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Cuuncor cokpaiieHuil M yCJIOBHBIX 0003HAYEHUN

G-CSF - granulocyte colony-stimulating factor (rpamysomurapHbIil KOJIOHUECTUMYJIUPYIOIINH (HhaKTODP);

GM-CSF - granulocyte-macrophage colony-stimulating factor (rpamymomurapao-maxpodaraibHBIH
KOJIOHHMECTUMYJIUPYIONNil haKkTop);

IgA — umMmmyHOTJIOOYIUH Aj;

IgE — ummynHorsnodynun E;

IgG — ummyHOTIIOOYIUH G]

IgM - wummynHOrNO0O0YyIMH M;

IL-6 — uHTepJeiKUH-6;

TREC - koubiesbie yuacTku, BeipesaHHbie ud JIHK B T-nmumdorure npu ero cospeBamum (T-cell
receptor excision circles);

KREC - xoabneBbsie yuacTku [JJHK, BhIpesaHHbIle mpu co3peBaHUM B-KJIETOK, U3 JIOKYyCa, KOAUPYIO-
miero Kammna-iens (kappa-deleting recombination excision circle);

AKH - a6coisiroTHOE KOJMYECTBO HENTPODHUIOB;

AJIT — ananmnamMuHOTpaHCc(Epasa;

APT — auTupeTpoBUPYCHAS Tepallmns;

ACT - acmaprarammHOTpanchepasa;

BUH - BTropuuHasa MMMYHHasA HeIOCTATOUYHOCTD;

BUY - Bupyc uMmMyHOAe(@UIINTA UEJIOBEKA;

BOMHM - Bpo:kIeHHBIE OIMOKY MMMYHHUTETA;

I'BH - remoautuueckasa 001€3Hb HOBOPOIKIEHHBIX;

JKET — KeqyI0oYHO-KUIIIEUHBIA TPAKT;

NAC — umMmyHOIEDUITUTHOE COCTOSAHUE;

HHU (INSTI) — integrasestrand transferase inhibitors (uHru6uTOPHI MHTErPA3HON IEIIOYEUHON TPAHC-
depassbl);

HII (PI) — protease inhibitor (uHru6buTopsr mpoTeass);

HUC - ummyHHasA cucreMa;

HNDPH — unTepdepon;

KHH - xomOuHMpOBaHHAS MMMYHHAsA HEOCTATOUHOCTD;

KKM - KpacHBI# KOCTHBIN MOS3T;

KT — xomnbroTepHas Tomorpadus;

KT OI'K — xomnbioTepHasa ToMorpadus opraHoB IPYAHON KJIETKU;

JIAI'— nmakTaTaeruaporeHasa;

JIC — jlekapcTBEHHBIE CPEJICTBA;

MO — MemuIIMHCKAas OpPraHU3aIlNsd;

HHUOT (NRTI) — nucleoside reverse transcriptase inhibitors (Hyx/eosumgubie HHIrHOUTOPHI 00PATHOMI
TPAHCKPUNTASHI);

HHHUOT (NNRTI) — non-nucleoside reverse transcriptase inhibitors (menykaeosugubie HHIrHOUTOPHI
00paTHON TPAHCKPUNITA3HI);
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OT'K - opraubl rpyAHON KJIETKH;

OPBHU - ocTpas pecrnupaTopHas BUPYCHAA WHPEKIUI;

IIN]T — nepBUYHBINT UMMYyHOAEDUIIUT;

IIUOC — nepBuuYHble UMMYHOILEMUITUTHBIE COCTOAHM;
IIIIP-PB — nmonuMepasHasa IelHAas PeaKIUsA B PeKUMe PeaJbHOT'0 BpeMeHU;
PKH - pammoMusupoBaHHBIE KOHTPOJIUPYEMbIE HCCJIEIOBAHU;

CO9 — cxopocTh OCeJaHUs SPUTPOIUTOB;

CIIU][I — cuHAPOM HEPBUYHOTO MMMYHOIe(MUIIUTA;

CPB — C-peaKTuBHBIH 0€JIOK;

TI'CK — TpaHCIIaHTAIIMA MeMOIIO3TUUYECKUX CTBOJIOBBIX KJIETOK;
TKUH - takesasd KOMOMHUPOBAHHAS MMMYHHAS HEIOCTATOUHOCTH (MMMYHOAe(UIIUT);

TMK - TeseMeIuITMHCKAsA KOHCYJIbTAIINI;

Y1 — ypoBHU AOCTOBEPHOCTHU AOKA3aTeJIbHOCTH;

Y3HU — yabpTpasBYKOBOE HCCJIEIOBAHUE;

YYP — ypoBHU yOEAUTEJIbHOCTH PEKOMEHIAIIMIA;

DdHO - (paxTop HEeKpo3a OMyXOJIU-0;

XANUT — XpoHUUYECKUHN ayTOMMMYHHBIH TUPEOUINUT;

IIMB — muTomMerajaoBUpYC;
ITHC — menTpanbHas HepBHAs CHUCTEMA;
P — menounaa docdarasa.

O6macTs MpUMeHeHU s

Hacrosmue wMeromuuecKue peKOMeHIAIIUU
YCTAHABJMBAIOT AaJTOPUTMBI MAapHIPYTU3AIUH,
IUATHOCTUKU U JIEUEeHUSA OeTell C BPOKIEHHBIMU
omubkamu nummyHutera (BON) (mamee — amropur-
MbI) U MMMYHOKOMIIPOMETHUPOBAHHBIX MAI[UEHTOB
TPYNIIBI PHCKA, CO3JAaHHBLIE OIPENEeIUTh O00heM
BBITIOJTHEHUSI MEIUIIMHCKONM IIOMOINM [OEeTAM IIpU
cumkenuu nokasareseii TREC/KREC mo pesyib-
TaTaM HEOHATAJbHOTO CKPUHUHTA.

PekomeHganuy mpenqHasHAYEHBI IJIA TPUMeEHe-
HUS MEJUIUHCKUMU OPTaHU3ANMUAMU U YUIPEKIe-
HUAMY (QegepasbHbIX, TEPPUTOPUATBHBIX U MYHU-
IMUOAJBLHBIX OPraHOB YIPaBJEHUS 3APaBOOXpaHe-
HHEeM, CHCTeM 00a3aTeJbHOr0 U JOOPOBOJILHOTO
MEeIUITMHCKOTO CTPAaXOBAaHUA, APYTUMU MEIUITVH-
CKUMU OPraHUBAIUAMU PA3JUUYHBIX OPTaHU3aIU-
OHHO-TIPABOBBIX (HOPM AeATEeIHLHOCTU, HAIIPABJIEH-
HOU Ha OKasaHWe MEeIUIIMHCKOW IIOMOIIU AeTAM C
BOU u mammeHTaM T'pPYII PHUCKA, BBIABIEHHBIM B
pe3yabTaTe HEOHATAJBLHOTO CKPWHHWHITA HA HUMMY-
HOLEe(PUITUTHI.

TepMUHBI U ONIpeAeIeHUS

Tskenas KOMOMHMPOBAHHAA MMMYHHAS HEIO-
crarounoctb (TKWMH) - reHeTuuecku 00yCJIOB-
JIEHHBIA WMMYHOAe(PUIIUT, XapaKTepPU3YIOII[UN-
CcA MPAKTUYECKU IIOJHBIM OTCYTCTBHEM 3PEJIbIX
T-aumM@OonuTOB IPU HAJUUYNN UJIU OTCYTCTBUHU B- u
NK-1umdomuToB, UTO BedeT K PaHHUM, KpaiiHe
TSKEJIbIM HHQPEKIINAM BUPYCHOUN, OaKTepuaJIbHON
U IPUOKOBOM 9THOJIOTUU, B T.U. U OMIIOPTYHUCTHYE-
CKOIl IpPHUPOABLI 1, B OTCYTCTBHE IIaTOI€HETHUUECKOU
Tepanuu, CMepPTH B mepBbie 2 roxa *KusHu [1, 2].

CuHapoM [OeJenyd XPOMOCOMBI 22 HMJIW CHH-
apom Iu J[»KOpAKH — COBOKYIHOCTBL MOP(MOJIOTH-
YECKUX, UMMYHOJOTUYECKNX U HEBPOJIOIMYECKUX
U3MEHEHU, KOTOPbIe ABJSIOTCS CJIEICTBUEM Jelie-
MUY IJIAHHOTO IIIeYa OSHOM KOIUU XPOMOCOMBI
22 [2].

Cungpom Hwuiimeren — pegkoe ayTOCOMHO-
perieccuBHOe 3a0oJieBaHMe, CBA3aHHOE C HapyIIle-
auem pemnapanuu [JTHK, Koropoe xapaxkTepusyercs
MUuKponedaaneii, KOMOMHUPOBAHHBLIM IIe€PBUYHBIM
ummyHomedpuriurom (IIM]I]), mTOBBIINIEHHO YYB-
CTBUTEJHHOCTBIO K PAINOAKTUBHOMY M3JIYUEHUIO U
IIPEPACIIOJIOKEHHOCTBIO K OIIyXOJIAM PAas3JINYHON
MIPUPOJBI, Yallle TeMOIIOdTUYEecKou [2].

ArammariobyanHeMus c 1e(puiinTomM B-KJIeToK —
COCTOSIHUE, COIIPOBOMKIAOIIEECs CHUKEHEM YPOB-
Ha IgG B xpoBu Huike 1,0 T/J1 B coueTaHUM C YPOB-
Hem IgM B KpoBu HumKe 0,2 v/1 u ypoBHeM IgA B
kpoBu HuKe 0,1 /1 pu ypoBHE mepudepruiaecKux
CD19+ B-kierok Humsxke, ueM 2% [2].

Beenenue

Habamomaercss yCTOMYMBBIA POCT YHCJIa HOBO-
POKIEHHBIX U JeTell paHHero Bo3pacTa, cTpaja-
OIUX PAa3JUYHBIMU BHUAAMH HECOCTOSATEJIbHOCTH
MMMYHHOTO oTBera. Hepemko IO3mHSAA IUACHO-
CTHUKA HapylleHW#d mMMyHHOTO oTBera u IIN][ u
HECBOEBPEMEHHOe HAYaJI0 JIEYeHUS MOTYT IIPU-
BECTU K TSMKEJIOMY TEeUYeHUIO 3a00JieBaHUs, CYIIle-
CTBEHHOMY VYXYAIIEHUIO0 IIPOTHO3a ¥ KadecTBa
JKUSHU IAIlNEeHTOB M YWIEHOB MX CeMel, yBeJmue-
HUIO CMEPTHOCTY Y WHBAJUIU3AIUUN TETeil.

CaMpbIii IIPOCTOM M JOCTYIIHBLIIZ METOH paH-
Hell AUarHoCTHKU TaKMUX O00Je3Hell — MaccoBoe
o0ciemoBaHNe HOBOPOIKIEHHBIX, UM HEOHATAJb-
HBIA CcKpuUHHHr. Hawmbojsiee TsaKeable Oe(eKThI
NMMYHHOI CHCTE€MBI MOTYT ObITH OOHAPYKEHBI C
MIOMOIIIbI0 KOJWuYecTBeHHOTO ompenenenus [[HEK
TREC u KREC (mapkepoB T- m B-kjaeTounoro
auM@OII093a, OMPEe/SIOINero YPOBeHb HAWBHBIX
auM@OIIUTOB) B CyXOM IISITHE KPOBH HAa Kapre
HeoHaTaJbHOTO cKpuHUHTa Metomom IIITP-PB.

IIpoBeseHre paCIIMPEHHOr0 HEOHATAJIbHOTO
cKkpuHUHra B P® saBisieTcss 0e3yCIOBHBIM IIPOPHI-
BOM OTEUYECTBEHHON CHCTEeMbI 3JPaBOOXPAHEHWUS.
B TO e BpeMs OIBIT IIEPBOrO roja IPOBEIEHUS



HEOHATAJbHOI'0 CKPUHHHIA OTKPBLI PAJ Heype-
ryJIUPOBAHHBIX BOmpocoB. Tak, corjacHo MeTo-
IVYeCKUM peKomeHpanuaMm [3], rpymnma mereir ¢
Huskumu nokasarenamu 3Havenuinn [[HK TREC u
KREC B paMKax CKPUHUHIA IIOAJIEKUT PETEeCTU-
POBaHUIO BHE IIPOTPAMMBI HEOHATAJBLHOIO CKPU-
HUHTA, 4YTO TpedyeT pasdpaboTKU MapIIPyTU3AIlUN
9TOM rpynnbl gereii. Kpome Toro, metu m3 Tak
Ha3bIBAEMOM «CepPOM B30HBLI» CUUTAIOTCS YCJIOBHO
3IOPOBBIMHU II0 pPe3yJabTaTaM CKPUHUHTA, B TO
JKe BpeMs mMeIloT BbIcOKUU puck mo BOU. Takwue
IeTH «yCKOJb3AaT» M3 BHUMAHUA IEJUATPOB U
MMMYHOJIOTOB, UYTO 3aeP’KHUBAET CBOEBPEMEHHYIO
OIUArHOCTUKY MMMYHOZe(HUIIuTa [OCJe ero KJu-
HHUYECKOro mebroTa.

C 1meabi0 yperyjiupoBaHUSA 9TUX U APYIUX
BOIIPOCOB MEIUIIMHCKOI'O O00ecIlleueHUs] HUMMYHO-
KOMIIDOMETHPOBAHHBIX IMAIlMEHTOB TPYIILI PHUCKA
[IpeJCTaBJIeHbl JaHHbIe PEeKOMEHIAIINU.

1. O6maa nadopmanusa

1.1. Onpepnenenue

Ilepéuunvie ummynodepuyumnovie cocmosn-
nusa (ITHJC) — sT0 KuU3HEYyTrpoKalomnue 3aboJe-
BaHUSA C BBIPAYKEHHOU IeHeTUYeCcKOil reTepOoreHHO-
CTHIO, B OCHOBE KOTODBIX JIeKaT He(eKThl pasimd-
HBIX 3BEHbEB HMMYHHUTETa. KoMHTETOM 3KcIep-
ToB Me:xkayHnapoguaoro Coios3a MMMYHOJOTHUYECKUX
obmectB (International Union of Immunologic
Societies — IUIS) mpennoskeHO 3aMEeHUTHL TEPMUH
«IIepPBUYHbIE MMMYHOZEMUIIUTHI» Ha «BPOMKIEH-
Hble omuOKu nummyHuteras (BOW) [3, 4].

Hmmynoxomnpomemuposannvie nayuemn-

mvL — O5TO TAIUEHTHI, KOTOPbIE HMMEIOT IIOBBI-
HIeHHBbIA PHUCK BO3HUKHOBEHUSA UHMEKIINHA
BCJIEJICTBUE nedexra/ned@exkToB UMMYHHOM

cuCTeMbl IMEPBUYHOTO WJM BTOPUYHOIO TreHeaa.
NMMyHOKOMIPOMETHPOBAHHLIMU IIPUHATO CUU-
TaTh CJEAYIOINe KaTeropuu aeTeit:

e IeTH, POKIEeHHBIe 0 38-i1 HeJen recTalliuu;

e NIeTH, POKJAEHHBbIe cBhINIe 41-i1 Hemean recra-
IU1;

e NeTH C B3aJepP:KKOi BHYTPUYTPOOHOrO pas-
BUTHUS;

® [eTH, TOCIUTAJIU3UPOBAHHBIE B OTIAEICHUE
peaHMAaId W WHTEHCUBHOI Tepamuyd B IIePBBIE
IHU JKU3HU;

® IeTU C BPOKIEHHBIMU IIOPOKAMU PASBUTHUS
(BpOoKIeHHBIE ITOPOKU CEP/AIa, HOPOKU MOUEIIOJIO-
BOM CHCTEMbI, CUHAPOM KOPOTKON KHIIKU U Ip.)
U Ipyrue.

1.2. ITHOJIOrNA U IMATOreHes3

BOMU resernuecku JjeTepMUHUPOBAHEI. MyTamunu
moutu B 500 reHax accoIMMpOBAHBLI C PA3BUTHEM
485 BOHM. PasnauuHble MyTalliid B OJHOM TIeHe
MOTYT MPUBOAUTL K PA3JIUUYHBIM (DEHOTUIIAM KJIU-
HUUYECKUX BapUAHTOB U (MYHKIIMOHAJIBHBIX Jabo-
PaTOpPHBIX MOKAa3aTeaAX, PABHO KaK um Haobopor. B
pesyJbTaTe TreHeTHUYeCcKoro maedexTa HapyIIamTCs
GYHKIIUY Pa3JINYHBIX 3BeHbEB UMMYHHOI CUCTEMBI,
M3MEHSIeTCSI KOJIUYECTBO MMMYHOJIOTUYECKH 3HAYMU-
MBIX KJIETOK MJU MOJIeKyJ [4].

1.3. dnupeMuoIorus

BOU TpagulinoHHO CUUTAJINCH PeIKUMHU 3a00-
JaeBanuaMu, mnopaskammmumu or 1 m3 10 000 mo
1 us 50 000 HOBOpO:xKIAEHHBIX. OmZHAKO B CBA3U
C TPOMOJIMKAIOIIUMCS OTKPBITHEM HOBBIX BPOK-
IEeHHbIX OIe(GeKTOB HUMMYHUTETA W YJIyYIIeHUueM
METOJOB AUATHOCTHUKU PACIPOCTPAHEHHOCTh JTUX
cocToAHUM OyzerT pacTtu. PUCK pasBUTHUA MYyTAIUA
IOBBIIITAETCS B 3aKPBITHIX STHUYECKUX TPYINax C
BBICOKMM YPOBHEM KPOBHOIO pojcTsa [5].

B Poccuiickoii Pepepaniuu MmO HWTOraM pac-
HMIMPEHHOr0 HeoHaTaJbHOTO cKpuHmHra B 2023 r.
yacrora Bcrpeuaemoctu IIM]l cocraBuia 1:6872
o0cJieJOBAaHHBIX HOBOPOXKIEHHBIX [6].

1.4. KogupoBanue no MKB-10

MEKB-10 mpegycMmaTpuBaeT CJAeAYIONHEe KOIbI:

¢ D80 — IMMyHOIe(PUIIUTEI C IPEUMYIIECTBEH-
HO¥ HEIOCTATOUYHOCTHIO AHTUTEJ;

e D81 — KoMbuHMpOBaHHbIE UMMYHOAe(hUIATHI;

e D82 — mmyHOAEDUITUTHI, CBA3AaHHBIE C IPY-
rUMU 3HAUUTEJNbHBIMU JeheKTaMu;

e D83 — OOmuit BapuabenbHBIIT UMMYHOIEe)M-
IIUT;

e D84 — [Ipyrue mMMyHOIEDUIITUTHI.

Pasnauunbie HapylleHWsS HUMMYHHOHM CHCTEMBI
0e3 YyCTAaHOBJIEHHON MPUUYUHBI MOTYT KOIUPO-
BaTbca Kak D89.9 — Hapyimenue, BoBJIeKarollee
VUMMYHHBIN MeXaHW3M, HEyTOYHEHHOE.

1.5. Knaccudurxamus

AxTyanbHas KiaccuUKaAUs C PeryJsapHBIMUI
00HOBJIEHUAMHU IIyOJuKyercss Ha caite https://
iuis.org/ Komurerom sxcmepToB MeK1yHaApOIHOTO
Coro3a MMMYHOJIOTHYECKHUX OOINEeCTB HAa AHTJINN-
cKoM s3bIKe. Kiaccuduiramnusi repecMaTpuBaeTcCs
Kaxkapie 2 roga. IlepeBon KiaccuuKaiuy MOKHO
HalTu Ha caiiTe Poccuiickoro HaydyHOro OOIIlecTBa
uMmMmMyHOJI0roB https://rnoi.ru/, mepesoxm kJac-
cupuramuu 2020 r. mo:xkHO HauTu B PoccuiicKkom
UMMYHOJOTUYECKOM IKypHayse https://www.
researchgate.net/publication/360107715.

Huxe nmpusBenena o6noBnenHas B 2022 r. IUIS
kJigaccupuranua BOU [7]:

I. Hmmynodepuyumov, ¢ nopasjcenuem Kie-
MOYH020 U 2YMOPALBLHOZO UMMYHUMEMA:

1) rTaKesble KOMOMHMPOBAHHBIE WMMYHOJE-
¢unursl (TKWH) T-B+;

2) Tsaxenble KOMOMHWPOBAHHBIE WMMYHOIE-
¢unurer (TKUH) T-B—;

3) KOMOMHUPOBAHHBIE
MeHee TsKesable, yuem TKIIH.

II. Kombunuposannvie ummynodedpuyumaot,
accoyuuposarnnvie € CONYMCMEYNUWUMU CUH-
dpomanvHoLMU 0COOEHHOCMAMU:

1) uMMyHOIEDUITUTHI C BPOMKIEHHON TPOMOO-
I[IUTOIIEHUEH;

2) nedexrtsr penapanuu JTHEK;

3) medeKThl TMMYyCca B COUYETAHUU C BPOIKIEH-
HBIMUA aHOMAJIUAMU;

4) UMMYHOKOCTHBIE NUCILJIA3UM;

5) runep-IgE cunapomer (HIES);

6) nederTrr BuTamuHa B, u MeTabosmsma do-
JIaTOB;

NMMYHOIEe(QUIINTHI,

OMEHAALIMU
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7) aHTUAPOTHUUYECKHUE OSKTOAEPMOIUCILIAZUU C
ummyHonepumuTom (EDA-ID);

8) medeKThl KaJbI[MEeBbIX KAaHAJIOB;

9) npyrue KOMOMHUPOBAHHBIE UMMYHOAe(DUIIATEI
C CUHAPOMAJIbHBIMU OCOOEHHOCTSIMU.

III. IIpeumywecmeennvii depuyum anmu-
men:

1) TaKenbld Oe@UIIUT BCEeX HBOTHUIIOB CHIBO-
POTOUHBIX HMMYHOTJIOOYJIUHOB C BBIPAKEHHBIM
CHUJKEeHUEeM UJIU OTCYTCTBHEM B-KJeTok; aramma-
TJI00yINHEeMUS;

2) BBIpa)KeHHOE CHU’KeHHe He MeHee [IBYX
M30TUIIOB CHIBOPOTOUHBIX KMMYHOTJIOOYJIMHOB
C HOPMAaJIbHBIM WJU CHUKEHHBIM KOJUYECTBOM
B-kieTok, eHOoTHII 06IIero BapuabebHOTO UMMY -
"Homepunura (OBUH);

3) TsaxKeNbIH ne@UIIUT CHLIBOPOTOUYHBIX IgG
u IgA npu HOpPMaAJIBLHOM/IIOBBIIIEHHOM YpPOBHE
IgM u HOpMaJILHOM KOJHYecTBe B-KJeToK, rumep
IgM;

4) peuIUT MIOTUIOB, JETKHUX IleNeid WuJIn
(GyHKIIMOHAJbHAA HEJOCTATOUHOCTH IIPU HOPMAJb-
HOM KOJINUecTBe B-KJIeTOK.

IV. Bone3snu ummynoducpezynayuu:

1) cemeliHble reMo(aromuTapHbie JUMQOTH-
ctuornuto3sl (FHL syndromes);

2) remodaromuTapHbie JUM(OTHUCTUOIIUTO3EI
C TUIONIUTMEeHTaIue;

3) mnederTbl T-peryaaTopHBIX KJIETOK;

4) ayTOMMMYHHBIE COCTOAHUSA c/0e3 JuMQO-
npoaudepaiuu;

5) UMMyHOAWCPETYJANUS C KOJUTOM;

6) ayroummyHHBIE JuMGONIPOIUdEePATUBHBIE
cuuagpomsl (ALPS, Canale-Smith syndrome);

7) IpeapacrIoyoKeHHOCTh K BIB-uH@eKmun
u aumdonpoandepPaTUBHBIM COCTOSHUAM.

V. Bpoxcdennvie depexmov. wucna u Qynk-
yuil ¢pazoyumos:

1) BpoKIeHHBbIe HEHUTPOIIEHUN;

2) nedeKTHI MOABUIKHOCTU (DarOI[UTOB;

3) nedeKTHI pecimpaToOpHOIro B3PHIBA;

4) npyrue HeauM@ougHble nTedeKThl (IyJIbMO-
HapHBIN aJIbBEOJISPHBIA TPOTEMHO3 U IP.).

VI. Hepexmv. «6Hympennezo» u 6podicOeH-
HO020 umMMmMyHUmMema:

1) MeHgeseBCKas BOCIPUUMYUBOCTh K MHUKO-
b6axrepusam (MSMD);

2) BeppynudopMHasd
(BITY-undernus);

3) IpeapacmoIOKeHHOCTh K TAMKEJIBbIM BUPYC-
HBIM HHQEKIIUAM;

4) repueruueckue suIedanrursr (HSE);

5) mnpeApacHoOJIOKeHHOCTh K WHBA3UBHBIM
MUKO3aM;

6) mpeapacmoIosKeHHOCTh K KOYKHO-CJIU3UCTO-
My KaHIUI03Y;

7) mepunur TLR-curzajbHOro MOyTH C UYYB-
CTBUTEJHLHOCTHIO K OaKTEePUAM;

8) npyrue omIMOKYW BPOKIEHHOTO UMMYHUTETA,
CBsBaHHBIE C HEreMOIIOATUUYECKUMU TKAHIMU;

9) npyrue onrMOKU BPOKIEHHOTO UMMYHUTETA,
CBsBAaHHBIE C JIEHKOIIUTAMMU.

SIINAEPMOANCIIIIa3U A

VII. Aymoeocnanumenvhbie cuHOpOMBbL:

1) wmuTepdepoHonatuu 1-ro Tuma;

2) nedeKThI, acCOIMUPOBAHHBIE C BIUSHUEM
nH(pIaMMacoM;

3) cocTosAHUs, He CBA3aHHbIE C BOCIIAJIEHUEM.

VIII. Jepexmov. komnaemenma.

IX. Kocmnomo3zoevle ducnna3uu.

X. denokonuu 6poicdennHblx OWUOOK UMMY-
Humema.

B MKB-11, npuuaroir BO3 B 2019 r., BOAN
OCTA/NIMCh IOJ Ha3BAaHUEM <«IIePBUUHbIE UMMYHO-
IeUIUTBI» U OTHOCATCA K HOBOMY pasmeny 04.
Bosesuu mmmyHHOI cucTeMbl. CUHIPOMBI KOCT-
HOMOBTOBBIX [JUCILIA3UN OTHOCATCS K pasmeiy
03. BoJsiesHM KpoBM UM KPOBETBOPHBLIX OPTraHOB.
CorsacHo pacnops:keHuio IIpaBurenbcTBa P®
Ne 2900-p Poccus mauanma mepexon ma MKB-11 ¢
1 auBapa 2022 r., mepexoaHBLIN IIEPUOM IOJIKEH
ObL1 TmpomauThed mo Kouma 2024 r. OgHako B
despane 2024 r. IIpaBurenbcTBo P® mnpuHsAIo
pellieHe BPEeMEHHO OTKAas3aThCs OT Iepexofa Ha
MEKB-11 B cBasu c¢ yrouHenumeMm c¢ BO3 HeKo-
TOPBIX MATOJOTUIl HOBOTO KJaccuduraTopa.
Kraaccupuramua MKB-11 pocTtymHa Ha aHTJIHiI-
CKOM s3bIKe 1o ccbliake https://icd.who.int/en.

1.6. Kauanueckue mposABII€HUST

Kaunanueckue mnpossiaenus BOW morytr OBITH
OuYeHb PA3HOOOpPA3HBI M XapaKTepPU30BAThCA He
TOJBbKO WMH(MEKIMOHHBIMH IIpolleccaMu (TAKeJIbI-
MU, YACTBIMU ¥ XPOHUUECKUMH, C ATUIUYHBIM
TeuyeHWeM), HO U APYTUMHU HaAPYIIEHUAMHU PabOTHI
UMMYHHO# cucTeMbl (AyTOMMMYHHBIE, ayTOBOCIIA-
JIUTEeJbHbIE, AaTONNUYeCKHe TIIPOABJIEHUSA, IIOBbI-
IIeHHass CKJOHHOCTh K Pa3BUTHIO ONyXOoJel) u
OCJIOKHEHUSMU DPAa3JUYHBIX METUITMHCKUX MAaHU-
MyJAIUA B CBSA3U C HAPYIIEHUSMH pelapaTuB-
HbIX (yurnuii. Hepegko BOW wmoryr composo-
JKAATh PasIUYHbIe BPOJKIEHHBIE TIOPOKU PAa3BUTUS
(BIIP). UssectHO, uTo IIN]l mMeioT MHOYKECTBO
(heHOTUNINUECKUX MAaCOK W YAaCTO « MUMUKPUPYIOT»
mox napyrue Oosesuu [8]. Ie6GOT KIMHUYECKUX
MIPOABJIEHUH MOMKET IPOUCXOAUTHL B JIIOOOM BO3-
pacrte, omHako Hambojee TsyKesble (opmbl BOU
MOTYT OBITH (haTAJIBLHBIMU B IIePBbIe JHU U MECHIIbI
JKU3HU 0e3 HeoOXOAWMOM KOPPEKIIUU U JIeUeHUH.
IIpu sTOoM ueM paHBbIIle YCTAHOBJIEH AUATHO3, TEM
BBIIIIE BEPOATHOCTDH OCYIIIECTBUTH CBOEBPEMEHHBII
KOHTPOJIb W aJalTalii0 IallieHTa K OOJIe3HU C
obecreueHrEeM HOPMAaJbHOTO KadyecTBa JKU3HU,
CHIUJKEeHUS KOJIMUecTBa U KadyecTBa MHMEKIIMOH-
HBIX U APYTUX OCJOKHeHU# u 1p. [3, 9, 10].

K kKimHWYecKMM NIpU3HAKaM, ITO3BOJISIOIIAM
3aIl003pUTh Hajauuyue 0oJe3Heil, acCOIUUPOBAH-
HBIX ¢ BOU, oTHOCATCA:

e yHGEKIUU C arrpaBUPOBAHHBIM TeUeHUEM,
B T.Y. BBIBBAHHBIE ONIIOPTYHUCTUYECKOH (DIOPOIi;

e orcyTcTBre 3dhdeKTa OT MPOBOAMMOI Tepa-
U, B T.4. aHTUOAKTEePUAJLHON Tepamuu, IPOBO-
nuMoin 6es addexTa 6osee 2 MecAIEB;

e IIOpasKeHre HEeCKOJbKUX CHCTeM OPTaHU3Ma;

® KaHIUJ03HASA MHMEKIUA KOXKHU, CIUSUCTBIX
000JI04eK;



CEMEMHbBIA AHAMHES3:
Hannuue anarHosa CMNJy
POACTBEHHMKOB Nt060r0 BO3pacTa,
UK CMepTb leTelt OT TAXKENON
UHbeKLMn

YACTbIE
BAKTEPUA/IbHbIE
UH®EKLUW, Hanpumep:

* BoceMb nnv 60n1ee rHOVHbIX
OTWTOB B TeYeHWe roga

« [lBa unv 6onee TAKENbIX
CUHYCMTa B TeYeHUe roga

« [lee nav 6onee NHeBMOHUN
B TeYeHue roga

TAXKENbIE/ATUMUYHDIE
KOXXHbIE MPOABJIEHUA U
OTEKM, Hanpumep

* 3puTpOAEpMUA

* TAXENBI fepMaTuT

* MOBTOPHbIE 3MN30/bl
KpanuBHULbI/NOAMMOPHO
JpuTeMbl 6e3 0TBETa Ha
aHTUrMCTaMUHHbIE penapaThbl 1
cTeponabl

* OTEKM pa3NNYHOW IoKaNN3aLum
6e3 oTBeTa Ha aHTUrMCTaMUHHble
npenapatbl U CTepouabl

BOCMAJIUTE/IbHOE
3ABOJIEBAHUE KMLLEYHUKA C
PAHHUM HAYANIOM /AN
TAXENbIM TEYHEHUEM
(cotcyTcTBMeM OTBeTa Ha
CTaHAapTHYIO Tepanuio, B TOM
4nce NPUBOASALLEE K NOTEpe Beca)

3HAYUTEJIbHOE

YMEHbLUEHUE PASMEPOB MOBTOPHbIE INXOPAAKWN,

TUMYCA, IMM®OY3J/I0OBU COMPOBOXAAKLWMUECA

MUHAANUHY AETEN BOCMAJ/IUTE/IbHbIMU

(Mo peHTreHoNOrMYeCcKMM AaHHbIM WU3MEHEHMAMM B
NABOPATOPHbIX AHAJIU3AX,

WK BbiAiBNIEHHOE B NpoLiecce

XUPYPru4ecKkoii onepawmm) BE3 MPU3HAKOB MH®EKLUIA

HACTOPAXXNBAOLWUE MPU3SHAKUA
NnePBUYHBIX AMMYHOAEOPULLINTOB

TAXENOE TEYEHUE
BAKTEPUAJIbHbIX
MH®EKLUNA, Hanpumep:

* AHTU6aKTepuabHan Tepanus,
npoeoauMas 6onee 2 MecALEB,
6e33pdekTa

* Peunausupytowme ray6okme
a6CLEeCChl KOXKM U MATKUX TKaHemn

«/\Be unn 6onee reHepasinsoBaHHble

nHbeKuun

* VIndpeKummn c opMmpoBaHmem
Mopgonornyecknx gedekTon
Nerkux

CHWXXEHWUE NMOKASBATEJIEN
OBLLErO AHA/ZIN3A KPOBU
(Tpom6ouuToneHus/ neikonexms/
nmMoneHns/ HeNTPONeHNA U nx

coueTaHue) <
2

COYETAHME HECKOJIbKUX
AYTOUMMYHHbIX
HAPYLUEHWUWA, BK/IFOYASA
SHAOKPUHOMATUN

WUHOEKL UMW, BbIBBAHHbIE
YC/ZIOBHO-NATOTEHHbIMU
BO3BYAUTENIAMM, Hanpumep:

» OCNOXHEHUA NPY BaKLMHaL N
0CN1ab1@HHBIMY XMBbIMU
BakuuHamu (BLIXK, noavomuenur)
* YriopHas KaHAWAO3HaA UHbeKumua
KOXM 1 CIM3NCTBIX Y AeTeili cTaplue
1roaa u3Hu

+ MoBTOpHan cucTeMHas HdeKuma,
BbI3BaHHaA aTUMUYHBIMU
MUKoBaKTepUAMM

2 A\
O

X

ONUTENBHOE YBE/JIMMEHUE
JINM®OY3/10B, MEYEHU,
CENE3EHKM

OCOBEHHOCTWU CTPOEHUA
JINLA, Hanpumep: MUKpoLedanus,
pacuiesiMHa TBEPAOro U MArKoro
Héba

Puc. 1. 12 HacToOpa:kUBarOIUX MPU3HAKOB MEePBUYHBIX NMMyHOAedUUUTOB (amanTupoBaHo u3: https://www.fondpodsolnuh.ru).

® PEIUAUBUPYIOIIUE TIYOOKMe abciiecchl KoMK
U BHYTPEHHUX OPTaHOB;

® XOJIOAHBIE a0CIIeCChI;

° HeO6XOI[I/IMOCTb BHYTPUBEHHOI'O BBEICHUA
AHTUOMOTUKOB IJIS JIEUEHUS OCTPLIX BOCIIAJIUATEIb-
HBIX 3MN30/10B;

e ITOBTODHBIE BHUPYCHBIE HH(MEKINMW, BBI3BAH-
HBIe ONHUMU U TEeMU Ke BO30yqurensaMu (pecru-
PaTOPHO-CUHIUTHAJbHBIE BUPYCHI, ITPyNIa repiec-
BUPYCOB C TeHepPaJNu30BAHHBIMU IIOPAXKEHUSIMU,

BKJIIOUadA 9HIe(AJIUT, TAaTUJIJIOMOBUPYCHI, HeHcce-
puu u ap.);

e WH(MEKIIUU, BHI3BAHHBIE HEMATOTeHHBLIMU
MUKOOAKTEPUAMU, BAKIIUHHBIMU IIITAMMaMMU OaK-
Tepuil 1 BUPYCOB;

® TAKEJIO M ATUMIUYHO IPOTEKAIINE OIIOPTY-
HUCTUUYECKUe MH(peKIuu;

e XpOHUYECKas Auapes C IOTepeil Beca 000
9THUOJIOTUU — ayTOMMMYHHOW, ayTOBOCIIAJUTEJb-
HOM, MHPEKITNOHHON U 1P.;

E PEKOMEHAALIUU
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e HADYIIIEHUS pellapanuy TKaHell U CBsA3AHHbBIE
C BTUM OCJIOXKHEHUSA MEeIUIIMHCKUX MaHUIYJIAINH;

® CTOUMKYE 503MHOMDUINY;

e IIUTONEHUMN — HEUTPOIEeHUU, JUMPOIEeHUN,
TPOMOOIIMTOIIEHUN, AaHEMUU, TAHIIUTOIIEHNH;

e oTeKu 0e3 OTBeTa Ha TPAAUIIMOHHYIO Tepa-
nulo (aHTUTHCTAMUHHBIE IIpernapaThbl, IIIOKOKOP-
TUKOCTEPOUIbI, aAPEHOMUMETUKY U AP.);

® IIOPOKW PA3BUTUA U CTUTMBI AU3d9MOpHOre-
Hesa;

e I3MEHEHUA Pa3sMepPOB U CTPYKTYPHI THMYyca
upu Y3U;

® 0COOEHHOCTU HACJIECTBEHHOT'O0 aHaMHe3a.

BBugy orcyrcTBusa crnenmuduyuecKUx CHUMIITO-
moB Hamnmonasnbuasa acconuanmusa 9KCIIEPTOB B 00J1a-
cTu TepBUYHBIX uMMyHomehumutoB (HASIINI)
BMecTe ¢ BuarorBopuresbHbIM @POHIOM IIOMOIIHU
IeTAM U B3POCJBIM C HAPYIIEHUAMU UMMYHUTETA
«ITogcomnyx» paspaborany NTPUBEAEHHBIN HUKE
aKTyaJbHBI ¥ JIAKOHWYHBIN IIepeueHb HacTopa-
JKMBAIOIMX INPUSHAKOB, XapaKTePHBIX [IJs pas-
auuabix Gopm ITNI. Poup «ITIOOCOJTHY X » (odu-
muanbHbli caiiT: https://www.fondpodsolnuh.ru)
c 2006 r. 3aHEMAaeTCs CUCTEMHOM IIOMOIIIbIO JeTIM
M B3POCJBIM C TAMKEJIBIMU BPOXKIEHHBIMH HApPY-
MIeHNAMU MUMMYHUTETA, OKa3bIBaeT KOMILIEKCHYIO
HOANEePIKKYy IallmeHTaM BceX BospacToB (puc. 1).

IIpencraBieHHBIN IIepedyeHb IIO3BOJISIET COPU-
€HTUPOBATh B HYXHOM HAIpPaBJIEHUU HE TOJILKO
Bpauen Jrr000Ii CHeIMaJbHOCTH, YYaCTBYIOIIUX B
IMarHOCTUYECKOM IIOVCKEe, HO M CaMUX HAaIllUeHTOB
U UX POAUTEJIEH.

Kpaiine Ba)keH ceMeHHBLIN aHaMHeE3: CJIEIyeT
HACTOPOXKUTHCS, €CJAN Yy POACTBEHHUKOB OBLJI aua-
raoctupoBan IIW]Jl, mim perucTrpmpoBaiUCh CJIY-
Yyay CMePTH AeTeH OT TAKeJ0l MHMEKIIUU.

Baxxkno ofbpamiaTh BHUMaHUE Ha YacTOTy U
TAMKECTh OaKTepHaJbHBIX UMHGpEKIUNl y pebeHKa:
6osiee 8 oTUTOB W/Mau Gojiee 2 CUHYCUTOB U /WU
0osiee 2 MTHEBMOHUI B TeueHHe rofia CKOpee BCETo
oynyt accommupoBanbl ¢ UIC. BesycioBHO, aiu-
TeJbHASA aHTHOAKTepUaJbHAA Tepanmusa C COMHU-
TeabHON B(MOEKTUBHOCTHIO; PENUAUBUPYIOITE
raybokme abciecchl KOMKM; TeHepaJu30BaHHBIE
nHQeKIuu, B T.4. ¢ GopMuUpOBaHUEM Haedek-
TOB JIETKUX; YIOPHAA KaHAMUAO3HAA WHQMEKIIUd;
cucteMHas WHMEKINUs, BLIZBAHHAA ATUINYHBIMU
MHUKOOAKTEPUAMU, ABJAIOTCA IPUUYUHON IS TIPO-
BeleHUs UMMYHOJOTUYECKOTr0 00cJieJOBaHMA.

IleguaTpa MOXKHBI HACTOPOYKUTH OCJIOKHEHUS
IpY BaKIMHAIUY KUBBIMU BaKIIMHAMU, TAKeEJbIe
KOJKHBbIEe IPOSABJIEHNA, HAIPUMED, ITOBTOPHBIE DIIN-
301kl KPAIUBHUIILI 0e3 OTBeTa HA aHTUTUCTAMUH-
HbIe TIpernapaThl U T'JTIOKOKOPTUKOUEI.

Cnenyer 3amomo3puUTh HUMMyHOZeDUIUT Y
JeTell ¢ HEeCKOJbKHMHU ayTOMMMYHHBIMH 3aboJie-
BaHUSAMU, TAMKEJIBIMH BOCIAJUTEJBLHBIMU 3aboJie-
BAaHUAMUM KUIIEYHUKA, [TOBTOPHBIMU 3SIIN30JaMU
JIUXO0panKy Ha (hoHEe BOCHIAJTUTENHLHBIX U3MEHEHU!H
B 1a060paTOPHBIX aHAJIM3aX.

IIpy mepBUUYHON AMarHoCcTUKe, HAPAAY C OYe-
BUAHBIMU HapyIIeHUAMU (TPOMOOIUTONIEHNS /JIeH-

Tabauua 1

3a00/1eBaHNS U IATOJIOTHYECKNE COCTOSHUS,

CBsA3aHHBIE CO CHMIK€HHEM KOJMYEeCTBEHHBIX

nokasateseiit TREC u KREC npu nmposenenuun
HeOHATAJHhHOTO CKpuHUHTA [9, 12]

Huskue ypoau TREC

Tssxenbli KOMOMHUPOBAHHBIM UMMYHOIE(MUIIUT
(TKUH)

Cunapom generuu 22q

KoMmOuHMpOBaHHEBINT MMMYHOLZEDUIIUT
ATrakcusa—rTeseaHIMIKTA3UI

Hedunur DOCK 8

NMMmyHOIEMUITUTEI ¢ SKTOAePMAaILHON AUCIIa3uei
Tpucomua 21

Tpucomus 18

Cungpom Kabyku

CHARGE cungpom

Cunzpom Hynana

Cungpom fxobcena

Cungpom Huitmerena

Cungpom ®punca

NmmynokocTHaa gucninasusa [lumke
Cungpom MakKbiocuka

CLOVES

ECC

Rac2 pmedext

Cungpom PeHmeHHUHTa

TAR cunapom

Ipyrue muToreHeTNUEeCKNEe HAPYIITeHUS,
BKJIIOUas Aesenuio 6p, KOJbIeByi0 xpomocomy 14,
KOJIBIIEBYIO XpoMocomy 17, ymBoeHHe XpPOMOCOMBI
17p, mukpomenenuioldq

Bropuunble IpUYNHBL:

HepgonoirensHocTh

Bpo:kmeHHBITT TTOPOK cepaIiia

Xwumoropakxc

MHuoskecTBeHHBIE BPOsKIEHHBIE aHOMAJINU
KenynouHo-KuIileyHble HapPyIIeHUA, BKJIIOUAI
racTpOIII3UC

Tpanccymanusa

Bogauka

HeonaranbHbill JeiiK03

MarepuHcKasa ayTouMMyHHas 00Je3Hb
Marepunckaa BUY-undermus

MarepuHcKas UMMYHOCYIIPECCUS

IIpenapaTbl, IprHUMaeMble MaTepPbio,
BKJIIOUAsI PUTOIPUH

Huzkue ypoean KREC

TsaKenblii KOMOMHUPOBAHHBIN NUMMYHOAEDUIIUT
(T-/B-KJeTOK)

X-cuenyenHaa arammaryaooyauaemus (XLA)
XLA-nogo6HBIE paccTpoiicTBa

Cunzapom Huiimerena

MarepuHCcKaa IMMYHOCYIIDECCUSI

IIpenapaTrsl, IpUHUMAaeMble MaTEPbIO,

BKJIIOYAS PUTOAPUH U APYyrue JIeKapCTBEHHBIE
Ipemnaparsl, paccjabyAoye MyCKyJIaTypy MaTKU

KOIleHus/TuM@oIneHns/HeHTponeH A / TTaHI[UTOIIe-
HUfA), HEOOXOAWMO YUYUTHIBATL (DEHOTUIUYECKUE
MIPOABJIeHUs: MUKPoIledansd, paciiejnHa TBepPAo-
ro U MATrKOro HEDa.

JomosTHNTeTbHON TOACKA3KOM MOKeT OBITh
KaK 3HAUUTEJbHOEe YMeHbIIIeHe Pa3sMepoB JUMQO-
y3J0B U MUHAAJIWH, TaK U AJUTEJIbHOE yBeJnue-
HUe pPasMepoB JUMQMOY3JI0B, IeUeHU U CeJIe3eHKU.

2. Heonaranpubrii ckpunuar Ha ITAIC (BON)

HeonaTtanbHbIll CKPDUHUHT — 9TO IOMYJISIIHNOH-
HOe MeIUuIIUHCKOe 00cjieJoBaHe HOBOPOKIEHHBIX,
KOTOpPOe IPOBOJAUTCSA B IEpPBbIe NHU KU3HU PedeH-
Ka (Ha 1-4-e CyTKU) U MTO3BOJISAET BBLIABUTH WU



3aIl0JO3PUTL CEPhE3HbIEe BPOXKJEHHBIE ITATOJOTUN
I0 Hayajga KINHUUYECKUX IPOABJIEHUH.

2.1. 3akoHomaTeabpHasa 0a3a

MaccoBbIli HeOHATaJbHBIY CKPUHUHT B PO
npoBogurca ¢ 2006 r. corsmacuo npurkasy M3 PP
ot 22.03.2006 Ne 185 «O maccoBom o6caeqoBaHUMI
HOBOPOJKJIEHHBIX JeTell Ha HaCJIeACTBEHHBIE 3a00-
neBaHus». OH HampaBJieH Ha BBIABJIeHUEe 5 3a00-
JIeBaHUU: MYKOBUCIIMO3, MajlaKTO3eMUA, aTPEHO-
TEeHUTAJbHBIN CUHAPOM, BPOKAEHHBIN T'MIOTUPEO3
u QeHUIKeTOHYypusa. Bce »5Tu HacJIeqCTBEHHO-
reHeTUYECKUE 3a00JI€BAHUSA BCTPEUAIOTCA DPEIKO,
OTHAKO MX CBOEBPEMEHHOE BBISBJIEHNE IT03BOJISET
u30eKaTh HeOOPATUMBIX IIOCJEACTBUII U BHIOPATH
OpaBUJIbHYIO TAKTUKY JedeHusa. HeoHaTaabHBIN
CKPpUMHUHI Ha b Ho3osormii mpoBogutca B MO
BTOPO# Tpynnbl (MeZUWKO-T€HETHMUECKUEe KOHCYJIb-
Taruu cyowseKToB P®). Ux mepeueHb pasmelreH
Ha catite ®I'BHY «MI'HII» um. akax. H.II. Bou-
koBa (https://med-gen.ru/spetcialistam/mediko-
geneticheskaia-sluzhba/).

IIpuxkasom MuHUCTepCcTBa 3IpPaBOOXPaHEHUS
Poccuiickoit Penmepamuu ot 21.04.2022 Ne 274n
«06 yrBepsxmenuu Ilopangka oxkasaHUSA Menu-
IUHCKONM WIOMOINM NAaIueHTaM ¢ BPOYKIEHHBI-
Mu u (WJaM) HacJIeNCTBEHHBIMHU 3a00JI€eBAHUIMU»
BBeleHO IIOHATHE pPACIINPEHHBIN HeOHATaJbHBIN
ckpuuunar. C 1 auBapa 2023 r. mepeueHb MTETEKTH-
PYeMBIX HOB0JOTUI yBeauueH no 36. B ux umcie
HacJeNCTBEeHHbIe 00Je3HU O0MeHa, CHHHAJIbHAA
mbimreunas arpopua m IINIOC (xompr MKB-10
D80-D84). PacmupeHHBI!I HEOHATAJIBHBIA CKPHU-
HuHT npoBoautTca B MO Tperbeii A Tpynmel
(10 mexpernoHaJIbHBIX IEHTPOB). B coyuae BbIAB-
JIEHUA TOJIOKUTEJIFHBIX Pe3yJbTaTOB HEOHATAJb-
HOTO CKPUHUHTA y pe0eHKa B PeruoHe IPOBOIUTCA
IIOBTOPHBIN 3a00p OmoMarepmajia U OTIPABJIAETCA
B MeIUIIMHCKOE YyUYpe)KIeHUe TpeThero B ypoBHA
(manHBIM pedepeHc-meHTPpOM aABaAeTca PI'BHY
«MTHIT» unwm. akan. H.II. Boukoga).

BrisaBieHHBIE B paMKaX CKPUHUWHTA HAI[MEHTHI
¢ ITAOC mokHBI OBITH OTIPABJIEHBI K WMMYHO-
JIOTY IO MECTY JKHUTeJIbCTBa, a, B CJIyuae HeoDXO-
IVNMOCTH, [OIOJHUTEJIbHO HIPOKOHCYJIHTUPOBAHBI
(B T.4. C IPUMEHEHNEM TeJIEMEJUIIMHCKUX TeXHOJIO-
ruii) u/mam rocuuranusupoBansl B HMUIL IT'OU
uMm. [Imurpusa PoraueBa — pedepeHC-IIeHTD IO IIPO-
¢unio «IlepBuunblie mMMyHOLe(UIUTHI». Peructp
namnuenToB ¢ IINJIC Bemerca na 6aze HMUIL ITON
uMm. Omurpusa PoraueBa, mH(DOpManus B PETruCTp
MOKeT OBITb BHECEHA WMMYHOJIOTOM II0 MECTY
JKUTeJIbCTBa. HeoOXOAMMOCTb TPOBENEHUA IOIIOJI-
HUTEJbHBIX TeHETHWUEeCKUX o00caemoBaHmUil (IIOJHO-
SKB0MHOE CEeKBEHVPOBAHNE WJIN PACIINPEHHOE KJIU-
HUUYECKOEe WCCJIeNOBaHME 5K30Ma) AJS NAIMeHTOB
pemaetrca B pamikax kKomuccum PI'BHY «MI'HII»
uMm. axajg. H.II. BouxkoBa m HMMHIL OT'OU wuwm.
Hmvurpus PoraueBa c panpHeHIIUM 3aHeceHUEM
pesyJsIbTaToB 00CJIeIOBAHUA B PETUCTP.

Ba'kHO OTMETHTBH, UTO HEKOTOPHIE BaPUAHTHI
BOU wmoryr OBITH yOYIIEHBI NOPU ITIPOBEIAEHUU
ananusa TREC, manpumep, meduiiut ageHO3UHIE-

samMuHasbl (ADA) ¢ mo3gHUM HavajaoM, CHUHIPOM
TOJIBIX J'II/IM(I)OI.II/ITOB n3-3a OTCYTCTBHUA TIJIABHOT'O
Kommiaekca rucrtocoBmectumoctu (MHC) xiac-
ca II, mepumuT 3eTa-accOITMUPOBAHHOTO OeJaKa
70 (ZAP70), medunmur nuramga CD40 u scceH-
nuanbHbeil NF-kanma-B, pedunur mopmyaaropa.
B stux cayuaax T-kjaeTku B TuUMyce pas3BUBa-
I0oTCsI, HO UX MedeKT Bo3HuUKaeT yske mociae V(D)
J-pexombunaruu [13].

JKcTpeMaJibHOE CHIDKEHVE IIOKasaTejiell Win
nonuoe otrcyrctBue TREC um KREC aBiderca
caenctBueM medeKTa 000MX POCTKOB JuMGOII0s3a
¥ OUATHOCTUYECKUM IPU3HAKOM Hambojiee TsKe-
goii ¢opmer ITUIC — Takenas KOMOMHUPOBAH-
Hasg mMMyHHas HemocraTounocTh (TKMH) (Severe
Combined Immunodeficiency — SCID).

B oramume oT KauecTBEeHHBLIX U IIOJIYKOJIn4Ye-
CTBEHHBIX ITOKasaTejieii, KOJNUUYeCTBeHHbIEe ITOoKa3a-
Tesiu TREC 1 KREC mo3BOJIAIOT BBHIABIATH MeHee
TAMKeJble 3a00JIeBaHUSA U IATOJIOTMUECKUE COCTOS-
HUS, aCCOIMUPOBAHHBIE C He(eKTaMyu MMMYHUTE-
Ta (Taba. 1). IsBecTHO, YTO HEKOTOPHIE M3 BTUX
HapyUIeHu# BJIUAIOT Ha HOPMAaJIbHOE pa3BUTUE
T-rIeTok, BKJIOUad cuHApoMm meiernum 22qll.2,
aTaKCUIO—TeJIeaHTUAKTa3u0, cuHApoM Hwuiimeren
u cunagpom CHARGE [14]. Pasznmunbie Xpomo-
COMHBIE HAPYIIEHUS TAaKiKe BJIHUSAIOT Ha pPas3BU-
Tue T-KJIeTok, BKJouad Tpucomuio 21, cMHIpPOM
fxobceHa u Ipyrue MUTOTEHETUYECKNE AHOMAJIUU.
Bpoxnennblie aHoOMajawuW, B T.U. IMOPOKHU Cep.Iia,
TOPOKU PAa3BUTUSA KEJIYIOUHO-KUIIIEYHOTO TpaKTa
U OpyrYe MHOXXECTBEHHBIE BPOXKAEHHBbIE IIOPOKU
pPa3BUTUA, MOT'YT GBITB CBsA3aHBI C BTOpH‘IHOI;'I JITM -
¢oneHuelt. BoabMIMHCTBO U3 3TUX HAPYIIEHWH, 3a
WCKJIIOUeHUEM IMoJiHoTOo cuHapoMa u I:xopmxnu
u cuagpoma CHARGE, o0bIuHO He TPUBOIAT K
CHIIXEHUI0 KoaudyecTBa T-KJIETOK HACTOJIBKO HU3-
KOMY, UYTOOBI er0 MOYKHO OBIJIO paccMaTpPUBATh KaK
TKUH [14-16].

2.2. IToporossie 3Hauenusn (cut-off) naas TREC
u KREC

B HamuoHanbHOM DPYKOBOZACTBE II0 HEOHATAJIb-
HOMY CKpuHUHTY mopn pexn. axkan. PAH C.H. Ky-
meBa (2023) [17], a Tak'Ke B MeTOTUYECKUX PEKO-
meuganuax MuusgpaBa P® (Bopoumn C.B. u
coaBT., 2023) [3] moporoBeie 3Hauenuss TREC u
KREC pnsa HeoHaTadbHOTO CKpuHUHTA B P® ompe-
nenensl kak 100 xomuit Ha 105 jmeiikonuros. Ilpu
TMOJIYUYeHUMW OTPUIlaTeJbHOTO peadyabraTta (>100)
HOBOPOJK/IEHHBIN PaCIleHNBAeTCA KaK YCJIOBHO 370-
POBBII U He MOAJIEKUT HAOJIIOLEeHUI0 UMMYHOJIOra,
KpOMe CJIyuaeB HAJIWYUSA Y HETO HACTOPa'KMBAI0-
mux npusHakoB BOU (puc. 1) [3]. IlamuenTos,
IIOJIYUYUBIIINX B PaAMKaX CKPHMHHWHIa pPe3yJbTaThbl
HIU)Ke VYKa3aHHOTO 3HAUYEeHWs, HAIPABJIAIT Ha
IBa IIOOYEPENHBIX JTalla IIOATBEPI;KIAOINel nua-
THOCTUKHU COTJIACHO YTBEPXKIEHHOMY IIPOTOKOIY
[3, 17].

IloporoBeie 3HaueHWsI, YCTAHOBJIEHHBIE [JIs
CKPpHUHUHIa, CYIeCTBEHHO HHNX€ HOPMAaJIbHbIX
nokasaTteneit TREC u KREC n1s1 HOBOPOMKIEHHBIX
[18, 19] mo3BONAIOT BHIABUTH KpaliHe TAMKeJIble U
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KusHeyrposxkamwiue opmbel BOM, KoTopbie Tpedy-
IOT BKCTPEHHON NMATHOCTUKU U JI€UEHUS:

e TKNH (Tsaxkenasa KOMOMHUPOBAHHASI MUMMYH-
Has HemocTaTouHOCTh) — T-B- mau T-B+;

e cuagpoM Ju [I»XOopAKu — 4acThb HaIleHTOB;

e cuaapoM Hwuiitmeren — yacThb IIal[MeHTOB;

e aramMMarJIooyauHeMus ¢ gedururom B-KIeToK;

e KINH c arakcueii—TeneaHTNOKTa3uel (CUHLI-
pom Jlyn—Bap) — yacTh mammeHTOB;

e WHIM-cuHapoM — yacThb HAIlME€HTOB;

e cuaapoMm KabyKy — uacTh IIAIlI€HTOB;

e cuHApOM fIKOOCeHa — YacTh MAI[MEHTOB;

e cuagpom MaxKplocuka — JyacTh HaIl[UeHTOB;

e npyrue cuHApomManabHble Gopmbr IIWJ[ —
JacTh IIAIlEeHTOB.

B KauecTBe HHMKHero pedepeHCcHOro 3Ha-
YeHUS MJs 3JO0POBBIX HOBOPOXKIEHHBIX JeTeil
Ha Teppurtopuu P® mpm uccaemoBaHUM CYXUX
OATEeH KPOBU YCTAHOBJIEHBI CJIEAYIOI[ME ITOKasa-
Tenu [20—-25]:

TREC — 450 konuii Ha 105 KieTok (JIefiKomu-
TOB);

KREC — 250 komuit ma 105 KjeTok (JeiKo-
IIUTOB).

Takum 00pasoM, HOBOPOKAEHHBIE C KOJUYE-
crBenubiMu mnokasarenamMu TREC m KREC sBwimre
«cut-off», ycraHOBI€HHOrO B paMKaxX HeOHATAaJIb-
"Horo ckpunuHTra (>100 Kommit Ha 105 KieTok), HO
Husxe pedepercuoro mopora TREC u KREC (<450
u <250 xommit Ha 105 KJIETOK COOTBETCTBEHHO)
GOpMUDPYIOT TaK HA3bIBAEMYIO <«CEepyI B30HY»,
IWHAMUYECKHU IIPEACTaBJAA CO0OM TPYIIy pHUCKa
Ha BOM. 9ra Koropra JeTeil CUHNTAETCS «yCJIOB-
HO B3IOPOBBIMHI» IIO0 pe3yJbTaTaM HEOHATaJIbLHOTO
CKPUHUWHTA, B TO K€ BPEMA UMEEeT BBICOKWI PUCK
no BOUM. 9To 3amep:KuBaeT CBOEBPEMEHHYIO Aua-
THOCTHUKY mocTHaTtaabHbiXx BOWM mocie mebiora
KJIMHUYECKUX ITPOSABICHUN, TUCTAHCEPHOe Ha0JII0-
IeHUe U JiedueHue OOJBbHBIX. JleTu «Ccepoil 30HBI»
mojJiesKaT TUHAMUUYECKOMY HAOJIIOIEeHUIO0 TI0 MECTy
JKUTEJbCTBA Y MeANaTPOB, aJJIEPTOJIOTOB-UMMYHO-
JIOTOB M APYIruX CIeUAJINCTOB B 3aBHCHMOCTH OT
KJINHUYECKUX TTOKa3aHUM.

3. Opranusanusa TUHAMUYECKOTO HAOIIOTeHUus
MMMYHOKOMIIPOMETHPOBAHHBIX JeTeil M3 IpPymnm
pucka («cepoii 30HbI») u mamueaTos ¢ BOU

3.1. OpranusamuoHHbIe BOMPOCHI

1 MEeTUITMHCKOTO 00eCTIeueHUs TeTel «Cepoit
30HBI» MHMOPMAIIUA O Pe3yabTaTax HEOHATAJIbHO-
ro ckpunuara BOU (KO/SIMUECTBEeHHBIE ITOKA3aTENN
TREC u KREC) mosxkHa OBITH HOpeicTaBjeHa B
HMeINaTPUUECKYIO CJIY:KOy IO MECTy KUTEeJIbCTBA.
Pyrtunnoe HabJOZeHUe MAIMEHTOB M3 YKa3aHHBIX
TPYIII OCYIIECTBJISAET MEAuaTP II0 MECTY KUTeJb-
crBa. Ou o6sa3aH:

1) mTpoBOAUTHL peryJsipHbIE OCMOTPHLI HAIUEH-
ta (1 pas B 4 mecarna);

2) mpu HeOOXOZWMOCTM HasHauaTh Jiabo-
paTopHBIE WCCJEMOBaHUSA, COTJIACHO pasmeay 4
(oOmuii (KIMHUYECKUW) aHAJIN3 KPOBU PasBEpPHY-
TBIN, OOM[MII aHAJIN3 MOUYM, OMOXMMHUUYECKUHA aHa-

U3 KPOBU, WCCJeIOBaHWE MAapKepOB BOCHAJIEHUS
U YPOBHSA OOIIMX MMMYHOTJIOOYJINHOB, TUATHOCTU-
Ka MHPEKIUOHHBIX 3a00JeBaHUM);

3) odopMIATH HEOOXOAUMBIE JOKYMEHTHI IJIs
KOHCYJIbTAIIUN BPAYOM-UMMYHOJIOTOM;

4) HampaBJATH MallUeHTa Ha IIPUEM K Bpady-
UMMYHOJIOTY B ciayuae ero Hajauumsa B MO wuau
opranmus3oBbIBaTh mpoBerenme TMK mo cucreme
«Bpay—Bpau» C BPAYOM-UMMYHOJOTOM U3 PETuo-
HAJBHOTO IIEHTPA;

5) mpomoyKaTh AWHAMUYECKOe HaOJIoJeHue
u o0OcJyieJoBaHMe MHaIl[MeHTa COBMECTHO C BPAadYOM-
UMMYHOJIOTOM, COTJIACHO PEeKOMEHAAIlUAM, II0JIY-
YEeHHBIM Ha KOHCYJbTaI[UU.

B cTpyKType pernoHasbLHOTO IIeHTPa UJIU Opra-
HUBAIUU, BBIMIOJHAIONE QYHKIUU AUHAMUIYE-
CKOTO HAOJIOMeHUS MAIUeHTOB M3 TPYIIILI PUCKA,
JIOJIYKHBI OBITh IPEIYCMOTPEHBI:

e aMOyJaTOPHO-KOHCYJbTATUBHBLINA IIpUEM
aJJIeprojora-uMMyHOJOTa, KOMIIETEHTHOTO B
BOIIPOCAX BeIeHUSA MMMYHOKOMIIPOMETHUPOBAHHBIX
IeTell TPYIN PUCKA, a TaK:Ke B BeIeHUU ITallueH-
ToB ¢ BOU;

® TeJIeMeIUITMHCKUE KOHCYJIbTATUBHBLIE TIPU-
eMBbI II0 CHCTeMEe <«Bpau—Bpau» II0 HAIPABJICHUIO
YYacTKOBOTO MeamaTpa WU IPYroro Kypupyrolie-
TO CIIeI[UAJINCTAa;

e cTallMOHApPHOE OTAeJieHWEe aJlJIePTOJIOTUU-
UMMYHOJIOTUU IJSA HeTell ¢ BOBMOKHOCTHIO M30JIU-
POBaHHOTO pa3MeIleHUs IMalueHTa ¢ II003PeHUeM
Ha BOU c 1menbio IpoBeNeHnsA JUATHOCTUUECKUX U
JeueOHBIX MEePOIPUITUH;

e KIMHUYECKas J1abopaTopusa ¢ BOBMOKHOCTBIO
IIPOBEIeHNA HEOOXOMMMBIX JabOPATOPHBIX MCCJIe-
IOBaHUIi, B T.4. HUMMYHOJIOTUYEeCKUX (CM. pas-
mern 4);

® WHCTPYMEHTAJbHO-AUATHOCTHUYECKasda 0Oasa
(Y31 tumyca, KT OT'K, peurrenmorpadpusa OT'K u
Ap.);

e MeTOAMUECKAas MoAmep:KKa (paspaboTka wu
BHeJ[peHIE aJITOPUTMOB MAapIIPyTHU3aIluU IIalu-
€HTOB, CO3JaHNe PeTMOHAJIbLHON MEINKO-IIPaBOBOM
0as3bpl, PEerMOHAJBHBIX IIPUKA30B), BeIeHUE PETru-
CTpa IalueHTOB.

3.2. AITropuTM MapUIpyTH3aIlMHM MAIlHEeHTa CO
cum:xeHubIMU MokaszatenavMu TREC u/uau KREC,
pomuBuierocs mocie 37-ii HegeJan recTalnuu

IIpu mosydyeHMM 1O pes3yJbTaTaM HEOHATAJb-
Horo ckpuwHuHra sHaueHuit TREC B wuHTepBaie
100-449 xonwuii Ha 105 jmefivonuroB u/uiau KREC
B uaTepBasie 100—-249 komnwuit Ha 105 JeHKOIUTOB
YYaCTKOBOMY HeAUaTPy UJIU APYTOMY KYpPUPYIO-
IeMYy CIIEINAJINCTY CJIEIYeT:

1) opraHmsoBaTh JUHAMHUUYECKOe HAaOJIOIe-
HUe 3a COCTOSHUEM 3J0POBbHS IAIlMeHTa W OBITh
HACTOPOKEHHBIM K BO3MOXKHBIM NIPOABJIEHUIM
BOWU;

2) B Bo3pacTe 4 HemeJ b TPOBECTU ITOBTOPHBIN
TecT ypoBHsI TREC/KREC B cyxux mATHAX KPOBU;

3) B ciayuae HOpMAaJM3aIlluU Pe3yJIbTaTOB U
OTCYTCTBUA KJIMHUUECKUX MposBaeHuit BOU cum-
TaTh HAI[UEeHTa YCJIOBHO 3J0POBBIM;



4) B cJuydJyae COXpaHEHUS CHUIKEHHBIX B3Ha-
yenuii ypoBHeir TREC u/uaum KREC nampaButh
MmarueHTa Ha KOHCYJbTAIIWIO K Bpaudy-MMMYHOJIO-
ry KaKk MOXKHO DaHbIlle, HO He I03IHee BO3pacTa
8 memenb (ouno miau B pamkax TMK mo cucreme
«Bpau—BpauY» B PErMOHAJILHOM IIEHTpE);

5) B paMKax IIOATOTOBKM K KOHCYJbTAIlUU
IIPOBECTH JIaOOPATOPHBIE MCCJIEIOBAHMS:

e O0mUH (KIAMHUYECKUI) aHAJIU3 KPOBU pas-
BEePHYTHIN;

e 00U (KIMHUYECKUIT) aHATU3 MOYM;

e OMOXMMUYECKHIl aHaiams KpoBu (0oOmImi
0eJIoK, aIbOyMuH, OeJIKOBbIe ()paKI[MU, MOUEBHUHA,
KpeaTuHUH, OWJIUPYyOMH OOHmMii M ero (ppaxiiuu,
riokosa, JIA, ACT, AJIT, II1P);

e mccjeIOBaHWEe TyMOPAaJbHOTO HMMYHHUTETA
(ob6mme mMmyHOTJIOOYAUHBI KaaccoB M, G, A, E);

e B ciliyuae HaJIWUUA odyara MHGEKIUU — OIeH-
Ky MapKepOB BOCIAJEHUSA U IMOUCK JTHUOJOTHUECKHU
3HaymMoro narorena (moces, II11P);

6) TPOJOKUTH NUHAMUYECKOEe HaOIIoIeHne
1 oOcjemoBaHMe MAIleHTa COBMECTHO C BPAYOM-
MMMYHOJIOTOM, COTJIACHO PEKOMEHIAIMSIM, II0JIY-
YEHHBIM Ha KOHCYJIbTAIIUMU.

Koncynbramnus BpauoM-UMMYHOJIOIOM IOJIMKHA
OBITH IIPOBelleHa He IMO3JHee Bo3pacTa 8 Hemeb.
B pamMKax KOHCYJIbTAIIUU U MOCJEAYIONIEero HabJro-
IeHUs 3a MAIlMeHTOM BPauYy-UMMYHOJIOI'Y CJIENyeT:

1) BHUMATEJIbHO M3YUYUTH BCIO IMOATOTOBJIEH-
HYI0 MEIUITMHCKYIO MOKYMEHTAIIUI0O U TIIATEJIbHO
coOpaTh aHAMHe3;

2) TpoBecTM KJIUHUYECKYIO OIEHKY COCTOSI-
HUS TAINeHTa, HAa OCHOBAHWU KJINHUKO-aHAMHeE-
CTUYECKUX [MAHHBIX IIPEAIOJOKUTD WU HCKJIIO-
yuTh Haguuue BOU;

3) C yuYeToM IIOJYYEHHBIX MAHHBIX U KJIU-
HUYECKON KAPTUHBI COCTOSHMUS IIalMeHTa IIPU
HeoO0XOJMMOCTH HA3HAUNTEL JOIOJHUTEJbHOE JIabo-
paTopHoe obciemoBaHue B Bo3pacte 8 u 12 Hemesab
(moBTopHbI Tect ypoBHA TREC/KREC, ummy-
HO(EHOTUIIMPOBAHNE, IIOBTOPHOE WCCIeIOBaHUE
TyMOPaJbHBIX IIapaMeTPOB HMMyHHuTeTa (001II1e
uMmMmyHoTJIoOyauabl M, G, A, E) u npyrume sa6o-
paTopHbIe TECThI, COTJIACHO pasmenay 4 miIu KJu-
HuyeckuM pexoMenzpanuam (KP) mpu momospernun
KoHKpeTrHOoIT BOI);

4) c y4yeTOM TOJIYYEHHBIX NAHHBIX W KJIUHU-
YeCKOU KapTUHBLI COCTOSAHUSA IallleHTa, IPU Heoob-
XOAWUMOCTH HABHAUUTHL [IOIOJHUTEJIHLHOE WHCTPY-
MeHTaJbHOE 0o0ciiefoBanme (IIPoBeJeHNe PEHTTeHO-
rpadpun OI'K u/mau KT, Y3U mna omeHKU cOCTO-
AHUS TUMyCa U APYTHUX OPraHoOB JUMMAaTUIECKOU
CUCTEMBI);

5) B ciuydae HopmMajams3anuu JaboOpPaTOPHBIX
moxKasarejieili M OTCYTCTBUS KJIMHUYECKUX IIPU-
3uakoB BOW cuwmrarh mamumeHTa YCJIOBHO 3I0PO-
BBIM;

6) B cayuae cOXpaHeHHS OTKJIOHEHU Jabopa-
TOPHBIX PE3YJbTATOB OT pedepeHCHbIX 3HAYEeHUN
U/UIU HaIW4YUSa KIWHUYECKWX npusHakoB BOU
BHECTHU MalMeHTa B peructp nammeHtoB ¢ BOU u
OCYIIIECTBJIATH JaJIbHEHIIee JUHAMUUYecKoe Ha0J0-

IeHre COBMECTHO C YYaCTKOBBIM II€IUATPOM WJIU
IPYTUM KYPUPYIOIIUM CIIEI[AAJIACTOM.

Takoii moaxong K HaAOIIOLEHHUIO MIaIlMEHTOB
13 30HBI BBICOKOT'O PHCKA [0 PAa3BUTHUIO JKU3HE-
YIPOKAIOININX COCTOSHUHN IIO3BOJIUT OOECIeUnTh
aJeKBATHYIO MIPOGUIAKTUKY UHQPEKINi, BKJIO-
yasgi BO3MOKHOE Ha3HAUYEHUE IPOPUIaAKTUUYECKUX
aHTUOMOTUKOB M AHTUMUKOTHUKOB, OPTaHMU30BaTh
PeryJasapHbII MOHUTOPHHI COCTOSHUSA B3I0POBbS
MmarnueHTa, BKJIKOYAs OTCJIEKMBAHUE POCTA, PA3BU-
THUS U CBOEBPEMEHHOE BbIABJIeHNE MH(MEKIIMOHHBIX
3aboJieBaHNil, IPUHATH PeIlleHle O BaKIIMHAIIUU C
y4eToM MMMYHHOTO HPOMUIS M, B COOTBETCTBUU
C HAIMOHAJbHBIMU pPEeKOMeHIalusMu, usbderas
JKMBBIX BAKI[MH 10 YTOYHEHHUS AmarHosa. Taxske
B cayuae mnoATBep:KAeHms auarHoza IIW] obe-
CIIEUNTH MEXKIUCIUIIINHAPHBINA IIOAXON K Jieue-
HUIO, BKJIIOUAS COTPYIHUYECTBO C MMMYHOJIOraMU,
UHPEKIMOHUCTAMY, TIeMaToJIoTaMU U IPYTUMU
CIIeIUaJIUCTAMMU.

3.3. AJIroputM MapuUIpyTH3AIUH MAIMEHTa CO
cumkeHapivMu okasareinavu TREC u/uaun KREC,
ponuBmierocsa o 37-ii HexeJU reCTAIUN

Ecau mamumenT pomuicsa po 37-ii Hegeau recra-
nun, cumkenue ypoBaa TREC mmxe 450 Komwmit
Ha 105 gedikoriurToB u/mam KREC mwmxke 250
konuii Ha 105 JeiKOIUTOB TpeOyeT perecTta IJs
WCKJIIOUEeHUS CHUKEHHBIX pe3yJbTaTOB, CBA3aH-
HBIX C HEJOHOIIEHHOCTHIO.

B namHoM ciayuae y4acTKOBOMY MeAUATPY WU
IPYroMy KYPHUPYIOIIEMY CIEIHAJINCTy CJIeIyer:

1) opranmsoBaTh JUHAMHUYECKOe HaOJOIe-
HUe 3a COCTOSIHMEM 3J0POBbsA MalueHTa U OBbITh
HACTOPOKEHHBLIM K BO3MOYKHBIM IIPOABIEHUAM
BOU;

2) 1o mocTm:KeHUU pebeHKOM 37 HeIeJsb ITOCT-
KOHIIEIITYaJbHOTO BO3PACTA IPOBECTH PETECT YPOB-
Ha TREC/KREC B cyxmx msaTHax KpPOBU;

3) B ciayuyae HOpMaIM3aIl[uUd Pe3yJIbTaTOB U
OTCYTCTBUSA KJINHUUYECKUX IpoaBaeHuit BOU cuwu-
TaTh HAIEHTA YCJOBHO 3I0POBBLIM;

4) B ciyyae COXpaHEHUA CHUIKEHHBIX 3HAYe-
Huii ypoBHeii TREC u/umm KREC pgeficTBOBaTH
COTJIACHO aJITOPUTMY B II. 3.2. HAHHBIX METOAUYEe-
CKUX PEKOMEeHIAIlWA.

3.4. AJXroputM MapHIPYTU3AaIUN HAINUEHTOB,
MOMABIINX B OTAEJ€HHE PeaHHUMAUUHN B IEePBBIA
MecHIl JKU3HU

Bue 3saBucumoctu ot ypoBHa TREC/KREC
IIPU POKAEHUN IMMANMEHTY U3 YKA3aHHOM I'PYIINbI B
TeueHre 24 4 OT MOMEHTA IOIAJLAHUA B OTAeJIeHUEe
peanuMaruu TpedyeTcs IPOBeIeHNe IIOBTOPHOTO
tecra ypoBHaA TREC/KREC.

B ciyuae monyuenus pesyabraroB TREC Brime
450 xonuii Ha 105 geikormuroB u KREC BoImre 250
Konuit Ha 105 JIEMKOIIMTOB 1 OTCYTCTBUS KJIMHUUE-
ckux npusHakoB BOU cienyer cuuTaTh IalnueHTa
YCJIOBHO 3I0POBBIM C TOUKH 3PEHUS II0J03PEeHUS
na BOUN.

B cayuae momamanus pesyiabratroB TREC B
uHTepBasm 100-449 xkonwuit Ha 105 jJeliKOIUTOB 1/
nau KREC B uatepBan 100-249 xkomnwuii ma 105
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JEeUKOIIMTOB HEOHATOJIOTY PeaHWMATOJOTYy WJIHN
IPYTOMY KYPHUDPYIOIIEMY CIIeIIUAJUCTy CJIeayeT:

1) OBITHP HACTOPOYKEHHBLIM B OTHOINIEHUU BO3-
MOJKHBIX ITposBieHuii BOU;

2) opraHuM30BaTh KOHCYJIbTAIIMIO IDaIlMeHTa
BpauoM-uMMyHoOJIoTOM (ouHO mam B pamxkax TMEK
II0 CHUCTEME <«Bpau—Bpad» B PErnoHAJIBHOM IIeH-
TpE);

3) B paMKax MOATOTOBKH K KOHCYJIbTaIlUU
IpOBeCTH JabopaToOpHbIE MCCJIeIOBAHUA:

e 00mMUY (KIMHUYECKUII) aHAJIU3 KPOBU pas-
BEPHYTHIN;

e OMOXMMHUUYECKUIN aHaam3 KpoBu (oOmIumii
0eJIOK, aIb0yMuH, OeJIKOBbBIE (hpaKI[MM, MOUEBHUHA,
KpeaTuHUH, OuMJINPYyOMH OOmmii m ero (paxiiuu,
raoKosa, JIAT, ACT, AJIT, II1dP, CPB);

e mcciieoBaHUE TYMOPAJLHBIX IIapaMeTpPOB
uMMyHUTeTa (0011111e uMMyHOTJIOOyauHbI M, G, A,
E), moBToputrs ucciaemoanue TREC/KREC;

e B ciJydYae HaJU4YUA ovara MH(PEKIUU — IIPO-
BECTH OIEHKY MapKepOB BOCIIAJIECHUS U IMOUCK ITH-
oJIoTMYeCKU 3HAUMMOro martoreHa (moces, IIITP);

4) COBMECTHO C BPAUOM-UMMYHOJIOTOM IIPH-
HATHh pellleHne O TaKTHUKe BeJeHUs TaKOro IaIru-
€HTa, IPOBECTU NMMYHO(peHOTUnupoBanue JuMq@po-
IIUTOB.

B cayuae 61arompusaATHOTO MCXOA YUACTKOBBIN
neguaTp MWW OPYrol KYPUPYIOMIUHN CHEeIuaJNCT
IOJIKeH OpraHu30BaTh oOcjemoBaHUE U JUHAMUYE-
CKOe HaOJIIoZleHNre 3a IIaIlMeHTOM, COIVIACHO II. 3.2.
HACTOAITUX METOAUYECKUX PEKOMEHIAIUA.

4. JlaGopaTopHBIe HCCIETOBAHUA IJIS YTOUYHEHUT
JMarHOo3a M TUHAMHUYECKOT0 HAOIIOXeHUS
MAIMEeHTOB YKa3aHHBIX rpynn (cMm. m. 3)

4.1. Ieas 1a60pPATOPHBIX HCCIETOBAHUIA

B pamMKax QUarHoCTHYECKOrO IIOWCKA U JUHA-
MUYECKOr0 HAOJMIONeHus 34 YKAa3aHHLIMU IIally-
€HTaMHKX Bpad aJJjIeproJior-mMMYHOJIOI BIIpaBe
HasHAYaTh J1abOpPaTOPHBIE MCCJIENOBAHUA C IIEJILIO
YTOUHEHUS [OHAarHo3a U OLEHKU Ja0OpPaTOPHBIX
ImoKasarTejieil B fuHaMuKe. HYacToTa HasHaAUeHUS U
BBIOOD HEOOXOAUWMBIX MCCJIEIOBAHUII IJIs Pa3HBIX
TPYIII IIAaIlMEHTOB OIIMCAHBI B COOTBETCTBYIOIIIHX
pasgesax MaHHBIX METONUYECKUX PEKOMEHIaIlWid.
IIpu mnomospeHum KOHKpeTHOro namarHosa BOU
Jevarnuii Bpadu OOJI:KeH PYKOBOACTBOBATHCS COOT-
BETCTBYIOIINVMMHN KJIMHWNYECKHMMHU PEKOMEHIAaIluAMN
¥ CTAaHJAPTAMU OKAa3aHUSA MEIUIIMHCKON IIOMOIIH
MManueHTaM C IIPeAIIoJaraeMbIiM AUArHO30M (B CIIy-
vyae uX HAJIUYUA).

4.2, OOurmii (KIWHUYECKMII) aHAJIN3 KPOBU
pasBepuyTshIii (B03.016.003)

PasBepuyThiii amanusd KpoBu (BKJiouaa COI
U JeHKOIMUTapHyo (GOPMYJIy) IIO3BOJISIET OIEHUTH
KOJIMYECTBEHHBIE M KAueCTBEHHBbIE XaPaKTePUCTH-
KU (DOPMEHHBIX 3JEMEHTOB KPOBU — SPUTPOIUTOB,
TPOMOOITUTOB U JIEHKOIMTOB, BKJIOUAS IIOMYJIA-
ouu JenKommuToB. Ha ocHOBaHMM IIOJYUYEHHBIX
TaHHBIX MOXKHO CYIUTBL 00 aJeKBATHOCTU reMOIIO3-
3a B KpacHOM KoctHOM Mo3re (KKM) u cremenm
3peJIoCTH KJIeTOK, monaBmiux n3 KKM B KpOBOTOK.

OrxjaoHEeHUsT OT pedepeHCHBIX 3HAYEHUH MOTYT
TaKk:Ke TOBOPUTH O PA3BUTHUU BOCIAJUTEIHLHOTO 1/
WiIn WHQEKIIMOHHOro mpoiiecca (B T.U. KOCBEHHO
YKas3bIBaTh HA €r0 STUOJIOTHIO) W CBUIETEJIhCTBO-
BaTh O HaJINWYUHN JPYTUX IIaTOJOTHYECKHUX IIPO-
IIeCCOB.

W3meHeHnusa B 00IleM aHaJn3e KPOBU, HA KOTO-
pble HYKHO 00paTUTh 0c000e BHUMAHUE:

o squmbornerusa (<2,5x109/x1 mau <2500 neii-
KOIIUTOB B 1 MKJ KPOBU) MOYKET CBUAETEIHCTBO-
BaTb 0 BOU, Tak Kax mpu JgabopaTOpHOM oOcJjie-
IoBaHUU BO MHoOrux cJaydasax BOWM BeiaBiseTcA
aumponienua (1000 aumporiuToB B 1 MKJI KpoBHU
W MeHee); OJHAKO HOPMAaJIbHOE UYHCJI0 JUMQO-
IUTOB He wHCKJoouaeT aumarHo3 BOU u wmoixer
SABJATHCA PE3yJbTATOM TPAHCILJIIAIIEHTAPHOU mepe-
naum auM@OIUTOB OT MaTepu, skcnancum NK u
B-aumpomnuTos;

e metitporenus (<2x109/x nau <2000 HeiTpo-
¢dusoB B 1 MKJ KpOoBU);

e posuHOGpmans (>0,7x109/x1 wau >700 s03u-
HOGUIOB B 1 MKJ KpPOBU) MOKET COIPOBOKIATH
HeliTponeHuio, runepupoayknuoo IgE, ayroum-
MYHHBIE IIPDOIIECChI M BCTpeduaTbCA IIPM MHOI'MX
Ho30J0TMYecKUX cuHApomax IIW]I;

e IIAHIIMTOIIEHNA KaK KpPaWHWI BapuUaHT IIPO-
SABJIEHUN ITUTOIEHUU, HAOJIOJAeMbIll IIPKU arpaHy-
JIOITATO3eE;

e moBbeimienne CO9D aBaseTca HecHenupuue-
CKUM IIPU3HAKOM BOCIIAJE€HUSA, KOTOPBIN MOKET
CBUETEJIBCTBOBATh O Pa3BUTHUU HH(beKHHOHHOI‘O,
ayTOMMMYHHOTO, ayTOBOCIAJIUTEIbHOTO UJIU OHKO-
JIOTUYECKOTO IIpoliecca.

4.3. O0mmit (KIMHUYECKUI) aHAJIN3 MOYHU
(B03.016.006)

OO6muii agaan3 MOYM HEOOXOAMM MIJIsi OIleHKU
BO3MOJKHOM moTepu 6eJKa, UTO MOKET BJIUATL Ha
MoKasaTeJu TI'yMOPAJbHOTO MMMYHHUTETA, a TaKiKe
O OIleHKU (QYHKIIUU NOYEeK U UCKJIIUYEHUS
WMHPEKIIMOHHOTO IIPOIlecca MOUYEBBIAETUTEIbHBIX
oyTen.

4.4. BuoxuMHUUYeCKUii aHAIU3 KPOBU

BuoxuMmunueckuii amaam3 KPOBU HEOOXOIUM
IJsA OIleHKM pPaboThl BHYTPEHHUX OPraHOB, a
TaKKe MCCJIeJJOBAaHUSA YPOBHS O0eJIKOBOTO oOMeHa
I UCKJIIOUEeHUsS OeJIKOBO-d9HEPTETUUYECKON Hemo-
CTATOYHOCTH W CBSABAHHOTO C HEW CHUMKEHUS 3Ha-
YeHUU T'yMOPaJIbHBIX IIapaMeTPOB MMMYHUTETA:

e A09.05.010 HMcciemoBamue ypoOBHS OOIIEro
06esiKka B KPOBU;

¢ A09.05.011 MccaemoBanue ypoBHA aJab0yMu-
Ha B KPOBU;

¢ A09.05.014 Ompeneseriie COOTHOIIEHIA 0eJI-
KOBBIX (hparIiuii MeTomoM 3jieKTpodopesa;

e A09.05.017 WccrmemoBanue ypPOBHS MOYEBU-
HBI B KPOBU;

e A09.05.020 HNccremoBaHuMe YPOBHSA KpeaTu-
HVHA B KPOBU;

e A09.05.021 McciemoBamue ypPOBHS OOIIEro
OuInpyOnHA B KPOBWU;

e A09.05.022 HccrmemoBaHue YpPOBHSA CBOOO-
HOTO W CBA3AHHOTO OMIMpPyOWHA B KPOBU;



e A09.05.023 HNccaenoBaHUe YPOBHS TJIIOKO3BI
B KPOBU;

e A09.05.039 Ompenenenve aKTHUBHOCTHU JIAK-
ratgerugporenassl (JIII) B kpoBu;

¢ A09.05.041 Onpenesienne aKTUBHOCTH acIap-
raramuHorpancdepassl (ACT) B KpoBu;

e A09.05.042 Ompenenenre aKTUBHOCTHU aJia-
HuHaMuHOTpachepassl (AJIT) B KpoBu;

e A09.05.046 OmpenesieHre AKTHUBHOCTH IIfe-
aouHo# (ocdaraswr (II1P) B KpoBuU.

4.5. Mapkepsl BocnaJeHUA

OmneHKa MapKepOB BOCHAJEHUS IIPOBOILUTCS
UL BBISIBJIEHUA WHMDEKIMOHHOTO U BOCIIAJUTE]b-
HOTO TIpoliecca (B T.4u. 6e3 BHIPAKEHHBIX KJINHUUYE-
CKUX TIIPOSABJIEHUI):

e A09.05.009 C-peakrtuBnusiii 6esnoxk (CPB) —
€ro MOBHIMIEHNEe CBA3aHO C J000H BOCIAIUTEIHLHOMN
peakiueii (B T.4. B pe3yJibTarTe pas3BUTUSA WHDEK-
AU, AyTOMMMYHHOM [ATOJOTUU WJIU JIO0ro
mopasKeHuA TKaHell), TaK KaK OH SABJAETCA OeJi-
KOM OCTpPOIi (hashbl BOCIAJIEHUS;

e A09.05.009 IIpOKaANBIIUTOHUH — MAapKep
BocHasieHusi (IPEeUMYIIEeCTBEHHO OaKTepUaJIbHOMN
IIPUPOJLI).

4.6. OmnpeneneHne YPOBHS CHIBOPOTOUYHBIX
umMMmyHorsooyaunoB IgG, IgM, IgA, IgE

O1meHKa YPOBHS CHIBOPOTOUHBIX MMMYHOTJIO0Y-
JIMHOB MOJKET BBIABUTH CHUKEHUE YPOBHS T'yMO-
PaJbHBIX ITApaMeTPOB UMMYHUTETA:

e A09.05.054.001 HccraemoBaHue ypOBHS 00-
mero uMMmyHoryIo0yanuHa E B KpoBu;

e A09.05.054.002 HccaemoBaHMe YpPOBHS 00-
IIIer0 UMMYHOTJIOOYJIMHA A B KPOBU;

e A09.05.054.003 HccaemoBaHue ypOBHS 00-
mero uMMyHoTJI00yanHa M B KpoBu;

e A09.05.054.004 HccraemoBaHuWe YpPOBHS 00-
mero uMMmyHoryiooysanaa G B KpOBH.

CHM)KeHUe BO3PACTHBIX B3HAUEHUN YPOBHS
VMMYHOTJIOOYJINHOB JOJKHO OBITH IMOATBEPIKAEHO
IBYKpaTHO [26].

Ilpu ompegeneHVu YPOBHS CHIBOPOTOUHBIX
VUMMYHOTJIOOYJIMHOB BajkKHO YUYUTHIBATH HUSKUE
BO3paCTHBIE HOPMBI y JeTeil mepBOoro rojga sKU3HU.
OmneHKa YpPOBHS WMMYHOTJIOOYJWHOB HEPEIKO
ABJAETCA MaJOUH(DOPMATUBHON B TIOCTAHOBKE
nuarnoda TKWH, omgHako maa apyrux @(opm
BOMH, a Takke B paMKax AUHAMHUYECKOH OIeHKU
MmoKasarejeil aHTUTEJIbHOTO MMMYHHOTO OTBETa Y
UMMYHOKOMIIPOMETHPOBAHHBLIX [MAI[MEHTOB JaH-
HBI BapuaHT JIa00PaTOPHOTO MCCJIEIOBAHUSA ABJIA-
eTcs MOKa3aTeJbHBIM.

He crour 3a0bIBaTh TaKiKe, UTO BBICOKUE YPOB-
o IgG B mepBbie MeCAINbl KU3HU OOYCJIOBJIEHBI
MepCUCTeHI[Nel MaTePUHCKOr0 UMMYHOTJIO0yJInHA,
MOJIYUEHHOTO TPAHCILIAIEHTAPHO, ¥ MOILYT HMMETh
MECTO y MJIAJeHIIeB.

4.7. KoauuecTBeHHOe ompeaeeHUe YPOBHS
TREC/KREC B cyxux maTHax KPOBHU

Ha pgawmmbIli MOMEHT wHCCJeOBaHUE YPOBHA
TREC/KREC He BHeCeHO B aKTyaJbHYIO BEPCHUIO
HomeHKJIaTypPhl MEAUIMHCKUX YCJIYT, IO9TOMY He
MMeeT COOTBETCTBYIOIEero Koma. OmHAKO MAaHHBIN

TECT HECOMHEHHO HABJAETCA OTHUM U3 KJIIOUe-
BBIX CIIOCO0OB JWATHOCTHUKU ¥ JIUHAMUYECKOTO
HaOJIONeHUA O TalMeHTOB C IIOJO3PEeHUEeM Ha
BOU. PesyabTaThl KOJUYECTBEHHOTO OIIpeaesie-
Husa ypoBHa TREC/KREC merogom ITIIP B peanb-
HOM BpEeMeHHU HeOO0XOAWMO WHTEPIPETUPOBATH
corjgacHo ped)epPeHCHBIM 3HAUEHUSAM N3 UHCTPYK-
IUU TPOUIBOAUTENA K IIPUMEHIeMOMY Habopy
peareHTOB.

4.8. HmmyHo(deHOTUIHPOBAHNE Tmepude-
PUYECKOll KPOBU /[JA BBIABJIEHUA CYyOIOILyJsi-
IIMOHHOTO cocTaBa JuUMGOIUTOB (OCHOBHBIE)
(A12.30.012.005) [27]

WccnenoBaHue MO3BOJISET BBLIBUTH OCHOBHBIE
cybmonyaAnuy JUM@OIUTOB U OIEHUTHL H3MEHe-
HUA B KJETOUHOM 3BeHEe MMMYHUTEeTa. B pe3yib-
Tare JabOPaTOPHOTO WCCJENOBAaHUS Bpad JOJKEH
MOJNYUYUTh WHQPOPMAIUI0 00 OTHOCUTEJNBHBIX U
a0COTIOTHBIX 3HAUEHUAX TaKUX CYOIOIyJIAIIni
JM(pOIIUTOB, KaK:

o T-numdonurer CD3+ (B T.u. T-xemmepsl
CD3+CD4+, T-muroToKcHUUuecKre JUM@POIUTEI
CD3+CD8+ u mausHble T-mumdornursr CD3+CD4+
CD45R0-CD45RA+);

e B-tumdornurer (CD19+);

e NK- u NKT-nmumdornurs: (CD3-CD16+CD56+
u CD3+CD16+CD56+);

e axTuBupoBaHHble JuMmdonutsl (CD3-HLA-
DR+ u CD3+HLA-DR+).

IIpu HAIWYUM BO3MOIKHOCTU II€JIeCOO0Pa3HO
TPOBOAUTEL OIEHKY TaKUX CYOMOMyJaAnuil JuM@O-
IIUTOB, KakK [28]:

¢ B-immmoruter HaueHble (CD19+CD27-1gD+);

e B-mumdonuThl maMATU HENEPeKJIOUeHHbIe
(CD19+CD27+IgD+);

e B-nmumdonuTsl
(CD19+CD27+IgD-);

e B-tumdornuter Hespesasie (CD19+CD211low);

IIaMATnu IIePEeKJIOUYEeHHBbIEe

e B-mumdomnurer TpausutopHisie (CD19+
IgMhiCD38hi);

e masmobsacTel (CD19+IgM—-CD38hi);

e T-nmumdonurer mnamaru (CD3+CD4+

CD45R0+CD45RA~);

e T-perynsaropusie aumporiutrel (CD4+CD25+
CD127-) u gp.

4.9. BakrtepuoioruuyeckKue IOCEBBI OHMOMa-
TEepHajia € OIpeJdeIeHHEeM YYBCTBUTEJIbHOCTH K
aHTHOAKTEePHAIBHBIM IIpernapaTam

IToceBbl OmoMaTepuaa Ha asdpoOHbBIE, (PAaKYIb-
TaTUBHO-aHA’POOHBIE, aHAIPOOHBIE MUKPOOPTaHU3-
MBI, a TaksKke rpubbl C OIpegeeHNeM UyBCTBU-
TeJIbHOCTU BBIJEJEHHBIX IIITAMMOB K aHTUMUKPOO-
HBIM IIperapaTraM CO CJIU3UCTBIX OOOJIOUEeK W U3
oyaroB MH@eKIUU (BKJIOUYAS MOCEB KPOBU U MOYM
P COOTBETCTBYIOIEH CHUMITOMATHUKE), a TaKiKe
IOCEBBI KaJia, KUAKOCTA OPOHXO0AJIbBEOJAPHOTO
JaBaka, JUKBOpa U OWOIICUITHOTO MaTepuaja
HeoOXOAMMO TMPOBOAUTH BCETAa IPU HAJIUUUUA
UHMDEKIMOHHBIX 0YaroB [Jid BBIABJIEHUS BO30Y-
OUTEJA W OIPEIeJIeHUs €ro UyBCTBUTEJIbHOCTUA K
AaHTUMUKPOOHBIM IIperapaTtaM (Tak KaK B cjaydae
BOUM ouenb BBICOKA BEPOSATHOCTh PA3BUTUA XPO-
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HAYECKUX WU PEIUAWBUPYIOIINX WHOEKIUH, a
TakyKe MHMDEKIUN ¢ KpaliHe TS)KeJbIM TeUueHueM
W PE3UCTEHTHOCTHI0O K Ha3HAUEHHOMY JI€UEHUIO).
Pexomengyercsi omuchiBaTh HE TOJBKO (heHOTHU-
nuyecKue TMPU3HAKU PE3UCTeHTHOCTU K AaHTHU-
MUKPOOHBIM IIpelraparaM, HO U HCCJIeIOBaTh MeXa-
HU3MBI (DOPMUPOBAHUS PE3UCTEHTHOCTH, B T.U. C
nomoitbio IIITP-recToB Ha reHbI PE3UCTEHTHOCTU
(manpumep, mjs BbeiABIeHuA renoB KPC, OXA,
vanA, vanB, MRSA, VIM, IMP u NDM).

4.10. Jla6opaTopHas AUArHOCTHKA BUPYCHBIX
nHbeKun

B cayuae momospeHusi Ha IIPUCOeAVHEHUE
BUPYCHOW wuHGMpeKnuu (Hanpumep, UWHOEKIIUH,
BBI3BAHHOW OJHUM U3 I'epIIec-BUPYCOB) HEOOXOIMMO
npoBoauTh IIIP-guarHocTuKy wWaIM cepoJoruye-
CKYIO IMAarHOCTUKY BUPYCHBIX mHpexrruii. Ciexyer
y4ecTb, UTO manumeHTaM c nomosperHmeMm Ha IIN]IT
C IIPemMYIIeCTBEHHOIl HEeJOCTATOYHOCTHIO CHUHTE3a
AHTUTEJI AJs AWATHOCTUKU BUPYCHBIX U JIPYTUX
uHbpeKuii mMeTogoM BbIOOpa saBasercsa III[P-PB,
TaK KaK CepPoJIOTUYECKUe MEeTOIbl TUATHOCTUKU He
nHMOPMATUBHLI B JaHHON IpyIle marueHToB [29].

4.11. [Ipyrue JadopaToOpHbIe MCCJIEeI0BAHMSI

IIpu HaMMUUM BOBMOYKHOCTHM W KJIUHUUYECKON
HEe0O0XOAMMOCTH MOJKHO IPOBOAUTHL W Ipyrue, He
yKasaHHbIe B [JaHHOM pasiejie, NMMYHOJIOTHYE-
CKUe HCCJIeJOBaHUS:

e yiccJIeJOBaHNEe YPOBHSA KOMIIOHEHTOB KOMILIE-
MeHTa U ero GpaKIuii B KPOBU;

e uccJielOBaHNE YPOBHA IMOCTBAKI[MHAJIBLHBIX
aHTUTEJ;

e yccaenoBanue (GaroruTapHOl aKTUBHOCTH U
peakIuy KUCJIOPOIHOT'O B3PHIBA;

e 1IcCJIeIOBAaHME MUTOTE€HHOI'0 OTBETA;

e yCcCJIeOBaHME SKCIPECCUU OTAEJIbHBIX OeJ-
kKoB (SAP/XIAP, WASP, BTK, CD40 u CD40L,
FOXP3 u np.);

e mccieqoBaHUE SKCIPECCUU BHYTPUKJIETOU-
HBIX IIUTOKWHOB M WX YPOBHS B OMOJOTUUYECKUX
JKUIKOCTAX;

e npyrue crenuduyecKrue UMMYHOJOTUUYECKUE
TECTHI.

Kpome Toro, B ciiyuae BBIABJIEHUS COIYTCTBY-
IOIIX TIATOJIOTUI JiabopaTopHbIE WCCJIETOBAHUS
HEe00XOAMMO IIPOBOAUTH COTJIACHO KJIWMHUUYECKUM
PEKOMEeHIAIMAM U CTaHJapTaM OKAa3aHUsA MeIu-
IUHCKOM MOMOIIX IO CONYTCTBYIOIIIMM HO30JIOTHU-
AM (Hampumep, ayTOUMMYHHBIM 3a00JIeBaHUAM).

4.12. 'eHeTHUECKHNE MCCJIEeTOBAHUI

IIpu HeoO6XOAUMOCTH IOATBEPAUTH TEeHEeTH-
yecKU MexaHuW3M BbIgABJIeHHoro BOWM mocie
KOHCYJbTAIlUU C BPAYOM-TE€HETHUKOM MOTYT OBITH
HasHaUYeHbl CIeIUAJbHbIE I'eHEeTHUUYEeCKUe WCCJIeO-
BaHUSA B IPOGUIBHBIX TeHEeTUYeCKUX JiabopaTo-
pusax.

5. BaknuHanus MamueHTOB CO CHUYKEHHBIMU
nokasareasavMu TREC/KREC nmo pesyasratam
PacUIMPEeHHOT0 HEOHATAJHHOTO CKPUHUHTA

ITanueHTHI CO CHUMKEHHBIMHU IIOKA3aTeIsaMU
TREC u KREC umerT BBICOKUI PUCK HAJIUYUSA

BOMU. B »sToii cBsA3M BaKIMHAIMA SAaHHOI KaTero-
puu gereil MOJKHA IPOBOAUTHCS C yUETOM CJIEdy-
omux npuHnunoB [30]:

1) uMMyHOJIOTHUECKas OIleHKa: Iepel BaKI[U-
Hamueil HeoOXOAMMO MPOBECTHU [AeTalbHOE NMMY-
HOJIOTUYECKOoe o0cJyiefjoBaHUEe MAJs OIpeaesIeHus
TUIIA U CTEIeHU MMMYHOIe(dUIINTa;

2) XuBBIe BaKIUHBI: u30eraTh IPUMEHEHUS
JKUBBIX AaTTeHYMPOBAHHBIX BaKIIMH, TaKUX Kak
BIJK, BakmmHa IPOTHUB KOPH, IIApPOTUTA U Kpac-
nyxu (KIIK), BakIiuHa IPOTHUB BETPAHOM OCIIBI, 0
YTOUHEHUsI OUarHo3a U OIeHKU (GYHKIIMU UMMYH-
HOM CHCTEMBI;

3) UWHAKTUBUPOBAHHBIE BaKIIUHBLI: WHAKTHU-
BUPOBaHHBIE BAKIIWHBI, BKJIOUYAsS BAKI[MHBLI IIPO-
TUB Au@Trepuu, CToJOHAKa, KokJioma (AKIC
niu AJIIC), monmomuenura (UIIB), remoduibHOMA
nnpexknuu Ttuna b (Hib), ITHeBMOKOKKOBOI u
MEHUHTOKOKKOBOM MH(eKInuu, rematura B, MoryT
ObITH WKCIIOJIB30BAaHbI, COTJIACHO HAIMOHAJIBLHBIM
PEKOMEeHIAINAM U WHAWBUIAYAJIbHBIM UMMYHOJO-
TUYEeCKUM OCOOEHHOCTAM ITal[MeHTa;

4) MOHUTOPUHT U OIleHKa OTBeTAa Ha BaKIIU-
HaAIMIO: TOCJie BaKIMHAIINU OJIA IIOATBEP:KIeHUS
2 (GeKTUBHOCTU BaKIUHAIIUU CJIEAYeT IIPOBECTH
OIIEHKY MMMYHHOTO OTBETa, BKJIIOUAs H3MepPeHUe
YPOBHEH crmenupuuecKux aHTUTEeJ;

5) MHOAWMBUAYAJNbHBLIN ILJIaH BaKIMHAIIUUW: Pas-
paboTaTh MHAWBUAYAJIBHBIM IJIaH BaKIMHAIIUUA HA
OCHOBE TEKVIIEr0 COCTOSAHUSA MMMYHHOMN CHCTEMBI
marueHTa U B COTPYAHUUECTBE C UMMYHOJIOIOM;

6) mnpopuiraxkTuka wuHPeKHuii: 00ecIeuuTh
aZeKBaTHYI0 MNPOGUIAKTHUKY UHPEKIU, IIpu
HEoOXOAMMOCTH BKJIIOUas aHTHOAKTEPUATIbHYIO U
AHTUMUKOTUYECKYIO MPOPUIAKTUKY;

7) KOHCYJIbTAIIUSA UMMYHOJIOTA: B cIy4yae Heoo-
XOOUMOCTH IIPWBJIEYh CIeIHaaucTa B 00JacTu
UMMYHOJIOTUU IJI KOHCYJIbTAIIMHM U COBMECTHOTO
IIJIAaHUPOBAHUS BaKIMHAIIWU.

6. Bose3Hu mepmoga HOBOPOKIEHHOCTH,
accomuupoBanusie ¢ UJIC

3aboJsieBaHUSA PAHHETO HEOHATAIBLHOTO IIePHOZA
00yCJIOBJIEHBI IIPEXKIEe BCETO PACCTPOMCTBAMMU, BO3-
HUKIIUMY BHYTPUYTPOGHO UJIU B IPOIlECCE POMOB.

YKasaHHbIe HapYIIeHUS TEYEeHUSA IeCTaIllOH-
HOTO TIIpoIlecca IIPOTEKAI0T C DPA3JIUYHOI cTelle-
HBI0O BBIPAYKEHHOCTH II€PUHATAJIbHON TI'HIIOKCUU.
CiyleicTBUEM BTOrO SABJIAETCA DPA3BUTHE THMYycCa
IJIOfa B YCJIOBUAX XPOHUUYECKOI'O0 KHCJIOPOJHOTO
rojoraHusa u ero MophodyHKIVMOHAIBHASA Hespe-
JIOCTh K MOMEHTY pOXKIEHUs, KOTODbIe WIDAIOT
BayKHYIO POJIb B YCTOMYMBOCTHU OpraHu3Ma peGeHKa
K UHQEeKIUM U JApyruM 3a0oJieBaHUAM, CIIOCO0-
CTBysl HapyIIeHUAM aJalTaluy K BHEYTPOOHOMY
cymiecTBoBanuio [31].

B mnepBble IHU KU3HU BO3HUKAIOT TI'HOWHO-
cenTuyecKre 3aboJieBaHUS, NMUOLEPMUs, OAKTEPU-
aJbHbIe U BUPYCHBIE IOPAKEHUS IbIXaTeJIbHBIX
nyTell U KUIIeYHUKa. JIerKocTh MHMUIVMPOBAHUA
00bsicHAETCA OCOOEHHOCTAMY MMMYHHOH CUCTEMBI,
XapaKTePHBIMU IJIsI 9TOTO IIePUOJA.



B mosameM HeoHATaJbHOM II€PUOJE TaKiKe
MOT'YT BBIABJATbCA 3a00JieBaHUSA, CBABAHHBIE C
maToJorueil BHYTPUYTPOOHOTO ¥ pPaHHEro Heo-
HATaJbHOTO IIePUONOB, IIePEUUCJeHHbIE BBIIIE:
BAJIOTEKYIIIE BHYTPUYTPOOHbIE U MPUOOPETeHHBIE
UHMEKINY, B T.4. IYIOYHBIN CeICcuc, MepuHaTaAb-
"Hoe mopaskenue ITHC rumoxcuuecKu-TpaBMaTHIyue-
ckoro resesa [32].

6.1. CraHoB/IeHUEe MMMYHHOI CHCTEMBI Yy AeTeil
B YCJOBHSX BHYTPHUYTPOOHOrO0 PA3BUTHS U B MEePHU-
oe HOBOPOKIEHHOCTHU

NMMyHHAsA cuUCTeMa, BBITIOJIHAS POJIb PEryJis-
TOpa KJIETOYHOI'O TOMeocTa3a pebeHKa, Hapsay C
ITHC m sHAOKPUHHON CHUCTEMOI yYacTBYeT B IIO[-
Jep:KaHUU U COXPAHEHWU ITOCTOSHCTBA BHYTPEHHEeN
cpenbl opranmaMa pebeHKa U yCTAHOBJIEHUU OIITHU-
MaJILHOTO OajiaHca BO B3aWMMOOTHOIIIEHUAX C OKPY-
sKaromieil cpenoii. IMMyHOIOTMYEeCKE MeXaHU3MBI
y4acTBYIOT B IIaTOTeHe3e OCHOBHBIX 3a00JieBaHU
meprHATAJILHOTO mepuoja. Bmecre ¢ TeM afeKBar-
Hoe (QYHKIIMOHUPOBAHUE CUCTEMbI MaTh—ILJIalleHTa—
IO OIpefesieTca B T.4. HUMMYHOJIOTMYECKUMU
B3aMMOOTHOIIIEHUAMY MEKIYy HUMU. B 8T0i cBA3H
0oJIbIIIOE 3HAUEHWE MMEIOT O0COOeHHOCTH (hOPMUPO-
BaHUA WMMYHHOH CHCTEMBI ILJIOAA B 3aBUCUMOCTH
OT XapaKTepa TeueHUs TeCTAI[MOHHOTO IIpoIlecca.
Ona ¢opmupyercsa IO BO3JeHCTBEM MAaTepPUH-
ckoro xuMepusma (oOMeHa KJIETOUHOW WMMYHHOU
CHCTEeMBbI MaTepu), MHTPAILIAIEHTAPHBIM IIaccaskeM
MMMYHOTJIOOYJIMHOB U IIUTOKUHOB, (haKTOPOB poCTa,
BO3[eMiCTBEM MUKpoOOMoMa M WHMEKIUi MaTepu.

¥ mioga aromuTel, IPUCYTCTBYIOIIE Ha CTa-
OIUU Pa3BUTUSA JKEJITOUHOI'O MeIIKa, UTI'PAIOT BaK-
HYI0 POJIb B PA3BUTUU BOCIAJUTEJBHON peakIuu,
KoTopas OopeTcsa ¢ 0aKTepUaIbHON U TI'PUOKOBOIM
unHpeKnuei. 'paHyJIOIUTHI MOTYT OBITH BHIABJIECHBI
Ha 2-M MecsAlle 6epeMeHHOCTH, U MOHOITUTHI MOTYT
ObITh OOHAPYKEHBI Ha 4-M MecsdAle. YPOBEHb UX
GyHKIIMI Bo3pacTaeT ¢ yBeJWUEHUEM TeCTaIlOH-
HOTO BO3pacTa, HO HPU POKAEHUHU BCe eIe ocTa-
eTcsi HUBKUM. VIMMYHHBIH OTBET 00ecIiedyuBaoOT
BpPOJKIEeHHbIe (haKTOPHI, B T.Y. UMMYHHBIE KJIETKH,
B 0oJIbIllell cTelmeHU HEeHTPO(hUIbHOE 3BEHO.

IIpu pokIeHUU YJIBTPACTPYKTYPHI HEHTPO-
¢usoB HOpMaJbHBIE, HO y OOJBIIMHCTBA HOBO-
POKIEHHBIX XeMOTaKCUC HeNTPOMUJIOB U MOHO-
IIUTOB CHUKAETCS M3-3a HU3KON (PYHKIIMOHAJILHOM
aKTUBHOCTU MU Aa[resuu KJETOK K IIOBEPXHOCTHU.
9T (PYHKIHUOHAJbHBIE OePUIUTHI HEUTPO(MUIOB
COXPAHATCS Y HEeJOHOIIIEHHBIX HOBOPOKIEHHBIX.

KneTku BpoOKIEHHOTO HMMMYHUTETA — HATY-
panbHble Kuiepbl miau NK-KJIeTKU MOABIAIOTCS
B MeYeHU ILJIoJa uepe3 5 Hemesb ¢ Hayaja recra-
muu 1 K 6-i1 Hemese cocraBiagioT oT 5% 10 8%
KJaeToK nmeuenu. K 18-i1 Hegesie recranuy UX JOJS
BospactaeT mo 15-25%. Oum ob6samamoT CII0CO0-
HOCTBIO K AaHTHUTEJO0OIIOCPEeIOBAHHON KJIETOUHOM
IUTOTOKCUYHOCTH. Bosiee Hu3Kasg (PYHKIIMOHAJb-
Had aKTuBHOCTh NK-KJIIeTOK HOBODPOMKAEHHBIX II0
CPaBHEHUIO CO B3POCIBIMU OOBACHSAET IPUUUHY
MOBBIIIIEHHONH BOCIPUMMYMUBOCTUA TMEPBBIX K DALY
UHPEKINH, TAKUX KaK repreTuyecKas MHPEKITUA.

AnanTuBHBIN MMMyHUTET Qopmupyercs Bo II
TpuMecTe OepeMeHHOCTH. KjeTouHas WMMyHHas
cucrteMa HauyuHaeT (QYHKIIMOHMPOBATH B COOTBE-
cTBUu ¢ (OpMHUPOBAHMEM THMYycCa U TeHepOBBIX
OJIAINIEK KUIIeUHUKA.

B-kjgeTKu mioza CHOCOOHBI CHUHTE3WPOBATH
HebOoJIbIIINe KOJUYEeCTBA MMMYHOTJIOOYJIMHOB, a
3alUTy OT MHUKPOOHBIX BO30yauTeseii obecime-
YUBaeT NMacCHUBHOE NpPUoOpeTeHHe MaTePUHCKUX
UMMYHOTJIOOYJINHOB, IMUPKYJUPYIOINIUX B Teue-
HUEe HECKOJbKUX MecAneB. ['yMOpalbHBI UMMY-
HUTET HaYWMHaeT Pas3sBUBATHCA IPUMEPHO ToTrha
JKe, Korja u KJeTouHblli. [Ipe-B-KaeTKku moaBiad-
I0TCA B IIEUEHU IIJI0Ja Iocje 8 Heesb OT HavyaJja
recranuu. J3peable B-KJIeTKU, 9KCIPeCCUPYIO-
e MMOBEPXHOCTHBIE MMMYHOTJIOOYJIMHBI, TOAB-
aamorca K 10-i1 Hemese recranuu m ysKe Ha 18-i
Hemese aOCOJIOTHOE YKCIO0 IMUPKYIUPYIOIIUX
M CceJe3eHOUYHBIX B-KJeToK mnpubimixaerca K
B3POCJIOMY YPOBHIO. B HOpMe IPOAYKIIUA UMMY-
HOTJIOOYJIMHOB IIJIOJA HEe3HAUYNTeJNbHA, a HeJI0oCTa-
TOYHOCTh T'YMOPAJBbHOTO MMMYHUTETA CBA3aHaA C
byHKIUOHUPOBaHUEM T-peryiadaTopHBIX JUMGDO-
IIUTOB.

IIpenmiectBeHHUKY T-1UMAOIUTOB OBLIN OOHA-
PYJKEHBI B JKEJITOUHOM MeIIIKe, TeYeHN U Me3eHX M-
MaJIbHOM TKaHU TPYAHON KJETKU 8-HeAeJILHOrO
sMOpuoHa uejoBeKa. IlpumepHo K 14-ii Hexe-
Je OepeMeHHOCTH HaunHaeT (YHKIMOHUPOBATH
TUMYC, B KOTOPOM HAKAaIJIUBAIOTCSA CTBOJIOBBIE
TeMOIIO9TUUECKUEe KJETKU IJA PasBUTUA JUMOO-
nuToB. Kpome Toro, Ha 14-ii Hemesie recramuu
T-KJIeTKM TPUCYTCTBYIOT B dSMOPUOHAJIBLHOUN IIeue-
HU U ceJie3eHKe, YTO YKal3bIBaeT Ha (hopMUpOBaHUE
K 9TOMY BO3PACTy 3peJblX T-KJIeTOK BO BTOPUYHBIX
nepudepruueckux JUMGMOUAHBIX OpraHax. Tumyc
Hanbosee akTuBeH Bo II m III TpmmecTpe Gepe-
MEHHOCTUU M B PAHHUH IMOCTHATAJIbHBIN IIEPUO/.
OH OBICTPO pacTeT BO BHYTPUYTPOOHOM IIepuoje
M XOPOIIIO 3aMeTeH Ha peHTreHorpaduu rpymHO
KJETKU Yy S3J0POBBIX HOBOPOMKIEHHBIX, DOCTUTAA
HamboJbIllero pasmepa B Bo3pacte 10 jeT, u 3aTem
TOABEPraeTcs MOCTEIIEHHON MHBOJIOIUY B T€UEHUE
MHOTHX JIET.

KonanuectBo T-KJIETOK B KPOBU ILJIOJA IIOCTE-
MeHHO yBeJuuymBaeTcs B TeueHue I Tpumectpa
recTaluu ¥ JOCTUTaeT IOYTH HOPMAJbHOTO
ypoBHA Ha 30-32-ii Hemene OepemenHocTu. Ilpm
POKIEHUM MJIAJEeHIIbI WMEIT OTHOCUTEJIbHBIN
T-numdoruTos o cpaBHEHUIO €O B3pOCAbIMU. Tem
He MeHee T-KJIeTKM HOBOPOMKIEHHBIX He PaboTaroT
Tak 3(QPEeKTUBHO, KaK B3pocjblie T-I1uMQOIUTHI.
Hanpumep, T-KJIeTKM HOBOPOMKAEHHBIX HE MOTYT
aZleKBaTHO pearupoBaTh Ha AHTUTEeHbl U BbIpaba-
THIBATHh IIUTOKUHBI [32].

6.2. OyHKIIUOHMPOBAHUE UMMYHHOH CHCTEMBI
B HEOHATAJHLHOM IIEpHUOJe

NmmynHas (GyHKOUA IUIOAA Pa3BUBaeTCA Ha
OPOTSAKEeHUU BCcell OepeMeHHOCTH, TaKuM obOpa-
30M, HE3PeJOoCTh HNMMYHHOH CcHUCTeMBI HambO-
Jlee BBIpa'KEHA y HEJOHOIIIEHHBIX OeTel, DPOAMB-
muxcsa Ha 0ojJee PaHHUX CPOKaxX OepeMeHHOCTH.

KOMEHAALIUU
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BoJbIIMHCTBO MMMYHHBIX MEXaHHU3MOB He IIOJI-
HOCTBIO (PYHKIIMOHUPYIOT Oake Y MTOHOIIMEHHBIX
nerei.

AOGCONIOTHBIIT ¥ OTHOCUTEJNBLHBINA JUMMOIH-
TO3 BIJIOTH OO IIyOEPTATHOTO IIepHofa OTpa’KaeT
dusmosoTUUEeCKUII IIPOIECC «O00yUeHUA» KJIOHOB
B-KJIeTOK pacmo3HaBAHUIO UYYKEPOTHBIX AaHTH-
TeHOB. 3aBepIlleHre 9TOro mpollecca K 5—7 romam
BelleT K M3MEHEeHUIO0 (POPMYJILI KPOBU, B KOTOPOI
HeHTPOGUILI HaUMHAIOT JOMUHUPOBATH, a JUMQO-
IIUTHI B OCHOBHOM HECYT UMMYHHYIO ITaMATh.

ITepuon HOBOPOMKIEHHOCTU SABJIAETCA IIEPBBIM
KPUTUYECKUM IIEPUOJOM, KOTJA OIpPeaesIaioTCs
GyHKIUOHANABHBIN aucbamanc T-auMdomnuTos,
pacxoxkmeHre (PEeHOTHUIOB WM (PYHKIIUU ISTUX KJe-
TOK, B CBOIO Ouepenb, B-KJeTKU HeCcyT Ha CBoei
TOBEPXHOCTY MapKephbl, OTPAaHUYEHHO CIIOCOOHBIE
K CHHTE3y UMMYHOTJIOOYJMHOB, B ocHOBHOM IgM.
Copmep:kaHue B KPOBU HOBOPOKIEHHBIX IeTeil
T-1uMdOIUTOB HE OTJIUUYAETCA CYI[eCTBEHHO (Mau
HECKOJbKO ITOHUKEHO) OT COMepP:KaHuA dTUX KJe-
TOK B KPOBU B3POCIBIX Jiomeii. B 1emom, KJe-
TOUHBII MMMYHHUTET K POKIEHUIO c(hopMUPOBaH
JIOCTATOYHO, MMEEeT BBICOKUU IIPOIEeHT T-KJIETOK,
HO (PYHKIIMOHANbHAS AaKTUBHOCTH 3THUX KJIETOK,
0COOEHHO II0 OTHOINIEHUI0 K MHUKPOOHBIM aHTHUTe-
HaM, CTAHOBHUTCS JOCTATOYHOHN JulIb K 6—12 me-
cAlaM JKU3HU.

I HawWJIydIliero IMTOHWMAaHUSA IaTOJOTHYe-
CKUX IIPOIECCOB C BOBJIEUEHUEM MMMYHHOTO MeXa-
HM3Ma WX CJeIyeT YCJIOBHO pas3leluTh Ha [OIBe
OCHOBHBIE TPYINBI — UMMYHO3aBUCUMbIE U UMMY-
HoaccouUpoOBaHHbBIe. I[IpyM WMMYHO3aBUCUMBIX
COCTOAHUAX (TIEPBUUYHBLIX W BTOPUYHBIX UMMYHO-
meunuTax, 3JOKAUEeCTBEHHBIX, JuM@ponpoaude-
PaATUBHBIX, AaJJIEPTUYECKUX, AYTOUMMYHHBIX WU
UMMYHOKOMIIJIEKCHBIX 3a00JIeBAHUAX) U3MEHEHU
JIUM@MOUTHON CHUCTEMBI ABJAIOTCI BeAYIIUMU U
TpeOyIOT HasHAUEHUS OCHOBHOTO KOPPErupyio-
ero, 3aMeCTUTENbLHOr0, CTUMYJUPYIONIeTO WU
CyIIpeccUpyIoniero jJeueHus. [Ipu mMMYyHOAaCCOITH-
WPOBAHHBLIX IIpolieccax (MHMPEKIMOHHBIX, BOCIA-
JUTEJIbHBIX, MeTa00JINUYECKUX, JUCTPOPUUECKUX U
Ip.) U3MeHeHUs MMMYHHOTO CTATyCa BBIMOJHAIOT
BajKHYIO, HO Uallle BCEro BCIIOMOTATEJIbHYIO POJIb,
a COOTBETCTBYIOIAA TePAIlUsA SABJIAETCA MOTOJIHU-
TeJbHOUW. B ciyuae reHeTmuecKu OOYCJIOBIEHHBIX
IedeKToB MMMYHHOH CHUCTEeMBI M3MEHEHUS MOTYT
OBITH HESBHBLIMHU, 03 KYIHPOBAHUSI KOTOPBIX
nedeHue Oyzer HeapdeKTUBHBIM [31].

6.3. 'pynnsl pucKka Mo pa3sBUTHIO WH(PEKITUOH-
HBIX OCJIOKHEeHMIA

BPoccuu Ha TPOTSAKEeHUY MHOTUX JIET BBICTPaN-
BaJIach CHCTeMAa MeINaTPUIECKUX JieueOHO-TTPodu-
JaKTUYECKUX YUPEKIEHUH, B KOTOPBHIX ITPOUCXO-
IUJI0 HabJIIofeHe 3a JeTbMHU C CAMOTO POMKIEeHUA.
B pesyabraTe auHaAMUYECKOTO HAOJIIOMZEeHUS U
OIleHKHU IoKasaTeyeil u (PaKTOPOB, HPEZIIIEeCTBY-
IOMUX Pa3BUTUIO TeX WJIM WHBIX 3a00JieBaHUIM,
ObLTM C(POPMHUPOBAHBI TaK Ha3bIBaeMbIe «TPYII-
Obl PHUCKa [OeTell Iepuoma HOBOPOMKIEHHOCTH».
T'pynma pucka o3HauaeT 0ojiee BBICOKYIO, UeM

y IOPYTUX, BEPOSTHOCTH PAa3BUTHUA KaKOT0-IubO0
3abosieBaHUSA ¥ peOeHKa.

CorsiacHO IefiCTBYIOIIUM METOINUYECKUM PeKo-
MeHganmuAM [33] BBIZEJIAIOT HECKOJbKO TPYIO
pucka.

K rpymime BBICOKOTO pucKa MOYKHO OTHECTH:

e HOBOPOMKAEHHBIX meTell, IepeHecIInX BHY-
TPUYTPOOHO WJIU Cpasdy IIocje POKIeHUA KaKoe-
aubo 3abojieBaHme, ITATOJOTUUYECKOE COCTOSHUE
(metu ¢ BHYTPUYTPOOHBIM WHPUIIMPOBAHUEM,
mocJie achukcum, pomoBoit TpaBmbl, I'BH);

® HETOHOIIIEHHBIX IeTell;

® TIePEHOINIeHHBIX MeTell;

e meTeli OT MHOTOIJIOAHON GepeMeHHOCTH;

e eTel, POXKIAEHHBIX OT MaTepeil ¢ caXapHBIM
nmabetom [34].

K rpynme mOBBINIIEHHOTO PUCKA MOYKHO OTHE-
CTH JeTeii, He MMEIOIUX IIOCJTe POKIEHUA SABHOM
KJIMHUYECKOH KapTUHBI 3abojieBaHUA, HO ¢ HebJa-
TONMPUATHBIMU (PaKTOpaMU B OMOJIOTHUECKOM U
reHeaJOTUUYECKOM aHaMHesze. K TakuM (paxTopam
OTHOCATCS:

e mpod)ecCUOHATbLHBIE BPENHOCTH U aJIKOTO-
JU3M POAUTEJIE;

® HYKCTpareHUTaJbHbIe 3a00JIeBAHUA MaTepPH;

e BogpacT mMarepu crapiine 30 JeT K MOMEHTY
pokIeHusa pebeHKa;

® TTATOJIOTUA O€PEeMEeHHOCTH: TOKCUKO3bI, YIPO-
3bI IPEePhIBAHUA, KPOBOTEUEHNA, NHPEKIINN;

e IepUHATAJbHASA ITAaTOJOTUA: 3aTAKHBIE/CTPe-
MUTeJbHbIE POALI, TINTEIbHBIN 0€3BOAHBIN IIPOMe-
JKYTOK, OIlepaTHUBHbBIE BMeIIaTeJIbCTBA U IP.;

e HaJWUNe B POJOCTOBHON POJACTBEHHUKOB C
TeHeTHUeCKUMU 3a00JeBaHUAMM, aJlJIePTUUeCcKOoi
maToJioTuel, MeTaboJauYecKUMU HeppomaTuAMU,
SHAOKPUHHBIMU 3a00/IeBAHUAMU, IIOPAKEHUAMU
KOCTHOW CHUCTEMbI, HEPBHBIMU W IICUXHUUYECKUMU
6oJIe3HAMU, OHKOJIOTUUYecKoi marosorueii, UIC u
op. [34].

Pacmpenenenue peTein mo TpynmaM puUCKa
MO3BOJIAET OOpPaTUTL BHUMAHUWE IequaTpa Ha 3Ty
TIOBBLIMIIEHHYIO0 BEPOATHOCTb U, €CJIW BO3MOIKHO,
He MOMYCTUTh PA3BUTHUA OOJIE3HW WUJIN BBLIABUTH
TAaTOJIOTUI0O KaK MOXKHO PAHBINIe W CBOEBPEMEHHO
HavyaTh JeueHue.

HepmowHormienuble HOBOPOJKAEHHBIE, KaK OIHU-
CBLIBAJIOCH BBINIE, OTHOCATCS K TPYIIE BBLICOKOTO
prcKa TO pPasBUTHIO WHQMEKIIMOHHBIX OCJIOMKHE-
HUI. OTU OCJOKHEHUA 00YCIOBIEHBI HE3PEJIOCTHIO
uMMyHHOTO oTBeTa. Cemcuc u/uaM MEHUHTHUT
IpuMepHO B 4 pasa dUallle BO3HUKAIOT y HeJIO-
HOIIIEHHBIX JeTeli M pasdBuBarTca y moutu 25%
HOBOPOMKJIEHHBIX C OYeHb HUB3KON MAaccoil TeJsa
IPU POKICHUU, SABJIAIOTCA CJIEACTBUEM IJIUTE]b-
HOII YCTAHOBKM BHYTPHCOCYIUNCTBIX KAaTETEepPOB U
SHAOTPAaXealbHBIX TPYOOK, HAJWYUSI YUIaCTKOB
paspyiieHnsa KOKHBIX IIOKPOBOB U CHUIKEHUEM
unu HapymeHuii GpyHknuu T- m B-kjaeTok, 3amer-
HOTO CHUXEHUS YPOBHA HNMMYHOTJIOOYJWHOB B
CHLIBOPOTKE KPOBU B CBS3U C TeUEHWEM OCHOBHOTO
3a00J€BaHUS UJIM C BO3PACTOM HOBOPOKIEHHOTO
HEeJIOHOIIIeHHOTO pebenka [35].



6.4. Jleru,
0epeMeHHOCTH

IlepeHoIlIeHHBIMM IIPUHATO CUUTATh [AeTell,
POKIEeHHBIX Ha CPOKe CBbIIIe 42 HemeJ b OepeMeH-
HocTtu. IlepenarnuBanue 6epeMEHHOCTA BO3HUKAET
B CBSBU C PABJIUYHBIMU IATOJOTUSIMU CO CTOPOHBI
maTepu (OKUpeHUe, TOPMOHAJIbHbIE HAPYIIeHUS,
UMMYHOJIOTUYECKNEe PaCcCTPOMCTBA B OpraHusMe
MaTepu), a TaKKe CO CTOPOHBI IjIoAa (TUmoILia-
3Us HAAINOYEUHUKOB, BPOKAEHHAs TUIePILIasus
HaAOOUYeuYHUKOB). [lpum 1mepeHoIlIeHHOII OepeMeH-
HOCTU HepeIKo pasBuBaeTcs GeTolialeHTapHas
HEeJOCTATOUHOCTL € (DOPMHUPOBAHUEM 3aAEPIKKU
BHYTPUYTPOOHOTO PasBUTHUA ILIOoAA (JereHepaius
ILJIAIeHTHl C Pa3BUTUEM BHYTPUYTPOOHOI TI'HIIOK-
cuu 1aoaa), achurcuein (c MexoHHmeM u 0e3 Hero)
¥ BHYTPUYTPOOHOI MH(pEKIIneH, UYTO CIIoco6CTByeT
YBeJIMUEeHUI0 IepuHaTaJIbHON cMepTHOCTHU [36].

6.5. Jletu, poKIEeHHBIE OT MHOTOILIOTHON
0epeMeHHOCTH

YacToTa MHOTONJOLHBIX OepeMeHHOCTell B
HacToslllee BPeMs BO3PACTaeT B CBSA3U C PACIIPO-
CTpaHeHHEeM BJKCTPAKOPIOPAJbHBIX IIPOTOKOJIOB
PEenponyKTUBHON ImoMoInu. IIpm MHOTOMJIOTHOM
OepeMeHHOCTH 0oJiee UeM y IIOJIOBUHBI JKEHIIUH
MIPOMCXOAUT 3aJep:KKa BHYTPUYTPOOHOTO pas3BU-
TudA mwiona (3BYP): B 67% cayuaeB B cBA3U C AuC-
COIIMMPOBAHHBIM DPa3BUTHEM ILJIOAOB (rumorpodus
000uxX TMJIOJOB JuUOO (PUBUOJIOTHUECKOE Pa3BUTHE
OJHOTO U3 IJIOJOB C THUIOTpo(dueil Apyroro), B
2,2% — derodeTanbublli TPaHCHYSUOHHBIA CHUH-
apoMm (dopMuUpoBaHUE BBIPAYKEHHBIX TI'eMOIWHA-
MUYECKUX PACCTPOMCTB B peayJybraTe (eHOMeHa
«00KpagpiBaHuA» — ¢ passutueM 3BYP u maio-
BOAWA Yy OJHOTO ILJIOAA, ¥ APYroro — MHOTOBOIUE
U YHUBEPCAJbHBIN OTEK, BBIIOTHI B ILJIEBPAJIbHYIO
moJIOCTh, mepukapa). He meHee BaskHa mpobiema
HUBKOM Macchl Tesa MPU POKICHUN U HEeZOHOIIIeH-
HOCcThb (upu OepemeHHOCTH aBOIiHeint — 33—-85%,
Tpoiireit — no 100%) [34].

6.6. Jletu, poskaeHHBIE OT MaTepeil ¢ caxap-
HBIM THa0eToM

B ocHoBe gmabGermueckoil derTomaTuu u
amMbpuodeTonaTuu JIEKUT Ie30pPraHu3aIus Trop-
MOHAJIBHOTO CTaTyca IIoga ¢ (OPMUPOBAHUEM
XPOHUUECKOH rumokcuu. HapyiaeTcsa pasButue
BHYTPEHHUX OpPraHoB (yBeJIWYeHHE HUX OTHOCHU-
TeJbHO HOPMAJBbHBIX PasMEpPOB C IlapaJljielbHOI
depMEeHTAaTUBHON HE3PEeJOCThI0 JTUX OPraHOB),
HapylIaeTcs CUHTe3 cyppaKTaHTa 3a CueT OJIOKU-
pyIolero AefcTBUA KOPTU30Ja, TaK:Ke BO3SMOYKHO
pasBuUTHE MHUKPOAHTUOIATUIN ¢ (QopMUPOBAHUEM
3BYP [34].

POKIEHHBIE OT nepeﬂomennoﬁ

7. Bosie3Hu mereil M MOAPOCTKOB,
accoMMpPOBaHHbIE C UMMYHOIE(PUITUTOM
(B T.4u. paHee He JUATHOCTHPOBAHHBIM)

BrigensioTr BpoOKIAeHHbIe (IEePBUYHBIE WJIN
reHetuuecku nerepmuHmpoBaHHblie MIIC) u mpu-
obperennbie (Bropuunbie HMIC wumam BrOpuUHAaS
UMMYyHHas HemocrarouHocTsh — BUH) nuchyuriiumn
nMmmyHHOU cuctembl (HC).

Tabauua 3
IIpussaxku UJIC

NH(peKInoHHbIe TPU3HAKHT

. HeoObruuO yacThie nHGEKIIUU

. HeoGwbrunaa Tsa:kecTs mHGEKIINI

. HeoObruHAaa IPOJOIMKUTENIBHOCTE UWH(MEKITUH
. HeoObrunubIe OCJIOKHEHUS

. HeoObruabie BO30yauTe 1N

QU O DN =

Heundexnmonnrie mpusHaKu

. IIpe:xkneBpeMenHasa moreps 3y00B

. HeoO0baAcHUMEBIE GPOHX09KTA3bL

. Ilnoxoe saskuBiIeHUE paH

. XpoHHuueckaa nquapes WIN MaIba0dCOpOIIUsa
. AyroummyHHBIe 3a00JI€BAHUSA

. 'emarosoruueckue paccrpoiicTBa

. IImoxoe camouyscTBue («failure to thrive»)

OO WN -

BUH xapaxTepusyeTcs pPacCTpPONCTBOM (PYHK-
nuonupoBanus VMC, o0ycoBIeHHBIM HapyIlIeHUEeM
npoiieccoB Au(dp@epeHIupPoOBKU, Ipoaudepanuu n
aganTamuu KjeTok MC, He CBA3aHHBIX C TeHe-
TuueckumMu pedpexramu. BUH pasBuBaerca Ha
¢doHe paHee HOpMAaJbHO (pyHKIMOHUpPYIoIeir MC
U MOXKeT TOABJATHCS B JIIOOOM Bo3pacTe. B mpak-
TuuyeckoM 3apaBooxpaHenuu BWH mnpexcrasiaser
OOJIBIIIYI0 MEIMKO-COIMAJbHYI0 IIpobyeMy. ITO
obycsioBiaeno Tem, uro BUWH cocraBiasier umcTo
KJINHNYECKOoe NOoHATHEe, W Takoil amarHo3 B MKDB
He cyuiecTByeT (kpome CIIN]Ila).

Y wuyactu pmerTeil pasHOro Bo3pacTa Ha @doHe
uMeromefca TAMKEJON COMaTHUYECKON IIaTOJOTHU
(caxapublii nuaber, ayTOMMMYHHBIE, OHKOJIOTHUYE-
cKue u apyrue 3abojieBaHUsA) MMeeTCs IIpeapac-
nosoyKkeHHoCcTh K pasButuio MIIC co cHUKeHueM
TOJEPAHTHOCTN K WH(PEKIUAM BCJIEJCTBUE KaK
camoro TeueHus 3aboJsieBaHUA, Tak u Ha (oHe
repanuu. Huchyarumuu HC y »sroit Kareropum
namueHToB, B uyactHoctu BUWH, aBadioTca maun-
0osiee uvacTOll NPUYMHON (opMHUpPOBaHUS OoJjee
TAYKEJOT0 KJIMHUUYECKOr0 TEeUEeHUS U YXYIIIeHUA
IIPOTHO3a OCHOBHOTO 3aboseBanus [37].

K HauboJsiee 4yacTbIM COCTOAHUAM, KOTODBIE
MOT'YT COIIPOBOXKJIATh KaK BPOKIAEHHYIO, TaK H
npuobpeTeHHYI0 QopMy MMMYyHOAeDUIIUTA U TPe-
OyIOT 0043aTeIbHOT0 MMMYHOJIOTHUECKOTO o0cJie-
IOBAHUA OTHOCATCH:

e reHepaJIM30BaHHbIe MHpEKIUN (cercuc);

® THOMHBIE MEHUHTUTHI;

® OPOHXUTHI ¥ ITHEBMOHUU C YACTBIMU PEIlUIU-
BaAMM B aHaAMHe3e¢ B COUYETAHUU C 3a00JeBAHUAMU
JIOP-opranoB (rHoiiHble CUHYCUTBI, OTUTHI, JIUM-
dageHuTHI), TOPIUAHBIE K CTAHIAPTHOU Tepaluu;

® OpOHXO9KTaTHUECKasaA 00JEe3Hb;

e XpoHMUYECKUe OaKTepuasibHble WHMEKIINU
KOXXHM ¥ TONKOYKHOU KJeTuaTKu (mmomepmud,
dypyHKyJIes, abciecchl, (PJIerMOHBI, CEITHUYECKUe
TpaHyJIeMbI);

® XpOHUYECKNE I'PUOKOBBLIE MOPaKEHUA KOMKU
U CJIUBUCTHIX 000JI0YEK, KAHIAUA03, IapasuTapHble
3a00J1eBaHUA;

e penuAuBUpPYyIONe a@TO3HbIE CTOMATUTHI B
coueraHuu ¢ yacteiMu OPBU;

KOMEHAALIUU
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Tabauua 2

IIpuo6perennrie (Bropuunbie) UMMYyHOmehUIUTHI [39]

TH THYeCKH . .
4 O(Jll)g}cm;c“ YcnoBusS BOSHUKHOBEHUA OcHOBHOII UMMYHHBIH Aed)eKT
Caxapublil guader, moyeuyHas CHMIXeHMe aKTHUBHOCTY IIOKasaTeJeil TecTa
3abosieBaHua b A >

o0MeHa BeIlecTB

HEIOCTATOYHOCTD, IIMPPO3 IIeUEHH,
cuagapom Unenko—Kymiuuara

TpaHchopmManuy JuM@OIUTOB, HaAPYIIEeHUE
XeMOTaKCcHca M CIIOCOOHOCTY HeHTpaausanuu O0axTepuit

Jlumpornenus, cHUKeHne KoandecTBa T-KJIETOK,
TUIEePYYBCTBUTEJHHOCTY 3aMeJJIEHHOI'O THUIa,

Hapymenue Kpammopxop TOJIOXKUTEJIbHOM peakiuu T-KJIeTOK Ha MUTOTEH,
MUTaHUA HapyIlIeHue CIIOCOOHOCTU HehTpaausdanuu 6aKkTepuii,
cHIKeHMe KosndyecTBa C3 KOMIIOHEHTa KOMILJIEMEHTA
u ypoBHA cekperopHoro IgA (cMm. riaBy 4)
Bupycusle: BUU-unpernusa, Kopb .
NuadernuonHbie by exuus, KOpE, CHm:xeHVe QYHKIIMOHATBHON aKTHUBHOCTHU T-KJIETOK
BupycHble renatutel B, [IMB, KpacHyxa
3aboreBaHUS B X (cm. . 4.8)
aKTepUaIbHbIE: TyOepPKYyJIes, Jempa
ITogHapKoO3HBIE .
XHDYPTHUCCKHS OOmupHbIE XUPYPTUUECKUE CHm:xeHVe QYHKIIMOHAIBHON aKTHUBHOCTHU T-KJIETOK
Y BMeIIIaTeJIbCTBa ¥ BBIPAOOTKY aHTUTEJ
BMeIIaTeJIbCTBA
Jlumponenus, cHuKeHNE KosnuecTBa T-KIeTOK
U aKTUBHOCTU IIOKasaTeJieil Tecra TpaHchopManuu
HenmonomenHOCTSD, HenonolienHbIE HOBOPOXKIEHHBIE JUM@OIINTOB, HAPYIIIeHNe XeMOTAKCUCa U CIIOCOOHOCTH
He#lTpanausanuu 6aKTepuii, CHuKeHue ypoBua IgM u
IgA, HapylieHus B cucreMe KOMILIEMeHTa (cM. ryiaBy 4)
JIumponenusd, cHUIKeHNE KoymuecTBa T-KieToOk
U aKTUBHOCTU IIOKasaTeJieil TecTa TpaHchopManuu
JIUM@OIUTOB, HAPYIIIEHNE XEeMOTAKCHCa U CIIOCOOHOCTH
OHKoJIOTHUEeCKue . HeliTpanusanuu 0axkTepui
JlumponeHus, JEUKO3
3a0oseBaHUA BapuabesibHbIE TTOKA3aTENN YPOBHSA
UMMYHOTJIOOYJIMHOB M CUCTEMBI KOMILIEMEHTA
CHUKeHUe BBIPAOOTKU IMOCTBAKIIMHAJIBLHOTO
uMMyHuTeTa (CM. TJIaBy 4)
JIumponenusd, cHuKeHNE KosmuecTBa T-KieTok
Cunzpom ayza ¥ aKTUBHOCTU IIOKasaTeJiell TecTa TpaHchopManuu
TenernuecKue JIUM(POLUTOB, THIOraMMarjao0yInHeMusa (CM. raaBy 4)
nedexTel
CHU)KeHUe BBIPAOOTKU aHTUTEJ IPU TIEPBUUHOM
CeproBUHO-KJIETOUHAA aHEMUSA
U BTOPUYHOM MMMYHHOM OTBeTe (cM. riasy 4)
. JIumponenus, cHUKeHNE KosmuecTBa T-KieTOK
AyTouMMyHHBIE PeBmaTounubIi apTpuUT, CUCTEMHAA ® i .
U aKTUBHOCTU IIOKasaTeJsieil Tecra TpaHchopManuu
3aboyieBaHUA KpacHas BOJIYaHKA
JAUM@POIUTOB
CuHTponHbIe 3a00JieBaHNs (HauboJiee YacThle CHHTPOIINN)
CaxapHbIil quaber 1 TuIa, XPOHUUYECKUH
AyTrouMmMyHHaA .
ayTOMMMYHHBIN TUPEOUTUT Kom6unaupoBanuble nedeKThI
CUHTPOINUA
(XAUT), nenunakusa
Aronuueckas BpouxmnanpHaa acTMma, ajaepruyecKui
p » &ILIep KombunupoBanusbie qedeKThI
CUHTPONINS PUHUT, aTOMNYECKUN JePMATUT
JIumdonenus, TpaH3UTOPHOE CHUKEHVE KOJIUUYeCTBA
T-KJIETOK UM aKTHUBHOCTH IIOKasaTeJiell TecTa
MmMmyHOCYyIpECCUBHAA Tepanus TpaHchopManuu IuMOONUTOB, HAPYIIIeHUE
KOPTUKOCTEPOUJAMU XeMOTaKCHca U CIIOCOOHOCTU HeHTpaIusanuu
OakTepuii, CHUKEeHNEe YPOBHA MMMYHOTJIOOYJINHOB
(cMm. raBy 4)
NmvmyHoCyII- HIKEeHNI nYecTBa U HKIIMOHAJIbHOMN
yHOCY ITuToTOKCHUYEeCKasA Tepanus Crmxenne KordecTsa by KIIMOHAIIBHO
peccuBHasA akTuBHOCTH T- M B-KJjeTok, HeHTpomeHUsA
Tepanus

IMuknociopun

CHM)KeHMEe KOJIMYecTBa U (MYHKI[MOHAIBHOMN
akTuBHOCTH T- 1 B-Kierok (cm. riasy 4)

JlyueBasa Tepamus

CHM)KeHre KOJINYeCTBa U (PYHKIIMOHAJIBHOMN
akTuBHOCcTH T- um B- KiJeTok (cMm. riaBy 4)

DeHUTONH

CamkeHue KoauuecTBa IgA u aKTUBHOCTH
KJIETOYHOTO MMMyHUTeTa (CM. IIaBy 4)

® peIUANBUDPYIOIasd replec-BUpycHAs HHPEK-

nusA PasJIudHON

JIOKaJI3aIluu;

® TaCTPO9HTEpPOIIaTuA C XpOHI/I‘IeCKOf;I ;[I/Iapeef/'l
HesSCHOU STUOJIOTHUU, ,III/IC6aKTepI/IOS KHUIIIeYHUKa,

o quMdageHonaThs, TOBTOPHBIN JUMMaTEeHNUT;
e IINTENbHBIN cybdeopuaurer [38].
Ecnu mon HaGiofeHMeM IeguaTpa HAXOAUTCH

IIalIleHT C IIepedYnCJI€HHbIMU BEBIIIIE ITaTOJIOTUAMU,
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CHMXXeHUe YpOoBHS

O HOrO UNTU HECKOMNbKUX
MMMyHoOrnob6ynuHos

B MOBTOPHbIX aHaNu3ax
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Puc. 2. Aaroputm auarsoctuxu UJIC.
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MauMeHT ¢ HEeTUNNYHBIM
TeYEeHUEM NHEKLUOHHDIX
3aboneBaHu

Wckniovenue JIOP-naTtonorum,
NepcUCTUPYIOLLUX BUPYCOB,
ractpo-naTonorui

KonuuectBeHHoe
onpepeneHve JHK TREC

u KREC, onpepeneHue ypoBHeW
cbiBOpOTO4HbIX IgA, IgM, 1gG

CHM)XeHUe YpOBHS
TREC u/unu KREC
B MOBTOPHbIX aHaNU3ax

YrnybneHHoe
MMMYHOJIOrUYeCcKoe
obcnepoBaHue

TO TpexAIojoXkeHre o Bo3MoykHO!t BHMH ocHo-
BBIBAETCS HaA pe3yJbTaTax aHaJuW3a KOMILIEKC-
HOTO O0OCJIeJOBaHUA, BKJIOUAIOIIETO: IIOAPOOHBIN
c6op aHaMHe3a JKU3HU, aHAJIN3 UCTOPUU OOJIe3HU,
OIIeHKY KJMHUYECKUX IIPOABJIEHUN 3a0o0JeBaHUA,
pes3yJbTaTOB KJIMHUKO-Ia00paTOPHOTO ¥ UMMYHO-
JIOTUYECKOTO 00CJIefOBaHUA.

Ha mepBoM sTame ImpaKTHUECKOMY Bpauy IpHU
BBIABJIEHUU WHOMEKIUMOHHBIX W/MIU HenH(EeKIu-
OHHBIX TIIPU3HAKOB XapPaKTEPHBIX I BTOPUUHBIX
uMMyHOAe(uIuTOB (Taba. 3) aasa JabopaTOPHOM
OIUATHOCTUKYU PEKOMEHJOBAHO MCIOJb30BAThH IIPO-
CThle, [OOCTYHHBIE nOJsA JI00r0 MeIUIIMHCKOTO
VUpesKIeHUus, HO B TO JKe BpeMsA MH(OPMAaTUBHEIE
MeTOAbI, HampuMmep reMorpamma (B KOTOpOi, B
YAaCTHOCTU, MOJKHO BBIABUTHL CHUKEHUHE COJep-
JKaHUA (POPMEHHBIX 9JE€MEHTOB mepudepuuecKoit
KpPOBU U [p.), OIpeJesieHre YPOBHS CBHIBOPOTOU-
HBIX HWMMYHOTJIOOYJMHOB (CHUIKEHUE COAep:Ka-
aus IgA, IgM, IgG B ceiBopoTKe) u ap. (puc. 2).
ITockoabKy THOBBIIIIEHHAA WHMEKIMOHHAas 3aboJie-
BaeMocTh xapakrtepHa u mqua IINIC, u gna BUH,
nanuentaMm c¢ npusHakamu HWIC pexoMmeHAyeTcs
KOHCYJbTAIlMA Bpada aJljIeproJiora-uMMYHOJIOTa,
KOTODBIN OIpPeJeJUT HeoOXOOUMOCTh HCCJIeIOoBa-
Hua WMC, Kakume KOHKPETHO IIOKa3aTeJ ! CJeLyeT
uccaenoBaTh (IIoKasaTesau (aroiuTos3a, ypoBeHs Ig
B CBIBOPOTKe, mHTephepon (MUPH), cucrema KoMm-

mJjeMeHTa U ApP.) U Ha3HAUUT aJeKBaTHBIE METOIbI
JIeUeHUs.

JlaGopaTopHas AMATHOCTUKA COCTOAHUSI UMMY-
HUTeTa IalleHTOoB ¢ ucnosb3oBanueM IIIP B pesxu-
Me peaJbHOTO BpPEeMEHU Ha OCHOBE OIIpelesIeHUs
ypoBHeit TREC u KREC o6siajaeT BBICOKOII CITeIH-
(UYHOCTHI0O U UYYBCTBUTEJBLHOCTHIO. PesyabTaThl
WCHBITAHUN CBUAETEJIHCTBYIOT O BO3MOYKHOCTH
3G GEeKTUBHOTO WCIIOJb30BAHUA MYJIbTUILJIEKCHOMN
IIITP-grarHOCTUKY KaK IJIs KOMILIEKCHOTO IIepPBUU-
HOTO TEeCTHMPOBAHUSA/CKPUHUHIA HOBOPOKIEHHBIX,
TaK W AJIs OIEHKU COCTOSHUA MMMYHUTETA B IEJIAX
BBISBJIEHUA B3POCIBIX 60abHBIX ¢ [IM]] 1 B pamMKax
IUATrHOCTUKH MAllMeHTOB C BTOPUUHBIMU UMMYHOZE-
dunuramu, HanpuMep, ¢ uHbernueir BUY.

Camxenue TREC u KREC Huke BO3pacTHBIX
3HAYEHUI MOKeT OBITh ITPOABJIEHNEM IIPUOOPETEH-
HBIX WJIN CTEPTHIX (JOPM MEPBUYHBIX U BTOPUUHBIX
UMMYHOLe(UIIUTOB B JO60M Boadpacte. Yacrto
OPUYUHON STOr0 SABJAIOTCA OHKOJIOTHUUYECKUe,
reMaToJIOTUUECKNE, ayTOUMMYHHBIE 3a00Je€BaHUA,
Tepanusa WMMYHOCYIPECCUBHBIMH IIperapaTaMu,
unpumnuposanue BIY. Hepenko camxenue TREC
u KREC o0Hapy:KuBaeTcs y MalMeHTOB C Bapua-
0eJBHBIMU UMMYHOZeGUIIUTAMU U ¥ YacTo 0oJiero-
mux pereii. TaksKe BOCCTaHOBIEHUE KOJUYECTBA
TREC u KREC orpaxaer s()(eKTHBHOCTL pella-
palnuy UMMYHHOII CUCTEMBI IIOCJIEe IIePEeUNCIEeHHBIX
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COCTOAHMM, a TaKKe IIOCJEe IIePEeHEeCEeHHOI TpaHc-
IJIaHTaIuM KocTHOro moara [40, 41].

8. JlekapcTBeHHO-MHAYIIUPOBAHHAA
HEUTPOTIeHUS U arpPaHyJIOIHUTO3

CorjacHO KJIMHUYECKUM pPEKOMEeHIAIUAM
MunucrepcTBa 3IpaBooxpaHeHUs Poccuiickou
Denepanunu «IIpuobpereHHble HelTponeHun» [42]
HEeNTPOIIeHUs IIpeAcTaByigeT coboil cocTosgHUE,
COIPOBOMKIAIOIeeCs CHUKeHueM a0COJII0THO-
ro koauuectsa He#Tpopuaor (AKH) (mamouko-
SNePHBIX U CEerMeHTOSOepHBIX) B mepudepuye-
ckoit KpoBu <1,0x10%9//m y mereit mo 1 roma u
<1,5x109//n y nerteii crapire 1 roma u B3pPOCJIBIX.
HefiTponeHus 3adyacTyio COIIPOBOKAAETCS He-
ypaBasemon naperknueii. C HeTpONeHNEeN TaKKe
TECHO CBS3AaHO IMOHATHUE arpaHyJOIIMTOo3a — Kpaii-
He TsKeJIoi (GopMbI HEHTPOIIEHUM CO CHUKEHHEM
YPOBHsA HeHTpoduaoB B mepudepuyecKoili KpPOBU
<0,5%x109/71, dakTUUECKU ABIAIONIECA MapKepoM
cemcuca, IIPOTEKAaoIlero ¢ HeKpoOMo30oM TKaHei
U SHAOTOKCEMUell, YacTO 3aBepIIAOIerocs II0JIHU-
TJIAHAYJIAPHON HEeZOCTATOYHOCTHIO M IITOKOM.

Cpenu HEUTPOIEHUI BBIAEJSIOT BPOYKIEHHYIO
(reHETHUUECKU JeTePMUHUPOBAHHYIO), IPUOOPETEH-
HYI0 U XPOHUYECKYIO JOOPOKAUYECTBEHHYI0 HeNTpo-
IIeHUI0 JeTCKOTo BO3pacTa.

JlekapCcTBeHHO-UHAYIIMPOBAHHAA HeNTpoIe-
HUSA OTHOCUTCA K IPUOOPETEHHBIM COCTOSHUAM C
MMOTEHIINAJBFHO BBICOKMM PUCKOM [IJS 3A0POBbA
[43—45]. Ona wuamie Bcero Bo3HUKaeT Ha (oHe
MPUMEHEeHUsA IIPOTUBOOIYXOJEBhIX JEeKapPCTBEH-
HBIX cpencTB (JIC), xoTa BO3MOKHA pean3arus
JIeKapCTBeHHO-UHAYIITMPOBAHHON HEHTPOIIeHUMW Ha
(ore mprueMa U APYTrUX HMIXPOKO HCIOJIb3YEMBIX B
nmeguaTpUdYecKo IpaKTHKe JeKapCTBEHHBIX IIpe-
nmapatoB. Eciiu mpuMeHeHUe IIpernapaTra BBI3HIBAET
peskoe cumxenve AKH nmo yposua <0,5x109//i,
TO TaKoe sABJeHNEe Ha3bIBaeTCA JEKapCTBEHHO-
UHIYIIUPOBAHHBIM AarpaHyJIOIIUTO30M. BamKHO
TaKKe PasTPaHUYUTh AarpaHyJIOIUTO3 BCJEACTBUE
MOJIUXVUMHUOTEPATINN U arpaHyJIOIUTO3, BLI3bIBae-
mbli pumeHeHueM apyrux JIC. IlepBoe cocTosnue
IIpeaCcTaBisgeT CcO00M IIPOTHO3UPYEMYIO HelKeJsa-
TeJbHYIO PeaKIINio, TOTJAa KaK BTOPOEe SABJAETCS
ILJIOXO TPOTHO3UPYEMBIM OCJIOKHeHUeM (apMakro-
Tepanunu.

B 1922 r. Bpau Bepuep IlynbIil cooliima B
BepsuHcKoM o0IiecTBe BHYTPEHHUX O0o0Je3Heil o
HECKOJbKUX CJydYasdX TIaHTPEHO3HBIX IIPOIIECCOB B
00J1aCTH TOJIOCTH PTAa U TJIOTKU C BBIPAKEHHBIM
CHUIKeHUEeM OOIIero umcja JeHKOIMTOB, mopaska-
OIUX IIOYTHA WCKJIIOUUTEJNHHO TPaHYJOIUTHI, U
JIeTAJILHBIM HMCXOJOM IIOCJIe HeIPOIOJIKUTeJIbHOM
auxopamouyHnoit 6osesnu [46]. OH man sToMy cocTo-
SHWI0O HasBaHUe «arpanyJjaonurod». C Tex 1mop
B MHUPOBOI JuTepaType MMOABUJIUCH MHOTOUYNC-
JIeHHbIe TMyOJUKaAIUU Ha 9Ty TeMy. B »TOM OTHO-
IIeHUY arpaHyJoIlUTO3 MAeMOHCTPUPYET TUIINU-
Hble KJIMHUYEeCKHEe 0COOEHHOCTH, KOTODPbIE MOYKHO
HCIIOJIb30BATh IJIA JUATHOCTUKU HTOTO COCTOSHUS.
OOBIYHO OHO TPOABJAETCA KaK TdaKeaasd Gopma

HeUTPOIIeHUN C KOJIMUYecTBOM HelTpoduios <500/
MKJ KpoBu. OJHAKO reMaTOJIOTHM YacTO CUYUTAIOT
«MCTUHHBIM» arpaHyJIOIIMTO30M TOJbKO KOJIMUe-
cTBO HetiTpodpuiaos <100/Mrax KposBu (<0,1x109/1)
TOJIBKO B COUETAHUM C JUXOPAAKOH WMJM IpPU3HA-
ramu cencuca [47]. Ilocieguue cocToaHUA yalle
BCTPEUAIOTCA Y TOCIUTAIU3UPOBAHHBIX IaIl[MeH-
ToB. CyIllecCTByeT BBICOKUI PUCK TSKEJbIX MHPEK-
muii, a TaKiKe PUCK CeICcuca C CeNTHUYECKUM
IIOKOM Ha ()OHEe HeHTPONEeHUU U arpaHyJIOIIUTO3a.
B pegkux ciaydasgx MOKET BOSHUKHYTH allJIaCTHU-
yecKas aHeMHs C IaHIUTOIeHWEeH, CHUKeHUeM
KOJIMUEeCTBa BCeX KJETOK KpoBu. OOmuii puck
3apakeHus y:Ke MOBBIIIIEH JasKe IIPU MeHee BbIpa-
JKeHHOM CHIKeHUU Wiy JeduIiuTe HeHTPOoDUIOoB.
OOBIYHO arpaHyJIOIIUTO3 IMIPOTEKAaeT 6eCCUMIITOMHO
Io Havajia uH(pEKIuu. YCTaJloCTb, JUXOpPamKa,
03HO0, a TaKsKe 00JIM B MBIIIIIAX U CyCTaBax YacTo
SABJAIOTCA HAYAJIbHBIMU CHUMITOMaMHU 3a0o0JeBa-
HUSA, 9TU CHUMITOMBI OOBIUHO BOCIPUHHMAIOTCS
Kak rpunmnomnonobHas mHbpeknud. Tunuuxas Tpu-
aZla CUMIITOMOB IIPU arpaHyJOIUTO3e XapaKTepu-
3yercs: 1) IUXopagKoil, KOTOpPas YacTO SABJSETCS
€IVHCTBEHHBIM CHUMITOMOM, 2) 00JIbI0O B TIoOpJIie
U CBABAHHBIM C Hell 3aTpyAHeHWEM IJOTAaHUA U
3) BOCHAJUTENHHBIMU IOPAKEHUAMU CJIUBUCTON
obosouku, Hampumep, adramu [48]. Hepexaxo
YUCJI0 HEeHUTPOPUIOB YBEJIUUYUBAETCSI OO BO3HUK-
HOBEHUS arpaHyJoINTO3a. ITO MOKHO OOBSICHUTH
TeM, YTO WHUIUUPYIOIad WHMEKIUsA BHI3SHIBAET
BBICBOOOKIEHVEe TPAaHYJIOIIUTOB, KOTOPHIE BCE eIle
XpaHATCA B KOCTHOM Mo3re. UeM paHbIIe pac-
MMO3HAH arpaHyJOIIMTO3, TeM OJIarompusTHEee ero
mporuo3. Ciaydau c JieTaJbHBIM HCXOAOM OOBIYHO
aCCOIIMMPOBAHBI C ITO3MHEHN TMArHOCTUKOMN U OTCYT-
CTBUEM ONTHMAJbHOMN Tepamunu.

OcHOBHBIE TPUITEPHl HENTPOIEHUN U arpaHy-
JIOIUTO3a — M0303aBUCUMbIE WJIU WUIUOCUHKDPA3U-
YyecKUe peaKIuu Ha JiekapcTBa. CyIlecTBYIOT ABe
pasinuHble KINHUYECKNEe CUTyalluu, CBA3aHHbBIE C
PUCKOM peaju3alluy arpaHyJoIHUTOo3a: KOPOTKUe
Kypchl TpHeMa JeKapCTBeHHBIX IIPenapaToB IO
MOBOAY OCTPHIX 3a00JIeBaHUII U BBIHYKIEHHBIN
mpueM IMIOTeHI[MAJbHO MHUEJOTOKCUYHBIX JIeKap-
CTBEHHBIX CPEJICTB B TeUeHUE HEeCKOJbKUX HeJesb,
MecsAIlleB WX MOoKu3HeHHO. [Ipu HasHaYeHUU IIpe-
mapaToB C WM3BECTHBIM PUCKOM arpaHyJoIlUTO3a
BCerga cJjelyeT YUYWUTHIBATHL IIOsBJeHHe Ha (OoHe
Tepanuy CUMIITOMOB IPOCTYABI, OCOOEHHO JIMXO-
panku. IlanueHTOB, MOJyYalOIUX TaKue JeKap-
CTBEHHBIE CPEICTBa, CJEeAyeT MIPOUHCTPYKTUPO-
BaTh O HEOOXOAMMOCTH HeMeAJeHHO o0paTUThCA K
Bpayy B cJyYae HOBBIIIEHUS TeMIIepaTyphl Teja.

B KauecTBe BO3MOIKHBIX TPUITEPOB AarpamHy-
JIOIUTO3a PacCMaTPUBAIOT OOJIBIIIOE KOJUUECTBO
TPyII JIeKapCTBEHHBIX IIpelapaToB, dYacTb U3
KOTOPBIX CUHUTAETCA «KJACCUUECKUMU» MUEJIO-
TOKCUUECKUMU IIperapaTaMy, OCBEJOMJIEHHOCTH
0 KOTOPBIX BBICOKA, HAIPUMeEDP, HeHUTpOIeHUus
BILJIOTh [0 arpaHyJOIMTO3a MOYKET BO3HUKATh, B
YaCTHOCTU, IIPU WCIOJb30BAHUU IIUTOCTATUKOB B
Tepanuy paxKa WA IPU IPUMEHEeHUU BBICOKUX 03



Tabauua 4

JlekapCcTBeHHBIE CPEICTBA, MPUEM KOTOPHIX aCCOIMMPOBAH C PA3BUTUEM
JIEKapCTBEHHO-MHAYIIUPOBAHHBIX HEHTPONMEHUU U arpaHyJIOIUTO3a

r na JeKapCTBEHHBIX CPENCTB/JeKapCTBEHHOE CPEeICTBO Hacrora Mexanusm aeicTBUA
pyn p p p p BCTPEYaeMOCTH
AHTHOMOTHEHN
Ilenumuaana G HaTpueBas COJb, AMIUIWJIJINH, HaADIIUILINH,
OKCaIlMJIJINH, aMOKCHUIIMJIJINH+KJIaByJIaHOBAA
KHCJI0Ta, KapOeHUITNIINH, TUKAPIIUJJINH, TUIePauJInH,
KJIOKCAWJJINH, IedoTakcuM, mnedennM,
nedTpuaKkcoH, medansekcuH, mnedagoTuH, medanupuH, HemspecTHa @OpPMUpOBAHHE TAITEHOB

nedypoxcum, nedpamannos, nedppajiiH, UMUOeHEeM+HIIUJIACTaTHH,
MOHOOAKTaMbl, KINHAAMUIINH, XJI0PaM(peHNKO, SPUTPOMUIIUH,
KJIAPUTPOMUIIMH, POKCUTPOMUINH, 'eHTaMUIIH, CTPEIITOMUIINH,
KO-TPUMOKCA30J, BAHKOMUIIH, JUHKOMUIIUH, JTUHE30JIU],
MUHOIIMKJINH, HOPDIOKCATTTH*

JIpyrue cMHTeTHUYeCKNe aHTHOAKTepUaJbHbIE CpeICcTBa

Wsouuasun, sramM0yToJI, HUTPODYPAHTOUH, HUDYPOKCaA3U,
dysumoBas KucjaoTa, pudaMIUINH, THOAIIETA30H, TUHUAAB0I*

HewussecTHa

HNmmyHOOTIOCDEIOBAHHBIH:
o0pasoBaHUEe aHTUTEJI
K IpaHyJIOIUTaM
U UX KJIEeTKaM-
IpeIIIeCTBeHHUKAM

IIpoTuBOJIETIPO3HBIE CPEACTBA: JAIICOH*

HewusBecTHa

ITuroTrokcuueckmii:

IpsiMoe IMOpasKeHue

IIpeaIIeCTBEeHHUKOB
MUeJIOon093a

IIpoTUBOBUPYCHBIE JIEKAPCTBEHHBIE CPECTBA

AbGaxaBup, UHIWHABUP, allUKJIOBUP, MAHIIUKJIOBUD,
BaJITaHIIUKJIOBUD, 3UAOBYAUH*

HewusBecTHa

HNMmyHOOIOCDETOBAHHBIN:
o6pasoBaHUE ayTOAHTUTEJ
K IIPeAIleCcTBEeHHUKAM
MueJionoesa

ITpoTuBOrpNOKOBEIE JIEKAPCTBEHHBIE CPENCTBA

Amdorepuniua B, TepbunaduH, QayuTO3UH, IPU3eoPyIbLBUH*

HeusBectHa

HNmmyHOOTIOCDEIOBAHHBIH:
o0pasoBaHUE ayTOAHTUTEJ
K IIpeJIIlecCTBeHHUKAM

MUeJIoIIoe3a
AHTUTeJIFMUHTHBIE JIEKAPCTBEHHBIE CPEICTBA
JleBamu3oJ1, MebeHza30I* HewussecTHa | Hewussecren
IIporuBOMaIsIpUiiHBbIE, IPOTUBOIIPOTO30IHbIE JeKAPCTBEHHBIE CPeICTBAa
IMuToTOKCUYECKMIt:
XUHUH, XJOPOXWH, THAPOKCUXJIOPOXUH, MUPUMETaMUH, HemspecTHa mpsMoe IopakeHue
aMoauaxuH, MeTPOHUIA30J, MeIaKpuH* IpeJIecTBeHHUKOB
MMeJIOI033a
JleKapCTBEeHHbIE CPEeACTBA JJIs JIeUYeHHsI 3a00JIeBAaHNIH CEPIEeUYHO-COCYTUCTOH CHCTEMBI
Anmuzunepmen3ugHnble 1eKapCMEeHHble cpedcmea
VMMyHOOIIOCPE[OBAHHBIN
o0pasoBaHUEe aHTUTEJI
MHrubuTOpSLl aHTMOTEH3UHIIPER r MeHTa:
GUTOPLI AHTHOTEHS be pamalgme 0 depmenta HewussecTHa K IpaHyJIOUATaM
KaITOIPUJ, JUSUHOIPUI, PAMUIIPULII
U UX KJEeTKaM-
mpeIecTBeHHUKaM
BiiokaTopbl KaJabl[MeBbIX KAHAJIOB: HUMDEIUITUH* HewussectHa Hewussecren
ITurorokcuueckmii:
Bera-aapeHo60KaTOPBI: ITPOIPAHOJION HewussectHa [PAMOE LIOPAKEHIE
p PRI IPOTIP IpeAIIeCTBeHHIKOB
MUeJI0II093a
NYPETUKU: T MU, MeT MU, TULPOX THA3,
JuypeTuKu: amerasojaMuj, MeTasoja f’ IPOXJIOPOTUA3UT, HemsBecTHA Hemsgecren
CIIMPOHOJIAKTOH, )ypOCeMU, METOJIa30H
HNmmyHOOTIOCDEIOBAHHBIN:
o0pasoBaHUEe aHTUTEJ
K Tpa”yJIOIUuTaM
. U UX KJIEeTKaM-
Anbda-aapeHo6I0KaATOPBI: JOKCA303UH *
HewussecrHa MpeaIeCTBeHHUKAM
IMuToTOKCUUYECKMIt:
nmpsMoe IopakeHue
IIpeJIIeCcTBeHHNKOB
MMeJIOII093a
NmmyHOOTIOCDEIOBAHHBIH:
o0pasoBaHUE ayTOAHTUTEJ
Anbda-agpeHOMUMETUKHN: MeTuJamomna* HewussectHa p Y
K TIpeAIlleCTBeHHUKAM
MUeJI0Ioe3a
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IIpodonncenue mabauuvl 4

Yacrora o
I'pynmna jieKapCTBEHHBIX CPEACTB/JIEKAPCTBEHHOE CPEICTBO MexaHu3M eiCTBUS
pyn p e p Pen BCTPE4aeMoCTH A
Anmuazpezanmot
UIIPUIAMOT o
'IHC pun o HewussecrHa ITuToToKCUYeCcKMii:
JIONUAOTPeJI IPAMOe IIOPasKeHue
) IIPeAIIeCTBEeHHUKOB
TurIoOnuANH** 2,4% MIEIOI03a
AnmuroazynanmoL
VIMMyHOOIIOCPEeJOBAHHBI :
o0pasoBaHUE aHTUTEJI
DeHUHAMOH* HewunsBectra K I'DaHyJIOIUTAM

1 UX KJIeTKaM-
npegnecCTBEHHUKaM

Anmuapummuieckue nexapcmeennvle cpedcmea

Alimanun, gusonupamMuj, npornadeHoH, XUHUINH,
aMUOJAapOH, aPUHANH, (PEeHUTOUH*

HeussectHa

daekanHNg*

IMuToTOKCUUYECKMIt:

IpsAMoOe IIOpasKeHume

MIPeAIIeCTBeHHUKOB
MUeJIO0a3a

dopmMupoBaHUEe TaTeHOB

IIpokaumamug*

0,56%

NmmyHOOTIOCDEIOBAHHBIH:
oOpasoBaHue aHTUTEJ
K Ipa”yJIoIuTam
U UX KJIEeTKaM-
IpesIlecCTBeHHUKaM

Cepeunbie TJINKOBUABI: TUTOKCUH™

HeussecTtHa

Hewussecten

BasoaunaraTopsl: rugpasiasuH, [IUHEIA3UI™

HeusBectHa

VIMMyHOOTIOCDEOBAHHBI :
o0pasoBaHUE aHTUTEJ
K T'PaHyJIOIUATAM
U UX KJEeTKaM-
peIlecTBeHHUKaM

dubdpars: 6esapudpar®

HewussectHa

Hewussecren

Hec'repou,um,le IIPOTUBOBOCIIAJNTEJIbHBIEC JIECKAPCTBEHHBIE CpeaCTBA

IIpousBogHbIe YKCYCHOII KUCJOTHI U POJACTBEHHBIE
coefMHEeHNA: TUKJIODEHAK, NHIOMETAIlNH, CYJNHIAK, TOJIMETHH*

HI/IpaSOJIOHI)II aMI/IHO(.l)EHaSOH, MeTaMM30JI HanI/Iﬂ*

IIpousBogHbIe IPOIMOHOBOM KUCJIOTHI: OeHOKcampodeH,
denompoden, paypbunpoder, ndbynpodeH, HaIpoKceH*

HewussectHa

OKCHUKaMbI: TUPOKCUKAM, TEHOKCUKAM*

denamarsl: MepeHAMOBAA KUCJIOTA®

IIpousBogHbIe CATUIIUIOBON KUCIOTHI:
aleTUICAIUIINIOBASA KUCI0Ta, QUMIyHU3aJ, MecaJaduH*

Byrunnupasonuguusl: GheHUIOyTa30HY

NmmyHOOTIOCDEIOBAHHBIH:
o0pasoBaHUE aHTUTEJI
K IpaHyJIoIuTaM
U UX KJEeTKaM-
IpeIecCTBeHHUKAM

Onnon;mme HAPKOTHYECKHEe aHAJbI€TUKHU

VIMMyHOOIIOCPEeJOBAHHBI :
o0pasoBaHUe ayTOAHTUTEJ

ITenrasomuu* HewussecTHa
K IIpeIlecTBeHHUKaM
MUeJIoIoesa
JlekapcTBeHHbIE cpeacTBa s jJdedyeHus 3abomesanmii ITHC
Anmudenpeccanmut
AMoxcanuH, KJIOMUIIPAMUH, Ae3UIIPAMUH, HOCYJENNH, TOKCEeINH
’ b > & b » AOCY. g A ’ HeussectHa Heussecren
UMUIIPAMUH, (PJIYOKCETUH, MUAHCEPUH, MAITPOTUINH
AHKcuonumuxu
Huazenam, MmenpobaMar, XJOPAUA3eIOKCUT* HeussectHa | Heussecten
AHnmuncuxomuxu
Kinosanmuu** 0,7-0,8% TmyraTnoH-uHAYIIUPOBAHHBIN
aIlonTO3 U BTOPUYUHO
OJraH3annH, KBeTHUAIINH, XJOPIPOMAa3uH, IrajJolepu0.i, Pa3BUBMINNCA OKCHUAATHBHBIN
JIeBOMENIPpOMAa3uH, TUAIIPUL, THUOPULA3UH, 3UIIPACULOH, HeussectHa cTpecc Ha (pOoHE MCTOIIEHUA

pucHmepumzoH*

IeTIo aieHO3UHTPU(MOCHOPHOIL

KHCJIOTBI
ITpomueosnunenmuueckue nexapcmeennvie cpedcmea
Drocy i, PAIBIDONT MATRIA, (emMTON, TPNCTOON: | enoneorna Hensnecren
ITpomueonaprunconuveckue neKapcmeennvie cpedcmea
JleBogoma® | HeussecTHa | Heussecren
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I'pynna JexapcTBEeHHBIX CPEICTB/JIEKaPCTBEHHOE CPEICTBO Hacrora MexaHu3M JeliCTBUS
pyn p p p p BCTPEYaeMOCTH
IIpoTuBOOMyX0J€eBbIE JeKaPCTBEHHBIE CPEICTBa
ITuToTOKCUUYECKMIL:
ASNKuUIupyoone areHThl, aHTUMETa00JUThI, IIPernapaTsl, IPAMOE TOPANKEHTE
0JIOKUpYIOIie MUTOTUYECKOE [eJIeHre KJIEeTOK, aHTPAI[MKJINHBI, HewusBectra
UHTUOUTOPHI TOIIOM30MePas3bI* TIPEAIIECTBEHHITKOB
MUeJI0I033a
AMUHOIIyTeTUMUZ, aMUHOITEPUH, TaMOKcudeH, GIyTaMusm,
HUJYTaAMUI, PUTYKCUMAa0, UMaTuHUO, gasaTUHU0, HUJIOTHUHUO, HeusBecTtHa Heussecren
003yTUHUO, TOHATUHUO*
HNMMyHOIEenpeccanThI
OTaHepLenT, NHGINKCUMaO, TeHUIIULIaMIH* Heussecrra Heussecren

rOpMOHLI M X aHAJOIu, arOHUCTHI 1 AHTATOHMCTBI

NMmmyHOOTIOCDEIOBAHHBIH:
o0pasoBaHUE aHTUTEJI
Kanus mepxiopar, KapouMasoJi, TPOIUITHAOYPAITIII, o
e 0,2-0,5% K Tpa”yJIoIuTaM
THaMa30J, METHUMa30J*
U UX KJIEeTKaM-
MpeaIecCTBeHHUKAM
IIpeguuzonon* HewussectHa Hewussecren
Baokatopsr H,-rucTaMinHOBBIX PelenTOPOB
Bpompenupamus, x HAMWH, METAIUPUJIEeH, TeHAIUINH
pompernupa » XJ10pdena » MeTaIp Jie » TEHATHANH, HewussectHa Heussecren
TpUMeJeHHAMUH, MeOTUIPOJINH, IPOMEeTa3uH
Baokaropsr Hy-rucTtaMUHOBBIX pPenenTopoB
ITuToTOKCUYECKMIL: S
" IPAMOe II HU
IMumerunus, GaMOTUINH, PAHUTUIUH* HewussecTHa PAMOE LIOpakeHne b
IpeJIecTBeHHUKOB =
MUeJI0I033a 2
T'unorankeMuyecKue JIeKapPCTBEHHBIE CPEICTBA o
HNMMmyHOOIOCDETOBAHHBIN: o3
oOpa3oBaHTe aHTUTEJ p
XnoprponamMuz, TInOeHKJIaMUI, TOJOyTaMum* HewussectHa K TpPaHyJIOIuTaM @)
U UX KJEeTKaM- ﬁ
MIpeaIIeCTBeHHUKAM &
IIpoune neKapCcTBEHHEBIE CPENCTBA
AnymonypuHOI* HewussectHa Hewussecren
Arneruanucrenu® HeusBectHa Hewussecten
Anurperun* HewusBecTHa Hewussecren
Voxumbuna TUIPOXJIOPUL* HewussecTHa Hewussecren
Konxumuna* HewussectHa Hewussecren
MeToKa0omTpamMuL* HewussectHa Hewussecren
Omenpasona™ HewusBecTHa Hewussecren
ITupensenuu* HewussectHa Hewussecren
Puryson® HeussectHa Hewnssecren
Purogpun® Hewunssecrna Hewnssecren
Couin 3os0oTa AypaHopuu® HewussecrHa Hewussecren
O0pasoBaHMe aHTUTEJ
K IPaHyJIOIUTaAM
U UX KJIeTKaM-
IIpeIlecTBeHHUKAM
Cynbhacamasuu®* 0,6% beAIecThe K%.
ITuroTOKCHUUECKMIT:
IPAMOe IOpaskeHue
IpeJIecTBeHHUKOB
MUeJI0I033a
ITuanamug® HeussecTHa HeusBecren
NHrn6uTOpsl HMMYHHBIX KOHTPOJIBHBIX TOUEK
Nnuaumymab
Husonymat
NmMmyHOOTIOCDEIOBAHHAA
ITem6posnusymatd IUTONEHNS
Aresonuzymab HewussecrHa AmntacTuueckass aHeMUS
Agerrymab AnmerakapuonurapHas
TPOMOOIIUTOTIEHU ST
HypBamymad
IMemuninmab*

OnpenesneHus AJA YPOBHEHN mokasaTeabHOCTH [51]: ypoBeHh A — HaHHBIE OZHOTO WX HECKOJbKUX PAHIOMUSHUPOBAHHBIX KOHTPO-
JIUPYEeMbIX KJIMHUYECKUX HCCJIeJOBaHUI; YPOBEeHb B** — nokasaTesbCTBa M3 PAHAOMU3UPOBAHHBIX KJINHUYECKUX HCCJIEIOBAHUM,
MPOCIEKTUBHBIX HAOJIOJATeIbHBIX HCCJIEIOBAHUN, KOTOPTHBIX HCCJIEIOBAHWI, PETPOCIEKTUBHBIX HCCJIENOBAHUIN, MCCJIEJOBAHUI
TUIA «CJIYy4ai—KOHTPOJb», METAaHAJIN30B /WK ITOCTMAaPKETUHIOBBIX MCCIeNoBaHuil; ypoBenb C* — mokasaTebCcTBa M3 OLHOTO
WU HECKOJIBKUX ONYOJMKOBAHHBIX OTYETOB O KIMHUYECKUX CIyUadX WM CEPUU KINHUYECKUX CJIYUaeB.
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Tabruua 5

CxeMbl mpueMa aHTHPETPOBUPYCHBIX mpemnapartoB npu BUYU-undexknuun y nerein®

BospactHasa rpynma

OCHOBHOI KOMIIOHEHT IIpemaparta
u3 rpynnst HUOT (ucmoassyiite 2)

Kommoumenr HHUOT (NNRTI), II (PI)
nmn U (INSTI) (ucnoassyiite 1)

MnageHIIbI ¢ POKIASHUS
o Bo3pacrta <14 mHeit

3UAOBYAUH TLIIOC JAMUBYAWNH
(UMM SMTPUIUTAOKH)

HeBupanun niau
Bec>2 kr: panTerpaBup

Hetu >14 nueit
no <4 Hemean

3UAOBYAUH ILIIOC JAMUBYAWH
(M SMTPUIUTAOKH)

JlonmuHaBUpP/pPUTOHABUD WU
Bec>2 kr: panrerpaBup

Hetu >4 Hemesb,
BeCc>3 KT

AbGakaBup (MaU 3UAOBYAUH) ILIIOC
JaMUBYAUH (UJIN SMTPUIUTAONH)

HomxyrerpaBup
Bec>25 kr: Tabierku abakaBupa/iaMUByIuHA,/
moJsyTerpaBupa (pMKCUPOBAHHON JO3MPOBKU
IOCTYIHBLI B KaueCcTBe ITOJHOIIEHHON CXeMBI
npueMa 1 pas B JeHb

Hetu >2 jer,

Bec>14 kr asmadgeHaMULI

IOMTPUIIUTAOUH TLIIOC TeHOMOBUP

BuxTerpasup
TabseTku smTpuiiuTadbmHa/TeHo(OBUpaA
anadenamuga/6uKTerpaBupa GUKCUPOBAHHOMK
IO3UPOBKU (JOCTYIIHBI B JBYX A03aX) MOCTYIIHBI
B KauyecTBe IOJIHOIEHHOM CXEeMBbI
npuema 1 pas3 B IeHb

*Kagasa cxema JieueHUsA paspaboTaHa Tak, 4TOObI BKJIHOUATh 2 aHTUPeTpoBUpPYCcHBIX (APB) mpemapara ms rpynnst HUOT miroc

Ha BBIOOD oxuH KoMmmoHeHT u3 rpynn HHUOT, UII uau UN.

INSTI — uuruburop mepenoca nenu mHTerpasoii; HHUOT — HeHYKJI€03UAHBIH MHTHOUTOP oOpaTHOI TpaHckpunrasbsl; HUOT —
HYKJIEO3UHBIA MHIUOUTOP o6paTHO! TpaHcKpunrasdbl; UII — MHrHOUTODP IpoTeassl.

IUTOTOKCUYECKUX HMMYHOIEIIPeCCaHTOB, HaIIpHU-
Mep, asaTHOIPUHA, METOTpeKcaTa, aHTUKOHBYJIb-
canToB [49]. IloGouHble HerKeJlaTeJbHBbIE ABJIEHUSA
9TUX IIPernapaToB 3aBUCAT OT JO03bI U UX MOIKHO
OpeaBUIeTb, YUYUTBIBAA UX (QapMaKogWHAMUUE-
cKue u (apMaKOKMHETUUYEeCKNEe XapPaKTePUCTUKH,
dapmakoreHeTUUECKHEe O0COOEHHOCTH MeTaboJau3Ma
[60-52]. HeiirponeHus sBaseTcs Haubojee BaiK-
HBIM (PaKTOPOM, OTPAHUYMBAIOIIAM MPOMOJKEHUE
WCIIOJIb30BAHUSA IIPEITapaToB IIPU XUMHUOTEePAIUU U
paguoXuMHOTEPaAIuy paKa.

Kpome TOrOo, B 3aBHCHMOCTU OT [JO3BI O0JIyUe-
HUSA JIyueBasl Tepanus OIyxoJieil, MpenMyIecTBeH-
HO COJIUTHBIX, TaKyKe MOYKET BbI3BIBATH IOBPEKIe-
"Hue [JHK B KJeTKax KOCTHOTO MO3Tra, IIPUBOJAIIEE
K HeNTPONeHWW PAas3IUYHON CTeleHU TAKEeCTH.
BceaoenecTBue BBICOKOTO prCKa 0003HAUYEHHBIX T000U-
HBIX peakIuili y TaKuxX MarUeHTOB TIAaTeJbHO
KOHTPOJIMPYIOT aHaJIN3 KPOBU, UYTOOBI MOYKHO OBLIO
OPEeANpPUHAT, PaHHee BMEIaTeJIbCTBO IPU J060i
CTelleHU HEWTPOINeHWU WJN B Hadajle arpaHyJIoIU-
To3a. Kak mpaBumyio, B TaKuUX caydasx [IJsd Jiede-
HUsA HAa3HAYAIOT TeMOIlodTHYecKue (haKTopbl pocTa,
TaKre KaK IPaHyJIOIUTAPHBIN KOJOHUECTUMYJIUPY-
formuit paxTop (G-CSF, mHampumep, ¢uarpactum,
JIEHOTPACTUM, Ier{uJrpacTuM) WJU TPaHYJIOIU-
TapHO-MaKpo(araJabHbIN KOJOHUECTUMYJIUPYIOITHAH
darkrop (GM-CSF, Hampumep, caprpaMOCTHH, MOJI-
TPaMOCTHH) IIOCJIe IIPeKpPalleHus Tepamuu I[UTO-
TOKCUYECKUMU IIperapaTamMmu. PelreHre onIucaHHbIX
mpobJieM SBJAETCA YacThbI0 CTAHAAPTHOIN Tepamuu
IpU JIeYeHUW paKa WJIN WCIOJb30BAHUU HUMMYHO-
JETIPECCAHTOB C I[UTOTOKCUYECKUM IIOTEHIIHAIOM
u moaromy Tpebyer mouuTopuHra ypoBHa TREC u
KREC — myis cBOeBpeMEeHHOTO peIleH’s BOITpoca
0 Ha3HAYEHUM B3aMEeCTUTEJbHON WMMYHOTepanuu
JIEKapCTBEHHBIMU IIpelnapaTaMyd BHYTPUBEHHBIX
UMMYHOTJIOOYJINHOB.

OpHaKo CYIIECTBYIOT M OPYTHe TPYIIIbI MUEJO-
TOKCUYHBIX JIEKAPCTBEHHBLIX IIPerapaToB, O KOTO-
PBIX YIIOMUHAETCS ropasmo perke, HAIIPUMeEpD, aHTU-
TUCTAMUHHBIE IIPerapaTbl, 0JOKaTOPHI IIPOTOHHOI
IIOMITbI, OJHAKO HACTOPOYKEHHOCTh y Bpaueil Ipu
OKa3aHWU IIePBUYHON MeIUKO-CAaHUTAPHOI ITOMOIIHI
IOJI’KHA coxXpaHAThedA [43, 44, 53—55].

KpurepusvMu JiekapcTBEHHO-UHIYIIMPOBAHHO-
r'o arpaHyJoIUTO3a ABJISIOTCS:

e HaUaJI0 arpaHyJIOIUTO3a B IIEPUOJ JIEUEHUS
UJIu B TeueHWe 7 CYTOK mmocje mpumeHeHus JIC
C BOCCTAHOBJEHHEM KOJMUECTBA HeHTPOoGUIOB
>1,5x109/n1 Ha npoTsakeHun 1 Mec. IMOcCjie OTMEHBI
mpermaparas;

® PEelUAWB arpaHyJoIUTO3a IIPU ITOBTOPHOM
npumeHenuu JIC;

® OTCYTCTBHE aHEMUU U TPOMOOIIUTOIIEHUH.

HaHHbIe KPUTEPUU HEe MPUMEHUMBbI IIPU HAJIU-
YNU B aHAMHe3e BPOKIEHHOI MM MMMYHOOIIOCpe-
IOBAHHOI HEUTPOIEeHWU, HeJaBHO IIePEeHECEeHHOTO
nH(EeKIIMOHHOro 3abojsieBaHUA (0COOEHHO BUPYC-
HO¥ 5TUOJIOTUN), HEJABHO IIPOBEIEHHON XUMMO- 1/
UIu UMMYyHOTepanuu (C IPpUMeHEeHWEeM WMMYHO-
TJIOOYJIMHOB, MHTEP(HEPOHOB, aHTUTEN K (aKTOPY
HEKpO3a ONyXO0JIM, PUTyKcuMaba) m/ujim JydeBOMl
Tepanuu (UCKJIIOUEHUsS OOYCJIOBJIEHBI, B IIEPBYIO
ouepenb, BOSMOYKHOCTHIO Pa3BUTHUA Ha (hoHe TaKUX
METOZOB JieUeHUS OTCTPOUEHHON HEUTPOIeHuM,/
arpaHyJonuTosa uepesd 3—4 Hemeau, KOTOpPbIe He
YKJIaABIBAIOTCS B (-THEBHBIA CPOK, 0003HAUEHHBIHN
BBIIIE) U IIPU HAJUYUU OCHOBHOT'O I'€MaTOJIOTHYe-
cKoro 3aboJieBaHUA.

K daxTopam pucka pasBUTHUSA JEeKapCTBEHHO-
UHAYIITMPOBAHHBIX HENUTPOIEHUU U arpaHyJIOIlUTO-
3a otHOocAT [43, 44]:

e IIpUMeHeHHe KoMOuHanuii HeKoTopwsix JIC
(TToTeHITAaIbHO OTIaCHbBIE Me)KJIeKapCTBEeHHbIE B3au-
MOJIeICTBUA);



Tabauua 6

JIeRapCTBeHHLIe npenapaTtsl ¢ BBICOKMM PHCKOM PAa3BUTHUA UIUOCHHKPA3HUYECKOIo arpanyJIonuTOo3a

I'pynna npenapartos

HaumeHoBaHMe JIeKapCTBEHHBIX IPENapaToOB

Amnansreruru/HIIBII

HurimodeHak, nHAOMETAIUH, UOyIpodeH, MeTaMu30JI,
HAIIPOKCeH, ameraMuHo(eH, GeHnI0yTasoH, MTUPOKCUKAM

AHTUIETIpECCAHTHI

Krnomunpamun, goxcenuH, (GpayoKCeTUH, MMUTIPAMUH,
MAaIPOTUJINH, MUAHCEPUH

TIpoTuBOCYIOPOIKHBIE TIPEITapaTh

Kapb6amasenus, GeHUTONH, JaMOTPUIIKUH

IIpoTuBOMHMDEKIITMOHHBIE ITPEeNapaThI

AbGakaBup, allMKJIOBUP, aMIIUIIUJIJINH, aTOBAKBOH,
aMOKCUIIUJLJINH/KJIaByJaHOBasd KUCJIOTa, Ie(oTaKkcuM,
nedTpuakcoH, medgypoxcum, medaseKkcuH,
KJIAPUTPOMUIINH, TeHTAMUIINH, TAHIIUKJIOBUD, UMUIIEHEM /
MUJIACTATUH, U30HUABUL, MUHOIUKJINH, HUTPOQYPAHTOUH,
HOP(DJIOKCAIIUH, OKCAI[UJIJINH, HeHunuaIns G,
OUNEePAIIINH, PUPAMIINH, POKCUTPOMUIINH,
TepouHaGUH, TPUMETOIIPUM /CYIb(PaMeTOKCas30.I,
BaHKOMMUIIVMH, BaJTaHIIUKJIOBUD, 3UAOBYINH

HpOTI/IBOOHyXOJIeBI)Ie IIpenaparsl

DyyramMus, UMaTUHUO, PUTYKCUMAO

AHTUTICUXOTHYECKUE npenapaTsl

XopnpoMasuH, KJIO3ANWH, JEBOMEIIPOMAa3WH,
OJIAaHBAIIWH, MePasuH, KBeTUAIWH,
THOPUJA3WH, 3UIPACUIOH

IIpenapats gus jgeuenus aud@ysHbIX 3a00IeBaHUI
COEUHUTEJIbHON TKAHU M BOCIIAJUTEIbHBIX
3a00JieBaHUM KUIIEYHUKA

Aypanopun, nHpINKCUMAO,
NMeHUIUJIIAMUH, CyIb(acaniasud

TupeocraTnyeckue npenaparol

Kap6umasos, TmamMasosi, IPOIMUITHOY DAL

CepeuHOo-COCYANCTRIE IMperapaThl

(ameTunsi-) AUTOKCUH, aMUOAapoH, Oe3adudpaT, KamTompu,
IOKCa303WH, METHUJIO0IIa, HOBOKAMHAMMUL, ITPOIIPAHOJION,
pPaMUIIPUJI, CIUPOHOJIAKTOH

TIpemapars! asisa Tepanuu 3a6ojIeBaHUN
JKeJIYJOUYHO-KUIIIEYHOTO TPaKTa

Mumeruauu, GpaMOTUAMH, METOKJIOIPaAMUL,
OMeINpas0Ji, IUPEH3eInH, PAaHUTUINH

AHTHarperauTbl

Kaonuporpens, iunupugaMos, TUKJIOTUIUH

Buonornueckme mpemnapaTbt

Nuruburopsl haxTopa Hexposa omyxouu-o (PHO-ao)
(amanumymabd, nHQIUKCUMA0, 9TaHEPIENT), aHTUTeJIa
CD20 (purykcumatd), anturesna CD52 (anemrysymao),

uHTepsaeiKuH-6 (IL-6) anTurena (Tormmamnsymad),
anraronuctsl I1L-1 (amakuHpa, KaHakKuHyMab) u
UHTUOUTOPH! (PaKTopa akTmBanuu B-KjIeToK (6ermumymad)

Ipyrue

AnurperuH, aJJI0MypUHOJ, HedepPUIpoH,
neruHTepepoH anabda-2, IpesHn30JI0H,
IpOMeTas’uH, PUJIY30J, JeBaMU30JI

® TeHeTUUYECKYIO IIPEAPAaCIIOI0KEeHHOCTD;
® JKeHCKMI IIOJI;

® HajInyne XMWMHO- HNJIN J'Iy'-IeBOfI Tepalnunu B

aHaMHes3e;
® HENOCTATOYHOCTDh IIMTAHUA,

¢ KOMOPOMAHYIO IaTOJOruio (B YaCTHOCTH,

Haxxe mocie ormeHbl APT mHelTpomeHUSA MOKET
COXPaAHATHCA B TeUeHME HEeCKOJbKUX MECAIEB,
mostomy MouuTOpPUHT comepskanuss TREC u KREC
HeOoOXOAMM B 5TOIl KOTrOpTe IIAI[MeHTOB AJIA OIpe-
IeJIeHUA TaKTUKU HAOJIIOMeHU.

8.1. JlekapcTBeHHbIE IIpenmapaThl KaK TPUITE-
PHI HIMOCMHKPA3UYECKOTO arpaHyJIOINTO3a

Eme opHOIl Ba)KHOU mIPOOJEMOIl SABJISETCS

IIOYEeYHYIO HEeOgoCTaTO4YHOCTSD, ayTONMMYHHBIE
COCTOSTHUA);

e mH(pEeKINOHHbIe 3a0oaeBaHUs (II000 3THO-
JIOTUM);

o MPUHAAJEIKHOCTh K OTHUUYECKOIl TpYIIIe
alKeHasb! (mocaeqHuil (paKTOp MMeeT CYIeCTBeH-
HOe 3HaueHWe OJA KJO3aINuH-aCCOIUUPOBAHHON
HeNTpomeHUU W arpamyJjomnuTtosa) [56—58].

AntuperpoBupycuaa tepanusa (APT), ucmois-
3yeMass B JeTCKOM Boadpacte (Taba. 5), wumeer
MIUPOKUN TPOGUIb HEKeJaTeJbHBIX IT000UHBIX
peaxiuii, B T.4. HEHUTPOIIEHNM, BCJIEICTBUE BJIMA-
HUS aHTUPETPOBUPYCHBIX IperapaToB Ha IIPOIEC-
cbl mpoaudepanuu u aud@epeHIInPOBKU KJIETOK-
TIpeAIecCTBeHHUKOB TpaHyJaonuTonossa [59—-62].

UAVOCUHKpasuueckad MaHudecranusa HeHUTpPoIe-
HUU W arpamyiomnurtosa [45].

CyIecTByeT psan HEIIUTOTOKCHUUECKUX IIpe-
mapaToB, IPU HOPUMEHEHUU KOTOPBIX HaO0JIoma-
I0TCA CJIydayd TaK Ha3bIBAEMOI'O <«WAWOCUHKPAa3U-
YeCKOro» arpaHyJjonuTosa. ManocmHKpasmuecKue
mo6ouHbIe 3(hGeKThl JIEKAPCTB TaK:Ke Ha3bIBAIOTCS
peaknusamu tuna B (or anra «bizzare») [63] win
PeaKnuAMU I'MIIePYYBCTBUTEJIBbHOCTH 11 BOSHUKAIOT
OUeHb peakro. VamocuHKpasudecKue TMTOOOUHBIE
a((peKTHl IIperapaTra MOTYT IIPOABJIATHLCA B pas-
auuHbIX (hopmax. Harme Bcero oHM IIPEACTABIAIOT
co00if KOKHBIE PeaKIluli, TaKue KaK KpalmuBHUIIA,

KOMEHAALIUU
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reHepajn3oBaHHAas 9K3aHTeMa, cuHapoM CTuBeHA—
I:xoHcona um ap. Kpome Toro, mMoryr pasBUTbCA
MOBPEKICHUA TEYEeHU, ayTOMMMYHHBIE DPeaKIuu
WX TreMaToJIOTUUYeCKre W3MeHeHU:A (aHeMUus WJIn
arpanysonuTos) [64]. B ciayuae mamocuHKpasmue-
CKMX JIEKAPCTBEHHBIX Dpeakiuii He HaAOJIOmaeTCH
YeTKO! [030BOM 3aBUCHUMOCTU IIPOBOIMPYIOIINX
BemectB. OOHAKO CUMTAeTCA, UYTO BEPOSATHOCTH
BOSHUKHOBEHUS WUAUOCUHKpasuueckoro (tuma B)
arpa”HyJIOIMTO3a YyBEJIUUYUBAETCS TIPU BBEJEHUU
BEI[eCTB, IIOTEHI[MAJbHO CIOCOOHBIX BBI3BATH
TAKyI0 PeakIuio B 0oJiee BBICOKUX O03aX. PUCK
TaKiKe YBeJIWUYMBAETCA B CIyUYasiX CHUHEPTUUYECKON
TOKCUYHOCTH, KOTZA OJHOBPEMEHHO Ha3HAUYAKTCH
HECKOJIbKO IIPenapaToB ¢ MOTEHI[MAJTbLHBIM PUCKOM
HeHUTPOIeHNN WJIM arpaHyJonurosa. Kpome Toro,
OBLJIO 3aMeUeHO, UTO MperapaTbl, MPUHUMAaeMbie B
mosax menee 10 Mr/meHb, MPAKTHUYECKU HE BBI3HI-
BAIOT UAMOCUHKPA3UUYECKUX ITOOOUYHBIX 3 eKToB
(peaknum Tuma B) [65].

N arocuHKpasuueCcKuil arpaHyJoOUTO3 NMeeT
JIETAJILHOCTH OKO0JIO 5% . 3HAUUTENBHOI JIeTaJIbHO-
cTu 3a00JIeBaHUSA CIIOCOOCTBYET IO3AHAS IUATHO-
cruka. OZHAKO eciau BOSHUKINWHN WIUOCUHKDPA3HU-
YeCKUU arpaHyJIOIUTO3 PACIIO3HAETCSA AOCTATOUHO
paHO ¥ Tpemapar, BbI3BaBIIUI ero, OTMeHEeH,
KOJIMUECTBO HEUTPOPUJIOB OOBIYHO HOPMAJIU3YET-
ca uepes 1—2 Hegenu TPU YCIOBUU, UTO K TOMY
BpPEMeHU He MIPOU30#eT HeoOpaTUMOTO MOBPEIKIe-
HuA [66]. O6masa romoBasa 3a60e€Ba€MOCThH HIUO-

CHUHKPpasn4YeCKMM arpa”nyJoIinuTo30M, BbI3BaH-
HBIM JIEKapCTBEHHBIMU CpeACTBaMMN, BapbUpPyeT
OT wHccijaegoBaHUsA K MHNCCII€JOBAaHNIO, BO3MOJMHO,

13-32 PA3HBIX METOMOB OIEHKW, STHUUYECKUX WJIHN
TOMyJIANMUOHHBIX pasnuuuii. B EBpome 3abosieBae-
MOCTBH cocTaBjsAeT oT 1,6 1o 9,2 cayuaes Ha 1 MuTH.
"HacenxeHud B rox; B CIITA rozosas 3a00/1eBa€MOCTbH
cocraBager or 2,4 mo 15,4 ma 1 muH. [67, 68].
HecmoTps Ha Taky HU3KYIO 3a00J1€BA€MOCTh, He
cleqyeT HeIOOLEHMBATL PHUCK BO3HHUKHOBEHUS ¥
MAIMeHTOB arpaHyJIOIUTO3a BCJEACTBME MeINKAa-
MEHTO3HOI'O JIEUEHUS, IIOCKOJBKY IJA OOJIBIIOTO
KOJIMYECTBA IIPENapaToB CYIIEeCTBYIOT TOCTOBEPHO
3HAUMMBbIE [IOKAa3aTeJbCTBA 3TOro pucka. Kpome
TOTO, CJEAyeT YUUTHIBATH, UYTO TsMKeJas HelTpo-
MeHUA OOBIYHO BBISIBJISETCS Yy IOCIUTAJIN3MPOBAH-
HBIX OOJIbHBIX, IOCKOJIBKY OIIpefe/ieHre IOKa3aTe-
Jieli KPOBU ABJAETCA UYACTHbIO OOBIUHON PYTUHHON
INArHOCTUKHN B CcTaluoHape. B psame ciyuaes,
BEPOATHO, AHATHO3 arpaHyJOIMTO3a OCTAHETCS
HEYUYTEeHHBLIM, HAIIPpUMepP, V aMOyJATOPHBLIX IIaIli-
€HTOB IIPU JIETAJBHOM MCXOIe Ha IOMY, TaK Kak
perucrpanus OCHOBAHA Ha JOOPOBOJBHOM COOOIIe-
Huu. 110 3TUM DpUYMHAM YACTOTA BOSHHKHOBEHUS
arpaHyJIOIMTO3a MOYKET OBITh HEeLOOLeHEeHA.

B Tmabn. 6 mpexacraBieH 0030p IIpemapaTos,
KOTOPBIE CBS3AHBI C 3AIIyCKOM HAMOCHUHKPA3UUe-
CcKoro arpamyJonurosa [47, 48, 66, 67].

Bo3MOMKHBIME HEMEINKAMEHTO3HBIMU IIPUYM-
HAMHU arpaHyJIOIUTO3a B PEIKMUX CAyYasdX SBJIA-
oTcA geeKThl KOCTHOTO MO3ra, HaIpuMmep, Mue-
JIOAMCILIACTAYECKUH CHUHIPOM, CEIICHC, CILJIEHOME-

raaus, a TakyKe XpoHUUYecKue 3a00JIeBaHUA C pas-
JIMYHBIMYU MOJEJISIMU BOCHaJieHus (ayTOMMMYHHAS,
auMmponpoandepaTuBHasg, MHUKPOOHO-BOCIAJIN-
TeJibHAdA, MeTabosimuecKas, ajaepruueckasa) [69],
a Takke C Oe@UIUTOM IIUTATEJbHBIX BEIECTB,
TaKUX Kak BuUTaMuH By (donmeBas Kwuciora),
Jedbunur BuraMuHa B, (rKobasamMuHa), BUTaMU-
Ha D, B TaKuX cuTyanmuax IIOKasaHa TapreTHasd
KOPPEKIUA BBIABJIEHHBIX AeUIIUTHBIX COCTOAHUM

[70-74].

3aKJIoyeHue

Benenre nMMyHOKOMIIDOMETUPOBAHHBIX HAIlH-
€HTOB, BBIABJIEHHBIX B XOJ€e PacIINPeHHOT'0 HeoHa-
TajdbHOrO cKpuHuMHTa Ha IIN]], Tpebyer KOM-
IIJIeKCHOTO IIOAXOJa, BKJIOYAIONIero MOHUTODPHUHT,
npoduJIaKTUKy U aKTHBHOe JiedeHuHe. PaHHAA
IVMarHOCTUKA ¥ WHAWBUAYAJINU3NPOBAHHOE JieUeHUe
MOTYT 3HAQUUTEJHHO YJIYUIIUTH KAaUYeCTBO KU3HU U
IIPOTHO3 Yy 9TUX IaIUeHTOB, CHUSUTH WHBAJIUAU3A-
nuio. BaykHO ogep:KuBaTh MEKANUCIUNIINHAPDHOE
COTPYAHUUYECTBO MEKAY IlefuaTpaMy, UMMYHOJIO-
raMy u APYTUMU CIeIUaJNuCcTaMu [Jid obecrieue-
HUS ONTHMAJBHOTO yXOoJa W HaOJIOZeHUs 3a JTOU
yA3BUMOU KaTeropueil mameHTOB.

Bxnad aemopos: éce aemopv. 8 PABHOU cMeneHu 6HecLu
c60ll 6KNA0 6 PYKONUCb, PACCMOMPENU ee OKOHUAMEeNbHbLL
sapuanm u 0aau cozuracue HA NYOLUKAYUIO.

Dunancuposanue: ce a86mMopvl 3aA6UIU 00 OMCYMCmeuu
Gunancosoil noddeprcku npu nodzomosxe OAHHOU PYKONUCU.

Kongnruxm unmepecos: 6ce asmopul 3aa6uny 06 omeym-
cMmeuu KOHKYPUPYouux uHmepecos.

ITpumeuwanue uzdamensa: OOO «Ileduampusn» ocmaemcs
HellmpaibHblM 6 OMHOULEHUU OPUCOUKUUOHHBLX NpemeH3uil
Ha OnyOAUKOBAHHbIE MAMEPUALb. U UHCMUMYYUOHALbHLLY
npuradnexcHocmeil.
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