEe3PeJIOCThI0 UMMYHHOI CHCTEMBI U JPYTUX CUCTEM Opra-
HOB. ¥ [IeTell OTCYTCTBYET OLUH M3 OCHOBHBIX KJIMHUUYECKUX
npusHakoB ADC — akyiiepcKkas maToOJOTUA U B TO JKe Bpe-
Ms YBeJIUUUBAETCA YacToTa BhIABIeHUs adJI, mHAyIIUPO-
BaHHBIX PA3IUUYHBIMU UHPEKIUAMU. [IpUUnHON pasBUTUA
TPOMOOTHUUECKUX OCJIOKHEHUN ¥ IeTeil pa3dHOro BO3pacTa, B
TOM UYUCJIe U Y HOBOPOXKIEHHBIX, MOTYT ABUTbCA adJI.
CeposornueckumMu Mapkepamu gocroBepuaoro APC as-
natoresa BA, aKJI u antu-fB,-T'TI 1. McrurHas pacmnpocrpa-
"HeHHOCTh adPJI B monmyidanuu 10 cux mop He usBecTHa. [loc-
KoJIbKY cuHTe3 adJI BOBMOIK€eH U B HOpMeE, HUSKUI YPOBEHD
AHTHUTEJ HepPegKOo 00HAPYXMBAIOT B KPOBU 3I0POBBIX JIIO-
neii. Hacrora oonapy:kenus aKJI knacca IgG B ceiBopoTKax
310POBLIX Jtofelt BapbupyeT ot 0 10 14% , B cpenuem 2—4%
(B BeicOKOM ypoBHe MmeHee 0,2%) [2]. ITo zanHbIM pasiny-
HBIX HCCJIeOBaHUIl, IPOIeHT obHapykeHusa a®PJl B merc-
Koit monysiAnuu He mpesbimaeT 10% [3, 4]. ¥V 310poBIX 1e-
et aKJI BeIABIAIOT B 5% , a aHTHATEIA K €CTECTBEHHOMY aH-
TUKOoaryassaTy Kposu B,-T'Il I BcTpeuatoTcsi B IETCKOM 310~
poBoit monyasitiuu B 2% [5]. B uccnemosamuu M.J. Manco-
Johnson u coast. [6] BA 6611 BbisiBIeH Y 25% u3 78 gereit,
TOCTIUTAJM3UPOBAHHBIX I10 IOBOAY TpoM6bo3a. IlJis mosyue-
HUA OoJsbIlleil MHGOPMAIMU O YACTOTE U OCOOEHHOCTAX
ADC y nereit cozgan MexxIyHAPOIHBIN PETUCTP IeAuaTPU-
yeckux 601bHBIX ADPC (Ped-APS Register) [7]. Ha 1 auBa-
pa 2007 r. saperucrpuposano 97 cayuaeB ADC y gereit (45
MaJbUYUKOB, 52 neBouku) a0 18 ser us 13 crpan. Cpenguui
BO3pacT Ha MOMEHT IIOCTAHOBKU quarxosa cocrasua 10,9
aet. Iloutu mosoBuHA 6GOIbHBIX (48% ) MMesna pasjauuHbIE
ayTouMMyHHBIe 3aboseBanus u 'y 40 us 97 mereit quartoc-
TupoBaa CKB mim BOJUaHOUHO-TIOLOOHBIN CUHAPOM (IIPU
orcyTcTBUU 0osiee 4 quarHoctudeckux kpurepues CKB mo
AMepUKaHCKON KOJIJIETUM PpPEeBMAaToJIOTOB). BeHO3HBIE
TpoM6036l mepeHecau 56% mereii, aprepuasnbHble — 36%,
TPOMOO3bI MEJIKUX COCYyAOB — 7% , apTepuaabHbIe U BEHO3-
HbIe TPOoMOO03bI — MeHee 1% . Cpeau Apyrux KIMHUUYECKUX
IPOSIBJIEHUH BeTpedyanauch remarosiorunueckue (40%), mer-
poMbGoTHUeCcKre HeBpoJiornuecKkue Hapyenus (12% ) u mo-
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pasxkenns xoxu (24%). Cuoexkrp ad®Jl oxasaics ciaenyro-
mum: IgG aKJI BeissBuiances y 58/81 (72% ) o6cieoBaHHOTO
marnuenTa, IgM aKJI —y 44/76 (58%), IgG autu-,-TTI I —
y 17/39 (44%), IgM autu-B,-TTII -y 19/36 (63%), BA -y
62/84 (74% ). Haubosee TMnNYHOM JJOKAIHU3AIHEN TPOMOO-
30B y gmeTeil ObLIN ryIy0OKMe BeHbI HUKHUX KOHEUHOCTEH 1
nepedbpanabHbie aprepuu. [[eTy ¢ ayTOUMMYHHBIMU 3a00Je-
BAHUSAMH 4Yallle WMeJU IeMaTOJIOTHYeCKue HapyIIeHWs,
ueM GoJsibHBIE ¢ TprobpeTeHHBIM ADPC (ITADC).

Hawubosnee uacto a®JI y mereii, Tak:Ke Kak U y B3pPOC-
JabIX, BeIgBAgioTca npu CKB. ¥V neteit ¢ CKB uccienoBanue
a®JI Bo BpeMs yCTAaHOBJICHUA JUATHO34a, a B IIOCJIeIYIOIeM,
M0 KpaiiHell Mepe eKeroJHo, ABISIOTCA YaCThI0 PYTUHHOTO
CKPUHUHTOBOTO obOciemoBaHus. Cpeaum pasHOBUAHOCTE
ad®JI y nereit c CKB Haubosee uacTo BeigBaaoTcsa aKJI, s3a-
rem — aHTu-B,-TTI T u pesxe BA. ITo aurepaTypHBIM IaH-
HbIM, yacToTa aKJI u BA y mereii KoJsiebeTcss B JJOBOJIbHO
mupoKux mpegeaax: ot 19 1o 87% u ot 10 1o 62% cooTse-
tcTBeHHO [8]. ITogo6HBIE pa36POCHI CBSA3aHBI C METOJAMU U
peakTHUBaMu, IPUMEHAEMBIMHU IIPU UCCIEIOBAHNN, a TAKKe
TeTepOTeHHON MMOMYJIANNeN qeTell, pa3HOU AJUTEIbHOCTHIO
¥ aKTUBHOCTHIO 3a60I€BaHUA M HEOJHOPOJHOCTHIO KJIMHU-
YeCKUX MPOABJeHUM. ¥ B3pocabix npu ADPC cBA3H MeXAY
aktuBHocThbi0 CKB m ad®JI, a Tak:Ke pasBUTHEM CAMOTO
cuMnToMoKoMILIeKca Ha GoHe akTuBHoctu CKB mpomou-
JKaeT o0CyKaaThes. B meguaTpuuecKoi mpakTuKe 00IbIITN-
HCTBO MCCJIeJoBaTe el CKJIOHHBI K TOMY, 4TO ypoBeHb aKJI
MOKEeT MEHAThCA B 3aBucuMocTH oT aktuBHOocTu CKB [9,
10]. Tak, B ofHOM HIPOCIEKTUBHOM uccaegoBanuu y 137 me-
Teit ¢ CKB ObLita BEIABIIEHA KOPPEIAIUA MEXKIY YPOBHAMU
aKJI u aktuBHOCTHEI0O CKB, BEIpaskeHHOU B fayIax o IKa-
e SLEDAI [8].

Kpowme Toro, uacrora ad®JI BospacraeT y 60JIbHBIX C HEKO-
TOPBIMU BOCIIAJIATEIbHBIMU, QyTOMMMYHHBIMHU 1 HH(PEKITHNOH-
HBIMU 3a60JIeBAHUSIMHY, 3JI0KAUECTBEHHBIMU HOBOOOPa30BaHM-
MU, Ha (PoHe MpreMa IITUPOKO PACIIPOCTPAHEHHBIX JIeKap-
CTBEHHBIX IIperapaToB (IpemapaThl (PeHOTHMA3MHOBOIO PSIa,
CUHTETUYECKHUE MeHUIINIINHLI, XUHUH, 0JJOKATOPhl KAHAIb-
LIeBBIX KaHAJIOB, uHTep(depoH [). HecMoTpsi HA yacToe BBISB-
nenne adPJI y mereii Ipu pasIMUHBIX 3a00JIeBaHUAX,, PUCK pas-
BUTUSA TPOMOO30B, K CUACTHI0, ¥ HUX HE3HAUUTEIbHBIN, IIPU-
ueM B 84% ciyuaeB ad®JI 06HAPYKUBAIOT CIyUaiiHO.

O6uapy:xenne a®@JI onucaHo y AeTeill ¢ pPasJIUYHLIMU
nHpeknuaMu, BKaouas OPBU, oguako 60IbHBIE He IMEIOT
TUNUYHBIX Kanandeckux ueptT APC. Kratz C. u coasr. [3],
o6cenoBas 88 meteit ¢ OPBU, obuapy:xuau, uro y 30% us
Hux umenanch a®JI. B Gosbimeii crerneHn o0HAPYKUBAINCH
aKJI kmacca IgM. Ho Hu y omHOrO pebeHKa He OBLIO IPHU
9TOM TPOMOO3IMOOJINUECKOTO COCTOAHUA. B OOJBIITMHCTBE
cayuaeB adJI, accomuupoBaHHbIE ¢ MHMEKIIUAMU, OTINYA-
IOTCSA II0 UMMYHOXUMUYECKUM CBOMCTBAM OT QHTUTEJI, BbI-
SABJIAEMBIX IIPU Ay TOUMMYHHBIX 3200JIeBAHUAX, OTCYTCTBHU-
eM KodakTopa — miaasMeHHOro 6eska. [locTuH(eKIImOHHEIE
a®JI 0OBIYHO IIPEXOAAINY U He CBSA3AHBI C PABBUTUEM KJIU-
HUYECKOr'0 CUMIITOMOKOMILIEKca. B To :xe BpeMsa umeroTca
COOOIIIeHNsI O PAa3BUTUM MOJHMEHOCHOU IYypPHypPHI IIOCTE
BETPAHOU OCIIBI Y JeTel MOSUTUBHBIX 110 BA m ¢ BpoKaeH-
HBIM HEJIOCTATKOM €CTECTBEHHOI'O aHTUKOATYJIAHTA — 0eJi-
Ka S [11]. Takske onmucaHbl caydyau Pa3sBUTUA ayTOUMMYH-

HBIX OCJIOJKHEHUI B BHUJE TPOMOOIUTOIEHUU U TPOMOGO3a
IEeYEeHOYHBIX BE€H Y eTel ¢ BUPYCHBIM reaTuToM A, y Ko-
TOPBIX OBLIU BBIABJIEHBI BhIicoKuMe TUTPHI aKJI u BA. [TaH-
uole adJI HOCHIM ITpexomAIIUIT XapaKTep U CHUSUJINCH II0
Mepe paspeleHusa IaTOJOTUUYeCKUX nposasiaeHuin [12].

Biusnwme Baknuuamuy Ha npoayknuio ad®Jl mpoxpos-
JKaeT 00CYIKAAThCs. OTO CBS3AHO C BbISBJIEHUEM aHTH-P,
T'II I y 3m0poBBIX MOJIOABIX JIIOJE¥ ITocjie BAaKIMHAIIUYU pe-
KoMmOuHATHBIM renatuToM B [13]. B sKcnepuMeHTATbHBIX
paboTrax ObLia MOKAa3aHa MHAYKIIUSA IATOTE€HHBIX aHTUTEN K
B,-T'TI I y mblineil, *MMYHU3UPOBAHHBIX TOKCUHOM CTOJIO-
HAKa 1 TeMO(MUIbHBIM rpurinom [14].

CIIOpHBIM OCTaeTcs BO3MOXKHOCTL accoruaruu a®Jl u
KJIMHUYECKUX JAHHBIX IPU OCTPOI peBMaTUYECKOI JTUXO-
panke (OPJI). ¥V 16% pereit ¢ cymoporamu mipu OPJI o6Ha-
py:kuBatorca aKJI, a B aktuBHOi# hase — y 80% [15]. Ha-
auune a®JI ommcaHbl TaKyKe cpequ AeTeil ¢ IOBEHUJIbHBIM
xpornueckum aprpuroM (FOXA). OHu BapbUpPYIOT B IIIKPO-
Kux Kojebanuax: or 8 mo 53% [16, 17]. B GosbiiuHCcTBE U3
9THX WCCJIENOBAaHUI HEe OMUCAHBI CJIydyad BO3HUKHOBEHUS
TpoMO6030B wiau ApyTrux adJIl-accormmupoBaHHBIX CUMIITOMOB.
U Bce 'Ke uMer0TCA HECKOIBKO OMMCAHUH CIyuaeB TPOMOO30B
y meteit ¢ FOXA mosutuBubIX o ad®JI [18, 19]. Ilo-Bugumo-
My, HECMOTPS Ha BBISBJIEHUE B JOBOJBbHO IIINPOKUX IIPeJesiax
ad®JI mpu FIOXA TpomMOOTHUECKME OCJIIOKHEHUS PEAKU, UTO
CKOpee CBA3aHO C PA3JMYHBIM IATOTEHHBIM IIOTEHIIUAIOM U
aHTUTEHHOU crenuGUIHOCTHIO 1o cpaBHeHuio ¢ CKB.

HNuTepecHbIM B oTHOIIeHNU cBA3U Hammuusa a®Jl ¢ ak-
THUBHOCTBIO 3a00JIeBAHUA IIPEICTABIAETCA IIPOCIEKTUBHOE
Habsmronenue 28 gereii ¢ FOXA, B KOTOPOM OTMEUEHO B IIep-
BoMm Busute Hasmure aKJI B kposu y 46% nereit u cCHUKeHUE
gacrorel aKJI-mosuruBHOCTH 10 29% B mMpoIiecce HaAOIIOE-
HUSA. OTUMU XK€ aBTOPaAMU OTMEYEHO, UTO MO3UTUBHOCTD II0
BA u autu-B, T'TI Iy mereit c FOXA me npessimiana 11% [20].

OcHOBHBIE KJMHUYEecCKue mposasieHus APC y nmereit —
apTepuraJbHbIE ¥ BEHO3HBIE TPOMOOSEI 1 PerKe HEBPOJIOTUIeCc-
Kue u reMaTtoJiornyeckue npoasiaenusd [21, 22]. ITomarator,
yTo y gereit goua aPJl-uHAyIIMPOBaHHBIX TPOMOO3OB cpeau
BCEX CJIYYaeB OKKJIIO3UH MOYKeT OBbITh BBIIIE 10 CPABHEHUIO
co B3pocCJbIMU. BeHo3HbIiT TpoM6G03, 0CO0EHHO TPOMGO3 TITy-
0OKMX BeH HIKHUX KOHEUHOCTe, — HanboJiee 1acToe IposiB-
neane APC u BcTpeuaeTcs B 2 pasa dalre, ueM apTepuaib-
HeIi [23, 24]. ITo cpaBHEHHUIO CO B3POCJION MOMYIAIEH OHI
MeHee XapaKTepHBI [JIs JeTCKOTo Bodpacra. I10aToMy BBISAB-
JIeHUe TOBBIIIeHHBIX ypoBHeil adPJI y mereii ¢ TpomboTHUEC-
KHUMU COCTOSTHUAMHU SABJISETCS HamboJiee BaKHBIM (DAaKTOPOM
B MeXaHU3Me OKKJII03UH B IeTCKOM BodpacTe. Harre TpoM603
B pamKax A®PC amarHoCTHUPYIOT V feTeil Ha GoHE ayTOMM-
MYHHBIX 3a00JI€BaHUI COEIWHUTEJHHON TKAHU, B IIEPBYIO
ouepens npu CKB, oHKOIOTTUECKUX 1 NH(PEKITMOHHBIX 3a00-
JieBaHUAX. B GOJIBIITMHCTBE CIIyYaeB 3TO BEHO3HbIE TPOMOO3bI
U TPOMOO3bI MEJKUX COCYJOB KO)KU. BeHO3HBIE TPOMOO3HI,
o0ycyioByieHHbIe TupKyaanueir ad®Jl, MoryT oxBaThIBaTh
HECKOJBKO KDPOBEHOCHBIX cOoCcyZoB. I'1y0oKme BeHO3HBIE
TPOMOO3BI OIIUCHIBAIOTCA Y AETEH B HEKOTOPBIX CIYYIATIX COB-
MECTHO C 9MOOJIMAMU JIETOUHBLIX BeH. Jlerounas rumepreH-
3usi, 00yCJIOBJEHHAS MUKPOTPOMO0SMOOIUAMU, BCTPEUAELT-
cd y meTed peKO, HO BCE JKe MMeeT MecTo. darre Bcero oHa
IIPOTEKAeT AaCHUMIITOMATUYECKM W JUATHOCTHUPYETCS Ha
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9XOKT. Ilo gparueiM O.B. IIITUTOHKOBOI, JeroYHASA TUIEP-
reusus y gereir ¢ CKB u A®C Berpeuaercs B 27% ciyuaes.
YV 70% peteii ¢ TPOMOGOIMOOIUAME B COCYABI JIETKUX BBISIB-
asroresa a®JI [25]. [TosTomy ITpu UANOIIATUUECKOM JIETOUHOI
rUIepTeHsuu Heo0xXoAMMO ucKiIouats ADC.

Bropoit mo yacrore mpuunHOit cuaapomMa Bagga—Kuapu
asaaorca a@JI. 9to 3abosieBaHue 00yCJIOBIEHO TPOMOOTH-
YeCKOU OKKJII03Mel HUKHeH IT0JI0N BeHbI 1 ITeUeHOYHbBIX BEH.
HNwmeercs pan onucanuii gereii ¢ cuaapomom Bagna—Kuapu, y
KOTOPBIX ObLT OOHapy:KeH BA, mpuyeM OH HOCWJI IIEPCUCTHU-
pyromuii xapakrep [26—28]. AprepuanbHble TPOMO03bI, 00yC-
soBaeHHbIe adJI, MeHee XxapaKTepPHBI JJIS TeTCKOT0 BO3pacTa.
Onu uarie Bcero Bropuunble mpu CKB. B sutepaTtype BcTpe-
Yal0TCs YaCTHbBIE OMMMCAHUSA TPOMOO30B B IOUEUHYIO apTEPHUIo,
apTepuio ceTuaTKu, nHPAPKTh MuoKapaa [29—-31].

HeBposornueckue HapylIIeHUs SABISIOTCA YaCTBIM U
HebsaronpuAaTHBIM mposasaenrneM APC. X cneKTp MHOTO-
obpaseH: HAPyIIeHus MO3roBoro Kposoobpairenus (HMK),
WHOT/Ia COUETAIOIINecs ¢ HapyIIeHneM KPOBOOOpAIIleHUA B
apTepusx rjia3a, COCYIUCThIe TOJIOBHEIE OOJIU IO TUITY MUT-
peHU ¢ niu 6e3 ayphl, SMUIETITUUYECKUH CHHAPOM, Xopeedo-
PMHBIE TUIEPKUHE3BI, dHIledasonaTud. Benyieir mpuyun-
Hoit mopaskenusa IJTHC aBiderca TpoM603 MO3TOBBIX apTe-
puii, KOTOPBIM IPUBOAUT K UIlleMuu Mo3ra. MHoTHE, XOTA 1
IajeKo He Bce, Tumnbl nopaskeHud ITHC MoxkHO 00BACHUTD
«HEeTpOMOOTeHHBIM» AeticTBueM adJI. ITonarator, uro adJI
MOTYT OKAa3bIBaTh IIPAMOE IOBPEXKAAOIee NeHCTBUE Ha
HelPOHAJIPHBIE WJIN TJINAJIbHBIE KJIETKU, IPUBOLA K HAPY-
meHUo0 uxX QyHKIun. B MexaHu3Me BOSHUKHOBEHUSA SIIU-
JIEITUYECKOTO CUHAPOMA XO0pee(OPMHBIX THIIEPKUHE30B 00-
CYy’KJaeTcsd MMMYHOOIIOCPEJOBAHHOE IIOBPEXKIeHUE HeHpo-
HOB C TIOCJIEAYIOIIeN aKTHBaIlMeil CUCTeMbl KOMILIEMEHTA.
M3onupoBaunbie a®JI us cbiBopoTKU 60abHBIX ¢ ADPC ¢ cy-
IOPOKHBIM CHHAPOMOM YTHETAIOT TOK XJOpa B HEMpOHAX,
IefiCTBYS Ha PEIeNTOPHl Y-aMHHOOYTUPMJIOBON KUCJIOTHI
[32]. 9TO mO3BOJSET HMPEAHOJOKUTH, uTo adPJl obsamaroT
CIIOCOOHOCTHIO HAIPAMYIO CHUKATH CYAOPOKHBIN ITOPOT.

XapakrepubiMu ocobernnoctaMu HMK npu A®C aBisa-
IOTCS CBSI3b C TIOpaKeHreM NHTpaIepedpaIbHbIX 1 MHTPaKpa-
HUAIBHBIX, 8 He MAarMCTPAJIBHBIX COCYA0B, XOPOIIlee BOCIIOJ-
HeHUe HeBPOJIOTMUECKOro AedUIlnTa, CpeJHIe U HeOOIbIIe
pasMepbl MHCYJbTOB, HAKJOHHOCTh K PEIUIUBUPOBAHUIO.
HMEK 00BbIYHO MMEIOT WIIeMUYEeCKUil XapaKTep, IMOCKOIbKY
BeIpaboTKa ad®Jl MHAYIUPYeT MPOTPOMOOTUUYECKOE COCTOS-
HIe, ¥ Pa3BUBAIOTCSA Uallle B KAPOTUIHOM, YeM B BepTedpoba-
sussipuoit 3one. HMK, accomuupyroreecs ¢ a®JI, mporeka-
IOT KaK CO CTOMKOI HEeBPOJOTUUECKON CUMIITOMATUKOM (MH-
(dapkT mosra), Tax u B Buge npexogamux HMK (ITHMK). Co-
yerauue uiemudeckux HMK u pacmpocTpaHeHHOTO JIUBEIO
Ha KOJKe Y 00JIbHBIX 0e3 IPU3HaKoB AuDdy3HBIX 60JIe3HEe co-
€IUHUTEJILHOI TKaHU U3BECTHO KakK cuaapoM CuennoHa [33].
OH MOKeT coueTaThCA ¢ TPOMOO3aMU epudepuIecKux BeH,
TPOMOOIIMTOIIEHUEN U ITOPAKEHNEM Uallle BCETO MUTPATIHLHOTO
KJIallaHa B BUJIE YTOJIIIIEHUA €70 CTBOPOK.

B cTpyKType mepedpoBacKyIApHBIX 3a00Je€BaHUIT, ac-
conmuupyoimuxca ¢ a®Jl, y gereit nmpeodaagaor IIHMK. ¥V
2/, nereii c HMK ob6uapysxusator a®dJI [34]. Angellini u co-
aBT. [35], oOcemoBaB I'PyIIIly AeTell ¢ UIIeMUYeCKUMU WH-

cyJabTaMu, OOHAPYMKWIN, 4TO y 76% wuMescsa cpegHU U

BeICOKUiT ypoBenb a®JI, mpuuem 50% sTUX merelt mmenau
MHO’KeCTBEHHbIe 0Uary nepedpaabHO UIIeMUn.

ITockonbKy nyTu narorenesa HMK y mereii oTJIMYHEI,
YeM y B3POCJIbIX, HAMOOJIbIIIee 3HAUEHNE B STUOJIOTUY JaH-
HOTO 3a60JI€BaHUA IPUOOPETAIOT HACJIEICTBEHHBIE U IIPU-
o0peTeHHbIEe MPOTPOMOOTHYECKIE COCTOSTHUA U B GOJIBIIIMH-
CTBe cJIyyaeB X KoMOuHaIusa. B ogHOM mcciiefoBaHUM ObI-
Jio BBIABJIEHO, uTo y¥ 20—50% pmereit ¢ aprepuasbHBIMU
UIleMuYeCKUMU nHCyabTamMu 'y 33—99% mereit ¢ Tpom6Go-
3aMU BEHO3HBIX CHHYCOB MMEJIOCh COUeTaAHNEe HACJIeICTBeH-
HBIX TpoMObouauii (6osaee varie JleigeH-MyTamus) ¢ HaJIu-
yueMm TuTpoB ad®JI [36].

Bropeim mociie HMK mauboJsiee uacThIM HEBPOJIOTHYEC-
KuM mnposBienueM APC sBiaseTcA COCYyAUCTas TOJIOBHAS
60.1b 110 Tuy Murpeuau. Oua ormeuaerca y 23—57% 60Jb-
HbIX ¢ a@JI u HeBposorMUuecKUMHU ocaokHeHusmu [33]. U
XOTs 3TOT IPU3HAK He ABJISETCS JUATHOCTUYECKUM KPUTe-
puem ADC, B psazie ucciefOoBaHUI BEICKa3aHa CBA3b MEMKIY
roJIoBHBIMHU Oosiamu u HaauumeMm ad®JI y mereii [34, 35]. B
To Ke BpeMa Verrotti A. u coast. [36], o6caenys 40 mereit
Cc MUTPEeHbIo ¢ U 6e3 aypsl Ha aKJI, He BEIABUJIN CTATHUCTU-
YeCKU [JOCTOBEPHOT'O PABJINUMA C KOHTPOJIBHOHN I'DYNIIION
3I0POBBIX JIETEM.

Onwucanbl Takke adJl-accoruupoBaHHBIE SIIUJIEIITU-
yeckue npunagku. Cornacuo mauubM JI.A. Kanamuauko-
BOI1, oHH BeTpeuaroTea y 24% GoabHbIX ¢ a®JI. 83% u3 Hux
BO3HUKAIOT Ha (hoHe IepedpOBaCKYIAPHBIX 3a00JeBaHUI.
OUUCUHAPOM, accolmupoBauHbiii ¢ adJl, BcTpeuaercs B
meTckoi momyssanuu B 13% cayuaes, mpuuem Hambosee
yacto a®PJI o6HapyKUBAIOTCS y AETell ¢ pPAHHUM HA4YaJOM
SIUJIEIICUY, IPOTEKAaIoNmeil ¢ yacTeiMu cygoporamu [37,
38]. HaubGonee uacro BriaBuaiorca aKJI xak kiacca IgG,
Tak u IgM [39]. HacTo mpu MOBTOPHOM MCCJIEJOBAHUU JaH-
Hbele ad@JI He onpenesIAOTCA.

Emte omaum HeBposorumueckum adJI-accoruupyeMbiM
MPOSIBJIEHNEM SIBISIIOTCA Xopee(OopMHBIE T'UIEPKUHE3bI. Y
80% obcemoBaHHBIX OOJBHBIX C XOPEEH OTMEUeHO MOBBIIIIe-
uue Tutpa aKJI. Xopes nabaogaercay 5—14% GOIbHBIX C 11e-
pebpoBackyIapHbIME 3a0oaeBanuamu u adPJI. [IaTorenes xo-
peeOpMHBIX TUTIEPKUHE30B OKOHUYATEILHO HesiceH. IIpemo-
JlaraeTcs, YTO OHU MOTYT OBITh CBA3AHBI C YXY/IIIIEHNEM KPO-
BOCHAOYKEHUS B OIpPeJeIeHHBIX CTPYKTYypPax I'OJIOBHOT'O MO3-
ra, HapyIeHueM ooMeHa fodaMUHa B ITOJI0CATOM TeJjie, J16o
C ayTOMMMYHOOIIOCpenoBaHHOI nuchyHKImeir mosra [40].
Yacrora adJI-acconumpoBaHHBIX X0pee(OPMHBIX I'MIIEPKU-
HE30B Y JIeTeil COITOCTaBUMa C JaHHBIMU Y B3POCJIBIX U COCTAB-
aser ot 5 go 14%, Jailie Bcero OHM BCTpedaeTcsa y JeTei ¢
CKB miu ¢ ApyruMu peBMaTUdYecKuMu 3aboseBanuamu. I1o
mauabIM O.B. IIInuTOHKOBOI, XOpesd, accortuupyemasi ¢ adJl,
Habmonaerca y nereit ¢ CKB B 11% ciyuaes [25].

B mepBoHauanbHBIX AUATHOCTUUYECKUX KPUTEPUAX
TpomboruTonenud (TIIT) ausxe 100 THIC cunTaIach OLHUM
u3 ocHOBHBIX Tpu3HakoB APC. Psax ucciemoparesei moxka-
3ajy, uro Oosee uem B 70% cayuaes TIIII coueraercsa c
TpoMOO3aMU WU aKyIIePCKO#l maroJorueii. B cBasu ¢ uem
uMeeTCA He3HAUNTEIbHOE YKCJIO MAIUEHTOB C N30JIMPOBAH-
so#t TIIII u nonoxurensariMu adPJI, KoTOpPEIE TPEOYIOT AU~
Hamuueckoro Habmonenua. TIII, acconmuupyemas ¢ adJl,
00BIYHO HOCUT XPOHUYECKUN XapaKTep U PEJKO OCJIOMKHSI-
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erca remopparuamu. TIIII menee 50 ThIC He XapaKTepHA
nass APC, XOTA KOJIMYECTBO TPOMOOIIMTOB MOJKET CO Bpeme-
HeM usMeHAThes. ¥ 30% mereii ¢ xpounueckoit TIIII o6Ha-
pyxuBatorca adJI, B 6osabmreii crenenu BA [41]. IIpu CKB
¢ TIIII BA BoisBasiercsa y 40% 6GoubHBIX, a aKJI — B 32%
cayuaeB [42]. OTmeuaeTcs TOJOMKUTEIbHASA KOPPEIAINOH-
Has cBA3b Meskay noseienuem aKJI u TIIII, a autu-fB,-T'TI
I mpu TIIII mMeroT BBICOKYIO CIIeIU(PUIHOCTD, HO HUBKYIO
YyBCTBUTEJIHHOCTD. Diz-
Kucukkaya u coasr., y 60% 6Gouabubix ¢ TIIII B nansHeiiem

CorylacHO  yTBEPKJIEHUAM
pasBuBarorca Tpom603sI [43]. TIIII, acconuupyemas ¢ ad®JI,
BeTpeuaerca y 2/; nereit ¢ CKB [20]. O.B. IllnuTtoHKOBa mpu
uccaenoauuu aeteii c CKB BeisBuia a®Jl-accoriuupyemyro
TIIII y 27% GonbHBIX, TpuyeM B 12% caydyasax oHa sSBJIA-
Jlach IMepBbIM U eguHCTBeHHbIM cumniTomoMm CKB [25].

W3 npyrux remaTosIornuecKux HapyIieHuii y gereii c adJI
BBISBIAETCA KyMOC-TIOJIOKUTEIbHAS TeMOJUTUYEeCKass aHe-
mus (T'A). Kymo6c-nonoxxurenbaast I'A uaiiie Bcero o0Hapy»Ku-
Baerca npu CKB u B 27% sBiasieTcss e IUHCTBEHHBIM CHMIITO-
MoM B ziebrore 3aboseBanus. ITo garubiv O.B. IIIMuToOHKOBOIM,

y nereii ¢ CKB mpu I'A a®JI BoisiBisiioTes B 38,8% ciryuaes. B
OTEUeCTBEHHOU U 3apyOesKHOI JIUTepaType HeT IIyOIuKaIiuit
1o yacTore BuIsgBaeHUs adPJl y mereit ¢ M30IMPOBAHHON ayTO-
UMMYHHOI remosintuueckoit anemueir (AUT'A). ITpu AUTA y
nereti ¢ CKB B Goubieii crenenu BoisaBiAoT aKJI, mpuuem B
BBICOKOM THUTPE, HEPEJKO y TaKUX OOJbHBLIX B JaJIbHEHIIeM
BO3HHUKAIOT TpomOoamboauueckue coctoduud [16, 25]. Ilpu
CKB AUTA B 10-16% cayuaeB coueraercss ¢ TIL[II. Takoit
CUHIPOM HOCHUT HAa3BaHWEe CUHApoMa JBaHca—®Pwurepa, u B
80% cayuaeB y merell ¢ HJaHHBIM CHHIPOMOM OIIPENEJISIOTCS
adJI, rmaBubIM 06paszom aKJI, mpruem B BEICOKUX TUTPax [44].

Mmuorue Bompocsl, Kacaromueci APC B geTcKOM BO3-
pacTe BHe paMOK peBMATHUUYECKUX 3a00JIeBAHUH OCTAIOTCS
HeM3yUYeHHBIMU U MMPOTUBOPEUNBLIMU. B oTeuecTBeHHOH U
3apy0erKHOM JuTepaType UMeeTcsa OTPaHUUYeHHOe KOoJmue-
cTBO mMH(MOpMAINK, Kacawlelica MCCIeLOBAHUI0 JaHHOTO
cuHApOMAa y JeTeli 0e3 COMyTCTBYIOIIel maTooruu. Beayce-
noBHO, ADPC BcTpeuaeTcsa B IeAUMATPUU, HO OTCYTCTBHUE
KPUTEPUEB, KOTOPHIE OBLIN OB afallTUPOBAHBI K JETCKOMY
BO3PacTy, OTPAHUYUBAIOT €r0 JUATHOCTUKY.
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KopoBuna H.A., 3axapoBa U.H., AmumpueBa IO.A.

COBPEMEHHEIE ITPEACTABAEHUS O ®U3NOAOTUYECKOM POAU
BUTAMUHA D V 3AOPOBBIX M BOABHBIX AETEU

Poccutickas MEeAUIIMHCKAA aKapeMus ITIOCACAUIIAOMHOT'O O6paBOBaHI/Iﬂ POCBApaBa, MockBa

IIpoucxosxkaenre BuTaMuHa D HacUUTHIBAET KaK MU-
HUMYM IOJIMUJIJINApAa JIET C MOMEHTAa ero CUHTe3a OJHOKJIe-
TOUYHBIMU OPTraHU3MaMU OKeaHNYEeCKOr0 IIJIAaHKTOHA 10/, BO3-
JelicTBeM cotHeYHOro cBeta [1]. YuursiBas, uro Bogsl Mu-
POBOTO OKeaHa oueHb GoraThl KanbiiueM (Ca), 3HaUueHUE BU-
ramuHa D B ¢pusmosornu Hu3mux GopM KU3HU OCTAETCA Ha
HACTOAIINUI MOMEHT HeACHBIM. BeposaTHee Bcero, BuramuH D
HavaJl UT'PaTh BasKHYIO POJb B MeTaboim3me Ca B Ieprof BbI-
XO0Zla IEePBBIX IT03BOHOYHBIX OPTaHM3MOB Ha CYIITy, KOTZa I0-
ABUJIACh He00X0oauMocTh 3(PHEKTUBHO YTUJINSUPOBATH Me-
Hee AocTyIHbIN Ha Semiie Ca IJid MUHepaJIn3aliy CKeJera.

B MeOIUINHE POJIb COJITHEYHOI'0 CBe€Ta W BUTAMUHA D
craJsia oueBuaHOUN ¢ cepenunbl X VII Beka, Korpa JroqmM aK-
TUBHO HAYaJU IIE€PECeNATHCS M3 CeJbCKONH MECTHOCTH B
KPYIIHBIEe TOpOZA, TAe AeTAM IIPUXOAUJIOCH PacTu B Iiepe-
IIOJTHEHHBIX, JIMIIEHHBIX COJIHEYHOI'O CBeTa KBapTaJaX.
IToaBunucy ommcanusa ciaydae 3abonmeBanua paxutoM (P)
B rpynax Whistler, Glisson, De Boot, koTopsie cBugerenn-
cTBOBaJIM 00 yuarenuu P B mocieayroiiue qBa crojerus. K
cepenune XIX Beka, 0 JaHHBIM ayTOICU, IPOBEIEHHBIX B
Jletinene (Humepmauaer), okoso 90% mereil, BLIPOCIINX B
IIPOMBIIIJIEHHBIX paﬁOHax, UMeJId paXUTU4YeCKue n3MeHe-



